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ooneBanuit ®I'bY «<HMMUL remaronornm» Mun3npasa Poccnu

IlycroBas Enena UropeBHa — KaHIuaaT MEAUIIMHCKUX HAYK, Bpau-reMaTo-
JIOT OTAEJEHUS CTaHIapTU3allMu METOAO0B JIUeHMSI TeMaTOJOTMYeCKUX 3a-
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(annbrx 3a6oneBannit ®I'BY «HMMUWII remaTtonorun» Munsnpasa Poccun
Tpounkas Bepa BuranbeBHa — J1OKTOp MEIMIIMHCKUX HAyK, MEPBBIN 3aMe-
ctutenb reHepanbHoro aupekropa ®I'BY «<HMMUAII rematonorun» MuH3n-
paBa Poccuu, riaBHbiii Bpau ®I'BY «HMMUWII remaronorumn» MuH3npasa
Poccuu, Bemymuii HayqHBIN COTPYIHUK OTAEa XUMHUOTEparuu reMobiac-
TO30B, JIETIPECCUil KPOBETBOPEHWSI W TPAHCIUIAHTAIMA KOCTHOTO MO3Ta,
Bpa4y-TeMaToJIOT OTACJIEHUSI XMMHOTEpAluu reMoOJIacTO30B M JIeTpeccuit
KPOBETBOPEHUS C OJIOKOM TPAHCIUIAHTALIMA KOCTHOTO MO3Ta U TeMOIO3THU -
yecKuX CTBOJOBEIX KieToKk PI'BY «HMMUIL remartomornn» MuH3IpaBa
Poccun

Typkuna Auna I'puropbeBHa — JOKTOpP MEIUILIMHCKUX HAaYK, podeccop, Be-
QYU HAYYHBIM COTPYIHUK OTIENa AMATHOCTUKY U JICUEHUST TeMaTOJIOTH -
yecKux 3a00JeBaHU, 3aBeIyIONIast OTAeICHUEM — Bpau-TeMaToJIoT KJITMHU-
KO-MarHOCTUYECKOTO OTAEJIEHUS] TeMaTOJOTUM MUETONPOIu(epaTuBHBIX
3aboneBanuit ®I'bY «<HMMUI rematonornm» Munznpasa Poccun
®upaposa 3ammna TaiimypazoBHa — KaHAWAAT MEIMIIMHCKUX HaAyK, CTap-
W HAYIHBIN COTPYTHUK CEKTOpa HAyYHBIX UCCIIETOBAHUI XUMUOTEPAITUN
reMo0J1acTO30B, NEMpPecCcuil KPOBETBOPEHUSI U TPAHCIJIAHTAlIMM KOCTHOTO
MO3ra, 3aBe/ylolasi OTACJIEHUEM — BPau-TEMaTOoJIOT OTAEJIEHUS XUMUOTE-
parnuu reMo0J1acTO30B U IETPEeCcCUil KPOBETBOPEHUS C OJIOKOM TpaHCILIaH-
TallMM KOCTHOTO MO3Ta M TeMOTIO3THUYECKMX CTBOJIOBBIX KieToK PI'BY
«HMMWL rematonorun» Munznpasa Poccuu

XomkaeB I'ennanmii ['enHanbeBUY — Bpay akylIep-TUHEKOJIOT XUPYypraye-
ckoro otneneauss ®I'BY «<HMMUWII remaronorun» Mun3apasa Poccum
IIBeraeBa Huna BajneHTMHOBHA — KaHIMUIAT MEIUIIMHCKUX HAyK, CTApIIMit
Hay4YHBII COTPYIHUK CEKTOpa U3yYeHUsT HEOITyXOJIeBbIX 3a00JIeBaHUI CHUCTE-
MBI KPOBM, Bpau-TeMaTOJIOT OTAEJICHUS TeMATOJOTUU U XMMUOTEparuu op-
dannwix 3a6omeBannii PI'BY «<HMMUII remaronorum» Mun3snpaBa Poccun
Yeavimesa Exarepuna FOpbeBHA — JTOKTOp MEIUIIMHCKUX HAyK, BEAYIIWiA
HAYYHBII COTPYIHUK OT/AeNIa TMATHOCTUKU U JICUEHUS TeMaTOJOTUYECKUX
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3a0o0yieBaHUli, Bpauy-reMarosor KIMHUKO-AUAarHOCTUYECKOTO OTIAEACHMUS
reMaTojioruu MuenonpoiudeparuBHbix 3aboneBaHuit PI'BY «HMUIL]
remaTtojioru» Mun3snapasa Poccun

SfIkoaeBa Enena BnagumupoBHa — KaHIUIAT MEIUIIMHCKUX HAYK, HAYYHBIN
COTPYAHUK OTAea AUATHOCTUKU U JICUEHUS TeMaTOJOrMyeckux 3abosieBa-
HUIii, Bpay-reMaToJIor KJIMHUKO-AUAarHOCTUYECKOTO OTIEJEHUS TeMaToJio-
run 1 HapyueHuii remoctaza ®I'bBY «<HMMUWILI rematonorun» MuH3npasa
Poccun
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AA

AJl

AJlD
AUTA
anno-TI'CK

AJIT

ACT

AT III

ATT
ayto-TI'CK

ADC
AYTB
BAJl
bB
bIJI
BK
bMO
bPB
BA
B/B
BBUT
BH1Y
BKJI
BO3
BT®0

T., IT.
ITT
I-KC®
I'TIb
I'CK
ryc
JABKKIJT
JABC
JAMXTI
JAMIIIT
JHK
AC

arutacTuyeckasi aHeMust

apTepuajbHOE NaBjieHUe

ageHo3uHaudocdar

ayTOMMMYHHasl TeMOJIUTUYECKasT aHeMUSI
TpaHCIUIAaHTALIMST aJIZTIOTeHHBIX TEeMOMO3TUYECKMX CTBOJIO-
BBIX KJICTOK

aJlaHMHaAaMMHOTpaHcdepas3a
acmapTaTaMMHOTpaHc(pepasa

antutpomouH 111

AHTUTUMOLMTAPHBINA TIOOYJINH

TpaHCTUIAHTAIMS AYyTOJOTUYHBIX T€MOIOITUYECKUX CTBO-
JIOBBIX KJIETOK

aHTUDOCHOTUTTUIHBII CUHIPOM

aKTUBMPOBAHHOE YaCTMYHOE TPOMOOILJIACTUHOBOE BpeMsi
OPOHX0ATBBEOJISIPHBIN JIaBax

0oJie3Hb Buiedopanga

0OoJIbIIIME TpaHYJISIpHBIE TUM@OLIUTHI

OJaCTHBIN Kpu3

OOJIBIIION MOJIEKYJISIPHBIN OTBET

Oe3peaInBHAS BBLKMBAeMOCTh

BOJYAHOYHBIN aHTUKOATYJISIHT

BHYTPUBEHHO (-HbIi)

BHYTPUBECHHBI TMMYHOTJIOOYJTH

BUPYC UMMYyHOAC(MUIINTA YeIOBeKa
BOJIOCATOKJIETOYHBIN JIEUKO3

BceMupHast opraHu3anus 31paBooXpaHeHUs
BEHO3HbIE TPOMOOAMOOIMYECKHUE OCTOKHEHUS

rpamMM

TOJl, TONbI

raMMa-rioTaMuiaTpaHchepasa

TPaHYJIOLUTAPHBIN KOJTOHUECTUMYJIUPYIONINi (hakTop
reMaToIUIallcHTapHBIN Gapbep

TeMOITIO3TUYECKIE CTBOJIOBBIE KJIETKU
TeMOJIUTUKO-YPEMUIECKIUI CUHIPOM

nuddysHas B-kpynHokiaeTouHas JuMpoma
IMCCEMUHUPOBAHHOE BHYTPUCOCYIMCTOE CBEPTHIBAHME
neheKT MEXKeTyI0UKOBOI Meperopoaku

JnedeKT MeXIIpeacepaIHON TeperopoaKu
JIE30KCUPUOOHYKIIEMHOBAS KUCJIOTA

@ depeHIMPOBOYHBII CUHIPOM
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(21§ — C¢AWHHLA

KKT — 2KeJIYyOJOYHO-KMILIEYHbI TpakKT

3dT — 3aMecTUTeNbHasg (pepMeHTHas Tepanusi
MBJI — MCKYCCTBEHHAasi BEHTWJISILMS JIETKUX
UMT — HMHAEKC Macchl Tesa

nIl — WCTWUHHAS MOJULIUTEMUS

UCT — MMMYHOCYIpPECCUBHAs Teparus

NUTK — UHTUOUTOPHI TUPO3UHKUHA3BI

HUTII — MMMYHHas TPOMOOUUTONEHUS

NOH — uHTepdepoH

KT — KUJIOTpaMM

k/a — KWJIOJAaJTbTOH

KITK — KOHLIEHTpaT MPOTPOMOMHOBOIO KOMILIEKCa
KT — KOMITbIOTepHAasE ToMOoTpadus

KTr — KapauoTokorpadus

J — JIUTP

JIAT — JIaKTaTaeruaporeHasa

JIT13 — nmumMmdornpoimndepaTuBHOE 3a00JIeBaHNE
JIX — nuMmdoma XOoIKKMHA

M — MeTp

MT — MUJUIATpaMM

MAC — MUEJIOAUCIUIACTUICCKUI CUHAPOM

ME — MeXIyHapoaHasl eIuHULIAa

Me — MelIuaHa

MUWH — MMHYTa

MKT — MHUKpPOTrpamMM

MJI — MUWIIATUATP

MJTH — MWIJIAOH

MM — MWUIAMETP

MM PT. CT. — MUJUIMMETP PTYTHOTO CTOJIOA

MHO — MEXIYHApOIHOE HOPMAJIM30BAHHOE OTHOILIEHUE
MO — MOJIEKYJISIDHBIA OTBET

MOb — MUHUMaJIbHAsI OCTaTOYHAs 0OJIE3Hb
MITH — MueonpoandepaTuBHbie HOBOOOPAa30BaHUS
MPT — MAarHUTHO-pe30HaHCHas ToMorpadus
HMT — HU3KOMOJIEKYJISIPHbIE T€TIapUHBI
HIIBC — HECTEPOUIIHBIE MTPOTUBOBOCITAIMTEbHBIE CPENCTBA
HTX — HachlllleHre TpaHCcdeppuHa Xeae30M
H®Tr — HedpaKIMOHUPOBAHHBIN renapuH
HXJI — HEeXOKKUHCKHUE JUMMOMBI

OAK — o0wMit aHaIu3 KpPOBU

OAC — 00ImMit apTepualbHbIil CTBOJI

OB — o0111as1 BBLKMBAaeMOCTb
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OXKCC
OJI1
OMJI
OI1
B
Iro
IMMBKJI
Mo
IMHT
TP
InTHu
IO
TP
MoT
Cr4d
C3I1
CKB
CM
CIinjg
CPT
CyT
TI'B
TICK
TK
TKM
TMA
TTT
TTII
Tar
TOJIA
Y3U
DA
DI
OBTAC
XIru
XJUJT
XMJI
XT
X0
HHC

YCC
o

o011as Xeae30CBI3bIBaoIIas CIOCOOHOCTh ChIBOPOTKU
OCTpbIi TUM@POOIACTHBIN JIEKO3

OCTPbIA MUEJIOUIHBINA JEHKO3

OCTPBII TPOMUETIOLUUTAPHBIN JICKO3
MPOTPOMOUHOBOE BpeMs

ITOJIHBIIT TeMAaTOJIOTUYECKHUIA OTBET
MepBUYHas MeIuacTUHaIbHas B-KpymHokiIeTouHas auMdboma
MepBUYHBIN MUenT0pubpo3

IMapoKCcU3MajbHass HOYHAs TeMOTJIO0MHYPUS
ITOJTHAST PeMUCCHUS

NPOTPOMOUHOBBIN UHIEKC

IMOJTHBI LIMTOTEHETUYESCKUI OTBET
MoJiuMepasHas LienHasl peakius
IMO3UTPOHHO-3MHUCCUOHHAS TOMOTpadust
CUHIPOM TUIIEPCTUMYJSILIUN SUIYHUKOB
CBEXe3aMOpPOXEeHHas Mia3Ma

CUCTEeMHasl KpacHasi BOJTYaHKa

CHCTEMHBIIT MaCTOIIMTO3

CUHIPOM TPUOOPETEHHOT0 UMMYHOIe(MUIIMTA
cybcTpatpeayuupyloias Tepanus

CYTKH

TpoMOO3 TJIyOOKMX BEH

TpaHCIUIAHTALIMSI TEMOMO3TUYECKUX CTBOJTOBBIX KIETOK
TyJHBIE KIIETKHA

TPaHCIUTAaHTallUsI KOCTHOTO MO3ra
TPOMOOTHYECKAsT MUKPOAHTUOITATHUSI
TUPEOTPONHBIA TOPMOH

TpoMOOTHYECKasl TPOMOOLIUTONIEHMYEeCKasl mypIrypa
TpoMOoatactorpadus

TPoMOO3MOOJIUS JIETrOYHOM apTepuu
YJIBTPa3BYKOBOE MCCIICOBaHUE

¢aza akcenepauuun

donnukynsipHas aumdoma
Gubpo330daroracTpoayoaeHOCKOIIHS
XOPMOHMYECKUN TOHATOTPOIMH YeJIoBeKa
XpOHUYECKUH TuMbOeiKo3

XPOHUYECKUN MUEJIONENKO3

XUMHOTEPATTHST

XpoHMYecKast daza

LIeHTpaJbHasT HepBHasI cUcTeMa

yac

YacToTa CepACYHBIX COKpaIICHUI

menouHas ¢ocdarasa
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OKI

KO

T
ADAMTSI13

ag-vWF
ATO
ATRA
CD
EGIL

ELN

ELTS
FDA

FI—-XIII
FISH
Hb
HELLP

Ig
MCH
MCHC
MCV
NCCN

Ph
PLLR

SpO,
T-reg
T3

T4
T-BIJIJI
vWF

aJIeKTpoKapauorpadus (dJeKTpoKapauorpamMmma)
AKCTPAKOPIIOPAJIBHOE OILJIOMTOTBOPEHNE

ACCEeHIIMalbHass TPOMOOLIUTEMUST

npoTeasa, pacluernJsioiias ¢gakrop Bunnedpanaa

(A Disintegrin and Metalloprotease with Thrombo-
Spondin type 1 repeats, member 13)

anTureH ¢axkrtopa ¢poH Bumnedpanga

TPUOKCU MBIIIbsSIKA

MMOJTHOCTBIO TPAHC-PETUHOEBAsl KMUCIOTa

Kiactep nuddepeHITnpPOBKHI

EBpomneiickast rpymma mo MMMYHOJIOTHYECKOMY OIHca-
Huto Jeiiko3oB (European Group of Immunological
Classification of Leukemias)

EBpomeiickast ceTh mo m3ydeHuro yeitko3os (European
Leukemia Net)

MPOTHO3 IOJTOCPOYHOI BbIKMBAeMOCTU 0OJIbHBIX XMJI
YnpasieHue 1Mo KOHTPOJIIO 32 KaYeCTBOM THUIIEBBIX MPO-
nykToB U JekapcTBeHHBIX cpeactB CIIA (U.S. Food and
Drug Administration)

dakTopsl cBepThiBaHus [—XIII

¢moopeclieHTHas rTMOpuAM3anus in situ

reMOTJI00MH

remosin3 (hemolysis), MOBBIIIEHNE aKTUBHOCTU TEYEHOY-
HbIX epmeHTOB (elevated liver function tests), Tpom60-
uuronenus: (low platelets)

MMMYHOTJIOOYTMHBI

cpenHee colepkaHUe TeMOTJI00MHa B 3PUTPOLIMTE
CpeIHSsI KOHIIEHTpalldsl TeMOTJIOOMHA B 3PUTPOIIUTE
CpeIHUI 3PUTPOLIMTAPHBIA 00bEM

Hanmonansnast onkonorudeckasi cetb CLIA (National
Comprehensive Cancer Network)

dunanenvduiickas xpomocoma

TpaBWIa MApKUPOBKHU JIEKAPCTBEHHBIX CPENICTB, TIPUME-
HSIEMBIX TIpM 0epeMEHHOCTH M JIaKTauu (pregnancy and
lactation labeling rule)

HACBIILIEHUE KUCIOPOIOM IeMOIIO0OMHA
T-peryasiTopHbie KIETKU

TPUMOATUPOHUH

TUPOKCUH

JIEKO3 U3 OOJBIIMX TPaAHYJISIPHBIX JIUMGOLIMTOB
daxrop ¢hoH Bunnedpania



BBeneHue

BeneHue GepeMeHHBIX ¢ 3a00JIeBAHUSIMUA CUCTEMBI KPOBU SIBISICTCST IPKUM
MPUMEPOM MEIUIIMHBI «KPUTHMYECKUX PEIICHUI», MEeXIUCIUTUIMHAPHOIO
B3aMMOJACHCTBUS M peanu3aleil T'yMaHUCTUYECKUX WAeaJoB BpayeOHOI
JeSITeIbHOCTH.

PaspaboTka pekoMeHmauuii 111 OepeMEHHBIX ¢ TeMOoO0JacTo3aMu HMMeEeT
0COOBIE CJIOXKHOCTU B CBSI3U C TEM, YTO OEPEeMEHHOCTh B COYETAHUU C OHKOTE-
MaTOJIOTMYECKHM 3a00JIeBaHEM — JOBOJBHO PEIKOE COOBITHE M HAKOILJICHUE
JAHHBIX TTPOMCXOIUT B TeUeHUEe MHOrux JjieT. KpoMe Toro, n3-3a 3THYECKUX
OrpaHUYEHMIT OepeMeHHbIe MAlMeHTKM He BKJIIOYAIOTCS B MPOCIEKTHUBHBIC
paHIOMU3UPOBAaHHbIE UCCIEAOBaHUS. B CBSI3M C 9TMM TakTHKa BeneHUs oepe-
MEHHBIX IMPU MHOTMX TeMO00JIacTo3ax He pa3paboTaHa Win O6a3upyeTcs: Ha pe-
3y/bTaTaX HaOMIOMATEIbHBIX MCCIEA0BAHUM, ONMMCAHUN CepUl KIIMHUYECKMX
CJIydaeB M OMbBITE OTACIbHBIX 9KCIIEPTOB WM KIMHMK. B mocienHue rogsl oT-
MEUaeTCsl HEKOTOpasi TCHACHIMS K YBEJIMUECHUIO YaCTOThI COUETaHUSI CIyJyaeB
OepeMEHHOCTH U JIEKO30B WM JTUM@POM. DTO MOXKET OBITh CBSI3aHO KakK C
YBEJMYEHUEM BO3pacTa OepeMEeHHBIX KEeHIIMH, TaK U C YIYJIIIeHUEM IPOTHO-
3a Ha (hoHe MprUMeHeHUs 3(PPEKTUBHBIX CXeM Teparivu.

[Tpu remaTosornyeckux 3a00JeBaHUSIX OIyXOJEBOM MPUPOIBI Ha TIEPBbIN
TUIaH BBIXOIUT HEMPOCTOM BHIOOP MO COXPAaHEHUIO WIM MpepbIBaHUIO Oepe-
MEHHOCTH, TIPX KOTOPOM TeparneBTUUSCKUE PEIICHUS U BBITTOJTHEHUE PEKO-
MEHOAlM Bpaya HEBO3MOXHBI 0€3 IMOHMMAHUS TMAlMEHTKONW HMMEIOIINXCS
PUCKOB B KOHKPETHOM KJIMHMYECKON cuTyallun. DpGEeKTUBHOCTh COBpE-
MEHHO Tepanmyuy MHOTHX TeM00JacTO30B (BKJII0Yasi OCTPbIe U XPOHUYECKHUE
JIUKO3bI, TMM(OMBI) TOCTATOYHO BBICOKA, YTO MO3BOJISIET MPOrHO3UPOBAThH
TOCTHKEHUE PEMUCCUU 3a00JI€BaHMS Y 3HAUUTEIBbHOTO yucia 60abHbIX. Of-
HaKO yallle BCEro 0EpeMEeHHBIX KEHIIWMH BOJHYET HE TOJbKO BO3MOXHOCTh
nporpeccur 0OJIe3HU M COXpaHEHHWE COOCTBEHHOM KM3HU, HO U BIUSIHUE
XUMUOTEPANEBTUYECKOTO JICUEHUS Ha TIJIOJ B Cllyyae MPOBEACHUsI JICUCHUST B
nepuoa 0epeMeHHOCTU U PUCKHU POXACHUS peOeHKa C TOPOKAaMM Pa3BUTHSI.

OO01IMe MPUHIMITE BBIOOpA TUAaTHOCTUYECKUX MEPOMPUSTHUIi, TeparneB-
TUYECKUX U XUPYPTUYECKMX BMEIIATEIbCTB BO BpeMsl OEpeMEHHOCTHU IpU
reMo0yacTo3ax UMEIOT CBOM OCOOCHHOCTH, ¢ YYETOM MUHMMU3ALMU PUC-
KOB 1Jis 1utofga. ONTUMaTbHOM SBJISIETCS CTpaTeTUsl COXpaAaHEHUS IBYX KU3-
Heil — KoHuenuus, chopMmyaupoBaHHas akagemukoMm B. I'. CaBueHKO, KO-
TOpas JIEXKUT B OCHOBE ITPOTOKOJIOB, MPEACTaBICHHBIX B 3Toil kHuUre. Ha-
KOIUICHHBIN 3a MOCIeIHUE NeCATUICTUS OIBIT MO3BOJISIET C YBEPEHHOCTHIO
TOBOPUTH O TOM, 4TO TpoBeAcHue xumuorepanuu B [I—III Tpumectpe Oe-
PEMEHHOCTHU TPU OCTPBIX JIEKO03aX M arpecCUBHBIX JUMdOMaX SIBISICTCS
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0e30IacHbIM TMOJAX0J0M, MPU KOTOPOM OTMEYaeTCsl POXIEHUE 3I10POBBIX
JeTeit, a MPOLEHT BPOXAEHHbIX aHOMAJIMI HE OTJIMYAETCS OT OOLIEIOMNYJIs-
LIMOHHBIX TaHHBIX. bojiee TOro, B TaKMX ClIydasx IIpepbiBaHe OepeMeHHO-
CTU HE TOJIbKO Helleaecoo0pa3HO, HO U MOXKET ObITh OMACHO IJIsl MaTepu U
MPUBECTH K Pa3BUTUIO OCIIOKHEHMI, KOTOPBIE ITIOMEIIAIOT TePAaTii U MOTYT
OBITb XXU3HEYTrpoXKamUMU. st reM0o01acTO30B ¢ OTHOCUTEIBHO MEIEH-
HBIM pa3BUTHEM (HAMIPUMEDP, UHAOJEHTHbIE JUMGbOMBI) 10O B ciydyae Oe-
PEMEHHOCTHU B MEPUOJ pEMUCCUU 3a00eBaHUsl (TuM@orpaHyieMaTos3, Xpo-
HUYECKUI MMETOJEKO03) MPOTUBOOITYXOJeBas Teparusi MOXET He IMOoTpe-
0oBaTbCsl — 0E3YCAOBHO, MPU YCIOBUM TIIATEIbHOTO MOHUTOPUHIA U MPU
JIOCTAaTOYHOM KOHTPOJIE COCTOSIHUSI omyxoju. [ToHnmMaHue GajlaHca HeoO-
XOIVMOCTH TIPOBEICHUS CITeU(pUIECKON TepalTii 1 BO3MOXHOCTH HA0JIIO-
NeHus1 0e3 JJleYeHUsl B 3TUX Caydyasix 0COOEHHO BaXkKHO.

J1J1s1 HEOIyXO0JIEBBIX TeMaTOJOrMYeCKUX 3a001eBaHU OIpeaesIIoIUMU B
TaKTHUKE BeeHUSI OepeMEHHBIX SIBJSIIOTCS OCOOEHHOCTHU MaTo(PU3n0a0rnye-
CKMX M3MEHEHUI M BO3MOXHOCTH OCYIIECTBIICHUSI TepalleBTMYECKUX BO3-
NEeUCTBUI TIpU KaxXA0W KOHKPETHOW HO3070ruu. 3a00JeBaHUSI CUCTEMBI
KPOBH HEOITyXOJIEBOW TPUPOIBI TOBOJBHO YaCTO MOTYT OBITh KU3HEYTPO-
KarolrMmu. B KHUre mpeactaBieHbl peKOMeHAALMU 10 BeIeHUI0 OepeMeH-
HBIX ¢ TPOMOOMDMINIMH, HACIEICTBCHHBIMH KOATyJOMaTUIMU, UINOIATH -
YecKOol TpOMOOLUTOTIEHUENH, TPOMOOTUUYECKON TPOMOOIIUTOTIEHUYECKOM
MypITypoii, a TaKKe C aITACTUIECKON aHeMUel W APYyTUMU aHEMUSIMU pa3-
JIMYHOTO TeHe3a. bepeMeHHOCTb NpU 3TUX 3a00JIeBaHUSIX, B 00s13aT€IbHOM
nopsiiKe, HeOOXOAMMO BECTH COBMECTHO ¢ reMaTtosioramMmu. OTaebHbIA UH-
Tepec MPeICTaBISIOT peKOMEHIALMU 110 BeIeHUI0 0epeMEHHBIX TPU PEaKO
BCTpEYaAIOILIMXCS B ITPaKTUKE reMaToJiora reHeTU4eCcku 0OyCI0BIEHHBIX 3a-
OosieBaHUMSAX — TaKMX KakK 0ojie3Hb [omie.

PazpaboTka Moaxoa0oB Tepanuu KakK OIyXOJIEBbIX, TAaK U HEOMYXOJIEBBIX
3a00JIEBAaHUI CUCTEMBI KPOBU Y OEPEMEHHBIX YUUTHIBACT MHOTHE aCIICKTHI,
KOTOpbI€ KacarTcs HE TOJIbKO KIMHUYECKUX MPOSIBJIEHUIT OCHOBHOTO 3200-
JIeBaHWSI, HO U 3HAYMUTEJIBHOTO CIICKTPa BO3MOXHBIX OCJTOXHECHU U CUMII-
ToMOB. KpoMe Toro, BasKHO IPUHUMATh BO BHUMaHNE HE TOJBKO MEIUIIH-
CKMe, HO U COIMaIIbHBIC M STHMYECKUE acIleKTHl. B CBSI3M ¢ 3TWM BelmeHUe
OepeMEHHBIX C 3a00JIeBAHUSMU CUCTEMbI KPOBU JTOJKHO OCYILIECTBISTHCS
MYJbTUAUCUUIIMHAPHON KOMaHJIO0M, BKJIIOYAIONIel aKylIepoB-TUMHEKOJI0-
roB, XUPYProB, aHECTE3MO0JIOTOB-pPEaHUMATOJIOTOB, HEOHATOJIOTOB, T€HETH-
KOB, ncuxoioroB. [ToMuMo BO3MOXKXHOCTH 3(PpPEeKTUBHOTO KOHTPOJISI 3200~
JIEBaHWSI, TIOJIyIeHUS JTUTEIbHBIX PEMICCHI W TTOJTHOTO M3JICUYCHUS Y 3Ha-
YUTEIFHOU TOW MAIMEHTOB, YIYYIIICHNWE KauyecTBa KM3HM ITallUeHTOB M
BO3MOXXHOCTb BECTU IMOJHOLIEHHbI 00pa3 XU3HU, UMETh CEMbIO U 300PO-
BBIX JIETEH SIBJISTIOTCSI aKTyaJIbHBIMU IIEJIIMHA COBPEMEHHOM Tepallny reMa-
TOJIOTUYECKUX 3a00JIeBaHUIA.
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[naBa 1.

O6Lwue npuHUMUNBI NPOBEAEHUS
ANArHOCTUKW remaTonoruyecKkux
3aboneBaHu BO Bpems
06epeMeHHOCTH

dusnonornyeckue U3MeHeHus B 06LLEM aHaNU3e
KpOBM BO BpeMs 6epeMeHHOCTU

bepeMeHHOCTh BBI3bIBAET INIyOOKYIO MEPECTPONKY MaTepUHCKON (pr3roso-
ruu. HemoonieHka psija CUMIITOMOB Y MaTepu W HeMpaBWIbHAsI WHTEpIIpe-
Talisl Pe3yJbTaToOB JJaOOPATOPHBIX MCCIEIOBAHUI MOTYT MPUBECTU K He-
BEpHOI M 3amo3Jajoil TMarHOCTUKE 3a00JIeBaHUIl CUCTEMbl KPOBM.

PaHHs5 AuarHocTrKa OCTPBIX JIEMKO30B MPU OEPEMEHHOCTU MOXKET OBbITh
JIOBOJIBHO CJIOXKHOU 3aaueil ¢ yuyeToM TOro, UTO y 3[M0POBBIX OEpEMEHHBIX
MOTYT HaOJIIONAaThCsl TaKWe CUMIITOMBI, KaK OJbIIIKA, HEIOMOTaHue, Mpu
5TOM B reéMOrpaMMe MOXET OMNpEeesAThbCS aHeMUs, a B psiae ClydyaeB —
TPOMOOLIMTONEHUS, JIEHKOLIUTO3.

AHeMuUsl SBASETCS OOHUM M3 XapaKTePHBIX Ja0OPaTOPHBIX W3MEHEHUI
BO BpeMsl OEPEMEHHOCTH. 3a CUeT yBeJIUYEHUsI 00beMa IJ1a3Mbl IPUMEPHO
Ha 50% x 111 TpuMecTpy BO3HUKAET TUIIEPBOJEMMUS, KOTOPAsT MOXKET MPUBO-
JIUTh KaK K TMeperpy3ke CepaeuyHO-COCYAUCTONH CHUCTEMBbI, TaK U, C YUYETOM
MEHee WHTEHCHUBHOU MPOMYKIMU IPUTPOLIUTOB, YEM YBEJIMYEHUE OObeMa
KUAKOCTU, K (PU3UOJOrMUEeCcKOl aHeMUu pa3BeaeHus [1].

Kpome Toro, Bo BpeMst 606 peMEHHOCTU 1 POAOB MPOUCXOAUT YBEIUUYECHUE
BBIPaOOTKHU JIEMKOLUTOB; MPU 3TOM B (hOpMyJie KPOBU MOXET OTMEYaThCsl
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CABUT JIEWKOLIUTAPHOI (hOPMYJIBI BJIEBO /IO MMEJIOLUTOB U METaMUENIO-
uurtoB [2, 3]. CtaHgapToB AMara3oHa HOPMaJibHbIX 3HAUYEHUN JEUNKOLMTOB
y OepeMeHHBIX HEeT. B peTpocneKTMBHOM HCCIEIOBAaHUM, BKJIIOUYABIIEM
1000 6epeMeHHBbIX XEHIIMH, OMUCaH JAuMara3oH KOJMYeCcTBa JIEHKOLIUTOB
5—13 x 10%/n ¢ nanpHedIUM yBeauueHuem a0 5,3—25,3 x 109/a [3]. TTo-
JMOoOHasT «IeliKeMoumHasl peakiusi» MOXET CTaTh IMOBOJOM JUIsl HallpaBie-
HUsT OEpeMEHHBIX K TeMaTOJIOTy C IIeJIbI0 UCKIIIOUEeHUs Mueonpoaudepa-
TUBHOTO 3a00JieBaHUsI. B HEKOTOPBIX Cilydyasx, MO HalleMy COOCTBEHHOMY
OTIBITY, COYETAaHWE YMEPEHHO BBIPAXKEHHOTO JICMKOIIMTO3a U TIOBBILIEHUE
YPOBHSI TPOMOOILIMTOB OBUIM MEPBBHIMH IPU3HAKAMU, KOTOPBIE ITO3BOJIMIN
3ar0I03PUTh XPOHWYECKU MUEJIOJIEKO3, ¥ 3TOT AMArHo3 ObUT TTONTBEPXK-
JIeH TIpu najibHelieM oobciienoBaHuu. be3ycioBHO, oOHapyxXeHMe OjacT-
HBIX KJIETOK B aHaiu3e rnepudepudeckoil KpOBU BCEra JOJDKHO SIBJISATHCS
MOBOIOM [IJ1s1 OOOCIEeOBAHUS U UCKIIIOUEHUSI reMOo0IacTo3a.

KonnuecTBo TpOMOOIIMTOB BO BpeMsi OEpEeMEHHOCTH HECKOJIBKO CHUXKA-
€TCSI M3-3a TeMOJWJIIOLNU, TOBBIIIIEHHOTO KJIMpPEeHCa TPOMOOLMTOB U WX
CEeKBECTpally B IUIALIEHTE, OJHAKO BCE e HAaXOAUTCS B IMpeaeaax HopMma-
JbHBIX 3HaueHuit (150—450 x 109/1). TecraumoHHas TPOMOOLUTONEHMS
(xonmyecTBO TpoMOOLMTOB HUXKe 150 x 10%/1) Betpevaercd B 5—11% ciy-
yaeB 6epeMeHHocTU B III TpumecTpe, OOBIYHO HE COMPOBOXIAETCS TSIXKe-
JIBIM TEMOPPAarnIecKUM CUHIPOMOM M CAMOCTOSITETbHO KyIUPYETCS TTOCIe
ponoB [4, 5]. CHUXXeHUEe KOIWYecTBa TPOMOOLIMTOB BO BpeMsl OepeMEHHO-
ctu MeHee 80—100 x 10°/11 JOJKHO SBUTBCS TOBOAOM sl HudPepeHLna-
JIBHOM TMAarHOCTUKU TTPUIUHBI TPOMOOIIUTOTIEHUN.

0C06EHHOCTH BbINONIHEHUSA
KJIMHUKO-ANArHOCTUYECKUX METOA0B UCCNeJ0BaHUS
BO Bpems 6epemMeHHOCTU

B uenom o6beM M npaBuiia 00CAEA0BAHUS MTALIMEHTOK C reMO0JacTO3aMu,
NMArHOCTUPOBAHHBIMU BO BPEMSI OEPEMEHHOCTH, HE JOJIKHBI OTJIMYAThCS
OT TAKOBBIX B OOLIEH MOIYJISILMU MTALMEHTOB C TUMU 3a00J1eBaHUSIMU [6].
JlviarHocThKa reMo01acTO30B TpeOyeT BBIMOJHEHUS acUpalii KOCTHO-
To MO3Ta IS IPOBENCHUS PsAIa UCCAeToBaHUN (MOP(HOIOTrMIECKOTO, IIUTO-
TEHETUIECKOTO, MOJICKYJISIPHO-TeHETUYECKOTO, IIUMTOXUMUIECKOI0, UMMY-
HoeHOTUNMpPOBaHUs). bromncusi KOCTHOro Mo3ra SIBisieTcsl 0e30IacHOMU
MPOIIEAYyPOil, KOTOPYIO MOXKXHO TTPOBOAUTDH BO BpeMsl O6peMeHHOCTH, HE Ha-
Hocg Bpena 1ony [7, 8]. Ilpu BBIMOMHEHUM MyHKUMU KOCTHOIO MO3Ta U
JNPYTUX JUATHOCTUYECKUX MPOLEAYP UCIOJIb3YIOT MECTHYIO aHECTE3MIO.
Hns nuarHoCTUKM JMMGOM BO BpeMsl OEpeMEHHOCTU MPOBOIUTCS OUO-
ncus JuM@aTudecKux y3i10B. ['eTeporeHHOCTh TMM(OM TpeOyeT BKIIOUCHUS
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B IMarHOCTUYECKYIO MTaHEeJb Pa3IMYHbIX METOIOB UCCIEAOBAHUS: TUCTOJIOTHU-
YECKOTO0, UMMYHOTUCTOXUMUYECKOTO, [IUTOTEHETUYECKOTO U MOJIEKYJISIPHO-
ro. TouHas BepuduKaiusg BapuaHTa JUM(OMbI TPUHIUITUATBHO BaXXHA, TaK
KaK OT 3TOrO 3aBUCUT CTpaTerusi BeAeHUs OEpeMEHHON W BBIOOD JieYeHUs.
B cBs3u ¢ aTuM 6uoncus nepudepudeckoro aumdoysna J0JKHA ObITh IKC-
LM3UOHHON. MronbHas OWoONCcUsl Mpy HaTUUUKM nepudepudeckoi aumdoa-
JIEHOMAaTUX He ucnonab3dyercs. [Ipolieaypy BhIMOJHSIOT MOI MECTHOW Wi 00-
e aHectesneil. BeIbop aHeCcTe3M0I0rMuecKoro mocooust onpeaessercs Jo-
Kajau3alueil omyxoju UHAUBUIYATbHO B KaXIOM KOHKPETHOM Cllydyae.

ITpu HeobXxomuMoOCTU BO BpeMsi O€pEeMEHHOCTHM BO3MOXHO BbIMOJIHE-
HUE CIUIEHIKTOMUU C AUATHOCTUYECKOM 1, HEPEeAKOo, C JieueOHOM 1iesblo
B Il TpuMectpe 6epeMeHHOCTHU. [ BHIMOJIHEHUS OUOICUU OIMYXOJU WU
Jumdoysna ¢ JoKalu3aluueil B CpeloCTeHUU, OPIOLIHOM MOJIOCTU, 3a0pIo-
IIMHHOM MPOCTPAHCTBE UCIOJIb3YIOT OOIIYI0 aHECTE3UIO.

bepeMeHHOCTb TakKe He SIBJASEeTCS MPOTUBOIOKAa3aHUEM K MPOBENECHUIO
TPEeNnaHOOUONICUU, HO €CTh TEXHUYECKUE HIOAHCHI MTPOBEIECHUS MAHUITYJIS -
LIUU, KOTOPBIE CBSI3aHBI ¢ (DU3UOJIOTUYECKUMU U3MEHEHUSIMU B OPTaHU3MeE
Y HEBO3MOXHOCTBIO HaXOIUThCS Ha XKUBOTe. B mepuon 6epeMeHHOCTH Tpe-
MaHOOUOTICUIO TTPOBOJAT B 00JIACTU 3aIHEBEPXHEN OCTU MPAaBO WIU JIEBO
MOJB3AOIIHBIX KOocTel. [TallneHTKy ycTpauBaloT jexa Ha O0KY Ha BBICOKOM
KYIIIETKE, HOTU COTHYTHI B KOJIEHSIX U TPUBEACHBI K TPYIU, CIIMHA HECKOJIb-
KO corHyTa. Takxke MaHUITYJSILIUIO MOXHO BBITIOJHSITh B MTOJIOXEHUU JIeXa
Ha CIIMHE; B 3TOM CJIy4yae TPEMaHOOUOIICUIO BBIMIOJHSIOT U3 MEePEeIHEBEPX-
HEW OCTW MOAB3IOIIHON KOCTH.

[TpoTuBONOKAa3aHUI U TEXHUYECKUX OCOOCHHOCTEN BBIMTOTHEHUS JIIOM-
OajbHOM MyHKIUU y OepeMeHHOM Takke HeT. CIIMHHOMO3roBasi MyHKLUS Y
OepeMEHHOU MPOBOAUTCS B MOJIOXEHUM JieXa Ha TTPaBOM OOKY WU CUJS.
Ilpy HanmMuuu MOKa3aHUI C LEeNbI0 MPOMUIAKTAKYU WIN JIEYEHUS HEWpo-
JIeiKeMWU UHTPATeKaJIbHO BBOAST TOJIBKO IIUTapaduH, 30 MT, U nekcamera-
30H, 4 Mr. MeToTpekcar MpOTUBOITOKA3aH.

NmMeetcs psn orpaHUYEHU U OCOOEHHOCTEN MPU MPOBEACHUU UHCTPY-
MEHTAJIbHOTO 00CJIeIOBAaHUST OEPEMEHHBIX XEHIIVH.

Hcnonb3yembie B pYyTUHHON KJIMHUYECKOU MPAKTUKE PEHTIEHOJIOTHYE-
CKHE METOJbl 00CeIOBaHUs MPU OEPEMEHHOCTU MPUBOIAAT K OOTYYEHUIO
TUIOJA, YTO MOXKET OKa3aTh TePATOTEHHBIN U KaHUEPOTeHHBIN 3(DdEeKTh Ha
wiof [9]. Haubonpmmit puck TepaTtoreHHOro 3¢ deKkra 0OTMeYaeTcs mMpu 00-
JiyueHuU Ha 8—15-11 Heaene rectauuu npu no3ax oT 20 pan u Bbiile. Takue
JI03bl TIPU PEHTIEHOJIOTUYECKOM OOCJIEJOBAHUU TOMYYUTh HEBO3MOXHO,
TaK KaK TepaTOreHHbIN 3(PHeKT MposBIsSeTCS TOJBKO MPU OYEHBb OOJIBIINX
no3ax objiydeHus: (OTMeUeH Mocje aTOMHOW OOMOapIUpPOBKM).

OpHako KaHLEpOreHHbIH 3(MGEKT PEeHTreHOJIOTUYECKOTO OOJyYeHUs
BO3MOXEH MPU 3HAYMTEIbHO MEHBIINX A03aX. [Ipu a3TOM puCK KaHilepore-
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He3a, BBI3BAHHOTO OOJTy4eHUEM, 3HAUMTEJIbHO BBIIIIE Y IeTel, YeM Y B3pOC-
Jbix. C MOMOIIBI0 MaTeMaTUYecKoil Monenu nokasaHo [10], uto gaxe ma-
JIbIE JT03bI OOJIyUYeHUSI TII0/Ia BO BPEeMSI TMAaTHOCTUYECKUX TPOLIEAYP MOBbI-
1IAI0T PUCK pa3BUTHUS Jieiko3a y neteit B 50 pas. YcraHoBIeHO, 4TO 0bJyue-
HUE TIofa B M03ax 1—2 paj MOBBIIIAET PUCK Pa3BUTUS JIEHK03a y HETO B
1,5—2 pa3a u coctapuset | Ha 2000 neteil, moaBepruIvxcst 00JIy4eHUIO B yT-
pob6e maTtepu. Takue 1036l y>ke BO3MOXHO MOJYYUTh TTPU MOBTOPHBIX PEHT-
TEeHOJIOTMYECKUX 00caenoBaHusIX Matepu (Tadm. 1).

Taomuuna 1. J1036I 00Iy9eHNST TUIOHA TIPY PATMOIOTMISCKUAX UCCIIEIOBAHUSIX
y MaTtepu

IIponeaypa Jlo3a o0myyeHns
PeHTreHorpacdust rpyaHoOi KJIETKUA B 2 TIPOEKLIMSIX 20—70 mpan
Pentrenorpadusi OpIolIHON MOJIOCTU 100 mpan
DKcKpeTopHast yporpadus > 1 pan
PentreHorpadus tazobeapeHHOro cycraBa 200 mpan
Mammorpadust 7—20 mpan

PenTreHosornueckoe mccieaoBaHue naccaxa oapust |2—4 pan
MO TOHKOW KHUILIKE

KT rosossl <1 pan

KT rpynHoii KieTku <1 pan

KT opraHoB OpIOIIHOI MOJOCTU WM MO3BOHOYHUKA |3,5 pan

KT — komnblorepHasi ToMmorpadusi.

Haumensinee mydeBoe BO3IeCTBHE HA TUIOL CPEeIN BCeX PEHTTEHOJIOTH-
YeCKMX METOIOB OKa3bkIBaeT PeHTTeHOrpadus rpyoqHoil KieTku. OmHaKo, ¢
Y4EeTOM TOTO, UYTO B MEPUOI HEUTPOIICHNN ITHEBMOHMSI IIPOTEKaeT Oe3 Heli-
TpopMIbHON MH(MWIBTPAIINH JICTOUYHON TKaHU, peHTTeHOorpadus He BceTna
TO3BOJISIET AUATHOCTHUPOBATH MATOJIOTUIO JIETKNX. YyBCTBUTEIILHOCTh PEHT-
reHorpaduu OpraHOB TPYOHON KJICTKHU IUISI BBISIBICHUS ITHEBMOHHWU pa3-
JIUYHOM 3TMOJIOTUU COCTaBJIsIeT UL 44% OT KOMITBIOTEPHOI TOMOTpaduu
(KT) [8]. KT saBastercst «3010TBIM CTAaHIAPTOM» IJIS BU3yalIM3alli IIOpa-
JKEHUI JIETKUX y 00JBHBIX reMobiacTo3amu [11, 12]. OgHako nmpu IMOBTOP-
HBIX MCCJICIOBAaHMUAX 1032 OOJIYICHUSI MOXKET IIPEICTABISITh OMACHOCTD IS
IO,

BepeMeHHOCTD SIBiISIETCS aOCONIOTHBIM ITPOTHMBOIIOKA3aHWEM K IIpHMe-
HEHHIO TTO3UTPOHHO-3MUccoHHOI Tomorpaduu (ITDT/KT).

[IpuMeHeHe MarHUTHO-pe30HaHCHO# Tomorpadum (MPT) He mpoTu-
BOITOKA3aHO BO BpeMs OepeMeHHOCTH U Jlaktauuu [13].

Takxke HeT NMPOTUBOMOKA3aHWI IJISI MCIIOJB30BAHMS YIbTPA3BYKOBBIX
nccaenoBanuii (Y3U), B ToM 4ucClIe IS AUAaTHOCTUKHU JIETOYHBIX ITOpaske-
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Huii. Y3U nerkux mo3BoJsieT NMAarHOCTUPOBATH MHEBMOHMIO, MTHEBMOTO-
pakc, oTek Jierkux, pubpo3s, areynekras, abCIecchl, BEIUUMHY TJIEBPATbHO-
TO BBITIOTA, OIIEHUBATh BEJIMYMHY BHECOCYIUCTON BOABI JIETKUX, IMOAOUPATH
napaMeTpbl UCKYCCTBEHHOIW BeHTWasuuu Jerkux [14, 15—17]. YyscTBu-
TeJbHOCTh Y3W JeTKux Ui BBISIBICHUS] albBEOJISIPHON KOHCOJUIALINU,
KOTOpasi TOSIBISIETCS] B pe3yJbTaTe 3arojHeHUs abBeoJ] KUIKOCTHIO,
cocraBisieT 90%, a cienmduanocts — 98% [18]. Y3U nerkux takske siBisi-
eTrcst 00Jiee YyBCTBUTEIBHBIM U CITEIIU(PUIHBIM METOIOM JUATHOCTUKY ajib-
BEOJISIPHO-UHTEPCTUIIMATIBHOTO CUHIpOMa (TIPU OCTPOM PECITMPATOPHOM
JIMCTPECC-CUHIPOME, KapIMOTeHHOM OTEKe JITKUX, THEBMOHUM, XPOHUYE-
CKMX WHTEPCTULIMAIBHBIX 3a00JIeBaHUSIX), YeM peHTreHorpadusi JIErKUX
[19—22]. C nomomipio Y3U serkux BO3MOXHO 0€30MacHO BBIMOJHSTH
uccieoBaHNe y OepeMEeHHBIX XEHIIMH B TUHAMUKE C HEOOXOAMMOW 4da-
CTOTOM.
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[naBa 2.

YnbTpasByKoBas AUarHOCTUKa
nopaxeHWUn NErkux n niespbl
y 6epeMeHHbIX

OoLwme ceBepeHUs

I[IpuMmeHeHMe yIbTpa3ByKa B MEAWIIMHCKON TMArHOCTHKE CBSI3aHO C BO3-
MOXHOCTBIO TIOJIYICHUSI M300pakeHWsI BHYTPEHHUX OPTaHOB W CTPYKTYD.
OcHOBOI1 MeToma SBIISIETCS B3aMMOEICTBUE YIbTpPa3ByKa ¢ TKaHSIMU Tejla
yenoBeka [1]. B oTnume OT 37eKTpOMArHUTHBIX BOJH IS pacIIpocTpaHe-
HUS 3ByKa HeoOXommMma cpefa. YIIbTPa3BYKOBOM OMAIla30H HAUYMHAETCS OT
20 000 I'm. Ha cmocoGHOCTD MOJIydeHUs M300paskeHNsT BIMSIET MHOXKECTBO
mapaMeTpoOB Cpedbl MCCIEIYeMOIro 00bEeKTa, TaKMX KaK aKyCTHUeCKOe CO-
OpPOTUBJIEHUE, OTpaxeHue U T. 1. [1]. Bo3ayx MelraeT mpoxoauTh yabTpa-
3BYKYy K TKaHSIM dejioBeKa. JIJIsT yiIydimeHWsI TIpOBEIeHUs yJIbTpa3ByKa B
TKaHU UCITOJIb3YIOT COCTMHUTEIbHBIC CPeIbl — Telb. JJIs morydeHUs yIbT-
pa3ByKa UCIIOJIB3YIOT TPAaHCIBIOCEP, B KOTOPOM YCTAHOBJICH IThE303JIEMEHT.
[Tbe3031eMeHT TIpeoOpasyeT MEKTPUICCKYI0 SHEPTUI0 B SHEPTUIO YIbTpa-
3ByKa. [Ipu MOCTYIIeHNN 3IEKTPUIECKOTO TOKA IMbe303JIEMEHT HAaUMHACT C
BBICOKOI YaCTOTOM CXKUMAThCS M PACIIMPSITBCS, TCHEPUPYS YIbTPa3BYKO-
BBIC BOJIHBI. BosBpalmaronimecss CUTHAIBI BBRI3BIBAIOT KOJIcOaHMe TThe303JIe-
MEHTA ¥ TIOSIBJICHIE Ha ero TPaHsIX 3JIEKTPUIECKOTO TOKa, KOTOPBII aHaIM-
3UpyeTCs KOMITbIOTEpOM U mpeobpasyeTcs B u3obpaxenue [1, 2].
VYiIbTpa3ByKOBBIE METOOBI TMATHOCTUKHU IIHPOKO IIPUMEHSIOTCS B pas-
JINYHBIX 00JacTsIX MeaUIUHBL. [losBiIcHME KOMIAKTHBIX, ITOPTATUBHBIX,
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JIETKUX B UCIOJb30BAHUU YJIbTPA3BYKOBBIX alMapaToOB YCKOPUIO UX UCIIO-
JIb30BaHUE BpauaMU pa3HbIX crielMaibHocTel [3]. Ha mpoTskeHun MHOTHX
JIET JIeTKUe ObLIA UCKJIIOUEHBI U3 YMClia OPraHOB, MOjieXalluX YAbTpa3By-
KoBoMy ucciaenoBaHuio (Y3HM), Tak kak cuuTtanoch [1], 4To BO3AYLIHYIO Jie-
TOYHYIO TKaHb MPAKTUYECKU HEBO3MOXHO BU3YAIU3UPOBAThH.

B 1961 r. amepukaHckue ucciaenoparein [4], 3anogHuB GU3MOIOTAYE-
CKUM DPACTBOPOM H30JIMPOBAHHbIEC JIETKUE COOAK, YCTAHOBWIM, YTO YacThb
JIETKUX, KOTOpas OcCTaBajach BO3IYIIHOW, pacceuBaa yJIbTPa3ByKOBbIE
JIy4d, B TO BpeMs KakK 3alOJHEHHbIe (PU3UOJOTMYECKUM PACTBOPOM y4yacT-
KW JIETKHMX OTpaxaiu YyJIbTpa3ByKoBble Jjyuud. B 1986 r. BerepuHap
N. W. Rantanen, guarHoctupoBaj MHeBMOTOpakc y jowanu [5], a 1987 r.
K. Wernecke u coaBrt. [6] onucanu yibTpa3ByKOBbIe TPU3HAKUA TTHEBMOTO-
pakca y Jioaeu

ITpu aTenexrase, oTeke Jerkux, MHEBMOHUU, (GUOPO3E B JIETOUHOW TKa-
HU MPOUCXOAUT YTOJIIEHUE MEXATbBEOJSIPHBIX MEPETOPONOK, BO3ZHUKAET
30Ha BOCHAIUTEIbHON WHOWIBTPALWU, aJbBEOJIbl 3aMOJHSIOTCS IKCCyaa-
TOM, 4TO CO3JaeT YCAOBUS [JI OTpaXeHUs yJabTpa3ByKoBoro jyya [3, 7, 8],
YTO U OBUIO 3aMeuYeHO B 90-X rogax mpoIlIoro CTOJIETUS TPYNIoN (hpaHIly3-
ckux Bpaueit mopa pykoBoacTtBoM D. Lichtenstein [9], KoTopble BIiepBbie
JUATHOCTUPOBAIM U OMUCAIN OTEK JIETKUX C MOMOIIBIO yabTpa3Byka. C Tex
nop Y3U crano npuMeHSThCS 11 TMaTHOCTUKU MOPAXKEHUS JEeTKUX Bpava-
MU pa3HbIX crienuanbHocTeit [9—13].

«30JIOTBIM CTAaHIAPTOM» TWATHOCTUKU TIOPAKEHWH JIETKUX CUMTAETCS
komnbloTepHas Tomorpadust (KT) [14]. Onnako npumenenue KT y Gepe-
MEHHBIX OTPAHUYEHO. PEHTreHOJIOTHYEeCKHe UCCIeA0BAHUS TPUBOIST K 00-
JiyyeHuto 1ona. ObayyeHrue OKa3bIBAeT Ha TUIOM TEPATOTEHHBIN M KaHIe-
poreHHbI 3(PHEKThI, BBI3BIBAET MyTAallUM B SMOPUOHATBHBIX KJeTKax [15].
Haubonpmmit puck tepatroreHHOro adexra oTMevaeTcs Npu OOTyYeHUU
Ha 8—15-i1 Hemese rectauuu npu no3ax ot 20 pag u Beiie. Takue H03bI
HEBO3MOXKHO IMOJYYUTh IPU PEHTTEHOJIOTMYEeCKOM obciieqoBaHuu. [1o MHe-
HUI0O AMEPUKAHCKOTro OOIIeCTBa aKylIepOB U TMHEKOJIOTOB, OOHOKpATHAs
JIMarTHOCTUYECKasl pEHTTEHOJIOTMYECKasl TTPOLEeaypa He TIPUBOJIUT K TEPATO-
reHHoMY 3¢ dekTy. Ecnu B TeueHue 6epeMeHHOCTHU TJIAaHUPYIOTCS HEOAHO-
KpaTHbIE PEHTT€HOBCKME UCCIENOBAHUS, TO CTOUT PaCCMOTPETh aIbTepHA-
TUBHbIE BapuaHThI uccieaoBaHus jJerkux: Y3 win MPT nerkux [15].

V3U nerkux nmeet psan npeumyniects nepea KT. Y3U nerkux mo3poJisi-
€T MOJIyyaTh MPEACTaBJICHUE O COCTOSIHUU JIETOYHOU TKAHU B OTJIMYUE OT
KT He B BuAe cTaTU4ECKOTO U300paxXeHUs, a B pealbHOM BPEMEHU, KOT1a
BUIHBI CKOJIbXXEHUE JINCTKOB IUIEBPHI, JMHAMUYHAS OpoHXorpaMma, hyHK-
s auadparMbl, ydacTUe OTIAECIBHBIX 30H JIETKOTO B akTe nbixaHus [14].
HenHBa3uMBHOCTD, OBICTPOTA BBIMTOJIHEHUS, TOYHOCTD, TOCTYITHOCTh, MOOU-
JIBHOCTb, OTCYTCTBME HEOOXOMMMOCTHU B TPAHCTIOPTUPOBKE OOJBHBIX MTO3BO-
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JISIIOT paccMatpuBaTh Y3MU jierkux Kak NpUKpOBaTHBIM METOJ JUArHOCTU-
ku. MUcnonb3zoBanue Y3U s BoIsiIcCHEHUS 00beMa M XapakTepa MmopaxkKeHust
JIETKUX TO3BOJISIET TMOBBICUTb CKOPOCTb U 3(PEOEKTUBHOCTh AUATHOCTUKU
nHeBMoHuu [16].

V3U nerkux y 6epeMeHHBIX UMEET psii ocoOeHHOoCTel. B 3aBucuMOCTH
OT CpoKa OEpeMEHHOCTU HW3MEHSIOTCSI aHATOMUYECKWE OPUEHTUPHI IS
ckaHupoBaHus. Kynos nuagparmel nNpu yBeJMYEHUU CpoKa OEPEMEHHOCTHU
MOJAHUMAETCS M TOYKU MCClIeNoBaHUs 0a3ajbHbIX OTIAEJOB HAXOASITCSl HE B
MSTOM U LLIECTOM, 2 BO BTOPOM U B TPETbEM MexXpeOepbsiX. YUUThIBAs, UTO
0aszajbHble OTIEJbI JIETKUX CIaBAeHbl CHU3Y AuadparMoii, mpu cKaHUpoBa-
HUM JIETKUX B 0azajbHbIX OTIeJIaX MOXHO YBUAETb JMHAMUYHYIO OPOHXO-
rpaMmy U eAMHUYHbIe B-1MHUM.

Bbi6bop aaTumnka

J1st mosydyeHus1 ONTUMAaabHOIO U300pakeHuss 0ObEKTOB Ha pa3HOll Tyou-
HE B IPYAHOM MOJIOCTH Jy4llle UMETh ABa pa3HbIX MO (hopMe JaTuuKa ¢ pas3-
JIMYHBIM HAOOPOM YacCTOT U COOTBETCTBEHHO (DYHKIIMOHAJbHBIM MpPEIHA3-
HauyeHUEM: JIJIS TTOJTyIeHUsI O0IIe KapTUHBI ITaTOJIOTMYSCKUX U3MEHEHUI 1
BU3YaJIM3alIMU INIyOOKO PACIIONIOKEHHBIX OOBEKTOB (HalpuMep, aTeIeKTas,
JojieBasi THEBMOHUSI) MPUMEHSIOT JaTYMK C¢ 4acTtotoit 3—5 MTIu, a s
M3YyYeHUS] TOBEPXHOCTHBIX CTPYKTYp (IUIeBpa, MSTKUE TKaHW TIPYTHOM
CTEHKM) MPUMEHSIIOT JaT4MK ¢ yactoTtoir 7—10 MTI' [16].

TexHMKa NPOBefEeHUs YNbTPa3BYKOBOIO
UCCNeA0BaHMS

V33U nerkux BBITIOJHSIIOT B MOJOXEHUU OOJBHOTO CUAS, MOdyJexka, Jiexa
Ha CIIMHE, JlexXa Ha 00Ky [16—18]. I'pynHas kjeTka MBICJIEHHO JeNIUTCs Ha
MepenHIon, JaTepalibHYI0 U 3alHIOK CKaHMpyeMble obOsacTtu. [lepemHss
00JIaCTh HAUMHAETCS OT I'PYAUHBI U POIOJIXKACTCS M0 TepeaHelt aKCUILISIp-
HoIt TuHMU. JlaTepajibHas 00JacTh pacroiaraeTcsl Mexay rnepenHei u 3a-
Hell aKCUIIISIpHOI TUHUSAMU. 3aaHssa 00JacTh OTpaHUUMBAETCS 3aIHEN aK-
CWUISIDHOW JIMHUEN M MO3BOHOYHUKOM (puc. 1). B pekoMeHpamusx 1o
Y3U jierkux npeiioxkeHo JAeUTh IPYAHYIO KIETKY Ha 8 perMOHOB — BEpX-
HUW M HUXHUA PETMOHBI HA TIEpeJHEN MOBEPXHOCTU TPYIHOU KIIETKU U
BEPXHUM U HUKHUM PETrMOHBI JIaTepabHON MOBEPXHOCTU TPYIHOM KIIETKU
C KaxIoil ctopoHbl. PekoMeHIOBaHO CKaHUPOBATh 28 MeXXpeOepHBIX MPO-
MEXYTKOB IJIsSI TIOJTHOM KOJIMYECTBEHHOM OIIEHKM IaTOJOIMYECKOTo Ipo-
1ecca, B 3KCTPEHHbBIX CUTYaIlMIX pa3pelaeTcss CKAHUPOBATh TOJbKO IO 1Ba
permoHa Ha TepeaHeil 1 OOKOBO MOBEPXHOCTU T'PYIHON KIIETKH [16].
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Pucynok 1. MecTa ycTaHOBKM yJIbTPa3BYKOBOTO JaTuMKa (31eCh U ajiee — BCe
PMCYHKU aBTOpPCKUE).

JlaTyMK yCcTaHABIMBAIOT IEPIIEHAUKYJISIPHO TPYIHON KJIETKE B MexXpe-
OcpHOM IIpoMexXyTKe. MeTKa JaTyrKa pacliojlaracTcsl 10 HaIlpaBICHUIO K
TOJIOBE.

YnbTpa3ByKoBble MPU3HAKN NOPAKEHUN NErkKux

ITpu ckaHMpOBaHUM 310POBOTO JIETKOTO BU3YAJIM3UPYIOTCS: KOXa, MSITKUE
TKaHU, pedpa, mapueTaJbHbIi U BUCLEpaJbHBINA JUCTKU TaeBpol [17, 18].
ITpu HOpManbHOI BO3AYLIHOCTU JIETKUX YJIbTPa3BYK ObICTPO yracaeT, OTpa-
JKasich OT BO3/Ayxa B ajibBeoJiax. Ha yabTpa3ByKoBOI KapTUHKE BU3YyalU3U-
pytotT A-nuHuu (puc. 2, 3). A-TuHUU MOTYT ObITh KaK B HOpME, TaK U MpU
MaToJ0ruu (MHEBMOTOPAKC). A-JIMHUM TIPEACTABISIOT COO0M apTedakT pe-
BepOepalu (MHOXECTBEHHbIE OTPaKeHMsI CUTHaja OT Cpejl) OT KOXHU U Ta-
pueTaibHON MeBpbl. BBITIAASAT KaK TOPU3OHTAJIbHbIE TIPSIMbIE TUIEPIXO-
TeHHble JUHUU. YUUTbIBas, YTO YJbTPa3BYK pacCeMBAETCS B BO3AYLIHON
cpele JIeTKUX, Ha 9KpaHe MOHUTOpA 3a A-JIMHUSMU HUKAKOTO U300paxe-
Hus Het [17, 18].

Boigensitor npusHak «jetydast Mbliiib» (the bat sign) (puc. 3), KoTopblii
MOXHO BBISIBUTb, pa3Mmelliasi JaTYMK BEepPTUKAJIbHO B MeXpeOepHOM Mpo-
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Pucynok 2. M3o0OpaxeHue «HOPMaJbHOTO» BO3AYLIHOTO JErKOro. A-JIMHUU
yKa3zaHbl CTpeJKaMu (CKaHMpoBaHUE naTuukoM 1—5 MI).

Pucynok 3. INlpusHak «jietydyass Mblllib» U A-nuHuu nipu Y3U. M3o0paxeHue
GopMuUpyeTCcsI TEHBIO OT IBYX pedep, BUIHBI JIUHUS IUIEBPHI U A-TMHUS (CKaHU-
poBaHue gaTyukoM 10—15 MIm).
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crpaHcTBe [17]. TIlpn 3TOM BUIHBI BepXHUE U HUXXHUE pebpa, U30THYThIE
KaK JIyK, COeIUHSI0IIasl UX IUIeBpaibHAs JTUHUS, PACTIONOXEHHAs O peod-
pamu. OTOT 3HAK OTCYTCTBYET MPU MHEBMOTOPAKCE.

Ckonbxenue Jerkoro [16—18] (lung sliding) — 3T0 pUTMUYHOE, CUH-
XPOHHOE C JIbIXaHWEM ABUXEHUE BUCLEPaIbHOU ieBphl. [IpucyTcTBYeT B
HOpPMaJbHbBIX JIeTKUX. CKOJIbXEeHUE MAKCUMaJIbHO B HUXKHUX JIETOYHBIX T1O-
Jsx. Tlpyu ckonbXeHUU JIETKOro B M-pexume HaOIIofaeTcsl XapaKTepHbIN
npu3HaK «Mopckoit beper» (puc. 4). CkonbXeHUe Jerkoro CTAHOBUTCS He-
OMNpEAEeNCeHHbIM MpU 5M@U3eMe JEerkux, UCYe3aeT MPU MHEBMOTOpPAKCE,
aTeyieKTase, TUIeBpAJIbHOM (UOpo3e U MpU aIHo?.

Pucynok 4. YibTpa3ByKoBasi KapTMHA CKaHMPOBaHUs JIETKUX B HOpMe: M-pe-
KUM.

B HOpMe MOXHO YBUAETh eAMHUYHBIE B-TMHUU — TUITEpP3XOTeHHBIE -
HeliHble BepTUKalbHbIe apTedakThl (puc. 5) [16]. B-nmuHum onpenensitor
KaK BepTUKaJbHbIE TUIIEPIXOTeHHbIE apTedaKThl peBepOepali, KOTOpbie
HAYMHAIOTCS OT MJIEBPHI (paHee OMUCAHbI KaK «XBOCThI KOMEThI»), pacIpo-
CTPAHSIIOTCS N0 HUKHEN YacTU KpaHa He hcue3asl U B peajJlbHOM MaclliTa-
0e BpeMEHU IBUTAIOTCSI CHHXPOHHO CO «CKOJIbXXEHUEM JIErKOT0», HallOMM-
Hag Ja3epHbI Jyd. B HOpMe UX KOJIMYECTBO HE MPEBBIIIAET TPEX B OMHOMU
TOUKe WucciaeaoBaHusi. MIMEOT BUI TOHKOTO Jjyya. B-ivMHUM B HOpme
He CJIIMBAIOTCS MEXAY CO0OM M pacCTOSIHUE MeXAy HUMU Yy IUIEBPHI 0O-
nee 7 mm [16, 17].
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Pucynok 5. B-nunug npu ¥Y3U nerkux B HopMe (CKaHMpOBaHUE AATYUKOM 1—
5 MTI'n).

KoHconupauus

Korna Bo3mymrHOCTh JIeTKOro Ha (OHE BOCIAIUTEIBHOW KOHCOTUAAINU,
aTeyieKTaza Win APYTUX MPUYNH MOJTHOCTHIO UCUYE3aeT, TO YJIBTPa3BYK B JIeT-
KWX HaYMHAEeT OTPaxkaThCsl OT O€3BO3MYIITHOM TKaHU, 3TOT MPU3HAK XapaK-
TEPU3YIOT KakK «KoHconumauusi» [16—18]. Konconumamust (puc. 6) mpu
V3U gBnsieTcsa coOupaTeJbHbIM MOHSITUEM M MOXET ObITh OOyCJOBJieHA
MHEBMOHUE, TpoMOOAMOOIMEN 1erouHoi apTepruu, HOBOOOpa30oBaHUEM C
MeTacTa3aMu, aTeJeKTa3oM JIETKOTO, KOJUIATICOM JIETKOTO, KOHTY3Uei Jier-
KOTo. AJTbBeOoJIsIpHAsi KOHCOJIUIAIIMS TTOSIBIISIETCST B pE3YJIbTaTe 3aMOJTHeHUSI
KUIKOCTBIO aJIbBEOJI, OT KOTOPBIX OTPa’KaeTcsl yJAbTPa3BYKOBOM CUTHaI.
ITpy 3TOM BMECTO OOBIYHOTO BO3MYIIHOTO Oapbepa HaOIIOAAIOTCS 3XO-
CTPYKTYpbI, HallOMUHAIOIIME TIEYCHOUHYIO IMapeHXuMy (BO3IyIITHAsI
OpoHXorpaMma).

O6nactp KoHconuaauuu Ha Y3U MoxeT ObLIb pa3iuyHON MO 0ObeMy.
KoHcoauaupoBaHo MOXeT ObIThb M Bce Jyierkoe (puc. 6, A). HeGosbiiue
30HBI KOHCOJIUAAIIMA OKPYXeHbl HEPOBHOU, pPBAaHOW I'paHUIIC 30HBI KOH-
comuuani. BoKpyr 30HBI KOHCOJUIAIIMU MOXET OBITh U MH(PUIBTPUPO-
BaHHAas TKaHb JIETKOTO ¢ B-TuHMSIMU, 1 HOpMasibHAsT BO3AYIIHAS TKaHb C
A-JTUHUSIMU, TIJIEBPaIbHBIA BBIMOT (puc. 6, B). BHyTpu 30HBI KOHCOMMIA-
MU OTIpeNesIsieTCsT MPU3HaK OpOHXOTpaMMbl — OeJible TUIIePIXOTeHHbIE
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PucyHok 6. YibTpa3ByKOBOI MPHU3HAK KOHCOJIUIAIMU JeTKUX. Bbenble Touku
BHYTPY KOHCOJMOALMU (OTMEUEHBI CTpeJIKaMu) — BO3MAyllIHas OpoHXorpaMma.
A — MHEeBMOHWUS ¢ BO3YIIHON OpoHXorpammMoii. b — aTesnekras jerkoro; Bo3-
IylIHass OpoHxorpaMma (II0Ka3aHO CTpeoYKaMu).

II5ITHAa, KOTOPbIe BOBHUKAIOT M3-3a HAJIWYUs BO3ayXxa B OpoHxuosax. bpoH-
XOrpamMma MOXET OBbITh JMHAMMYHOM (BO BpeMsl BIOXa IIATHA MOSIBIISIIOTCS,
BO BpeMsI BbIJI0Xa MCUYE3al0T) WM CTATUYHOM (MSITHA HE MEHSIIOTCS TIPU JIbI-
xaHuu). JluHamMuuHasi OpoHXOrpaMma, SIBASIETCS Pe3yJIbTaTOM JBVKEHUS
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BO3[yxa OT KPYIHBIX OPOHXOB K Mepu@epruyeckuM BO BpeMsl BAOXa, 4TO
MPOSIBJISIETCS UCUE3HOBEHUEM TUITEPIXOTEHHbBIX 3aTEMHEHUI BO BPEMSI [Ibl-
xaHus. Korma Bo BpeMsl IbIXaHUSI HE TPOUCXOAUT UCUE3HOBEHUSI TUIIEPIXO-
TEeHHBIX 3aTEMHEHUI, Takasi OpOHXOrpamMMma HasblBaeTCsl cTaTUdHOu. [Ipu
CTaTUYHON OpoHXOrpamMMme OTCYTCTBYET MABMXEHHE BO3dyXa B OpoHXax
[16—18].

[ mMHEeBMOHMU XapaKTepHa AWHaAMMW4YHas OpoHxorpamma [17] (4yBcT-
BUTEbHOCTD 61%, ciettduuHocTh 94%). [pu atenekrazax OOBIYHO BBISIB-
JISeTcs cTaTuyHas opoHxorpamma [17].

AnbBeONSIPHO-MHTEPCTULMANbHBIN CUHAPOM

VIIpTpa3ByKOBBIMU IIPU3HAKAMU aIbBEOISIPHO-MHTEPCTUIIMATBHOTO CHH/I-
poMa, BO3ZHMKAIOIIMMHM TP OCTPOM PECITMPATOPHOM AMCTPECC-CUHIPOME,
KapIMOTeHHOM OTEKe JICTKMX, THEBMOHUSIX PA3IMIHON STUOJIOTUM, XPOHU -
YeCKMX MHTEPCTULIMAIbHBIX 3a00JIeBaHUSX, SIBIsOTCS B-muauu (puc. 7),
KOTOpBIE TAKXKe Ha3bIBAIOT «XBOCTOM KOMEThI», «paKeToi jgerkux» [16—18].
B mpucyTcTBUM OBYX IMapaIeJIbHBIX ITOBEPXHOCTEH C BBHICOKOM OTpakKaro-
1Ieil CITOCOOHOCTRIO (YTOJIIIEHHBIE MHTPAIOOYISIPHBIE CENThI, KOTOPHIC Ha-
XOJSITCSI Ha TIOBEPXHOCTH BUCIIEPATbHOM IIJICBPHI) 3XOCUTHA, ITOJy4YeHHBIN
OT TIEPBUYHOIO Iy4YKa YJIbTpa3ByKa, MOXKET OBITh MHOTOKPATHO OTpaXKeH
nepen ero uKcamumeil 1TaTYuKoM, B pe3yJabTaTe Ha 3KpaHe OTOOpaKaroTcCs
MHOXECTBEHHBIC 3XOCUTHAIBI — B-IMHUM, TO €CTh BEpTUKAJIbHBIC TUIIEP-
9XOTEeHHBIC apTe(aKThl, KOTOPhIE HAUMHAIOTCS OT TIJIEBPHI 1 TMTPOAOJIKAIOTCS
0 KOHIIa 3KpaHa, IBUTasICh CHHXPOHHO C BIOXOM U BbimoxoM. Ecinu nme-
0TCSI A-TMHUU, TO B-TMHUM pacmoiaralorcsl moBepx HuUX. B ciaywae ecnu
BBISIBJISIETCSI HECKOJIBKO B-ITMHMIA, TO M3MEpSIETCST pacCTOSTHUE MEXKIY HUMU
y caMOro Hayajia UX OTXOXIeHUs OT TeBphl. [1pu anbBeosIpHO-UHTEPCTH -
IMAaJTbHOM CHUHAPOME pPACCTOSIHME MEXIy B-TMHUSMM coCTaBiIseT 7 MM
u MeHee. [Ipu paccrosHuu mMexny B-nmmHusiMu MeHee 3 MM MX Ha3bIBAIOT
B+ nruHMSIMM mim «pakeTsl Jerkoro» (lung rockets). BoeimeasroT Takke civB-
Hble B-nmuHuu. MHoxecTBeHHble B-nuHum coorBeTcTBytoT KT-KapTuHe
WHTEPCTUIINAIBHOTO OTeKa M «MaTOBOro cTeKyia» KommyectBo B-nmHwmit,
00HApyXMBaeMbIX B OTHOM TOYKE MCCICIOBAHMSI, KOPPEIUPYET CO CTe-
MEeHBIO MHPUIBTPALIMA MHTEPCTULINS. VIMEIOTCSI KOPPEISIIMY MEeXITy KO-
YeCTBOM B-IuHMIT U Maccoil JIerkux, coaepXaHUeM BHECOCYIMCTOM BOJbI
JIETKUX.
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Pucynok 7. CreneHb MHGWIBTPALIMK, BbIsIBIIieMas TIpyu peHTreHorpaduu, KT
n Y3U. A — «HopmanbHOe» JleTkoe. b — ymepeHHO BhIpaxkeHHass MHOUIbTpa-
1IMs1 JIeTKUX (paccTosiHue Mexay B-TMHUSIMU y OCHOBaHUsI MeHee 7 MM). B —
BbIpaKeHHas UHGWIbTpalus Jerkux (cauBHbie B-nunun, Ha KT uzobpaxaer-
Cs1 KaK «MaTOBOE CTEKJIO»).

Onpeaenexne o6bema naespanbHOro BbiNoTa

Y3U 1no3BonisieT ¢ BbICOKOW YYBCTBUTEIBHOCTBHIO M CIELIM(UIHOCTBIO BbISIB-
JISITh TUIEBPaJIbHBIN BBIMTOT, MpUOIMKasich 1Mo TouHocty K KT [16—18]. VabT-
pa3ByKOBasl TMAarHOCTMKA TUIEBPAJIbHOTO BBIMIOTA 3HAYUTEIbHO TOYHEE PEHTIe-
HOJIOTMYECKOTO UcciienoBaHus. [lneBpasbHbIA BBITIOT BU3yalU3UpYyETCs Kak
AQHAXOTCHHOE MPOCTPAHCTBO MEXIY MapUeTATbHBIM M BUCLEPATbHBIM JTUCTKA-
MM IIEBPBI. ECM BBIIIOT UMEET aHAXOTEHHYIO CTPYKTYPY, TO 3TO B OOJIBIINH-
CTBE CJIy4aeB TpaHCCyIaT, €CJIM 9XOT€HHOCTb TOMOTeHHasi WIM TeTepOreHHasl,
TO HE MCKJIIOYaeTCs dKccynar. B ciyyae sMmueMsl IJIEBpbl UM reMoTopakca
BBITIOT UMEET IeTepOreHHYI0 3XOreHHOCTh. Korma KJIeTOYHbIi cocTaB ocenaeT
BHU3, OTMEYAETCS TUITOIXOTEHHBIA BEPXHUI CJIOM U TUIIEPIXOT€HHbIN HYKHUN
cinoit. MOXHO TakKe BBISIBUTH CENThI B TUIEBpaJIbHOM mojiocty [18].

O0beM IUIeBPAIbHOTO BBIMIOTA MOXKET OBITh OMpPENeeH C MOMOIIbIO Ofl-
HOTO U3 TPeX METOMOB.
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ITepsoiit meTox [19] (puc. 8, A) — no napaBepTeOpaIbHON JUHUU OTMEYa-
0T IB€ TOYKM, OTpaHUIUBAIONINE BHITIOT. MI3MepsieTcst [UTMHaA OT BEpPXHEU 10
HWXHeN Touku B caHTuMeTpax (Lus). B koHIle Bblmoxa mocepenriHe MeXAy
9TUMU TOYKAMU B TIONIEPEYHOM CEUEHUM B PEXUME CTOT-Kaapa BPYYHYIO
MPOBOAUTCS KOHTYP MO TPaHUIIAM TUIEBPAJILHOTO BBITIOTA U U3MEPSIETCST BbI-
JieJIeHHas! TUIOLIAb C MOMOLIbIO MPOrPaMMHOIO 00eCrieyeHUs YJIbTPa3ByKo-
Boro amrmapara (Aus). [ToaydyeHHOe cpelHee YMCIIO OT TpexX IMoceqoBaTe b
HBIX U3MEpeHUH (Aus) yMHOXKAETCsT Ha JUIMHY OT BEPXHEU 10 HUKHEN TOUKU:

O0BeM MIeBpabHOrO BhImoTa (Mi1) = Lus x Aus.

Bropoit meton [20] (puc. 8, B) — 00bem 1IeBpaabHOTO BHITIOTA OLIEHU-
BaeTCs MO BEeJMYUHE cernapalyy JUCTKOB IJIEBPHI MO 33HETIOAMBIIIEYHON
JIVHWUY B KOHIIE Bbinoxa. [TonyyeHHas BeMyrHa B MM YMHOXaeTcs Ha 20:

O6beM BoImoTa (MJ1) = 20 x pacxoXIeHHe JUCTKOB IJIEBPHI (MM).
Tpetuit meton [21] (puc. 8, B) — uccienoBaHue MpoBOAUTCS B MOJOXKE-
HUM 60abHOTO cuas. MamepsieTcs paccTosiHUe OT CepeaArHbl AuadparMbl 10

BUCLIEpaIbHO IIeBpbI B KOHIIE Bhigoxa (D). O0beM mieBpalbHOTO BbINOTA
paccuuThIBaNIcsl Mo popMmyiie:

O6bem (M) = 16 x D (MM).

Pucynok 8. OmnpeneneHune odbemMa TIEBPaJbHOIO BBIMTOTA TPEMs CIIOCOOAMU.
A — mepBhIif MeTon; b — BTOpoOIt MeTom; B — Tpetmit MeTom (CM. TEKCT).
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YnbTpa3ByKoBas gMarHOCTUKa NHEBMOTOpaKca

Hns [uarHOCTUKY ITHEBMOTOpaKca MPUMEHSIOT YeThIpe MpU3HaKa: Haau-
Ype <«TOYKHU JIETKOTO», OTCYTCTBUE «CKOJIbXEHMSI JIETKOTO», OTCYTCTBUE
B-nuHMIA, oTCyTCTBME TyJbcalluu Jierkoro [16—18, 22].

Touka, B koTOpOil B B-pexxume mpekpaiiaercs Ha 9KpaHe «CKOJIbXeHHe
JIETKOTO», Ha3bIBAETCS «TOUYKOM Jierkoro» (lung point) u siBjsieTcsl rpaHULIE
MEXIy TKaHbIO JIETKOTO W MTHEBMOTOPaKCOM. B HOpMe «TOUKHU JIeTKOro» He
obiBaeT. OTCYTCTBHE <«CKOJBXEHHUS JIETKOTO» HE BCEerga XapaKTepu3yeT
nHeBMoTopakc. Hampumep, nmpu oOCTpyKIIMM AbIXaTeJIbHbBIX MYTEW OMyXO-
JIbIO, UHOPOJHBIM TEJIOM WM MpPU MHEBMOHUM, 3MbU3EeMe JIeTKUX, MpU
CpallleHUU JIMCTKOB TIJIEBPHI MPU3HAK «CKOJIbXEHUE JIETKOr0» MOXKET OTCYT-
cTBoBath [16, 17].

ITpu ckanupoBaHuu B M-pexkrMe MPU3HAKOM MTHEBMOTOPAKCa SIBJISIETCS
MOSIBJICHUE BMECTO TMpPHU3HAKa «MOPCKOW Oeper» MpU3HAKa <«IITPUXKOI»
(barcode sign) miau npusHaka «cTparocdepa» (puc. 9) [16—18].

5

PucyHok 9. YibTpasByKoBasi KapTHHa JIeTKUX B M-pexumMe: A — y O0JbHOTO ¢
MMTHEBMOTOPAaKCOM TIpM CKAHWPOBAHUM BBISBISIIOTCS TMPU3HAK <«IITPUXKOMI»
(barcode sign) unu npusHak «cTpartocdepar. st cpaBHeHuUs:: Ha pucyHke b
y 6opHOTO 0€3 TTHEBMOTOpaKca BUJICH MPU3HAK «MOPCKOM Oeper».
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B ciyuae Hanuuust A-TUHUNA U OTCYTCTBUSI CKOJIbXKEHUSI JIETKOTO WJIM OT-
CyTCTBUS B-1MHMIT BeposSATHOCTH THEBMOTOpakca Bo3pacTtaer. Haobopor, B
cilydyae KOMOMHAIMY A-JIMHUM CO CKOJIBKEHUEM JIETKUX W/ B-muHusiMu
MHEBMOTOPAKC UCKJIOYEH.

OrpaHuveHus YNnbTPa3BYKOBOIo UCC/ef0BaHUA JIETKKUX U MJIeBPbI

TpyaHOCTY BO3HUKAIOT IIPU 00C/IeAOBAHUM TYYHBIX ITALIMEHTOB. 3aTpyIHSI-
€T MCCIIeOBaHNE HaJW4yue MOBSI30K HA TPYAHOHN KJIETKE, NMIUIAHTOB MO-
JmouHBIX Xene3 (puc. 10). CinoxHO, a UHOTAA U HEBO3MOXHO BU3YaINU3UPO-
BaTh JIETKME MIPU MMOAKOXHOM aMbuzeme (puc. 11), mpu sMbuzeme Jerkux,
MIpU TIPOBEACHNN UCKYCCTBEHHOM BEHTUJISIIUM JIETKHUX C BBICOKUM ITOJIOXKM -
TeJbHBIM IaBJIEHUEM B KOHIE Bblgoxa [16—18].

Pucynok 10. IMMiaHT MOJIOYHO XeJie3bl, 3aTPYAHSIONINI BU3yaTu3alluIio Jer-
Kux y 6oapHoOi nipu Y3MU.

Pucynok 11. OTcyTcTBUE yJIbTPa3ByKOBOIl BU3yaJu3allMU JIETKUX Y OOJIbHOM
C MOJIKOXHOW 3M(pU3EMOIi.
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[naBa 3.
O6Lwime npuHLMNBI Tepanuu

remo6,1acTo30B BO BpeMs
06epeMeHHOCTH

Pucku pna nnopa

Bo Bpewms m000ii OepeMEHHOCTH CYIIECTBYeT PUCK (hOPMUPOBAHUS BPOXK-
IEeHHBIX aHOMAaJWi TUIoHa, OOYCIOBJICHHBIX PAa3TWYHBIMU IIPUINHAMU, B
TOM YHCJIC CAyJailHO BO3HMKAIOIIMMHU MyTauusMmu. CTaTMCTUYCCKHE TaH-
HbI€ CBUIETEIILCTBYIOT O TOM, YTO IPUMEPHO 6% HOBOPOXIEHHBIX B MUPE
MMEIOT T€ WM WHbIE BPOXAEHHBIE aHOManuu [1].

[Mpu mpuMeHEeHUN Pa3IMIHBIX XUMUOTEPAIIEBTUUCCKIX CPEACTB B MEPU-
oI OGEpPeMEHHOCTH YCTAaHOBIICHO, YTO CPOKHM TPOBEACHUS TEPaITMU MMEIOT
pelnarolnee 3HaYCHHUE IJId BO3AeUCTBUS Ha 1wion [2] (puc. 1).

Ha caMpIx paHHUX CTagusSIX pa3BUTHE SMOPHMOHA OCYIIECTBIISIETCS aBTO-
HOMHO. DTOT IepUO JINTCS 10 2 TIePBHIX Helellb, COOTBETCTBYIOIINX CPO-
Ky 4—5 akymepcKux Hemelb (OTCUET aKYIIEPCKOIo CpoKa O0epeMeHHOCTU
BeIeTcs OT IepBOTO IHS ITociieqHeil MeHCTpyaunu). Ha 3Tom 3Tarme Bo3-
NIeCTBHE 9K30T€HHBIX T€PATOT€HHBIX (PAKTOPOB HE OKAa3bIBAET BIMSIHUE Ha
(bopMmupoBaHmMe IUIOOAa M HE MOXET SIBUTHCS IPUIMHON BO3ZHHMKHOBEHHUS
BPOXICHHBIX aHOManuit [2]. B ciiygae TOKCMYECKOTrO BO3ICHCTBUS MOXKET
TIPOM30MTHU JTMOO CaMOIIPON3BOIBHBINM BRIKUIBIII, JIMOO MOCIEeIyIOIee HOp-
MajlbHOE pa3BUTUE dSMOPHUOHA — MO MPUHLIMIY «BCE WM HUYero». Hampu-
Mep, I0 JaHHBIM MHOTHUX ITyOJMKAaIlnii, 3a4aTre Ha (hOHE IMprueMa UHTUOM-
topoB Tupo3nHKuHa3 (MTK) npu ycmoBuu nx HeMeIIEHHON OTMEHBI Cpa3y
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nocJje MOATBEPXKAEHUS OEPEMEHHOCTU Ha paHHUX cpokax (4—35 akyiep-
CKUX HEJeNb) HE OKa3blBaJO HEOJAronpuUsTHOrO BJIUSHUS Ha TEYEHUE
o6epemeHHoCTU [3—5]. OnmHAKO €CTb JaHHbIE O TOM, UTO MCHOJb30BaHUE
xumuotepanuu (XT) 1o 5-if Heaeau MOXET ObITh COMPSIKEHO ¢ HEpa3BUBa-
ouieiicss 0epeMeHHOCThI0O U CaMOIMPOU3BOJIbHBIM MPEPhIBAHUEM OepeMeH-
HocTH [6].

Haubosee ysa3BUMBIM SIBIISIETCSI CPOK OEPEMEHHOCTU OT 5—6-11 mo 10-i
Henenu (3—8-1 Hemenu pa3BUTUSL dMOPUOHA), KOTOPBIA COOTBETCTBYET
OCHOBHOMY OpraHOT€He3y — Mepuoay 3aKaaaku U GOpMUPOBAHUS OCHOB-
HBIX OPraHoOB U TKaHell. TepaToreHHOe BO3AEWCTBUE PA3IMYHbIX Mpemnapa-
TOB Ha 9TOM 3Talle SBJSeTCSd HauboJyiee 3HAaUMMbIM [2]. XuMuUOTEpaneBTU-
YeCKUe CPeCTBa JEUCTBYIOT HA OBICTPO MPOIUGepUpyIolne KJIETKU U Mo3-
TOMY MOTEHLIMAIBHO OMACHBI 11 TKaHel 1miaona. CoOOTBETCTBEHHO, MPOBe-
nenue XT B I TpumecTpe OepeMEHHOCTU YBEJIWYUBAET PUCK Pa3BUTUS
BpOXAEeHHBIX aHoMasuit 1o 10—20% [7, 8], a TakKe MOXET BbI3BaTh ribesb
wioga. Bo3MOXHBI TsiKesble TepaToreHHbIe (P @EKThI B BUIE MOBPEXKACHUS
cepilia, HEpBHOM TPyOKM, OpraHoB ciiyxa u 3peHus y miaoma [9]. [Mocie ara-
na OCHOBHOTO OpraHOreHe3a HEKOTOpPbIe CUCTEMBI OPraHOB IIoAa (IJasa,
reHuTaauu, KposetBopHas cucrema, LIHC) MoryT ocraBathesl ysSI3BUMBIMU
s Bo3aetictBusg XT BIUIOTh no 12-i1 Henenu 6epemeHHocTH [2, 10]. Yuu-
ThIBasl YKa3aHHbIE PUCKU, B | TpuMecTpe OEpeMEHHOCTU LEIeco00pa3HO
npepbiBaHUE OEPEMEHHOCTU MPU HeoOxoauMocTH npoBeaeHust XT. OgHako
Y >K€HIIWH, KOTOpbIM MpoBoawiack XT Ha paHHUX CpOKax OEpeMEHHOCTH,
BEPOSITHOCTD POXICHUSI 3M0POBOTO pebeHKa mocTuraeT 66%.

Bropast ¢aza 6epeMeHHOCTH, (beTalbHasA, XapaKTepU3YeTCsl POCTOM U
pasBuTueM Bcex opraHoB. Haunnag c Il TpuMecTpa 6epeMeHHOCTH, Mociie
3aBEpIIEHUSI OpPraHOreHe3a, Ha3HAYeHUE TMOTeHLUATbHO TEePaTOTEHHOIO
npemnapara yxe He MOXET CTaTh MPUYMHOU MasibhopMalluu. Y CTaHOBJIEHO,
yTO Tpu npuMeHeHuu nutoctatnueckoir XT mocie 12—14 Henenb Oepe-
MEHHOCTM 4YacTOTa Pa3BUTHUSI BPOXICHHBIX aHOMAaJIWK He TIpeBbIIIaia
3—5% [11, 12], 94TO COOTBETCTBYET OOIIEMOIMY/ISIIMOHHBIM PUCKAM.

ITocne ¢popmupoBaHus remarormianeHTapHoro 6apoepa (I'TIb), kotopoe
3aBepluaeTcsd K 13—15-i Henese OepeMEHHOCTH, TUIAlleHTa OrpaHUYNMBaeT
MPOHUKHOBEHUE TpenapaToB U MX Bo3aeiicTBUe Ha ruiod. Ha sTtom atare
TOKCUYECKOE BO3IEUCTBUE XMMUOIPENApaTOB MOXET BIUATh HA OTKJIOHE-
HUS B pazMepax U (yHKIIMOHAJIBHBIX IMapaMeTpax OpraHOB M CUCTeM (Ha-
MpuMep, CHUXKEHUE WHIeKCa MAcChl TeJla PU POXKIEHUN), HO HE BbI3BIBAECT
CTPYKTYpHBIX aHOMaymii [12]. Kpome Toro, mpoBoaumasi Bo Bpemsi OGepe-
MeHHOCTU XT MOXeT BbI3BaTh MUEJIOCYIIPECCUIO Y TII0M1a, MPOSIBIISIONLYIO-
cg o0paTUMOI MAHIIUTONEHUEN MTPUMEPHO Y TPETU HOBOPOXKAEHHBIX [13].

HonrocpoyHbie HaOMOAEHUS 3a I€TbMU, MMOJBEPTIIMMUCS BHYTPUYTPOO-
HOMY BO3JEVCTBUIO MPOTUBOOITYXOJIEBBIX MpPenapaToB, MOKa3aau, YTO LU-
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TOCTaTUYECKasl Tepanusi y MaTepu BO BpeMsl OEpEMEHHOCTU He BUsIa Ha
pa3BuTHe, GEePTWILHOCTb, HATUYKUE LIUTOTEHETUYECKUX OTKJIOHEHUN U Be-
POSITHOCTh BO3HMKHOBEHMSI OHKOJIOTMUeCKUX 3a00jieBaHnil y pebeHKa. Pas-
BUTHUE AeTell, MaTepsiM KOTOpbIX mpoBoawiack XT Bo BpeMsi 6epeMeHHO-
CTU, TIPOCJIEXKEHHOE HAa MPOTSKEHUU MHOTHUX JIET, ObUIO HOpMaibHbIM. He
ObUIO BBISBJAEHO KaKMX-JIMOO (PU3NYECKUX, HEBPOJOTUYECKUX, MCUXUYE-
CKUX OTKJIOHEHWUi, BKJIIOYAs WHTEJJIEKTyaJbHble CIIOCOOHOCTU U MOBEAE-
Hue [14—16].

B II u IIT TpumecTpax OGepeMEHHOCTU CYIIECTBYIOT PUCKU 3aAEPXKKU
BHYTPUYTPOOHOTO Pa3BUTUS TUIOJA U HU3KOUW MaccChl Tejla MPU POXIACHUH,
CBSI3aHHBIE C HApYILIEHUEM IMOCTYIIJIEHUS MUTATEJbHBIX BEUIECTB TUIOAY 3a
CUeT MpOosIBJIeHUII OCHOBHOIO 3abosieBaHusl MaTepu [2]. OTcpouka Hayaja
UHAYKIUMOHHOTO Kypca XT mMOBBIIIAET PUCKU BHYTPUYTPOOHOU rubenu
TUIOJA, YTO COCTAaBJISIET 0CO0YI0 3TUUYECKYI0 MpodiaeMy. Kpome Toro, Hauu-
Has ¢ Il TpumecTtpa, puck npepbiBaHUsS 0EpPEMEHHOCTU Ha (DOHE pa3BEepHY-
TOW KapTUHBI 3a00JIeBaHUsI MOXKET MPEBBIIIATh PUCK npoBeaeHus1 XT B CBsI-
3U C MOBBIIIEHNEM BEPOSTHOCTH MAaCCUBHOTO KPOBOTEUEHMUS, TSIKEIBIX UH-
(bexmii 1 MPOUYNX XKM3HEYTPOKAIOIINX COCTOSTHUM TSI MaTepH.

Takum o6pasom, B Il u III TpumecTpe GepeMeHHOCTH, KOTJla OCHOBHbIE
3TaIbl OPraHOTeHe3a 3aBEPIICHBI U BEPOSITHOCTh Pa3BUTUSI TOPOKOB Y TLIO-
Ja MUHUMaJIbHA [17], ¢ MEIUIIMHCKOW TOYKU 3PEHUST HET HEOOXOAUMOCTU
npepbiBaTh OEPEeMEHHOCTh MPU MPOBEACHUN ILIMTOCTATUYECKOW Tepanuu.
Ilocne dbopMupoBaHUS OCHOBHBIX OpPraHOB IUIOAA W IUIALEHTHI (MOCIe
13—15 Henmenb 6epeMeHHOCTH, B Il TpuMecTpe), Korma Mexmay MaTepbio U
TUIOJOM BO3HUKAET €CTECTBEHHBIN OMOJOTMYECKU Oapbep Uil TPOHUKHO-
BEHMUS JICKAPCTBEHHBIX BELIECTB, MpoBeAeHUe X1 B MOJHOM 00beMe HE TO-
JIbKO BO3MOXHO, HO M XXMU3HEHHO HeoOxoaumo [18]. Bornpoc o pogopaspe-
meHuu 10 Havajga XT BO3HUKAET JIMIIb HA MO3JHUX CPOKaX OEPeMEHHOCTHA
(rmocne 32—33 Henelb), yallle BCero — B SKCTPEHHOM IOpSaKe, MPU yrpo3e
rubesnu 1iona (oTcjioliKa IJIALeHThl, MATOYHOE KPOBOTEUEHHUE, MMPU3HAKA
ac(UKCcUM TUI0[a, €T0 BHYTPUYTPOOHOI rudenun) [18].

[pUuMeHeHne NeKapCTBEHHbIX CPEACTB ANS NeYeHus
remo6n1acto3oB BO BpeMs 6epeMeHHOCTH

®dunsnonormyeckue MexaHm3mbl, BAUAIOLME Ha KOHLLEHTPaLUIo
npenapatoB y nnoga
OTHOCUTENIBHO BBICOKASI TOJEPAHTHOCTD Iuiona K Bo3aeiicTBuio XT, moiy-

4aeMoil MaTepblo, 00biAcHsAeTCa (GyHKuMoHupoBanueM [TIB u apyrumu
(DU3MOJOTMYECKUMI MeXaHM3MaMu. TeparoreHHOe U MyTareHHOe BO3Jeii-
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CTBUE Ha TJIOJ 3aBUCUT OT CBOWCTB KOHKPETHOIO MpenapaTta, BpEMEHU U
JIJIUTEJIbHOCTU BO3MEUCTBUSI, CIMOCOOHOCTU CPEACTBAa MPOHUKATH Yepe3
I'TIb u uHIUBUIYAIBHBIMU OCOOEHHOCTSIMU TJIALIEHTHI.

Bo3moxHocTh poHUKHOBeHUS BellecTB uepe3 ['TIb HanpsiMyto cBsizaHa
C WX MOJIEKYJSIDHOW Maccoi. BellecTBa ¢ MOJEKYJISIPHON Maccoil MeHee
500 Ta criocoOHBI JIETKO MPOHUKATh Yepe3 IUIALEHTY; XUMUYECKUE BEIIeCT-
Ba ¢ OOJIbLIEH MOJIEKYJISIPHOU Maccoil MpOHUKAIOT orpaHuyeHHo [19—21].
TTockonbKy pa3iauyHble HUTOCTATUYECKUE TMpernapaTbl UMEIOT MOJIEKYJISIP-
Hyto maccy 250—400 Ia, moTeHILMaabHO BCE OHU MOTYT IMPOHUKATh Yepes
ianeHTapHbiii 6apeep [19, 22]. Pan UTK umeer MonekyasipHYIO Maccy,
HeMHoruM mnpesbiiatoiyto 500 Jda [23]; ux npoHukHoBeHue yepe3 ['TIb
OTPaHUYEHHO U 00YCJIOBIEHO (DU3UKO-XUMUUYECKUMU CBOMCTBAMU OTIEb-
HBIX MpenapaTtoB (TaKUMU KakK JUMOPUIbHOCTb, MOHU3aLus1). C ydyeToM
9TUYECKUX ACMEKTOB, i1 MHOTUX JIEKAPCTBEHHBIX CPEICTB BBIMOJHSUIOCH
MOJEIMPOBAHNE MACCUBHOTO MPOHUKHOBEHUS Yepe3 IIAlEeHTY TeopeThye-
ckumu metonamu [24]. PacueTHble KO3 PUIIMEHTH UMETU BBICOKYIO KOP-
peJIurIo ¢ pe3yabTaTaMU Mep(y3nOHHbBIX IKCIIEPUMEHTOB ex Vivo, Ipy KO-
TOPBIX U3yYaJics TMaccax JIEKAPCTBEHHBIX BEIIECTB Yepe3 TKAHU TIALleHThI
3[10POBBIX POAUIBHUII.

B dapmakoKMHETUYECKHUX WCCAENOBAHUSX YCTAHOBJIEHO, YTO MPOUCXO-
ague Ha (poHe OGEpeMEeHHOCTU HOpMasibHble (PU3UOJOTUYECKUE U3MEHE-
HUS OpraHM3Ma XXEHIIWHbBI, BKJIOYas yBEJIWYEHUE O0beMa LUPKYJIUPYIO-
et turasmel Ha 30—50% 1 yMeHbIlIeHre KOHIIEHTPpalluy albOyMUHA ChIBO-
POTKM, MOTYT BJIMSATH Ha MepepacrpeneeHue JEeKapCTBEHHBIX CPEICTB.
YBennueHre MoYyeyHoro KpOBOTOKA U CKOPOCTU KITyOOUKOBOU (huibTpanuu
BJIMSIIOT Ha KJIMPEHC BBIBEACHUS TpenapaTtoB [2, 25—28] u MOTYT MpuUBO-
IUTh K CHUXEHWIO KOHIUEHTPAlUU XWUMUOTEPANeBTUUYECKUX BEIIECTB B
miasme kposu [29, 30]. YckopeHue npolieccoB OKUCIEHUS B TIEUEHU MOXET
CHMXATh aKTUBHYIO KOHIIEHTPALWIO JIEKAPCTBEHHBIX BEIIECTB B CPABHEHUN
¢ HeOepeMeHHBbIMU XeHInuHamu [31]. OxupeHne y MaTepu BbI3bIBAET CEK-
BECTpaLIMIO XUPOPACTBOPUMBIX TpenapaToB [12].

[Tpu 3TOM aMHUOTHUYECKAS XUIKOCTh MOXET BBITTOJHATh (DYHKIIUIO Du-
3MOJIOTMYECKOTO «TPETHETO MPOCTPAHCTBA», YBEJIMUYMBAST TOKCUYHOCTh He-
KOTOPBIX MIpenapaToB (HaAlpUMep, METOTpeKcaTa) 3a CUET 3aJ€PXKKHU UX BbI-
BeneHus [25], ogHaKO MCCaeNOBaHUS KOJMYECTBEHHBIX MoKa3aTeseil KOH-
LIEHTPALIMU MPEenapaToB B aMHUOTUYECKOM KUIKOCTH, MYMTOBUHHOU KPOBHU,
TUTALIEHTEe W TKaHSX IUIOJa HEMHOTOYMCJIEHHBI U 3a4acTyl0 BecbMa MPOTHU-
BopeuuBsl [32, 33].

B uccnegoBaHuM, MOCBSIIEHHOM U3YyYEeHUIO (hapMaKOKUHETUKN XUMUO-
TeparneBTUYECKUX MPENapaToB BO BpeMsi OEpPEMEHHOCTH, ObIJIO MPOIEMOH-
CTPUPOBAHO CHUXXEHUE KOHUEHTpAllUU MpernapaToB B KPOBU MaTepu, B
CBSI3U C YeM Iiesiecoo0pa3Ho n30eraTb YMEHbIICHUS JO3UPOBOK MPU MPOBE-
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JEHWU Tepanuyd W MPUHUMATh BO BHUMaHWE (PaKTMUECKyI Maccy Tela
MaIMEeHTKN C TOTPaBKOl Ha MprOaBKy B Macce Tejia 3a BpeMsi OepeMeHHO-
ctu [2, 34].

OueHKa p1MCcKa NPMMEHEHUS NeKapCTBEHHbIX CPeACTB BO BpeMs
6epeMeHHOCTH

B 1979 r. YpasiaeHneM 110 KOHTPOJIIO 32 KAYECTBOM ITUIIEBBIX MPOIYKTOB

n nekapctBeHHBIX cpenctB CIIIA (U.S. Food and Drug Administration,

FDA) npennoxeHa ycaoBHas Tpagalusl 1Sl OLleHKW BO3MOXHOCTU U 0€30-

MACHOCTH TIPUMEHEHUS JICKAPCTBEHHBIX CPEICTB BO BpeMsI 0epeMEHHOCTHU

[35]. Bce nmekapcTBeHHBIE CpeACTBa AENSATCS HA 5 KaTErOpUii B 3aBUCUMOCTH

OT MpeArojiaraeMoro pucka MpuMeHeHUs1 BO BpeMms 0epeMeHHocTu: A, B,

C, D u X, corimacHO CIIEAYIOIIUM OIIPEICICHUSIM:

e Karteropus A — «absence», OTCYTCTBHE pHCKa. AIeKBaTHBIC KOHTPOJIUPY-
eMbIe MCCJICIOBAHMS Ha JIIOISIX HE BBISIBIJIM PUCKA IS TJI01a B IIEPBOM
TpuMecTpe OEpEeMEHHOCTH, M HET TaHHBIX O PUCKAxX HEOJIarompusITHOTO
BO3JIEMCTBUS Ha MO3AHUX CPOKax O€epeMEeHHOCTH.

e Karteropus B — «best» (Jryummme), HeT mOKa3aTeIbCTB prcKa. KMccmemoBa-
HUS Ha XXWUBOTHBIX HE BBISIBUJIN pHCKa JUISI TJIOAA, OMHAKO KOHTPOJIUPYe-
MBIX MCCJICIOBAaHUN y O¢peMEHHBIX KCHIIMH He OBLIO, JIM0OO0 B MCCIIEI0-
BaHMSIX Ha XXKMBOTHBIX BBIABJICH PUCK IS TUIOAA IIPW OTCYTCTBUU PHCKOB
y OepeMeHHBIX XCHIINH B KOHTPOJUPYEMBIX UCCIICTOBAHMSIX.

e Karteropus C — «caution» (C 0CTOPOXHOCTBIO), PUCK HEe MCKITOoUeH. Mc-
clieloBaHUS Ha >KMBOTHBIX BbISIBUJIM OTPULIATEIbLHOE BO3IEHCTBUE Mpe-
ImapaTa Ha IUIOM, a HaajeXKallliX WCCIeIOBaHNI Y OepeMeHHBIX XXKeHITMH
He OBLIO, OMHAKO MOTEeHIIMAIbHAS 10JIb3a TIPUMEHEHMS JaHHOTO JIeKap-
CTBEHHOTO CpEeJCTBA Y OEPEMEHHBIX MOXKET OMpPaBIbIBaTh €ro MCIOJb30-
BaHME, HECMOTPSI Ha UMEIOIINICA PUCK; TMOO0 MCCISIOBAaHUS Ha KUBOT-
HBIX U KOHTPOJIUPYEMBbIe UCCIeIOBAHUS Y O¢peMEeHHBIX KCHIIIMH HE TIPO-
BOJIUJINCE.

e Karteropus D — «dangerous» (omacHsle). IMerOTCsT mOKa3aTeIbCTBa PUC-
Ka HeOJIaroImpusITHOTO ASUCTBUS Ha IUTOM YeJIoBeKa (IT0 pe3yabTaTaM HC-
CIIeAOBAaHUN WJIM KJIMHUYECKOTO OMbITAa), OMHAKO MOTCHIIMAIbHAS TOJIb-
3a, CBA3aHHAsI C IPUMEHEHMEM JICKApCTBEHHOTO CpEeACTBAa y OepeMeH-
HBIX, MOXKET OIIPaBIBIBaTh €r0 MCIIOIb30BaHUE, HECMOTPS Ha pHUCK (Ha-
mpuMep, IIpUMEHEHHNE JIEKAPCTBEHHOTO CPEICTBa B XKM3HEYTpOKaIOIIeH
CUTyallMy WKW JJIs1 JIeYeHUs TsKesoro 3aboJieBaHus, Koraa 6ojee 6e30-
ITacHBIC IIpeTapaThl He MOTYT OBITh MCIIOJIB30BaHbBI MIN HE3(P(MEKTUBHEL).

e Karteropusi X — npoTtuBoIiOoKa3aHbl Ipu OepeMeHHOCTU. B uccienoBaHu-
SIX Ha JXMBOTHBIX WJIM Ha JIFOISIX BEISIBICHBI HAPYIICHMUST Pa3BUTHS TIJI0IA
1/WIN UMEIOTCS TOKa3aTeIbCTBA pUCKa IS TUIoAAa, OCHOBAHHBIC Ha OIThI-
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Te MPUMEHEHUs JIEKApCTBEHHOTO CpeicTBa y Joaeil. Puck npumeHeHus
MpeBbIIAET JI00YI0 BO3MOXHYIO Toab3y. [IpoTrBONnoka3zaHbl 6epemMeH-
HBIM XEHIIMHAM U XEHIIMHAM, KOTOPbIe MOTYT 3a0€pEMEHETb.

C onHOI CTOPOHBI, MPEMIOKEHHAas] CUCTeMa MO3BOJISIET B3BECUTh BO3-
MOXHbIE PUCKU MpPUMEHEHHUs mpernapatoB. OQHAKO ClenyeT y4ecTb, 4TO
PUCK TepaTOTeHHOTO BO3/ACHCTBUS MPENapaToB y A0l OObIYHO HUXE, YEM
Y XUBOTHBIX, MTOCKOJIbKY B TOKJIMHUYECKUX IKCTIEPUMEHTAX MUHUMAJIbHAS
TepaTOreHHas [103a BbIIE, YeM TepareBTUYECKUE N03bl, IPUMEHSIEMbIE Y
yenoBeka. C Ipyroil CTOPOHBI, C yUETOM TOTO, YTO, B CBSI3U C ITUYECKUMU
acrmekTaMu, WMCCIAeNOBAaHUI MpenapaToB Ha OEepeMEHHBIX XEHIIMHAX He
MPOBOIUTCS U MHOTUE NaHHbIE HAKAIJIMBAIOTCS B KIMHUYECKOW MPaKTUKE
MO0 Mepe MOSBAEHUS COOTBETCTBYIOIIUX KIMHUYECKUX CJTydyaeB, 9TU KaTero-
pUM He B MOJHOU Mepe OTPaxXaloT pPeaibHYI0 CUTYaIHUIO.

Hauwnnas ¢ 2015 r. FDA pekoMeHI0Baa0 MPOU3BOAUTENSIM TIperapaToB
OTKa3aThCsl OT YKa3aHHOU «OYKBEHHO» CUCTEMBI B MOJb3Y HOBOW CUCTEMBbI
PLLR (pregnancy and lactation labeling rule — HOBbIE mpaBUIa MapKUPOB-
KW JIEKAPCTBEHHBIX CPEJCTB, MPUMEHSIEMbIX MPU OEPEMEHHOCTU U JIaKTa-
M) U CYMMHUPOBAThb B MHCTPYKUMSIX K IpernapaTaM AaHHBIE, KOTOpPbIE
ObUIM TTOYYEHBI B PETUCTPaX W HAOMIOAATEIbHBIX UCCIENOBAHUAX Y Oepe-
MEHHBIX XeHIIMH [36—38]. B HOBOi1 cucTemMe MpeIOKEHO B OIKMCATETb-
HOM CTWJIe OTpaXaTb MHMOPMAILUIO MO CIAEAYIOLIEH cXeMe:

e bepeMeHHOCTh (BKJIIOYAS POAIBI)

. Peructp GepeMeHHBIX C TPUMEHEHUEM JTAaHHOTO Mpemnapara.
. Pe3tome 1o puckawm.

. Kinunuyeckue acmekTsl.

. JlaHHbIE.

Jlakranus
. Pe3toMe mo puckam.

. Kinunuyeckue acmekTsl.
. JlaHHbIE.

ZKeHImUHBI ¥ MYKYMHbBI PENPOIYKTUBHOTO BO3PacTa
. TecTbl Ha 6€pPEeMEHHOCTb.

. Konrpauenuus.
. becrutonue.

HecMotps Ha TOT dakt, uto HoBast cuctrema PLLR sBisercs noreHuua-
JIbHO 0oJiee UH(MOOPMATUBHOM JUIST CYXKIEHUS O BO3MOXHOCTU MPOBEACHUS
Tepamnuu BO BpeMsl 06peMEHHOCTH, TaK KaK B OOJIbIIIEH CTeNeH! MpeaaraeT
KJIMHAYECKYIO OLIEHKY, OHA MO-MPEeXHEMY He JAaeT OJHO3HAYHBIX OTBETOB B
OTHOIIIEHWU 0€30MacHOCTU Ha3HauYeHWsl MpernapatoB. BHenpeHue HOBON
CHUCTEMBI MPOUCXOAUT MOCTENEeHHO. JIeKapCTBEHHBIE CpPeACTBa, OAOOpEH-
Hble 710 2001 r., 1 HemaTeHTOBaHHBIE MpernapaThl He MoAnagaloT Mo 00s13a-
TeabHoe aeiicTBre npaBuia PLLR. BaxkHO OTMeTUTB, UTO caMu TpeOOBaHUS

W — 0 W — 0 h~ Wi —
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PLLR He 00s3bIBalOT MPOU3BOAUTESIEN HOBBIX JJE€KAPCTBEHHBIX CPEICTB BbI-
MOJIHATh KaKne-JI1M00 UCHbITaHUSI Ha JIIOJSIX, a CKOpee peKOMEHAYIOT CyM-
MUPOBaTh CYIIECTBYIOLLYI0 MHPOpPMaLIMIO O KOHKPETHOM Ipernapate. B pe-
3yJbTaTe, B CBSI3U C HEAOCTATOUHBIMU JAHHBIMM, a TaKXe OTHOCHUTEJIbHO
Y3KMMU MOKa3aHUSIMU JIJIS IPUMEHEHUsI (4TO 0CO00 aKTyaabHO M1JISl TapreT-
HBIX MpernapaToB), MHOTHE HOBbIE JIEKAPCTBEHHBIE CPEACTBA B CBOMX MHCT-
PYKIIUSIX UMEIOT OTMETKY «HET JaHHBIX» 10 PEKOMEHIYEMBIM K OITMCAHUIO
PLLR nynkram [37].

BHe 3aBUCUMOCTH OT CUCTEMBI OLIEHKU, KOTOpasi MpeacTaBieHa B UHCT-
PYKLMHU, UCMOJb30BaHUE JIEKAPCTBEHHBIX CPEICTB BO BpeMsl OEpEMEHHOCTHU
TpeOyeT THIAaTeJbHOr0 aHaJIu3a PUCKa U TMOJIb3bl, a KIMHUYECKUE PELIeHUs
BapbUPYIOT B KaXJIOM KOHKPETHOM CJlyyae, yUYUThIBasl MOTPeOHOCTU B Tepa-
MUU.

0OCO6EHHOCTM U PUCKWU NPUMEHEHNA TPOTUBOOMYXO0NEBbIX
npenapaToB BO Bpems 6epeMeHHOCTH

dakTyecK BCce MUTOCTATUUECKHE IMpeTapaThl, IpUMeHsICMBIC TIPHU JeUe-
HUM OCTPBIX JICITKO30B, OTHOCSTCS K Kareropun C 1 D mo KiaccnpuKamm
FDA. B nutepartype mpuBOIATCS IPOTUBOPEUMBEIC TaHHBIC CPABHCHUS PH-
CKa TepaTOTeHHOTO BO3ICHCTBUS BO BpeMsI OEpeMEHHOCTH MOHO- W TIOJIM-
XUMHOTEPAIINU: €CTh JaHHBIE KaK 00 OTCYTCTBUU KOPPEISIIMUA YaCTOTHI
pPa3BUTHS BPOXKICHHBIX aHOMAIUU C IMIPUMEHECHNEM MHOTOKOMITOHEHTHBIX
cxeM Tepanuu [25], Tak u o ee Haauuum [12, 39].

Ha cerompstiranii neHp yXe opMupyeTcs IepeuyeHb W IMPaKTUISCKHE
aJITOPUTMBI MCITOJIb30BaHUSI XMMUOIIPETIapaTOB BO BpeMsI O0epeMEHHOCTHU
IJIST TepaIny JICMKO30B W JTUMMOM C YIETOM HEOOXOTMMOCTH IIPUMEHEHUS
HauOoJiee 3(PppeKTUBHBIX U 0€30ITACHBIX PEXXMMOB TEpaIlUU.

Haunbonpmmii puck Ha paHHHX CPOKaX OCPEeMEHHOCTH IIPEIACTABIISIOT
AHTHEMETA00JUTHI 1 aHAJOTH HyKiaeo3unoB [40—45]. K antuMerabommTaM
OTHOCSITCSI CTPYKTYpHBIC aHAJIOTU (POTMEeBO KUCIOTHI (METOTpPEKear), Iy-
pUHOB (MEPKANTONMYPHH, THOTYaHHH, (uiymapaduH u 1p.) ¥ MUPUMUIAHOB
(marapadun, propypammi, reMuuTadud 1 1p.). C mpuMeHeHUeM aIKUIupy-
IOIUX CPEJCTB, TaKuX Kak Oycyiabdan, xjaopamOymmwi, umukiaodochamusn,
B | TpuMecTpe GepeMEHHOCTH CBSI3BIBAIOT YBEIMUCHUE YACTOTHI BPOXKICH-
HBIX aHoManmii. Takke moKazaHa TepaTOTCHHOCTb HM30TpeTHHomHa [39].
JlenamuooMua W TaMMAOMUA (MMMYHOMOXYJISITOPEI M aHTHAHTHMOTCHHBIC
mperaparbl) aOCONIOTHO IIPOTUBOIIOKA3aHBI BO BpeMsI OEpeMEHHOCTH B
CBSI3M C HEOCITOPUMBIMU TepaToreHHbIMK 3 dekramu [46]. Takke n3 cxeM
Tepanuu Ipu OepeMEHHOCTU TOJKHBI OBITh MCKIIIOUCHBI TaKWe IIperapa-
TBI, KakK Meddalan, NMpoKapOa3HMH, AMHHONTEPHH U TPHOKCHA MbIMIbSIKA
(ATO) [47].
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TokcUYHOCTh METOTpPEeKCATa 3aBUCUT OT J03bl U CpPOKa OepeMEHHOCTU
[2]. Onucan (eTanbHbII aMUHONTEPUHOBBIA CUHAPOM MPU KCIOJIb30Ba-
HUM MeToTpekcata B | TpumecTpe, pa3zHOOOpa3Hble aHOMAaJIUU DPa3BUTUS
KOHEYHOCTE! M CaMONpou3BOJbHbIE a0opThl [25]. C yuyeToM moOTeHIIMAab-
HOTO TE€PAaTOTe€HHOTO NEWCTBUS PEKOMEHIYyeTCs M30eraTb MCIOJb30BaHUE
METOTpeKcaTa BO BpeMsi OEpEMEHHOCTH, B TOM YUCJIE U MPU UHTPATEKab-
HOM ero BBeneHuM [2, 16, 48].

Hanpotus, npuMeHeHUe alKaJIOUIOB OapBUHKA COMPSKEHO C HU3KUM
PUCKOM OCJIOXKHEeHU . Jloka3aHO, YTO BAHKPUCTHH, BAHOJACTHH U JIP. BbI3bI-
BAalOT MOPOKU PA3BUTUS y XXKUBOTHBIX, HO HET OMUCAHUIl TepPaTOT€HHOIO
BO3JEMCTBUS ATUX MPENAPATOB Yy OEpeMEHHBIX KEHIIWH, AaXe TPU UCITOJb-
30BaHUU ux B | Tpumectpe 6epemenHoctu [49, 50].

OnucaHbl ciiyyan 0J1aronpusTHOrO TeYeHUST OEPEMEHHOCTU U OTCYTCT-
BUS BJAUSHUS Ha IUJION NPUMEHEHHUS MpenapaToB IUIATUHBI, HAYMHAS C
II Tpumectpa 6epemeHHOCTH [25].

I[Tpumenenue L-acmaparmnassl BO BpeMsi O€peMEHHOCTU HapsAay C BO3-
MOXHBIM T€PATOT€HHBIM BO3AeHCTBUEM [51] MOXET BbI3BIBATh KOAryJIOTH-
yeckue HapyuieHus [48, 52]. be3onacHOCTb OCTaIbHBIX 0a3MCHBIX Mpena-
paToB, UCMOJIB3YEMBbIX B OOJBIIMHCTBE CXEM T€PAIUU OCTPHIX TUMDOOIACT-
HbIX Jeiiko3oB (OJIJI), HeomHOKpaTHO JT0Ka3aHa, 0COOEHHO MpHU MpUMEHe-
HUM UX Ha TMO3JHUX CpoKax recrauuu [48].

Nudbopmanug o 3HaUMMBIX HEOJArOMPUSATHBIX MOCIEACTBUSX TPUMEHE-
HUs nUTapaduHa 1pu 0epeMeHHOCTH OTpaHWYEHHA, OJJHAKO OH MOTEeHIIM-
aTbHO MOXET MMETh TepaTOTeHHbIH 3(DdekT [16], SIBUThCS MPUUMHOMN
3a7I€PXKKU Pa3BUTUS TIOAA U aHTEHATaJIbHON rrben IUI0Ja, XOTS BepOsIT-
HOCTb 3TOTr0 KpailHe HeBeJMKa. 3aKOHOMEPHO PUCK Pa3BUTUS BPOXKIEH-
HBbIX aHOMAJIMi BbINIE MPU €r0 MPUMEHEHUS Ha PaHHUX CpoKax Oepe-
meHHOocTH [53]. Takke Bo3aeicTBUE LUTapaOWHa MOXET BbI3bIBAaTh TPAH-
3UTOPHYIO [IUTONEHUIO Y TUIOJA U, KaK CJIEACTBUE, TSXKeIble NH(MOEKIIUOH-
Hble oclioxkHeHUs [54, 55]. [1pu 9TOM onmucaHbl TAKXKE Cydyau yCIEUIHOTO
MPUMEHEHUSI BO BpeMs OEpeMEHHOCTM ILUMTapabWHa B BBICOKMX [103aX
(3 r/M2) [56].

BonbIMHCTBO TOPOKOB Pa3BUTHUS, BO3ZHUKAIOIIUX BCJIEACTBUE TepariuU
AHTPANMKINHOBLIMH AHTHOMOTHKAMH, (hOPMUPYIOTCS TPU WMCIIOJIb30BAaHUU
npenapatoB B [ TpuMecTpe 6epeMeHHOCTU (OCOOEHHO B MEPUOJ OpTraHOoTe-
He3a). [IpeanoyTuTebHbBIM BO BpeMsl OEPEMEHHOCTU SIBJISIETCS MpPUMEHE-
HUE JOKCOPYyOMIMHA 1 AayHopyounmHa. B rtepaTtype ornrcaHo ux mpuMeHe-
HUe (BKJIoYas OTAeJbHbIe ciydyau B I TpumecTpe) 6€3 Kakux-a1ubo Hexea-
TEJIbHBIX MOCAEACTBUI Yy HOBOpoxXAeHHBIX [57]. [Toka3zaHo, 4TO perynsip-
HBII yJIBTPAa3ByKOBOW MOHUTOPUHT TJI0[Ia UTPAET BAXHYIO POJIb B OLIEHKE U
MpeaynpexXIeHN KapAuOTOKCUIEeCKUX 3(PMHEKTOB 3TOI rpyImbl mpenapa-
TOB [58].
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Nnapyounun sipnisieTcst 6ojiee TUMOMPUIBLHBIM MPEnapaToM M MOTEHIMa-
JIbHO MOXeT npoHukaTh yepe3 ['TIb u yBeanuuBaTh BEpOSITHOCTb KapauO-
TOKCUYHBIX 3(p(PeKTOB y M101a, BKI0Yast TPAH3UTOPHYIO KapJAUOMUOIATUIO
miona [2, 58].

I[Mpumenenue tperunouna (ATRA), kak u Apyrux [OepuBaTOB BUTA-
muHa A, B | TpumMmecTpe accOoUMUPOBAHO C OYEHb BBICOKOW YacTOTOW
(mo 85,0%) tepaToreHHBIX 3(GEKTOB, BKJIOYAIOLIUX HEBPOJIOrMYECKUE
U KapJAuaJibHble TTOPOKU pa3BuTUs. OMUCaHBI Cliydyau Pa3BUTUS apUTMUU
y IUI0JA, a TAKXKe OMUCAH BBICOKUI PUCK CITOHTAaHHBIX aOOPTOB MPU COYe-
taHuu npenapata ¢ XT [31, 59]. B To xe Bpemst npumeHeHue ATRA B I1 u
I1I TpumecTpax GepeMEHHOCTH, B TOM YMUCJIE C LIUTOCTATUYECKUMU Tperna-
paTtamu, He COMPOBOXAAIOCH HEXeJIaTeJbHbIM BO3AEHCTBUEM Ha IUIOM, YTO
MOATBEPXKIAAETCS MHOTOUUCIEHHBIMU HabmoaeHusmu [31, 59—66].

Anajorn mypuna (xiaaapubuH, duiynapadun); TepaToTeHHBIE CBOMCTBA U
TOKCUYHOCTbh U1 MaTepu U IJIOAA W3YYEHbl HEJOCTATOYHO (KaTeropusi
D no knaccudbukauuu FDA) [67]. B skcniepruMeHTax Ha XXMBOTHBIX TOJI-
TBEPXJEHA TEPATOTEHHOCTh U BBICOKUIA YPOBEHb BHYTPUYTPOOHOU cMepT-
HocTtu. UMeeTcst omHO cooblieHre 00 yCrelrHOM MpUMEeHEeHU W KIaapuou-
Ha B III TpumecTpe GepemerHHoCcTH [68] 1 06 ycrelHONH GepeMeHHOCTH Y
MalUeHTKH B PEMUCCHUU IIOCJIE Kypca JIeueHUsT KiaapuouHom [69].

JIaHHBIX O BIMSIHUY TAPreTHbIX MOJIEKYJ Ha TIJIOI U TeueHre OepeMeHHO-
CTU elle OYeHb Majio. BHeapeHWe STUX HOBBIX JIEKAPCTBEHHBIX CPEACTB,
BKJIIOYAas] MOHOKJIOHAJIbHbIE aHTUTEJIa, UMMYHOMOAYJIUPYIOIIME IMpernapa-
ThI, UYHTUOUTOPBI UMMYHHBIX KOHTPOJbHBIX ToueK 1 CAR-T, usmenusno na-
pagurmy JiedeHus JuMdoM. B CBSI3U ¢ 3TUM BO3HUKAET NOTPEOHOCTH B IO-
HUMaHWU BO3MOXHOCTHU UCIOJb30BAHUS MPEMAPATOB 3TUX HOBBIX KJIACCOB
B nepuop 6epemennoctu [70, 71].

Purykcumad — moHokioHanmbHOe aHTU-CD20 antuteno (kmacc C 1o
FDA). B skcneprmeHTax MoKa3aHO, YTO PUTYKCUMaO B TepareBTUYECKOMN
J03€ He 00JIaaeT TePaTOTeHHBIMU CBOMCTBAMU, OJHAKO Y HOBOPOXIEHHOTO
OTMeYaeTcsl UCTOIleHUEe B-KIIETOUHOrO0 MMMYHUTETA, KOTOPOE HOPMATU3Y-
eTcsl K 6-MecsTaHOMY Bospacty [72]. OnucaH TOBBIIICHHBIA PUCK BBIKHUIbI-
wa B I tpumectpe: 20% 1o cpaBHeHUIo ¢ 10—15% B o01eit nomyasuuu |73,
74]. Ilpu 5TOM HEBO3MOXHO YCTAHOBUTH KOPPEJSLIMIO MEXAY MPUMEHEHU -
€M pUTyKcrMaba u pepbiBaHUEM OEPEMEHHOCTH, MTOCKOIBKY B OOTBIIAHCT-
BE CJTyyaeB MPOBOAMIACH KOMOMHUPOBaHHad Tepanusi. [IpoHMKHOBEeHUE pU-
TykcruMmada 4yepe3 IJIALEHTY OOYCJIOBJIEHO €T0 HEOOJBIION MOJEKYJISIPHOU
maccoit [75]. Ucnionb3oBanue putykcumada B 11 u 111 Tpumectpe 6epemeH-
HOCTU HE ObLIO CBSI3aHO C YBEJIMYEHUEM PUCKA BPOXKICHHBIX aHOMAJIUA, O/~
HaKo omnucaHa 0osiee BbICOKAs 4acTOTa MPEeXAeBPEMEHHBIX POIOB.

Konbloratsl antureso-npenapaT npeacTaBiIsioT cO00i HOBBII KJlacc Tap-
TEeTHBIX MMMYHHBIX MPENapaToB, KOTOPbIE KCIIOJIB3YIOT B Tepaluu JIMM-
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donponudepatuBHbix 3a0osieBaHUll. B HacTosiliee BpeMs MNPUMEHSIOT
OpeHTyKCcMMa0 BenoTHH (KoHBIoraT aHTU-CD30 aHTHUTENa U JIeKapCTBEHHO-
ro cCpeiacTBa — MOHOMeTuiIaypucTatiHa E) u monarysymad BeaoTuH (KOHbB-
orat aHtu-CD79b aHTUTENa U JEKAPCTBEHHOTO CPEACTBA — MOHOMETUJI-
aypucratuHa E). Oxcnpeccus CD30 neuunyaabHbIMU KJIETKaMU dHIOMET-
pust IeJlaeT rialleHTapHyo TKaHb MOTEHIIMATbHONW MUIIIEHBIO TSI OPEHTYK-
cumaba BemotuHa [76, 77]. B ucciemoBaHMSIX Ha XUBOTHBIX BBEIEHUE
OpeHTyKCcuMaba BeloTMHA ObLIO CBSI3aHO C paHHUMU aboptamu. Mcnosb3o-
BaHUeE MoJjaTy3ymMaba BeAOTUHA MPOIAEMOHCTPUPOBAIO TAKXKE BO3ZMOXHOCTb
BO3HUKHOBEHUSI aHOMaJWii pa3BuThst [46]. B cBsI3M ¢ 3TUM JaHHBIe TIpemna-
paThl MPOTHUBOMOKA3aHbl K MPUMEHEHUIO B MepUoj OEpeMEHHOCTH.

Bemypadenué — vwHruOUTOp MPOTEMHKMHA3 (CEPUH-TPEOHUHOBBIX KU-
Ha3, KOAUpyeMbIX TeHOM BRAF ¢ aKTUBUPYIOIUUMU MYTAllUSIMU B KOJOHE
600) B HacTosiLLIEe BpeMSI HE PEKOMEHIOBAH K IPUMEHEHUIO B Iiepuos Oepe-
MeHHOCTU. MccienoBaHusi HE BbISIBUIM TEPATOTE€HHOCTU U MOKa3aJIv Kpaii-
He Majioe MPOHMKHOBEHME Mpenapara yepe3 miaueHty (3—5%). Umeercsa
OJIHO OMUCaHUE NMPUMEHEHUsI BeMypadeHuba mpyu MeTacTaTUYeCcKol mena-
HOME TI0 KM3HEHHBIM TMTOKa3zaHusaM y 6epeMeHHoil B III Tpumectpe B Teue-
HUe 5 Henmesb 0e3 mocyuenctsuii g mwiona [78]. Ilpu 3ToM KOHLIEHTpalus
npenapata B KpOBM HOBOPOXIEHHOTO W B MYMOBUHE ObLIa 3HAYUTEIBHO
BBIIIIEC OMKMCHIBAEMON B MCCIEIOBAHUSX Ha XXUBOTHBIX U cocTaBisuia 50% ot
KOHIICHTPAIIMA B MaTePUHCKOI KPOBU.

Nuruburopsl THPo3uHKMHA3BI BpyToHa, Takve Kak MOPYyTHMHMO M aKajao-
pyTHHHO, TaKXe TPOTUBOTIOKA3aHbl BO BpeMs OepemeHHOCTU. MccnenoBa-
HUST Ha MBIIIMHBIX MOJIENISIX TIPOAEMOHCTPUPOBAIN, YTO MOPYTUHUO BBI3BI-
BaeT MOPOKU Pa3BUTUS CEPACUYHO-COCYAUCTON cucteMsl [79].

Tapretnas tepanus naruoutopamu BCR::ABLI1 tuposunkunaszsl (UTK),
KOTOpasi Mpou3Beia PEBOJIOLIMIO B Tepallud XPOHUYECKOTO MHUEIIOIeHKo3a
(XMJI), mpoBoauTcs B TeueHUEe MHOTUX JieT. [loHuMaHue BO3MOXHOCTEN
npuMeHeHns: UTK Bo BpeMmsi OEpeMEHHOCTU 3a MOCJEAHEE AECATUIECTUE
3HAYUTEJbHO paciuupuiiocsh [5]. [To Mepe HaKOMIeHUs KIMHUYECKOTO OMbI-
Ta CTaJ0 OYEBMIHO, YTO TPUMEHEHWE MMATHHHOA W HWIOTHHMOA B [1—
I11 TpumMecTpe GEpeMEHHOCTH HE MPUBOIUT K YBEJIMUYEHUIO PUCKOB Pa3BU-
THST BPOKIEHHBIX aHOMAJIMIA TIJT0NIA, TOT/A KaK Aa3aTUHUO aOCOTIOTHO TPO-
TUBOITOKA3aH Ha JIIOOBIX CPOKaX OEPEMEHHOCTH B CBSI3U C €T0 CIIOCOOHOCTHIO
BBI3BIBATh TSXKEJIbIE U XU3HEYTPOXAIOIIMEe OCIOXHEHUS Y Tona (BOASHKA
mioaa). KinumHudyeckux gaHHbIX nmo npuMmeHeHuio npyrux MTK Bo Bpems
0epeMEHHOCTH KpallHe MaJio.

BeneToknakc — MOIIHBIA CEJIEKTUBHBIA MHTMOWTOP aHTUAIIONTO3HO-
ro Oenka B-kierounoit nmumdomsr (BCL-2). MccnenoBaHus Ha XUBOTHBIX
MOKa3aJld, YTO BO3/IEICTBUE BEHETOKJIAKCa BO BpeMsl OEpeMEHHOCTH MPUBO-
JIAT K MOBBIIIEHHOMY PUCKY a0OpTa U CHUKEHUIO Macchl Tefa riona [27, 80].
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Teparnusi ”HTHOMTOPAMM HMMYHHBIX KOHTPOJIBHBIX TOYEK (KaTeropusi D 1o
knaccudukanuu FDA), 6nokupyromux PD-1 (6e1ok mporpammupyemMor
KJIETOYHOW rubenu 1), CHUXKAeT UMMYHHYIO TOJIEPAHTHOCTh MaTepu K aH-
TUT€HAM TJI0/1a, TEM CaMbIM YBEJIMYMBAET PUCK MpepbiBaHUS OepeMEHHO-
CTU, MEPTBOPOXKIEHUS, MPEXAEBPEMEHHBIX POAOB, HU3KOTO BECa U CMEPT-
HOCTU HOBOPOXAEHHBbIX. IMEIOTCS OrpaHUYEeHHbIE KJIMHUYECKUE NaHHbIE
00 UCMOJb30BaHUM UHTUOUTOPOB UMMYHHBIX KOHTPOJIbHBIX TOUYEK BO Bpe-
MsI OEpEMEHHOCTU C TOJIOXWUTEJbHBIM WCXOAOM Uil MaTepu U ILIoda
[81—88].C apyroii CTOpOHbI, €CTh COOOLIEHUST O pa3BUTUU AyTOMMMYHHOTO
TUMOTUPEO3a y IUIoAa MpU ucnosib3oBaHuM aHTU-PD-1 mpenapatoB B
I TpumecTtpe 6epemenHoctu [84, §85].

Nurepdepon-a (MDH) — HenuTocTaTuyeckuii mpenapar, IMpoKo Mpu-
MeHsieMblil y 6epemMeHHbIX. [Ipenapatr He MPOHUKAET Yyepe3 MIaleHTapHbIA
Gapbep u3-3a 0OJIbIIOK MOJEKYIsspHOI Macchl (19 x/a) [86]. JoxknuHuue-
CKME UCCIIeIOBaHUS TOKA3aJIu, YTO MpernapaTt He 00J1aJaeT TepaTOreHHbIMU
CBOCTBaAMU, OJHAKO MPU MPUMEHEHUU OOJIBbIIUX 03 Y KMBOTHBIX YaCTO
Bo3HUKanu abopTsl [87]. [1lo JTaHHBIM MHOTOYUCIEHHBIX MyOaUKALUN, TTpU
Pa3IMYHBIX OHKOT€MaTOJIOTUYECKUX U NPYTUX 3a00JeBaHUSX TPUMEHEHUE
N®H Bo Bpemst 6epemeHHOCcTH Oe3omacHo [88—91].

CAR-T — Ha ceronHSIIITHUHI JIeHb KIMHUYECKUX JaHHBIX 00 MCTIOJIh30Ba-
Hun CAR-T B mepuon 6epeMEeHHOCTU HeT.

Bo3MoXHBIE pUCKM WCITOJIBb30BaHUS BO BpeMsi OEpEeMEHHOCTU pa3iny-
HBIX TPOTUBOOMYXOJIEBBIX MPENapaToB, MPUMEHSIEMbIX B OHKOTE€MAaTOJIO-
U, TIPUBEICHBI B TPUII. 1.

0Oco6eHHOCTH CONPOBOAUTENIbHOW Tepanuu Npu
Nle4yeHnmn remo61acTo30B BO BpeMs 6epeMeHHOCTH

IIpoBeneHNre MUTOCTATUYECKON TEPAIINH Y GEPEMEHHO KXEHIUHEBI TPeOyeT
COOJIIOAEHUS IPUHLIUIIOB COIIPOBOAUTEILHOM TEPAIIUK C YUETOM IIOKa3aTe-
JIeil TUApATAllid, UCIIOIb30BaHUsI IIPEapaToB ¢ HAMMEHBIINM TePaTOTeH-
HBIM BO3IEHCTBUEM, ITOJTHOLEHHOM U JOCTATOYHOMN 3aMECTUTEIBHON TEMO-
KOMITOHEHTHO Teparu 1 UCIIOIb30BaHUsI, B ClIydae HeOOXOMUMOCTH, Tpa-
HYJIOIIUTAPHOTO KoJIOHUeCTUMYyIHpytomero dakropa (I'-KC®) [92].

Hekotopsle JeKapCTBEHHBIE CPENCTBA, MCITONB3YEMbBIE IS KOPPEKIIUK
HEeXeNaTeIbHBIX Peakivii, BOSHUKAIOIINX TIpH TipoBeaeHnn X T, HarpuMep
Mpernaparbl I CEJIEKTUBHON IEKOHTAMUHALIMN KUIIEUYHWKA (XMHOJIUHBI
" CyIb(haHWIaAMUAIE), OTIEIbHBIE AHTUOMOTUKM, HEKOTOPHIE aHAIBIETUKI
U A IPYTHX TIPETIapaToB, He peKOMEHIOBAHEI TSI UCIIOIB30BAHUSI BO Bpe-
Ms1 6epemeHHocTH [93].
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AHTUMMKpPOOHAs 1 NPOTUBOrPUOKOBAsA Tepanus

ITpu nposeneHuu kypcoB XT y 6epeMeHHBIX pa3BUBAIOTCS UH(MEKIIMOHHbIE
3MU30bI B TIEPUOJ HEHTporneHn. BbIOOP aHTUMHKPOOHBIX NMpenapaToB Ha
IePBOM 3MITMPUYECKOM 3Tare YUUTHIBAET Psill (PAKTOPOB: CIIEKTP BBISIBIISIC-
MbIX MUKPOOPTaHM3MOB, OLEHKY TSKECTU COCTOssHMS Mo 1kajge MASSC
(Multinational Association for Supportive Care of Cancer — MexnyHapo-
Hasl accolMalKsl CIeUaaiCTOB IMOIEePXKMBAIOIIe Teparmuy B OHKOJIOTH)
[94], olleHKYy MOTEHIMAJIBHOIO pUCKa MPUMEHEHUs Ipernapara B MEepUO.
oepemeHHOCTH [93, 95], a TakKe pe3yJbTaThl OLIEHKNU KOJOHU3ALMU HECTe-
PUJIBHBIX JIOKYCOB M paHee MTPUMEHSIBIIMXCS aHTUMUKPOOHBIX TIperapaTos,
JIOKQJIM3a1MI0 MHOEKIIMOHHOTO Tpoliecca, HaJluure COIMyTCTBYIOIIMX 3a00-
JIeBaHUIA U opraHHON auchyHkuuu [93].

Cpeny aHTUMUKPOOHBIX TIperiapaToB €CTh IpernapaThl, KOTOpbIe JaBHO U
YCIEITHO TPUMEHSIOT BO BpeMsi OepeMeHHOCTH (HanpuMep, NMeHUIUIIII -
HbI, 1Ie(aToCIOPUHBI, 3pUTPOMULIMH). OTHAKO B OTHOIIEHUM APYTUX TIpe-
maparoB (HaIpuMep, aMUHOTIMKO3WI0B) MHOOpPMAILMS O BO3MOXKHOCTHU
npuMeHeHus B | TpuMecTpe OepeMEeHHOCTU OTrpaHWYeHHa.

Hcnonb3oBanue cyabdaHUIaMUI0OB, KaK M APYTUX aHTarOHUCTOB (hOJTH-
€BOI KMCJIOTHI, TPUBOAMUT K (pOpMUPOBAHUIO 1e(HEKTOB HEPBHOW TPYOKU U
IMTOPOKOB Cep/Ilia, B CBS3U C YeM JaHHBIX IMPENnapaToB cienyeT u3derath Mpu
JledyeHny OepeMeHHBIX XeHIIWH [96, 97]. YcraHoBieHa 0ojiee BbICOKAs Yac-
TOTa BBISIBIEHUST TTOPOKOB Pa3BUTUSI CEPACUHO-COCYIUCTON CUCTEMBI OCJIe
JIeYeHUsT TPUMETOTIPUMOM/CYTh(aMeTOKCa30JI0M Ha PAaHHUX CPOKax TrecTa-
IIUY, HO B TO XX€ BPEeMs ero MCIOJIb30BaHUe Ha 0oJiee TTO3MHUX CPOKaxX OT-
HOCUTEJIbHO 0e30MacHo.

[Mpn pa3BUTMM XU3HEYTPOXKAIOIIMX OCJIOXHEHUI B TEPBYIO OdYepelb
OPMEHTHUPYIOTCSI Ha JiedueHWe MaTepu. Teparust TaKuxX TsKeJbIX MHDEeKIni,
Kak TTHeBMOIIMCTHAsl TMTHEBMOHMST (MaTepuHCKas JieTaabHOCTh 10 50% 110
cpaBHeHUIO ¢ 1—16% cpenn Bcex OOJNBHBIX, BHICOKME PUCKM aHTEHATalb-
HOW TMOeNu Mioaa) UM LIMTOMEraloBUpYyCcHast MH(GEKLUsl, TpeOyeT MpumMe-
HEHUS TI0 KM3HEHHBIM TTOKa3aHUsM TIperapaToB, He peKOMEHIOBaHHBIX K
HUCIOJIb30BaHUI0 Y 6epeMeHHbIX [98]. [Ipy MHEBMOLIMCTHOW MHEBMOHUU Y
OepeMEeHHBIX OIpaBIaHHO TPUMEHEHHWE TOTeHIMAJIBHO TEepaTOTEHHOTO
TpuMeTorpuma/cyiibhamerokcaszona [98]. Pesynbrarhl JiedeHUs] TTHEBMO-
IIUCTHOI IMTHEBMOHUHN y OEPEMEHHBIX XEHIIMH C OCTPBIMU JIEWKO3aMU Je-
MOHCTPUPYIOT 0€30ITaCHOCTh MTaHHOU TaKTUKU JJist tutoaa [99].

Bo3MoskHOCTH MpoBefeHNsI MPOTHBOTPUOKOBON Tepanuu y OepeMEHHBIX
KpaiiHe orpaHUYeHHBI. B 9KCTiepMMEHTaIbHBIX MOJENSX Ha KUBOTHBIX T10-
Ka3aH TepaToreHHbI 3pdekT azonos [100], mosTomMy mo3zakoHa3oJ1, Kacro-
(yHrMH 1 UTpaKkoHa30y oTHeceHbI K Kareropuu C, a ¢uyKoHa301 — K Ka-
teropur D. EXMHCTBEHHBIM TTPOTUBOTPUOKOBBIM IPENapaToM, MpUMeHe-
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HUE KOTOPOTO BO3MOXHO BO BpeMsl OEpEeMEHHOCTHU, sIBJIsieTcs aM@oTepu-
uuH B (kateropuss B mo FDA), mockojbKy Ha XXUBOTHBIX MOJEISX HE
MOATBEpKIeHa ero TeparoreHHocThb [101].

OcoOGeHHOCTU MPUMEHEHUS U KaTeTOpUU Mpu OEpeMEHHOCTU aHTUMUK-
POOHBIX U MPOTUBOTPUOKOBBIX MPENapaToB B 3aBUCUMOCTU OT PUCKA MX
MPUMEHEHUS TIPU OEPEMEHHOCTU MPEACTaBAEHBI B IPUJL. 2.

[lpyras conpoBoauTenbHas Tepanus

AJLTOYPHHOJ SIBJISIETCSI TTYPMHOBBIM aHAJIOTOM U IIPUMEHSIETCS] B TeMaToJIO-
TUuU 111 TpOMUIAKTUKU U JICYSHUST TUTIepypUKEeMUN, 00yCIOBICHHOM CUHI-
pOMOM pacrnana OMyXojdu TpU TMPOBEACHUU IPOTUBOOMYXOJEBON Tepa-
nuu [102]. TepaToreHHOCTh aJIJIONypUHOJIa OOYCIOBIEHA CreUndUIecKo
ouoTpaHcdopMalireii B MeYeHU U CTeNEeHbI0 aKTUBHOCTU KCAHTMHOKCHIA3HI,
JIeMUIIMT KOTOPOii, OKa3biBasl BIMSIHME HA OMOCHMHTE3 IypPUHOB, IIPUBOIUT K
aHomanbHoMy cuHTe3y JAHK u neneHuio kiaeTok. YuutbiBas yCTaHOBJICHHBIE
TeparoreHHble 3hheKkThl (10 10% caydaes) [103], npuMeHeHMEe alJIONYPUHO-
Jla HE MOXeT ObITh 0€30rOBOPOUYHO PEKOMEHI0BAHO MpU OepeMeHHOCTH. [l
npodUIaKTUKU CUHAPOMA pacliaja OMyXOJH IPY TUIIePIeHKOIUTO3e 1ieJie-
CO00pPa3HO UCMOIb30BaTh APYTUE CIIOCOOBI Teparuy TMUIepPypUKEMUN, B TOM
yuciae MHGY3MOHHYIO Teparuio, a Takke 3aMEeCTUTEJbHYIO MTOYeUHYIO Tepa-
nuto. OnHAKO aJUTOIyPUHOJ MOXET MPUMEHSIThCS MPpU Tepanuu acHUKCUU
HOBOpOXIEeHHBbIX. [IpoHMKas yepe3 IIalleHTy, Mpernapar COAepKUTCS B Te-
pareBTUYECKON KOHIICHTpAlUM B ITyTIOBUHHON KPOBU, U B 3TUX CUTYaILUSIX
€ro nMprMMeHeHue ObLJIO TIPU3HAHO 0e30IacHbIM IS TII01a.

AHTUAMeTHYecKas Teparnus npu XT-uHIyUMPOBAHHBIX TOLIHOTE U PBO-
Te BKJIIOYaeT B ce0s pa3jIMyHbIe MpernapaTbl — OJIOKATOPhI PEleNTOPOB Ce-
pPOTOHMHa, JodaMUHa, HEMPOKMHMHA- 1, BUTaMUH By 1 MeToKJIOpaMu.

OngaHceTpoH, Hauboyiee YacTo MPUMEHSEMbII B OHKOJOTUM IPOTUBO-
pBOTHBIN mpemnapaT, oTHeceH FDA k kareropuu B u Ge3omaceH Bo BpeMs
oepemeHHoctH [104, 105]. dpyroit mpemnapat U3 3TOU IPYIIbl — IrPAHUCET-
poH — Takke ogobpeH FDA mis jgeyeHus1 pBOTHl Y OEpEMEHHBIX JaXKe Ha
paHHuX cpokax [106].

DddexkTuBHOCTS MeTOKIOMpamMuaa (6JokaTop A0MaMUHOBBIX PELENTO-
POB) st TIPO(UIAKTUKU TOIITHOTHI U PBOTHI Y OEPEMEHHBIX TIPU MTPOBEIE-
Humn XT Huke, yuem y oHgaHceTpoHa [107]. OTCyTCTBYIOT JaHHBIE O TTOBBI-
LIIEHHOM PUCKE Pa3BUTUS BPOKACHHBIX aHOMAJIUI IPU UCIIOJIb30BaHUM Me-
TOKJIompaMuaa Bo Bpems oepemeHHocTu [108]. OmHako mpemapaT CIOCco-
OcH TpeomoJieBaTh reMaToldHIehaTudyecKuili 6apbep U MOXET BbI3bIBATh
9KCTpanupaMuaHbie paccTpoiictsa [109].

AHTaroHUCTHI pelieNTopa HeHPOKMHNUHA- 1 (anpenuTanT, poJandTAHT, He-
TYNUTAHT) MPEICTaBISIOT COOON OCOOBIN KJIacC JIEGKAPCTBEHHBIX CPEICTB
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(kateropusi B), KoTopble B COYETAaHUM C JIeKCAMETa30HOM MOBBIIIAIOT 3¢~
(pexkTUBHOCTL OJIOKATOPOB cepoTOHUHOBBLIX S-HT3-peuentopos [110].
KoHTpoaupyemble uccienoBaHusl MO OLieHKe 0e30MacHOCTU 3TOW TI'PYIIbI
npenapaTroB Npu 0epeMEeHHOCTU HEe MPOBOAUINUCH, OJHAKO MMEIOTCS AaH-
Hble 00 OTCYTCTBUU BJIMSIHUS Ha IO Y KUBOTHBIX.

MpodunakTuka u Tepanus TpoOM60reMmopparmyeckux OC/NOXHEHUM

I[ToMruMO 3aMeCTUTEIBbHON T€MOKOMIIOHEHTHOM Tepamuu sl KOPPEKIIUU
reMocrasa Ipu npoBeacHUN X T UCTONB3YIOT PSI IPerapaToB B COCTaBe CO-
MPOBOIMUTEILHON Tepauu MpPHU JeUeHUU OepeMEHHBIX.

TpanekcamoBasi Kucjaora (kateropusi B) — aHTMOUOPUHOIUTHUK, ee ID-
(beKTUBHOCTB TOKa3aHa IPU MOCIEPOAOBLIX KpoBoTeueHusx [111], mpusHa-
Ha 3(POEKTUBHBIM U 0€30ITaCcHBIM MpernapaToM IJisi 0epeMeHHbIX [112].

Jpyrum mpenapaToM, KOTOPbIil IIPUMEHSIETCS /I KOPPEKLIMU reMOCTa-
3a y MalMeHTOB C OCTPhIMMU JieliKo3aMu, siBisieTcsl BuTaMuiH K — KodakTop
nns aktuBauuu ¢gaxkropos 11, VII, IX, X u nporennoB C u S [113]. Iedpu-
uT BUuTamMruHa K, mposiBasironiuiicss yMeHbIIEHUEM COAepKaHUsI B KPOBU
BuTaMuH-K-3aBUCUMBIX (DaKTOPOB, MOXKET CTaThb MPUYMHONW KpOBOTEYE-
HUI KaK y MaTepu, TakK U y HOBopoxaeHHoro. Butamun K nmpoHukaet ye-
pe3 I'TlIb 1 oOHapyxuBaeTcs B rpyaiHoM MoJioke [114], TakKe BbIsIBICHA
CBsA3b MpueMa BuUTamMuHa K ¢ runepOuaupyouHeMHeil y HOBOPOXKACH-
HbIX [115].

lemapuH ¥ HU3KOMOJIEKYJISIPHbIE TeMAPUHBI SIBJISIIOTCS HEOOXOIMMBIM
KOMITOHEHTOM MPOMUIAKTUKU U JEYSHUS TPOMOOTHUUYECKUX OCIOKHEHUA.
T'emapuH, crocoOCTBYS CBSA3BIBAHUIO aHTUTPOMOMHA C TPOMOMHOM, 00JIa-
JaeT OBICTPHIM JECTBMEM U KOPOTKHMM IIE€pUOAOM mojiypacrnana [116].
DTOT nmpenapaT oTHOCUTCS K Kateropuu C, 1 ero mpuMeHeHue y 0epeMeH-
HBIX OrpaHUYEHO, HECMOTPS Ha TO UTO OH He MpoHukaeT uyepe3 ['TIb u He
BBIIEJISIETCS] ¢ TPyIHBIM MojiokoM. [IpemapaTaMu mepBoil JTUHUU B Jieve-
HUM U TIPpOoGMIAKTUKE TPOMOOTUYECKUX OCJIOXHEHUM y OepeMEeHHBIX SIB-
JISIIOTCSI HU3KOMOJICKYJISIPHBIC TeMapruHbl. DHOKCAINlapyH, IITMPOKO UCITOJb-
3yeMblil Tpu 6epeMeHHOCTH [117], sABIAsSETCS TaKxKe MpernapaToM BeIOOpa B
Tepanuu TPOMOOTUUYECKHUX OCJIOXHEHUI. MHOTrOYMCIeHHbIE HCCIea0oBa-
HUSI TTOKa3alu OTCYTCTBUE y HEro TepaToreHHbIX 3¢ dexToB [117, 118].

AneTHICATMINIOBAS KHCJIOTA UMEET OrpaHUYeHHOE TIpUMEHeHMe y Oepe-
MEHHBIX. B MOKIMHMYECKUX MCCAeAOBAHUSIX MOATBEPKIECHO, YTO CaJUIIMU-
JIaTbl UMEIOT TepaTOreHHbIN 3P GeKT (BpoXaeHHbIe Ae(PEKThl U BPOXICH-
HbIC CaJULIMIaTHbIe MHTOKcHKauuu). OmHAKO 3TOT IperapaTr MOXeT Ha-
3HavyaTbCsl OepeMeHHBIM B 103¢ 40—75 MT B CyTKM, TIpeXae BCEro malueHT-
KaM ¢ CUCTEMHOI KpacHOM BOIYaHKOM, aHTU(HOCHOIUTUIHBIM CUHIPOMOM
U OPYTMMU 3a0oyieBaHUSMU. Tepamnuio aleTUICATUIIMIOBOM KHUCIOTOU B
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pas3peleHHON 103€ MOXHO HaszHauyaThk cTporo ¢ II Tpumectpa 6epeMeHHO-
ctu [119]. [IpuMeHeHUEe BBICOKUX 103 aleTWICAUIULIWIOBON KUCIOTHI (00-
jee 150 Mr B cyTKM) BO BpeMsi OEpPEMEHHOCTH MPOTUBOMOKA3aHO.

3amecTuUTeNIbHas reMOKOMNOHEHTHAA Tepanua U adpdepeHTHbIe
MeToAbl NeYeHus

LleneBble moka3aTead reMorpaMMbl MPU OLIEHKE MOTPEOHOCTU B TpaHCHDY-
31X KOMIIOHEHTOB KPOBU Y OEPEMEHHBIX XKEHILUH C OCTPbIMU JIeKo3amMu
HE OTJUYAIOTCS MPUHIUNNAIBHO OT TAKOBBIX Y NPyrux 0onbHbIX [120, 121].

OnbIT NpuMeHeHUs 1a3Madepe3oB U Jelikadgepe3oB npu 6epeMeHHO-
CTU KpalilHe OrpaHuyYeH. B 1ieJloM 3Tu MeTOoAbl Tepanuu XOPOoIlo MepeHo-
cAaTcd U 00JIalaloT MUHUMAJIbHBIMUA PUCKAMU BO3AEHCTBUS KaK Ha IUIOM,
TaKk U Ha Matb. Jlelikadepe3 MPUMEHSIM TPEUMYIIECTBEHHO C UEJbIo
LIUTOPEAYKIIMU Yy OEepeMEHHBIX >XEHIIMH C XPOHUYECKUMM JeHKo3a-
mu [122—125].
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[naBa 4.
Oco6eHHOCTH BeaeHUA 6epeMeHHbIX

¢ 3a601eBaHMAMMU CUCTEMbI KPOBU

B 1ietom BeneHmne 6epeMEHHOCTH Y TTAIIMEHTOK ¢ 3a00JI¢BaHUSIMU CHUCTEMBI

KPOBH JTOJDKHO BKJTIOUATH B ce0S BCE MPOLEAYPHI M OOCIeIOBAaHUS, TIPEIy-

CMOTpeHHBIe IIpuKa3zoM Muwun3npaBa Poccum ot 20.10.2020 Ne 1130H

«006 yrBepxnenuu I[lopsinka okazaHUs MEAUIIMHCKON MOMOIIM TT0 TIpodu-

JII0 “aKkyliepcTBO M rmHeKojorug”» [1].

OmHaKO CyIIECTBYET PSII OCOOCHHOCTECIA:

1. Hapsimy ¢ exkemHEeBHBIMM OCMOTpaMM TeMaToJiora, bepeMeHHasT JKeHII-
Ha B XOI¢ JICYCHUS JOJKHA HAXOMMTHCS ITOJ aKTMBHBIM HAOIIOICHUEM
aKyIIepa-ruHeKoJIora.

2. B I tpumectpe u II TpumecTpe no 22 Hemellb OepeMeHHOCTU TpebdyeTcsd
0COOCHHO TIIATeJIbHOE 00CIeI0BaHNE Ha TIPeAMET UCKITIOUCHMS TeHETH-
YeCKOM MaToJIOTUM Y Tutoda. i 3Toro, ToMMUMO CTaHIAPTHOTO IIPOBE-
IeHUS] OMOXUMUYECKOTO M YIbTPa3BYKOBOTO CKpMHUHTA B 12—13 Hemenb
OepeMeHHOCTH, PEKOMEHIyeTCsI TIPOBEeIeHNE HEMHBA3UBHOTO TeCTa (BbI-
nenenue ¢eranbHoit JTHK 13 BeHO3HOIT KpOBM MaTepyu U OMpeaesicHUe
reHotuIa 1wroga). [Ipu BEISIBICHUU OTKJIOHEHUM IO pe3yjabTaTaM CKpH-
HUHTA MOKa3aHOo IIpOBeJcHNE NHBA3NBHON IpeHATAIbHOM TUaTHOCTUKU
(aMHUOIIEHTE3, KOPAOIIEHTE3), OMHAKO PEIICHNE O MPOBEACHUN TIPOIie-
IypHI 1IeJIeCOO0pa3HO IMPUHUMATh C YIETOM TeMaTOJIOTMYCCKOM CHUTya-
OUK y MaTepH M MOCJIe KOHCYIbTAllMU C BpauyoM-TeHETUKOM. Takke pe-
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KOMEH/IYETCSI TIPOBOJUTH YJIbTPA3BYKOBYIO IIEPBUKOMETPUIO B CpPOKE
18 Heneab OEpeMEHHOCTH ISl OLIEHKU PUCKOB MPEPhIBAHUS OEPEMEHHO-
ctu. [Ipu BBISIBIEHUUM MCTMUKO-IIEPBUKAIBHON HEZOCTATOUHOCTH BO3-
MOXHO MPOBEAEHUE XUPYPTUUYECKOW KOppeKuuu [2].

3. Ocoboe BHUMAHUE CJEAYeT YIEAUThb YJIbTPAa3ByKOBOMY CKPUHUHTY B
IT TpumecTpe GepeMeHHOCTH, KOTOPBI MOJIKEH TTPOBOIUTH CIEIIMATIUCT
MpeHaTaJbHON AUArHOCTUKU B cpoke 19—21 Henenb 6epemeHHocTU. [da-
Jiee, C 1IeJIbI0 PAaHHETO BBISIBJIEHUS (DEeTOIIAllEHTApHOW HEeIOCTATOYHO-
CTH, PEKOMEHJIYeTCsl TIPOBOJUTh YJIBTPA3BYKOBYIO (DETOMETPUIO U IIOTI-
IJIEPOMETPUIO HA CPOKe rectauuu 26, 28 u 32 Henmenb [2].

4. OueHKy COCTOSIHUSI TIIONA MPU TIPOBENEHUN XUMUOTEPATIUUA OCYIIeCTB-
JISTIOT C TTIOMOUIBI0O HEMHBA3UBHBIX METOJOB UCCJIEOBaHUS TII0JA U €ro
(byHKUIM, COCTOSTHUSI MAaTOYHO-TUIAIIEHTAPHOTO U (peToruialieHTapHOTO
KpPOBOTOKA, TOHYCa MAaTKU: YJIbTPA3BYKOBOU BU3yanu3alluu U (peToMer-
puu, xkapauorokorpadbuu (KTI), B Takke yabTpa3ByKOBOU AOMILIEPO-
METPUU CKOPOCTH KPOBOTOKA B COCYNax TUIOAA, MyMOBUHBI, IJIALIEHTHI 1
MaTku [2].

5. JlonmiepoMeTpuIo TUIO/a BBITIOMHSIOT He pexe | pa3a B 2 Helelu Hauu-
Hast ¢ 22—26-i1 Henenmu GepeMeHHOCTU. [IpM HEOOXOAMMOCTU TaHHBIC
WUCCJIEIOBAaHUS MOXHO MPOBOAUTH vamie [2].

6. Haunnas ¢ 28-i1 Hemenu GepeMEHHOCTH XejaTelieH exenHeBHbiii KTT -
MOHUTOPMHT TuUIoaa [2].

7. He3HauuTenbHOE OTCTaBaHUE B POCTE M Macce Tiona (Ha 1—2 Hexenu ot
cpoka OepeMeHHOCTU) TIPU YIOBJIETBOPUTEIBHBIX OCTAIBHBIX IMapaMeT-
pax He SBJISIETCS aOCONIIOTHBIM TTOKa3aHUEM JIJIST 9KCTPEHHOTO POjiopas-
peleHus [2].

8. [Tpu yXyanieHU COCTOSTHUS TIT0/Ia, CKOPPEKTUPOBATH KOTOPhIE KOHCEP-
BaTUBHO HeE TIPEJCTABISIETCS BO3MOXHBIM, HEOOXOIAMMO PacCMOTPETh
BO3MOXHOCTb BBITIOJTHEHUSI TIPEXIEBPEMEHHOTO DPOIOpa3pelleHus Iy-
TEeM KecapeBa CeYeHMS C yJacTUeM OpUTaabl PeaHNMAaTOJIOTOB-HEOHATO-
JoroB [3].

0co6eHHOCTU Tepanuu aKyLepCKUX OCNOXHEHWUN
B X0J€ NpoBeAeHUa Tepanun 3abonesaHnin CUCTEMDbI
KpoBU

1. Tepanus ocnoXHEHU O€ePEMEHHOCTU, B TOM UMCJIe MPEe3KJIaMIICUU, 10~
BBIIIIEHHOTO TOHYCA MaTKW, YTPO3bl MpPephIBAaHUS OCPEMEHHOCTH M Ap.,
JIOJKHA TIPOBOAMTHCS 1O HAOJMIOIEHMEM aKyllepa-TMHEKoJora W, Mpu
HEOOXOIUMOCTH M BO3MOKHOCTHU CO CTOPOHBI TeMaTOJIOTUIECKON CUTya-
LIMH, B YCJIOBUSIX aKylIepCKOTO cTalloHapa 3-ro ypoBHS [4].
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2. I1py MOBBIIIEHHOM TOHYCE TJIAAKOW MYCKYIaTypbl MaTKW U/WUJN yTPoO3e
MpepbIBaHUSI OEPEeMEHHOCTU WU MPEXAEBPEMEHHBIX POIOB Ha3HAYalOT
COXpaHSIOLYI0 0€peMEHHOCTh TePaIuio:

e Cna3monuTuyeckas Tepamnus:

A JpoTaBepuH, 2 M (40 Mr), BHyTpMBeHHasd UHODY3USI B MAKCUMaJIbHOMU
CyTOYHOI no3e 240 MT B CyTKM, WIU PEeKTaJbHbIE CBEUYU C MaraBepuHa
ruapoxyopuaom, 20 Mr, 3 paza B CyTKH.

e ['OopMOHanbHas Tepamnus:

A TIPOTeCTEPOH MUKPOHM3UpOBaHHbIN (YTpoxectaH), 100 mr, mo 1 kamn-
cyjie 2 pa3a B CYyTKM UHTPAaBarMHAJIbHO.

e Tokonutuyeckas Tepanus:

A Maraug cyiabgat (250 mr/mi) + 100 vt 0,9% HaTpust xjiopuna, BHYTpU-
BEHHas KPYyMJIOCYyTOYHass WHGY3Us B MAaKCUMaJbHOW CYTOUHOW 103€
7500 mr wiu 30 M B CYTKH.

JAnUTeTbHOCTh T€paluK OMpeAesieTcsl UHAWBUAYATbHO aKylIepOM-TH-
HEKOJIOTOM U TeMaToJI0OrOM IMOJA AUHAMUYECKUM KJIMHUKO-J1ab0paTOPHBIM
KOHTpPOJIEM, KOHTpOJEM YyiabTpadBykoBoro wuccieaopanus (Y3U), KTTI-
KOHTpOJieM MaTKu U 1oaa [3, 4].

1. JnarHoCcTMKa MCTMUKO-LIEPBUKATBHON HEAOCTATOUHOCTU (YKOPOUEHUE
JUTMHBI IIeHKA MaTKU MeHee 25 MM WU JujaTalus [epBUKAIbHOTO Ka-
Hazna 6osnee 10 MM) MO JaHHBIM TpaHcBaruHaibHOoro Y3U sBisercs mo-
Ka3aHUEeM K BBEAECHUIO aKylIepCKOTO pa3rpyXaroliero neccapus (KOoablo
Ha TIelKy MaTK1) WJIKN HAJOKEHUWIO CEPKIISIKHBIX IITBOB HA IIEHKY MaTKU
B 00JIacCTU BHYTpeHHero 3eBa [3, 4].

2. Tepanuio mpesKJIaMIICUU Y MMAIMEHTOK C 3a00JIeBAHUSIMU CUCTEMBI KPO-
BU OCYIIECTBJISIOT B COOTBETCTBUU C KIMHWUYECKUMU PEKOMEHIALIUSIMU
[4]. TIpu BBIABIEHUU MPU3HAKOB MPESIKIAMIICUU (BBICOKOE apTepUaib-
HOE JaBjieHue, OeJIOK B MOYe, OTEKM) HE3aBUCUMO OT CPOKOB OepeMeH-
HOCTH JOJIKEH OBITh PACCMOTPEH BOMIPOC 00 KCTPEHHOM poJiopaspeliie-
Huu [3, 5].

3. Tepanus BHYTPUIIEYEHOUHOIO X0JIECTa3a MPU OEPEMEHHOCTH, HampaB-
JIeHHas Ha KYNMUPOBaHWE CUMIITOMOB y MaT€pPU U CHUXKEHUE YaCTOThI
pPa3BUTUSI IEPUHATAIBHBIX OCJIOXHEHUN TS TIJI0Aa, OCYIIECTBIISIETCS C
NPUMEHEHUEM TMpenapaToB yPCOAE30KCUXO0JIEBOU KUCIOTHI, 250 MT, 1o
1 xamncyne 3 pa3za B CyTKM BHYTpPb, ajeMeThoHuHa, 400 Mr B CyTKU B
BUJE BHYTPUBEHHOU MHGbY3UHU, a Takke 3(hGdEepeHTHBIX METOA0B Tepa-
nuu (KCTpakopropaibHas NeToOKCUKauus — miadmadepes). Aanurenb-
HOCTb TEpamnuu OIpenesasieTcss WHAUBUIYAIbHO aKyIIepOM-TUHEKOJIO0-
rOM ¥ TeMaToJOroM IIOJ JAWHAMUYECKUM KIMHUKO-Ta00paTOPHBIM
KoHTpoJsieM [8].
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BefeHue poaopaspelleHns U nocnepoaoBoro
nepuoaa y NauMeHToK ¢ 3a601eBaHUAMU CUCTEMBbI
KpOBM

Merton ponopa3pellieHus 3aBUCUT OT COCTOSTHUS >KEHILUHBI, TTOKa3aTeseil re-
MOTpaMMBbI M aKyllepckoil cutyaunu. HecMoTpsi Ha BBICOKMI pUCK MH(DEK-
LIMOHHBIX OCJOXHEHUI y MallMeHTOK BO BpeMsl MPOBEIECHUSI XMMUOTEpaIu,
K POJIOPAa3PEIIECHUIO YePE3 ECTECTBEHHBIE POJOBBIE ITYTU HY>KHO OTHOCUTBCS C

OCTOPOXHOCTBIO IaXe MPU JTOHOIIEHHOM cpoke b6epeMeHHOCcTU. Kpome Tpa-

JULMOHHBIX aKYLIEPCKUX, MOKA3aHUSIMU IUIsl ONEPAaTUBHOIO POJOpa3pelle-

HUS CJIyXaT: TMAHLUTOIEHUS BCJIEACTBUE OTCYTCTBUSI PEMUCCUM OCHOBHOTO

3a0071€BaHUS U MPOBEACHHOI XUMUOTEPANU, HEOOXOAUMOCTb HEMEIJICHHO-

ro Hayajia MPOTUBOOITYXOJIEBOW Teparuy MpPU HEMOATOTOBJIEHHBIX POIOBBIX

MyTSX, TsoKedble WHGMEKIMOHHbIE OCJIOXHEHMSI B IMOCIEKYPCOBOM MepUoe

XUMUOTEpaIu, MPOrpecCUupoBaHE€ OCHOBHOTO 3a0ojieBaHMS (PE3UCTEHT-

HOCTb K Tepamnuu), a TakKe J00asi ypreHTHas yrpoxaroniasi XKu3Hu CUTyarus

Kak JUIsl MaTepu, Tak W JUIs TUIoAa. Y MOAABIISIONIEro Yrcaa MalueHTOK Mpex-

JIEBPEMEHHbBIE POJIbI BHIMOJHSIOT METOIOM KecapeBa CEUeHMSI, YTO 00YCJIOB-

JICHO KaK TSDKECTbIO COCTOSIHUS KEHILMHbBI, B CJy4yae pPONOPa3pPEIICHUs 10

Hayajga XMMMOTEpamnuu, TaK U BEPOSITHON MOTPEOHOCTHIO B BBIMOJIHEHUU

5KCTPEHHOTO TPEXAEBPEMEHHOIO PONOPA3PELICHUS TIPU NPOBEIEHUNU XUMU-

oTeparnuy Wiv B MEepUo HEUTPOIEHUHU Nocie xumuoTepanuu. [1pu TsokenoM

COCTOSIHUM OepeMEHHOI BBIMOJHEHUE OMEPaTUBHOIO POAOPA3PELICHUS B

YCJIOBUSIX BBIPDAXXEHHOW aHEeMUU, TPOMOOILMTONEHUU, WHGMEKIIMOHHBIX

OCJIOXKHEHUU B YCIOBUSX OOILEH aHECTe3WU MO3BOJISIET CIEeNaTh CUTYalUIO

0oJiee KOHTPOJIUPYEMOI C TOUKU 3peHUs] KPOBOTEUEHUSI, TEMOAMHAMUYECKHUX

HapyllIeHU, HATUYXS MPOTUBOIOKA3aHUI K HelipoaKCUaIbHOM O10Kaze.
Takum obpazom:

1. Pogopa3speliieHre MalMEHTOK C 3a00JIeBaHUSIMU CHUCTEMbI KPOBU, Tpe-
UMYILIECTBEHHO MOCJe JOCTUKEHUS PEMUCCUM U CTAOUJIBbHBIX MoKa3aTe-
JISIX TEMOTPAMMBbl, MOXET MPOM3BOAUTHCS B AKYLIEPCKOM CTallMOHape
TPEThEro YpPOBHS MPU YYyacTUU reMarosora jJubo B CHEeUUATIU3UPOBAH-
HOM MHOTONPOMUJIBHOM WJIM TeMaTOJOrMYeCKOM CTallMOHape COBMECT-
HO ¢ Opuramoil 1eTcKoi peaHuMaluu.

2. Cpok pomopa3pelieHus B KaXIOM cllydyae JOJKeH OMpPEeaeasThbCs UHAU-
BUAYaJIbHO, MO TPUHIIMITY HauOoOJIblllell Oe30MacHOCTU AJISI 3M0POBbS
KaK MaTepu, TaK U HOBOPOXIEHHOIO, MO PEUIEHUIO MYJbTUAUCLIMUILIU-
HApHOW KOMaHJbl Bpayei.

3. Ecnu TeyeHue 3aboJieBaHUSI TO3BOJISIET, POAOpa3pellieHUe MPOBOIUTCS
yepe3 2—3 Heaesu Mocie 3aBepUICHUs Kypca XMUMUOTepanuu, YTOObl U3-
OeXaThb UUTOMEHUN Y HOBOPOXIEHHOTO.
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. IIpu ponopaspeiieHrnu Ha cpoke rectaiuu A0 30 Heae b A5 npoduaak-
TUKU Pa3BUTHUS 1IepeOpabHOTO Napajinia U ABUTATEeIbHBIX HAPYIIEHUH Y
HOBOPOXIEHHOTO 11€JIeCO00Pa3HO BHITIOJIHUTD HEMUPOIIPOTEKTUBHYIO Te-
paruio ¢ UCIoIb30BaHMeM Maruus cyabdara (250 mr/mi) + 100 M1 0,9%
HaTpus XJIOpUIa, BHYTPUBEHHAsI KPYTJIOCYTOUHAasl MH(DY3UsI B MaKCUMa-
JbHOM cyTouHOU mo3e 7500 mr wim 30 M B CYTKU.

. [Ipu ponopaspelieHnun (Ha cpoke 6epemeHHOCTU 24—34 Henenu), c 1e-
JIbI0O YCKOPEHUST CO3peBaHMS JIETKUX TUIoAa U MPOMUIaAKTUKKM pecrupa-
TOPHOTO JIUCTPECC-CUHAPOMa HOBOPOXIEHHOTO, a TaKXe YMEHBIIECHUS
pUcKa pa3BUTHUS BHYTPUKEITYTOUKOBBIX KPOBOU3IUSHUI M HEOHATAb-
HOW CMEPTU HEIOHOIIEHHBIX HOBOPOXICHHBIX, ITOKA3aHO BHITTOJTHEHUE
aHTEHATAJIbHOU TJIIOKOKOPTUKOUIHON Tepanuu y OepeMeHHOU KeHIIU-
HBI TIEpe/l poJaopaspelieHrueM — JeKCcaMeTa30H, KypcoBas no3a 24 Mr:
mo 6 Mr 4 pasa B BUe BHYTPUBEHHON WHOY3UU ¢ UHTepBajsioM 12 uva-
coB [2, 3].

. C uenpto mpoduIaKTUKUM MATOUYHBIX KPOBOTEUEHUI, CyOMHBOTIOLUNU

MaTKu, TH(PEKIIUK B TIOCTIEPOIOBOM MEPHUOJIe TTOKa3aHO TTPOBEICHNE yTe-
POTOHUYECKUI Tepanmuy OKCUTOIIMHOM TI0 CJIeIyIoIeil cxeme:
WHTpaonepaunoHHo — okcutouuH, 5 ME (1 M) + 20 ma 0,9% Hatpust
XJIOpU/Ia, BHYyTPUBEHHOE OOJTIOCHOE BBEJECHUE,
B TIOCJICOTIEPAIIMOHHOM TIEpUO/ie — B TEpPBble CYTKM OKCUTOIIWH,
10 ME/cytku, kpyriocyrouHas nHby3us, u ganee 2—3 qgHsa — 1o 5 ME
(1 1) + 20 M 0,9% Harpus xj0puaa, BHYTPUBEHHOE OOJIIOCHOE BBE-
JeHue 2 pa3a B JieHb. JUITMTETbHOCTh Tepanuu W JO3WPOBKa Iperapara
MOTYT MEHSITBCS B 3aBUCUMOCTHM OT KJIMHWYECKOW KapTUHBI, pe3yJibTa-
TOB J1aOOpaTOpHBIX UcciaeaoBaHuii U Y3U KOHTpPOJS OpraHoOB MaJloro
Taza [2, 3, 10].

. [Ipr HEOOXOAMMOCTHU TIPOMOKEHUST XUMUOTEpPANuM B TIOCIEPOIOBOM
TMepuroje TMOKa3aHO TOAABJeHWE JaKTallud KaOeproJMHOM B TIEPBBIN
JIeHb mocJjie poaos, 1o 1 tadiuerke (0,5 mr) 2 paza u gajee 2 nHd 1o 1 Tab-
snetke (0,5 mr) 1 pa3 B neHb [2, 3].

. [1lpy BBIABIEHNM KIMHUYECKUX TMPU3HAKOB CETICUCA WU YIbTPa3BYKO-
BBIX TIPU3HAKOB DHIOMETPUTA TIOCJIE CAMOTIPOM3BOJILHBIX VI OTIePaTHUB-
HBIX POJIOB BCEM IMMaIlMEHTKAaM TOKa3aHO IPOBEJACHUE TUCTEPOCKOIIHHN.
NHdpopMaTMBHOCTh TUCTEPOCKOTIMM B JMArHOCTUKE ITOCIEPOIOBOTO U
MOCIEOTIEPAIIMOHHOTO SHIOMETPUTOB SIBJISIETCS CAMOI BHICOKOM M3 BCEX
METOJIOB MCCIIEOBAHMS.

. [1py HEOOXOAMMOCTH XUPYPTUIECKOTO BMEIIATEIHCTBA, B TOM YMCIIE K-
CTUpPIIAIIMM MAaTKN KaK MCTOYHMKA WH(PEKIIMOHHOTO Tpoliecca, 1eIeco-
00pa3Ho, MO BO3MOXHOCTH, OTJIOKUTDH BBHITIOJTHEHNE OMEPAaTUBHOTO BMe-
IIaTeIbCTBA O BOCCTAHOBJIEHMS TI0Ka3aTesieil reMorpaMMbl (B ciydae
pa3BUTUS UHMEKIIMU B MEpUOJ arpaHyjolurosa). Bompoc o6 obbeme
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10.

U JIOCTYTIe XMPYPTUUECKOTO BMENIATeNbCTBA pelllaeTcsi BpauyeOHOU KO-
MUCCHENH W 3aBUCUT OT PACTIPOCTPAHEHHOCTU BOCIAJIUTEIHLHOTO TPO-
1ecca, HaJIMYMSI COMYTCTBYIOIIMUX TMHEKOJIOTMUECKUX U IPYTUX 3a0o0Je-
BaHuii [7, 8].

Bo30o0OHOBNIEHHME XMMMOTEpANMM OCHOBHOTO 3a00JIeBaHUsI PEKOMEH-
JlyeTcsl He paHee yeM uepe3 2—3 Helesu Mocje Poi0B — ISl CBeIeHUSs
K MUHUMYMY pUCKa MH(PEKIIMOHHBIX U TeMOPPArniecKnX OCIOKHEHUI
B IMOCJIEPOIOBOM Tiepuojie (MpY pa3HbIX 3a00JIeBaHUSIX 3TU CPOKU MOTYT
HE3HAUUTEJbHO Pa3nyaThCs).
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[. M. Tanctan

naBa b.
AHecTe3nonorMyeckoe obecneyeHme

POMOB Y NALMEHTOK C OCTPbIMM
NenKo3aMHu

OoLwme ceBepeHUs

OCTpHIii JIEHKO3 SIBJISICTCS 3HAUYMTEIBHBIM (DAKTOPOM PHCKAa MaTEPUHCKOMU
CMEpPTHOCTH, CBSI3aHHOI ¢ pomopaspermreHreM. [1oBBIIIEHHAs YacTOTa KaK
CPOYHBIX, TaK M ITITAHOBHIX OINEPAaTHUBHBIX BMEIIATEIBCTB, COITyTCTBYIOIINX
3a00JICBAHUU M OCJIOXHCHHUI OEpeMEHHOCTH MOXET YBEIMIMBATH 3TOT
puck. Cpenn 6epeMeHHBIX C OCTPBIM ITPOMUEIIOIUTAPHBIM JICHKO30M B TIC-
pyon TPOBEACHMS WHAYKINN PEMUCCUM WH(PEKIIMOHHBIE OCIOXHCHMUS
ObLIM 3apeructpupoBaHbl B 83,3% ciaydaeB [1]. CTojib 4acTOMY pa3BUTHIO
WHGEKIIMOHHBIX OCIOXHEHUI Y 3TOI KaTerOpuM OOJBHBIX CIIOCOOCTBYIOT
HECKOJIBKO (PaKTOPOB: OEpEeMEHHOCTD, IPU KOTOPOI M3MEHSETCS KJIETOU-
HBIII UMMYHHUTET [2], TIpoBoaMMasI IIUTOPEAYKTUBHAS TepaItis, HelTpoIie-
HUS, a TaKKe MMMYHOKOMITPOMETHPOBAHHOE COCTOSTHUE, OOYCIIOBIIEHHOE
JICUKO30M.

Hanbonee gacTeiM MHPEKIIUOHHBIM OCJIOXHEHHNEM SIBJISIETCS ITHEBMO-
Hus. B 1le1oM mHeBMOHUIO TpU OepeMEHHOCTU BHIIBISIOT B (0,78—
2,7 ciyyast Ha 1000 pomos [3, 4]. [IpucoennHeHe THEBMOHUU OKa3bIBAET
HeraTMBHOE BJIMSIHUE Ha TedeHHe OepeMeHHOCTH. [Ipum oOciemoBaHNU
1462 GepeMeHHBIX ¢ IIHEBMOHMEN 3TO OCJIIOXHEHHUE SIBUJIOCH (PAaKTOPOM
pUCKa 3KJIaMIICUM/TIPESKIaMIICUN, POXICHUS peOeHKa ¢ MaJoif Maccou
Tella, HM3KOM OaJIbHOM OIICHKOM II0 ImKajie Amrap, HEOOXOOIMMOCTHU
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BBIMIOJIHEHUSI KecapeBa ceyeHus [5, 6]. OTHOCUTENbHbBI PUCK MpEXIe-
BPEMEHHBIX POJIOB Y MaTepu ¢ MHeBMoHuUe# paBeH 1,86 [4, 6]. [THeBMO-
HUSL y OEPEMEHHBIX OCJIOXHSIETCS POXIEHUEM NeTeil ¢ HU3KOW Maccoi
tena [3]. ¥ 6epemenHbix ¢ mHeBMOoHUeW B 10—20% ciyyaeB Tpebyercs
npoBenenue UBJI, 6aktepuemust peructpupyercsa y 16%, smmuema ries-
pbl — y 8% [3, 7]. Octpast abixaTebHasi HEAOCTATOUHOCTh, BO3HMKIIIAS
BCJIEJCTBUE MHEBMOHUU, — TPEThs MO YacTOTe MPUYMHA MepeBoda Ha
MBJI 6epeMeHHBIX TIOCTIE MPEIKITAMIICUM/IKIIAMIICUN U TIPEXIeBPEMEH-
HBIX poaoB [8§].

Cpenu GepeMEHHBIX C OCTPBIMU JIEMKO3aMU MPUYMHAMU OCTPOM JbIXa-
TEJbHON HEMOCTATOYHOCTU MOTYT OBITh HE TOJBKO IMTHEBMOHUS, HO U TaKue
OCJIOXHEHUS, KaK A1hGepeHIMPOBOYHbBIN CUHAPOM MPU MTPUMEHEHUH Tpe-
TUHOWHA, TPAHC(PY3MOHHO OOYCIOBJIIEHHOE MOBPEXIECHUE JIETKUX BCIEICT-
BUe TpaHC(hy3UU KOMIIOHEHTOB KPOBU, HAlpUMep KOHIIEHTPATOB TPOMOO-
LIUTOB, MHGUIBTPALIUS JIETKUX OITyXOJeBBIMU KJIETKaAMU, TIPEXJIe BCETO MPpU
TUTEePJEHKOLUTO3HBIX (PopMaxX OCTPBIX JEHKO30B, a TAKXKE MOPaXeHUe Jer-
KUX TIPU CUHIIPOME ITUTOJIN3a MPU MPOBEACHUN IMTOPETYKTUBHONW XUMUO-
Tepanuu [9].

OO0GcnenoBaHue OEPEMEHHBIX C OCTPBIMU JIEWKO3aMU C IMOPAXKEHUSIMU
JIETKUX UMEET CBOU OCOOEHHOCTU. Y HUX OTPAHWYEHHO MOXHO HCIOJIb30-
BaThb PEHTTEHOJOTUYECKUE METOAbl JTUArHOCTUKU TIOPAKEHUS JIETKUX,
OCHOBHBIM METOJIOM SIBJISIETCS YJBTPa3ByKOBOE UccienoBaHue jerkux. [Ipu
MOJ03PEHUU Ha THEBMOHMUIO MOKA3aHO BBIMOJHEHUE (PUOPOOPOHXOCKOUN
¢ 6poHxoanbBeOAPHBIM JaBaxxoM (BAJl) mis Bepudukauuy BO30YIUTENS.
B 38% cnyuaeB TpyM TTHEBMOHHUSIX Y OEpPEeMEHHBIX C OCTPBIM JICHKO30M
B XKUAKOCTU, TojiyueHHOU nipu BAJI, oOHapyxuBanu Prneumocyctis jirove-
cii |9]. UHdeKIrMoHHbIe OCTOXHEHUS TIepel PoAaMU BBISIBISIOTCS Y 29%
OepeMeHHBIX C OCTPBIMHU JIEUKO3aMU, B TOM 4ucjie B 8% ciiydaeB — CeNCuc,
B 3% — cenTudeckuii Mok [9], a Takke MYKO3HMTHI, HEHTPOIIEHUUECKUT
SHTEPOKOJIUT.

06e36011BaHME POAOB

Tlepen HayaaoM poaOB HEOOXOAMMO MO3a00TUTHCS 00 00€300IMBaHUU PO-
noB [10], a Takxke 0 BbI30BE HEOHATOJIOTOB, MPU HEOOXOANMOCTH C KYBE30M,
MPEAyCMOTPETh TIEPEeBOJ, HOBOPOXIEHHOTO B TMEIMATPUUECKUI CTAIMOHAP
JUTSI HOBOPOXKICHHBIX.

Ecnu y 6epeMeHHBIX ¢ JOCTUTHYTOI peMUCCUEl OCTpOro Jieliko3a uMe-
I0TCSI HOpMaJIbHBIE TIOKa3aTean nepudepruieckoil KpoBU, TO aHECTe3MOJI0-
TUYECKOe BeleHUE PONOB HE OTJIMYAETCS OT OOLIENMPUHATON TakTuku [11].
HeiipoakcuanbHbie METOABI 00€300JIMBAHUS POMIOB TTPUMEHSIIOT TIPU 3TOM
no obuenpuHATHIM NpuHuMnaM [12]. Metonom Bbibopa 00e300JIMBaHUSA
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pONOB SIBJISIETCS perMoHapHas aHaibre3us. JlaHHBINI MeTOm Hapsimy C
93hdGeKTUBHBIM 00€300IMBaHUEM TO3BOJISIET CHU3UTh HArpy3Ky Ha JbIXa-
TEJIbHYIO U CepAEYHO-COCYAUCTYIO CUCTEMbI B TEUEHUE POJOB.

HeiipoakcuanbHasi (criuHanabHasl/2MUAypasibHasi) aHECTe3UsI MPOTUBO-
nokKa3aHa >XXEHIIMHAM C TeMOpPpParnyeckuM CUHAPOMOM, TPOMOOLIMTOTIE-
Huel (mas snuaypaibHoil anecresuu < 80 x 109/, ig criMHanbHOI aHec-
tesun < 50 x 10°/1), runokoarynasauueii (yoaunenue AYTB Gonee yeM B
1,5 pa3za, yBeanuenue MHO Gosee yem B 1,5 paza).

KaTeTepuszanuio anuaypaibHOTO MPOCTPAHCTBA ONTUMAIBHO MTPOBOINTH
C HayajoM pOJAOB, KOTAa HET 0O0JIEeBOrO CUHIPOMA W MALIMEHTKE MOXKHO
npuaaTth yaooHoe rojoxenue. CpeaHsist TUHUS JTydllie UIeHTUDUIUpyeTcs
B TMOJIOKEHUU CUJISI, YEM B TIOJIOKEHUU Ha OOKY.

CnuHanbHas v anupypanbHaa aHecTe3nsa

lpoTuBONOKa3aHus

e TpomGouutornenus MeHee 80 x 10%/.

e Yimnuaenue AYTB 6omee uem B 1,5 pasa, yBeauuenue MHO 6Gosee uem B
1,5 paza).

e ['HoliHOe MopaXeHue MecTa MyHKUIUW WM TaTyMpOBKa B MECTE IMyHKLIMUU.

e HemepeHOCHMMOCTh MECTHBIX aHECTCTUKOB.

e OcTpas mpIXaTeIbHasI HEIOCTaTOYHOCTD.

e OcTpas ToyeyHast WKW OCTpas IeYeHOUYHAsT HEIOCTaTOYHOCTD.

e CHHApPOM pacIiajga OITyXOJIH.

e OcTpoe HapylIeHHEe MO3TOBOTO KPOBOOOPAIIICHMS.

e JleMueTMHU3UpPYIONINE 3a00IeBaHNA W TlepudeprdecKas HelpoImaTus.

MoaroTtoBKa

e [Ipuem muiny moJKeH OBbITH IMpeKpalleH 3a 6 4 [0 Oolepaluu, XKUIKO-
¢t — 3a 2 9.

e [Ipemennkanusas — H,-0610KaTOpHI.

e B omnepanmoHHO# HOJKeH OBITh IMOATOTOBJICH HAPKO3HBIN amIapar, Jia-
PUHTOCKOII, KOMIUICKT MHTYOAILIMY TpaxeH B Ciydae SKCTPEHHOI He00X0-
IMMOCTH.

e KomIpeccmoHHBIN TPUKOTAXK Ha HOTH.

e HeunsaszusHblii MoHuTOpuHI: SpO,, AIl, YCC, BKI, karerepusauus
MOUEBOTO ITy3BIpsI TTOCJIC BHIITOTHEHUSI CIIMHATBHOM /MMMy pabHOM aHe-
CTe3UM.

e OOecmedyeHMEe COCYOMUCTOTO TOCTYIIA.

e BuyrpuBenHas nHdy3usg Kpuctamionnon: 1500—2000 muor.
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TexHUKa BbINONHEHUS CNUHANBbHOW aHeCcTe3nn

CpenHsist TUHUS JIydile UAeHTUGhUIUPYETCs B TIOJIOKEHUN CUIS, YEM B TTO-
JloxxeHuu Ha 6oky. Ilocne acenTuuyeckoil 0OpabOTKU MeXTy OCTUCTBIMU
OTPOCTKAaMM TOSICHUYHOTO OT/esia He Bbillle YpoBHS L1 BBOIMTCS MHTpPO-
JIbIOCEp U 10 HEMY B CaruTTaJIbHOMW TJIOCKOCTU TIPOBOAUTCS urina Ne 25—
29G kapaHpaliHoi 3aTouku. Joctynsl — npssMoil uiu 6okoBoii. [Tonana-
HUE B CybapaXxHOUIAJTbHOE TTPOCTPAHCTBO UACHTUMDULIMPYETCS TIO TIOSIBIIE-
HUIO CTIMHHOMO3TOBOI XUIKOCTH TOCJIE YAaJIeHUsI MaHJIpeHa B Tpo3payd-
HO KaHioJie uribl. [Ipn HEOOXOAMMOCTH 0 BBEICHUSI aHECTETUKOB TIpe-
JyCMOTPETh HATIpaBJieHUE CITMHHOMO3TOBOM KUIKOCTH B JaOOpaTopuio Ha
uccienoBaHue (IIMTO3, KJIETOUHBIN COCTaB, UMMYHO(MEHOTHUTT KJIETOK, JTaK-
TaT, TJII0K03a, 0eyiok). K MaHApeHy MpUCOeNUHSETCS LIMPULL C MECTHBIM
aHEeCTeTMKOM 00BbeMOM He Oosiee 4 MJI M MEIJIEHHO BBOJUTCS B cCybapaxHO-
WIaabHOE TMPOCTpaHCTBO. HakjanbiBaeTcs acenTtuyeckash IMOBsI3Ka, U
MalnreHTKa YKJIaIbIBaeTCsl Ha OTepallMOHHOM CTOJIe: CaruTTajlibHasl TIJI0C-
KOCTb — HAaKJIOH BjieBO Ha 15°. DpoHTaNbHAS TIJIOCKOCTh — TOPU30HTAIb-
Ho. ['onoBa nmoaHsTa Ha 15—20°. JIng cnMHalbHON aHeCTE3UU ONTHUMAJlb-
HBIM SIBJISIETCST UCTTOJTb30BaHNE OyMMBaKanHa, MOXET ObITh UCIIOJIb30BaH U
nuaokavH. J{o3pl aHecTeTHKA BapbUPYIOT B 3aBUCMMOCTHM OT POCTa TaIl-
EHTKH.

Ta6uua 1. J1o3b1 aHECTETUKOB JIJIsI CITMHAJIBHOM aHECTe3UNn

Poct, cm BynuBakaun rumep- BynuBakaun u3o- JIupokaun 2%
oapuueckmii 0,5% oapuyeckuii 0,5%

150—160 7,5—8 mr 7,5—8 mr 80 mr

160—180 10 mMr 10—12,5 mr 80—100 mr

> 180 12 mr 12,5—15 mr 80—100 mr

Hauano s¢pdekra |2—3 mMuH 3—5 MUH 1—2 mun

IMpenmyniecTBa CIMHAJIIBLHON aHECTE3UN TEpe SMUAYPATbHOI:

e bojee mpocrass B TeXHUYSCKOM HCIIOJTHECHUM.

e bonee ObicTpoe Havano a(pdekra — JNaTEHTHBIN MePUOJ YKJIaabIBaeTCs
BO BpeMsi, HEOOXonuMoe ISl YKJIAaAK/ MallMeHTKU U 00pabOTKuU orepa-
LIMOHHOTO MOJIS.

e MeHee OoJie3HEHHAsA TTPU UCTIOJTHEHUU.

e TpeOyercs 6ojiee HU3Kas 1032 MECTHOIO aHECTETHKA, UTO MCKIIIOYaeT Ie-
PEI03UPOBKY IpernapaToB U TOKCHUYECKMI 3((HEKT MECTHBIX aHEeCTeTH-
KOB.

e bosiee MOJNHBIN CEHCOPHBIN U MOTOPHBII OJIOK.
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TexHMKa BbiNOJIHEHUS ANUAYPaANbHON aHECTE3UM

TTonoxeHue jexa Ha OOKY C MPUBENEHHBIMU HOTAMU JUOO CUJS C COTHY-
Tolt cniuHoii. [Tocne acenTuyeckoit 00pabOTKU U MECTHOI aHECTE3UU MEXK-
Iy OCTUCTBIMM oTpocTKamMu L.2—1.3 BBomutcs uria Tyoxu Ne 16—18G B ca-
TUTTaJbHOU MmockocTu. [loche olnyiieHus npoBaia yaaasieTcsl MaHIPEeH U
MPUCOEANHSIETCS LIMPUIL, HU3KOTO conpoTuBieHus. Mria npoasuraercs ao
MOTEepU COMPOTUBIICHUS TSI XKUAKOCTU B IITpULIe (ITy3bIpeK BO3AyXa HE Je-
dbopmupyetcs). JocTynbl: npsAMoil Wi 60KoBoil. OTCYTCTBYET BbITEKaHUE
CIMTMHHOMO3TIOBOM >XUIKOCTU U3 UIJbl. Yepes Uriy mpoaBUTraeTcsl KaTeTep B
KpaHUaJbHOM HalpaBjieHUU (MPOABUXKEHUE KaTeTepa JOJKHO ObITh abco-
JIIOTHO cBoOoAHBIM). IIpoBomuTcsi acnupanMoHHass mnpoda. Bromutcs
«TECT-I03a» MECTHOro aHecTeTuka. HakianpiBaeTcsi acenTuyeckasl MmoBsi3-
Ka, W MalMeHTKa yKJaabIlBaeTCsl Ha OMNMEpPallMOHHOM CTOJIe: CarMTTajbHasl
IUTOCKOCTh — HAKJIOH BJieBO Ha 15 °. dpoHTanbHast IMJI0CKOCTh — TOPU30H-
TanbHO. ['oyioBa moaHsTa Ha 15—20°. I1pu OTCYTCTBUM MPU3HAKOB TOMNaaa-
HUS B cybapaxHoUIaabHOE MPOCTPAHCTBO BBOAUTCS MOJHAS 1032 MECTHOIO
aHecteTuka. [Io MOJHOTO pa3BUTUS aHECTE3UU JIATEHTHBI MEePUO] MOXET
coctaBiiaTh 15—20 muH. [Tpu AJl Huxe 80 MM pT. CT. 103aTOPOM BBOIMTCS
Bazomnpeccop (HopaapeHaluH, apenpuH). [locie okoHYaHUS ornepaluy na-
LIMEHTKAa Ha KaTajJKe TPaHCMOPTUPYETCS B MajaTy UHTEHCUBHOW Tepamuu.
Karetep 13 anuaypajbHOrO MPOCTPAHCTBA MOXET OBITh yIaJeH HEMoCpeI-
CTBEHHO TOCJIE OIepalMyi WU OCTaBJeH JJIs1 MOCIeoNepallMoOHHOro 0oe3-
OoJIMBaHUS

TexHuKa BbINONHEHUA CNUHANbHO-3NUAYPANbHON aHeCTe3Uu

ITocne acenTuuecKoil 06pabOTKM M MECTHOM aHEeCTEe3UM MEXIY OCTUCTBI-
mu orpoctkamu L2—L3 BBoautcsa uria Tyoxu Ne 16—18G B carurraib-
Hoi1 TrockocTh. Ilocie olynieHusT mMpoBaja yaajageTcsd MaHApeH U MpU-
COeNUHSETCS IIIPUILL HU3KOTO COMPOTHUBIeHUS. Mrima mpoaBuraeTcs 10
MOTEPH COIPOTUBJICHUS I XXUIAKOCTU B IIpHUIEe (y3BIpeK BO3Oyxa He
nedopmupyercs). JocTynbl: mpsaMoil uan 60KoBoil. OTCYTCTBYET BBITeKa-
HUE CIIMHHOMO3TOBOM XUIKOCTU M3 UIIbl. Yepes uriay Tyoxu mpoBOIUT-
Cs WIJIa IUIST CIIMHAJBHOM aHeCTe3WH IO TMOoMagaHus B cybapaXHOUIAb-
HOE IPOCTPAHCTBO (IOSBICHNE CIIMHHOMO3TOBOM XUIKOCTU B IIPO3pau-
HOI KaHIoJie UTJbl). Yepe3 CIIMHAIbHYIO UTJTY BBOIAUTCSI MECTHBIN aHeCTe-
TnK. Mrma ymansercs, W 4depe3 UMy 1yoxu HpOABHUTaeTCS KaTeTep B
KpaHWaJbHOM HaImpaBJIcHUM (IIPOABUKEHNE KaTeTepa MOJIKHO OBITh ab-
CcoJIIOTHO c¢BOOOMHBIM). [IpoBoauTCSl acnupalivoHHas npoba. B ganHHom
ciydae «TecT-mo3a» HemHdopMaTuBHaA. [eiicTBHMEe CIMHAIBbHONW aHECTe-
31U pa3BuUBaeTcs cpa3y. HaknanbiBaeTcs acerrTuueckas IOBSI3Ka, M Maln-
€HTKa YKJIaJblBaeTCsd Ha OIepallMOHHOM CTOJIe: caruTTajbHas IJI0C-
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KOCTh — HAaKJIOH ByieBO Ha 150. @poHTasbHAsS TIJIOCKOCTh — TOPU3OHTA-
JgbHO. ['osioBa moaHsATa HA 15—20°. J1o MOJAHOTO pa3BUTUSL KIUHUKU aHe-
CTe3UU JIATEHTHBIN TIepUOJ OTCYTCTBYET. B amuaypaibHOE TPOCTPAHCTBO
MECTHBI aHEeCTeTUK BBOAUTCS 1O Mepe OKOHYaHUs d(deKkTa CrrHaIb-
Hoii aHecte3uu. [1Tpu A/l Huxxe 80 MM pT. CT. 403aTOPOM BBOJUTCS Ba30-
npeccop (HopaapeHaJiuH).

[Mocne okoHYaHUS oTmiepally MAMEHTKA Ha KaTajlke TPAaHCTIOPTUPYETCS
B OoTnejeHue peaHnMmanuu. Karerep u3 anuaypaibHOTO MPOCTPAHCTBA MO-
KET OBITh yIajieH HeTOCPEJCTBEHHO IOC/e OTepalluid WA OCTaBJIeH s
MOCIEOTIEPAIIMOHHOTO 00€300IMBaHUSI.

Tabmuma 2. /{03l ponimBakanHa JIJjisi SMUAYPATbHOTO 00€300UBaHUS

Pexum BBeneHUs Kounenrpa- |O0bem Jlo3a, Hauano Jlnarenn-
s, % pacTBopa, MJ |Mr nefcTBHs HOCTb, 4

Boiioc 2,0 10—20 2—40 10—20 muH |1,5—2,5
Unoyszus 2,0 6—10/4 12—20/9 —
Tlocaeoneparmontoe |2,0 6—14/4 12—38 /4 —
obe30oaBaHNe
Ta6muna 3. /{o3bl OynuBakanmHa Ui SNUAYPAJIbHOM aHECTe3UK
Pexum Konuenrpauus Jo3a Havano |/limrenabHocTb
BBeJICHUSA JeiiCTBHSA

% mr/a M Mr 0e3 an- |c ampe-

PEHAIMHA | HAJTMHOM

Nndwunprpanms |0,25 2,5 1o 60 o 150 1-3 3—4 +

0,5 5 o 30 no 150 4—8 +
DrunypanbHas |0,5 5 15—30 [75—150 15—30 |[2—3 —
aHecTe3us

0,25 2,5 6—15 15—37,5 2—5 1—2 —
ITocTostHHast 0,25 2,5 5—7,5/a (12,5—18,75/a | — — —
nHOY3UsA

OoLwan aHecTe3us

[Ipu mpoTHMBOMOKa3aHMSIX K HEMPOAKCUATbHON aHeCTe3UM — IIPU TUTIEP-
JIEUKOIIUTO3e, CHMHAPOME pacliaga OIyXOJU, BBIPaXKEHHOM TIeMopparuye-
CKOM CHHIPOME BHE 3aBMCHUMOCTH OT KOJIMYECTBA TPOMOOIIMTOB, IIPU pa3-
BUTHUM OCTPOM NIBIXaTeIbHONM HEIOCTATOYHOCTH B Pe3yJIbTaTe ITHEBMOHMWMU,
MpY TOpaXXKeHWU JIETKUX B pe3yjbTaTe TMIEePICHKOIIMTO3a WIM CHHIpOMa
pacrazma OmyXxoJy poaopa3pellleHre BHITTOTHSIIOT ITyTeM KecapeBa CCUCHMS
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B YCJIOBUSIX 0oOlIeil aHecte3uu. [Ipu rMmokceMuu, TMIEpKANTHUU B TIpe-
MEIWKAIIMIO He CIIeJyeT BKIIIOYATh Tperaparhl, BbI3bIBAIOIINE YTHETEHUE
neixanus. [1yTh BBeIeHMS JIeKapCTBEHHBIX IPEIIapaToB — BHYTPUBEHHBIN.

YuuteiBasi, 4YTO MAIMEHTKM YacTO IOCTYIMAIOT C TPOMOOILIMTOTICHUEIH,
aHeMuell, HeOOXOIUMO MPEeaYCMOTPETh PEe3ePB MOJOOPAHHBIX U COBMEILIEH-
HBIX 3PUTPOLUTCOAEPXKAIUX KOMMOHEHTOB KpoBu, C3II, KOHIIEHTpaTOB
TPOMOOIIUTOB. YUUTBIBAS, YTO aHEMUSI HOCUT XPOHUIECKUI XapakTep, 00y-
CJIOBJIEHA OCHOBHBIM 3a00jieBaHMEM, JOCTATOYHAs KOHLEHTpalWs remMo-
rroouHa nepen HavasioM orepaunu — 70 /1. KoanyecTBo TpoMOOIIUTOB:
nocratouHo 30 x 10%/1.

[TockoJIBKY y 3TOM KaTeropuu IMallMeHTOK OMepalnio KecapeBa CeUeHUs
HEPEJKO BBITIOJHSIIOT MO 3KCTPEHHBIM TOKAa3aHUSM, TO Y HUX TOBBIIICH
pUCK acnupalyy, B IIpeMeAUKalNuIo HeoOxonuMo BKodats H,-6iokaro-
pbl. B 3KCTpeHHOV CUTyallMU MPU TTOJTHOM XeJTy[Ke: OMOPOKHEHUE XKeJTyI-
Ka, MOCJie Yero 30H] U3 XeJIyIKa AJOJKEeH ObITh yaajieH. DaacThuyeckast KoM-
Mnpeccusl HUXXKHUX KoHeuHocTel. [IpoBepka HapkO3HOro ammnapara, padora
JlapuHrockorna, ¢gubépobdbponxockorna. IlpeokcureHanus: B TeueHue 3 MUH
uHransguusg 100% xuciopoia dyepes JULIEBYIO MAcCKYy.

BBomnast anecre3ust — ketamuH, 1,0—1,5 mr/kr, CyKCaMETOHMS XJIO-
pun, 1,5—2 wmr/kr. PokypoHus Opomun, aTpakypusl 0e3WjIaT, BEKYPOHMS
OpOMMIl WM WX aHAJIOTU. BEeHTUIISAIIMST MacKoOil MOJKHA OBITh MUHUMAJTb-
Hoit. UHTyOaust mpoBOIUTCS OpoTpaxeasbHON TpyOKoit No 8, TTOCKOJbKY
rnocJie onepalun, eciii UMeeTCsl TOpaXeHue JerkK1uX, MOXeT IMTOHAT00UThCS
BbINOJTHEHUE (prubpodporxockonuu ¢ bAJI. BeimonHsgercs npuem Ceuka.
AHECTe3U0JIOTOM [TaeTcsl KOMaHIa U Havaja pa3pe3a cpa3y Iocje BBee-
HUSI KeTaMWHa W UHTyOaruu Tpaxeu. Jlo n3BIedYeHUs TUIofa U TepeXaTust
MMyTTOBUHBI HAPKOTUIECKUE aHATBIETUKN HE BBOJISIT.

[Mocne mepexarusi TYIMTOBUHBI BBOASIT HAPKOTUYECKWE aHAJbIeTUKW B
pPACUETHBIX 103aX, HAYMHAIOT WHTAISILIMOHHYIO aHECTEe3Ul0 U30(DIIypaHOM,
ceBo(daypaHoMm, aechiaypaHoM 1o 1—1,2 MUHUMAJIBHOU aJibBEOJSIPHON
KOHIEHTpauuu. MUOTUIETUS: HEAETOJSIPU3YIOIINEe MUOPETAKCAHTBI POKY-
POHUYM, aTpaKypuyM, BEKYPOHUYM WJIN WX aHAJIOTH.

ITocne okoHYaHUS omnepalnu, €Cd UMEETCS MOPaxXeHUe JeTKUX, Malu-
eHTke BoinoJHsieTcs KT, mockonabky g0 onepauuu KT, yautsiBast 6epeMeH-
HOCTh, OOBIYHO HE BHITIONHsETCS. [loka WMHTYOMpoBaHa Tpaxes, MOXET
ObITh BbINoJHEH BAJIL. Jlulb mociie 3Toro nmaydeHTKa MOXeT ObITh 3KCTY-
OupoBaHa U TlepeBejicHA B TajaTy MHTEHCUBHOM Teparuu.
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BBeneHue

OcCTpHIii JIefiK03 y 6epeMeHHON XEeHIMWHBI — 3TO ApaMaTHIeCKOe COOBI-
THEe, KOTOPOEe CTaBUT CJOXHBIC 3aJauyl KakK Iepel caMoil MalMeHTKO,
TaK ¥ TIepeld ee ceMbeil M mepel KoMaHIou Bpadeii. OCTPHIA JIeHKO03 BO
BpeMsI OEpeMEHHOCTH SIBIISICTCS YPIeHTHON MEIWIIMHCKON CHUTyalluei,
TpeOyIomell 0co00TO IMPUCTATFHOIO BHUMAaHUS, B3BEIICHHBIX OTBETCT-
BCHHBIX peIleHUN M He3aMeIJIMTEIbHBIX KOOPAMHUPOBAHHBIX IeiCTBHUIA
MYJIBTH- U MEXINCIUTIIMHAPHON KOMaHIHl CIICIIMAIMCTOB, B KOTOPYIO
TMMOMHMMO TeMaTOoJIoTa JOJDKHBI BXOAUTH aKyIIep-TUHEKOJIOT, HEOHATOJIOT,
peaHMMAaTOJIOT, KJIMHUYECKUI (hapMaKoJIOT M OPYTHE CIEIUaTUCTH [1,
2]. Hapsamy ¢ MeIMIIMHCKMMY BO3HUKACT TaKXKe PSI STUUCCKUX, PEIUTH-
03HBIX W COIUANBHBIX TIpo6ieM [3]. C yueToM TOro, 4To 3TO KpaiiHe pemd-
Koe cobniTne, cocTaBisgomee 1 caydait Ha 75 000—100 000 6epeMeHHO-
creit [2], B tuTepatype, HauMHAS C TIEpPBOro HAOMIOOECHUSI, IIPUBEICHHOTO
R. Virchow B 1856 r. B rmaBe «Die leukdmie», onmmucaHo Bcero HeCKOJIBKO
COTEH CJIy4yaeB COUYETaHMs OCTPHIX JICHKO30B M OepeMeHHOCTH [4], U TO
JINIIH B BUIE HEOOIBIINX PETPOCIIEKTUBHEBIX COOOIIEHNI M KIMHUYECKUIX
HaOmoaeHui |5, 6].

TepaneBTrueckoe BeAeHNE OSPEMEHHBIX XKEHIIWH ¢ OCTPBIMM JIeiiKo3a-
MU — 3TO BCeTIa CIOXHEHUITMA 6aaHc MeXXIy CTpeMJICHUEM K M3JICUYCHHUIO
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Marepu U MUHMMaJIbHBIM BozneiicTBueM Ha tuioa. CdopmynupoBaHHas
eme B 1990-¢ romer B ®I'BY «HMMUII rematonorun» Munsapasa Poccuu
B. I'. CaBueHko [7] KoHUeNUMS «CACEHUS NBYX XU3HEW» Jierja B OCHOBY
pa3paboTaHHOI u peanuszyeMoit Poccuiickoii HaydHO-UCCIe10BaTeIbCKOMN
TPYMIION IO JIEYEHUIO OCTPBIX JIEMKO30B CTPATErMy TEPANUKU OCTPHIX JIeii-
KO30B BO BpeMmsi 6epemeHHocTU. HeobxonuMocTh ee co3maHusi Oblia oue-
BUJIHOM, TaK KaK paHee OOIIENPUHSITON TaKTUKOW CUMTAIOCH TIpepbiBaHUE
OepeMEHHOCTH Ha J00bIX Cpokax 0e3 KaKuX-JIMOO ITOMbITOK JEYEHUS.
Takoii moaxo/ B OOJBIIMHCTBE C/ydaeB 3aKaHYMBAJICS TUOENbIO U TUI0/a, 1
SKEHIIHBI.

Jo Hauvajna MCTOJIb30BaHUS LIMTOCTATMYECKUX IMPENapaTroB BOIPOC O
TaKTUKE Tepanuu OepeMEHHBIX C OCTPhIMU JIEKO3aMU HE BO3HUKAJ,
TaK KaK CMEPTh KEHIIWHBI HacTymnaja ObICTPO BHE 3aBUCHMOCTH OT Me-
JTULIMHCKOTO BMELIATeAbCTBA, OAHAKO yxe ¢ 1950-Xx romoB ynaBaioch
MPOJIOHTUPOBATh OEPEMEHHOCTh 10 MOMEHTa polaopa3pelleHuss Ha (oHe
Teparnuu rIIOKOKOPTUKOCTEPOUJTHBIMU TOPMOHAMM M KOMITOHEHTAaMU KPO-
BU [8]. B oTedecTBeHHOI NTUTEepaType MepBbie PaOOTHI IO TePaTuU OCTPHIX
JIEK030B y OepeMeHHbIX ObuTH omybauKoBaHbl B 1970-e roasl. 3. B. T'op-
oyHosoit u T. H. CpeHeBolt 6bLTM TTpoaHAIM3MpPOBaHbI 216 ciiydaeB code-
TaHUsI OCTPOTO JIeiiKo3a U O0epeMEeHHOCTH, OMMCAHHBIX B JIUTEpaType, U
17 coOGcTBeHHBIX HaOMOAeHUN. JIWIIb y HEOOJBIIONW YacTU MAlMEHTOK
OBLTY TIPEATPUHSTHI MOTTBITKM MOHOTEPAIINK TIperapaTaMyu U3 TPYIIIbI aH-
TUMETA0O0JIUTOB M TJIIOKOKOPTUKOCTEPOUIHBIMUA TOPMOHAMH, YTO, Kak
ObLIO OTMEYEHO aBTOPAMU, MO3BOJIUIIO JOCTUYb PEMUCCUU 3a00I€BaHUS U
COXPaHUTH XU3Hb pedeHKy. OnHako npoBeneHue xumuorepanuu (XT), a
TakXe MCIOJIb30BAaHUE B CXeMaX MPOTUBOOITYXOJIEBOM Teparmuy CTaHIapT-
HBIX 103 IIUTOCTATUYECKUX MPEIapaToB OrOBapuBaINCh KaK MPOTUBOTIOKA-
3aHue y oepemeHHbIx [9]. JI. I'. KoBaneBoii 1 coaBT. B 1978 r. ObLI onucaH
COOCTBEHHBIII TEPBBIA OMBIT MO BEACHUIO 18 OepeMEHHBIX XEHIIUH C
oCTpbIMU Jieiiko3amu [10].

C 1950—60-x TomoB MpUMeHEHNE MEPKANTOIypuHa U MPEJTHU30JI0HA B
JICYEHUU OCTPBIX JIEWKO30B, B TOM 4ucie Ha (hoHe OEpeMEHHOCTH, MTO3BO-
JIUJIO OCTUYD TIEPBBIX PEMUCCUI U COOTBETCTBEHHO OOJIBIIETO Ynciia Oja-
TONIPUATHBIX HcxonoB OepemeHHocTH [10—13]. OmHako MaTepuHCKast
CMEPTHOCTh B OTIAJIEHHOM TIepHojie Mo-MpexkHemy coctanisuia 100%, a me-
pUHaTaJbHasi CMEPTHOCTh nocturana 34—36% [14]. Hauunas ¢ 1970-x rr.
TMOSIBUJIUCH OTMUCAHUS YCIIEITHOTO TPOJIOHTUPOBAHUST OEPEMEHHOCTH TIpU
npoBeneHun XT ocTpeix Jeiiko3oB [15—17]. B HacTosiee BpeMsi oOlie-
MPUHATBIM cuMTaeTcss moctynaT, 4yTo XT ocTporo jerko3a AOJKHA ObITh
HayaTa cpasy Iocjieé yCTaHOBJIEHUS AUArHo3a, MpuyeM MoKa3aHo, YTO BbI-
SKMUBAEMOCTb BBIIIE CPEIN TEX KEHIIWH, KOTOPBIM TEPaIusi OCTPOTO JIEWKO-
3a ObUIa HayaTa BO BpeMsl OEpEMEHHOCTH, a He MOCJe POAOpa3pelleHUs
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[18—20], u yto XT G6epeMeHHbIM XEHIIMHAM J0JKHA MPOBOJUTHCS B TEX

XK€ 033X, YTO U HeOepeMeHHbIM [2].

ITo Mepe HakomeHUs1 OmbITa ObLIa MOKazaHa HeaddekTuBHOCTh XT B
PeayLIMPOBAHHBIX 103aX, HAMPaBJI€HHAas Ha TUIOTETUYECKOE CHUXEHUE ee
9MOpuoToKCcMyHOCTU. C HavyayioM mpoBeAeHus: moHoLueHHO XT Bo Bpems
0epeMEHHOCTU CTaJI0 BO3MOXHBIM JOCTUTATh PEMUCCUM Y KEHIIIMH U 00ec-
MeYuBaTh BO3MOXHOCTb POXIeHUs pebeHka. be3omacHOCTh s IIoaa
NpUMeHeHUs 0a3UCHBIX MPEenapaToB, UCMOAb3YEMbIX B OOJBIIMHCTBE CXEM
Tepanuu OCTPbIX JEHKO30B, JOKa3aHa Pa3JIMYHBIMU aBTOpaMU, OCOOEHHO
MpU UCMOJIb30BAHUU MX Ha MO3AHUX CPoKax recrauuu [21, 22].

V:ke B nepBoit myoauKauuu 3Toro nepuojaa B 1999 r. 6wuiu chopmyanpo-
BaHbI CJIEYIOIIMEe, HE U3MEHUBIIIMECS U HE MOTEPSBIINE CBOEH aKTyalbHO-
CTU, BBIBOJBI:

1) r1aBHBIA TPUHLIMUIT JIEUEHUS] OEPEMEHHON XEHIIUHBI C OCTPBIMU JIEHKO-
3aMU — BTO «CMACEHUE ABYX KU3HE»;

2) BbIMIOJIHEHKE TTporpaMMbl X T, MperycCMOTPEHHON ISl MAIMEHTOB C KOH-
KPETHBIM BapUaHTOM OCTPOTO JieliKo3a, 0e3 CHUXXKEHUS WHTEHCUBHOCTU
JTIO30BBIX PEXUMOB U B TOJTHOM OOBEME;

3) HE0OXOAMMO CTPEMUTHCS K TOCTUXKEHMIO TToJHOo pemuccuu (ITP) mocne
MEePBOro e UHIYKIIMOHHOTO Kypca, YTOOBI MPeLyCMOTPETh 3alac BpeMe-
HU Ha MOCJEPOAOBBI TTeprol — 3—4-HeeabHbI MepephiB, MTOCKOIbKY
Havyasio XT cpasdy mocje poaoB COMPOBOXIAETCS PA3BUTUEM TSKEJbIX,
nopoil paTabHBIX OCIOXHEHUN BCIEACTBUE MMOCIEPOAOBOTO UMMYHO/E-
(urmra [23].

[lnarHocTUKa oCTporo nerMko3a Ha poHe
6epemMeHHOCTH

OCHOBHBIMM TTPUHLIUIIAMU TUATHOCTUKU OCTPBIX JEMKO30B BO BpeMsl Oepe-

MEHHOCTH SIBJISTIOTCSI:

1. JInarHoCcTUKa OCTPHIX JIEIKO30B Y OepeMeHHBIX HUUYeM He OTJIMYaeTcsl OT
TaKOBOU y OCTaJIbHBIX OOJIbHBIX M BBIMIOJHSICTCSI B TTIOJTHOM 00beMe B CO-
oTBeTCTBUU C Kiaccudukanueit BO3. HeobxoanuMo BBIMOTHUTH MYHK-
LIMI0 KOCTHOI'O MoO3ra, 0€301MacHOCTb KOTOPOI Y OepeMeHHBIX Oblia He-
OIHOKpPATHO TMOATBEpKAeHAa, TP HEOOXOIUMOCTU — TPEeMaHOOUOIICHUIO.
JltombanbHasl MyHKIMS ¢ UCCIeIOBAaHMEM CIMHHOMO3TOBOM KUIKOCTU
IUISI UCKJIIOYEHMS JIEMKEMUYECKOIO MOPAXKEeHUS LIEHTPAJIbHOW HEPBHOM
cuctembl (LIHC) 1 npodunakTuku HeiliposeKeMUn TakKe B TTOAABIISIO-
1eM OOJIBIIMHCTBE CJIydyaeB OCYIIECTBUMA.

2. Bo Bpemsi GepeMEHHOCTM HE PEKOMEHIYETCS BBINIOJIHEHUE CTaHIapT-
HBIX PEHTTEHOJIOTUYECKUX METOI0B obcienoBaHus. C IMarHOCTUYECKOM
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LIeJIbIO MPU OEPEMEHHOCTU 11eJIeCO00pPa3HO MPUMEHEHUE MArHUTHO-pe-
30HaHCHO# Tomorpaduu (MPT), a TakxKe yJabTpa3ByKOBOIO McClieI0Ba-
uug (Y3U), B TOM 4ucie JerKux.

TaKTUKa BeaeHUs U Tepanuu 6epemMeHHON KEHLLUHDI
C OCTPbIM JIENKO30M

TakTuka BefeHUs] OEPEMEHHOCTU IPU AUATHOCTUKE OCTPBIX JICKO30B, B
MEePBYIO OUYepeb, ONPENLIsIeTCS] CPOKOM TeCTallii. YUUThIBasl, UTO OXKMIa-
eMasl MPOAOJIKUATEIbHOCTD XXKU3HU MALUEHTOB C OCTPBIM JIEUKO30M 0€3 Jie-
YeHMST KOpoue, YeM MPOAOKUTEIbHOCT 06PEMEHHOCTH, OTJIOKUTH HAYaIo
XT nmo pomopaspeleHuss HeBO3MOXHO [24, 25]. KpoMe TOro, mocKoabKy
YCIEIIHOE MPOJOHIMPOBaHME OepeMEHHOCTH Ha (DOHE OCTPOro Jeiiko3a 6e3
JedeHus ManoBeposTHO [24], XT moizkHa OBITH HauaTa cpa3y Mocje ycTa-
HoBJIeHMs1 auarHo3a. OTcpouka Havana XT 10 OKOHYaHUS OEpeMEeHHOCTHU
3HAYUTEILHO YBEJIMYMBACT BEPOSATHOCTD JETAJIbHBIX UCXOJA0B Y MAllMEHTOK
[0 CpaBHEHMIO ¢ TeMM, KoMy XT Obljla HauaTa M BBIIOJHSJIACH BO BpeMsi
6epemeHHocTH [26]. Takke HEOOXOAMMO MOAYEPKHYTh, yTo XT, HayaTast BO
BpeMsl OepeMeHHOCTHU, He YXyaAllaeT UCXOAbl y ruoga [27].

TakTuka BeieHUsI OEPEMEHHOCTH y MALMEHTOK C OCTPBIMU JIEHKO3aMu
HE OTJIMYaeTcsl OT TaKOBOW MpPU APYTruX 3710KAYeCTBEHHBIX HOBOOOpa3oBa-
HUugX. B coorBercTBMM ¢ mipMKa3oM MuH3apascolpa3sutus Pd ot
03.12.2007 Ne 736 (pen. ot 27.12.2011) «O6 yTBep:KACHUN TTEPEYHST MEIM-
LIMHCKUX MOKAa3aHWI JIJIsSI UCKYCCTBEHHOIO MPEPhIBAHUS OEPEMEHHOCTU» U
MEXIYHAPOAHBIMU PEKOMEHIAIMSIMU [24] 1M yduTbIBas IOTEHIMATbHBIA
TepaTOreHHbIM 3(GEKT TPOTUBOOIYXOJIEBBIX MIPEIapaToB MPU JUATHOCTH-
K€ OCTpOro Jieiiko3a, B I TpMecTpe peKOMEeHIyeTCs IpephiBaHue OepeMeH-
HOCTHU, HO €CJM XKCHILIMHA XeJaeT COXpaHUTh OEpeMEHHOCTb, TO MpPOBe-
neHue XT Ha paHHHUX CpoKax O€peMEHHOCTU TaKXe BO3MOXKHO C BEPOSIT-
HOCTBIO POXIECHUS 3J0pOBOro pebeHKa, mocturaroiieir 62,5% [28]. Dtu
9TUYECKHE U MEIMIMHCKHUE MPOOJIEMHBIC BOMPOCHI TOTKHBI ObITH 00CYXK-
JICHBI TeMAaTOJIOTaMU C TIALIMEHTKOM U €€ CeMbeil, a TAKXKe C aKylllepaMMU-TH1-
HeKoJioraMu U HeoHartojioramu [24, 25].

[Tocne npoxoxaeHus Ieproia opraHoreHe3a u (hopMUPOBaHMS IUIALICH-
THI, TIPU MpoBeaeHUN LuTOocTaTu4yeckoit Tepanuu B 11 u 111 TpumMecTpax Oe-
PEMEHHOCTH, PUCK pa3BUTH MOpokoB 1onaa (1,3—3%) He MpeBbIIIacT Ta-
koBoii B monyysitiuu (3,1%) [29]. B ¢Bsi3u ¢ 3TUM 000CHOBaHHOI HEOOXO0-
JIVMOCTHU IIpepbIBaTh OEPEMEHHOCTh Ha 0oJjiee MO3THUX CPOKAX, HAYMHAas C
II TpumecTpa, HeT.

BeposiTHOCTh BBIXKMBaHUS IUI0[A U, B AaJIbHEIIIEM, TTOJIHOLICHHOTO pa3-
BUTUS peOEHKa MpU POXKICHUN Ha CPOKe Mocie 28 Heaelb 0epeMeHHOCTHU B
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OOJIBIIMHCTBE KPYIHBIX LEHTPOB cocTaBisieT > 90,0%, HO OHa ellle BbIIIE

(> 95,0%), ecnu peOeHOK pOXIAeTCsI Ha CpOoKe 32 Hele/lb OEpEMEHHOCTU U

oonee [24]. Tloatomy poaopaspelieHue a0 Hadyajga XT peKoMeHIyeTcs

JIMIIb Ha TO3AHUX CpoKax 6epeMeHHOCTH (mocie 32-il Henenun) [24]. TIpu

9TOM, XOTsI TI0OKa3aTe/I MJIaJIEHYeCKON CMEPTHOCTU M HU3KKE Ha 3TUX CPO-

Kax 0epeMEeHHOCTH, CYIIECTBYET JIMHEWHAsT 3aBUCUMOCTb MEXIY CHUKEHU-

€M Y4acCTOThl He3HAUUTEIbHBIX HEPOKOTHUTUBHBIX HapyIllIeHU y pebeHKa

U yBeJIMYeHUEM cpoka GepeMeHHOCTH 10 36 Henmenb [24]. [ToaToMy Ha Bcex

cpokax 6epeMeHHOCTH 10 36 Heaesdb Y JKEeHIIWHBI J0JKHA ObITh BO3ZMOX-

HOCTb OOCYIUTH C Bpa4yOM PUCK OCJIOXHEHUIA IJIsT Hee U IJIsT peOeHKa, CBsI-

3aHHBIN C MpexkaeBpeMeHHbIMU poaamu. [locie 36 Heneslb GepeMEeHHOCTH

He pekoMmeHayeTcs mipoBeneHue XT Ha (poHe TPOJOHTUPOBAHUS OepeMeH-

HOCTH, TTIOCKOJIbKY BEPOSITHOCTb CaMOITPOM3BOJIBHBIX POJIOB BO3PACTaeT JI0

BOCCTAHOBJIEHUS MUesionoa3a nocie kypca XT [2, 24].

Takum o6pa3om, OOIITUMU IPUHIIUTIAMY JIEYSHUSI OCTPBIX JIEUKO30B, 11a-

THOCTUPOBAHHBIX Ha (hoHE OEpPEeMEHHOCTH, SIBJISTIOTCS:

1. JInarHOCTHKA OCTPBIX JIEHKO30B Ha (hoHE OEPEMEHHOCTHU OCYILECTBIISIET-
cs B TIOJTHOM OOBEME.

2. bepeMeHHOCTb He SIBJISIETCS TTPOTUBOTIOKA3aHUEM K BKITIOUCHUIO B OOJTb-
ITMHCTBO TIPOTOKOJIOB TEPAIMU OCTPBIX JIEKO30B, KOTOPBIE BEMYTCS
Poccuiickoii rpynmoii mo JIeHeHUI0 OCTPhIX JEHKO30B.

3. o Havayia Tepanuu (IIpU MOCTYTUICHUU B KIIMHUKY) C OEpPEMEHHOM XeH-
IIMHOM 1 ee POICTBEHHUKAaMM MPOBOJUTCS MoApoOHas decena ¢ 0dCykK-
JIEHVEM BCEX JIOCTYITHBIX BAPUAHTOB JIEYCHUSI, BOZMOXHBIX OCITOKHEHU
Kak JUTsl CaMOW XEHIIWHBI, TaK 1 JJIsT peOeHKa, TOCie YeTo MOANMChIBa-
eTcst ”HOOPMUPOBAHHOE COTJIACHE.

4. He pexkomeHmyeTcsl OTCpOYKa Hayaja JICYEHMS OCTPOro Jieiiko3a Tpu
YCTaHOBJICHUM JMarHo3a BO BpeMsi OEpeMEHHOCTH.

5. Ilpu nuarHocTukKe OCTporo Jjeikosa B TeueHue | Tpumectpa 6epeMeHHO-
CTH PEKOMEHJIyeTCS BBITIOJIHUTh MCKYCCTBEHHOE TIpephIBaHNE OepeMeH-
HOCTHU TIO0 MEIUIIMHCKUM ToKazaHusaM. OIHAKO eC/IM KeHIWHA U ee Ce-
MbsI HACTAMBAIOT HA MPOJIOHTUPOBAHUN OEPEMEHHOCTH, JIEUEHUE MOXET
ObITh HauaTo U B | TpumecTpe GEpeMEHHOCTH.

6. Ilpn qMarHOCTHMKE OCTPOTO JieiiKo3a Ha cpoke 6epemeHHOCTH 13—34 He-
nenu (mocne 3aBepiueHus: I Tpumectpa 6€peMEHHOCTU) PEKOMEHIYETCS
HayaTh MPOBEACHNE MOJUXUMUOTEPATTUN TI0 TIPOTPAMME, COOTBETCTBYIO-
el BapuaHTy OCTPOToO Jieliko3a Ha ¢oHe 0epeMEHHOCTH TIPU YCIIOBUU
aJIeKBaTHOTO MOHUTOPUWHTA U aKyIIePCKOW TTOMOIIIN.

7. Ilpu mnarHocTUKe OCTpOro Jeliko3a nocie 34—35-ii Henenn OepeMeH-
HOCTHU PEKOMEHIYETCSI BBITTOJTHUTH pojopa3pelieHne g0 Havamna XT.

8. [lpuMeHeHue TUIpOKCUKapOamMuga MpU TUIlepekouuTo3e Ha (oHe
OepeMeHHOCTH He peKoMeHayeTcs. [loaToMy TIpu BhISIBJICHUHM B jie00Te
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10.

I1.

12.

13.

14.

15.

16.

OCTpOro JieWiKo3a TUIEPJIEUKOLMTO3a CJIEAYET PAaCCMOTPETh BO3MOX-
HOCTb MpOBeaeHUs Jielikadepe3oB A5l MpeaoTBpalleHUs JEMKOCTAa30B U
YMEHbIIEHUST 00beMa OIyXOJeBOI MaccChl Mepe HayaaoM LIUTOCTaTUYe-
CKOTO BO3JIEUCTBUS.

. Mcnonb3oBaHue AJJIOIMyPUHOJIA BO BPpEMA 6CpCMCHHOCTI/I HE PCKOMCH-

JyeTcs.
B BbIOOpE JIEKAPCTBEHHBIX CPEICTB BO BpeMsi OEPEMEHHOCTU, B TOM
YHUCJie [IUTOCTATUYECKUX U aHTUMUKPOOHBIX MPENapaTtoB, HEOOXOAUMO
PYKOBOJICTBOBATbCSl COOTHOLIEHUEM DPUCKA W TOJb3bl IJI1 MaTepu U
TIof1a.

LuTocTaTnueckue mpenapatbl B COOTBETCTBUU C BBIOPAaHHOU mporpam-
MO JIeUeHUS pacCUUTHIBAIOTCSA (0€3 peayKIMU 103) Ha MI0UIaab MOBep-
XHOCTHU TeJsia OOJIbHOI 10 OEPEMEHHOCTU ¢ KOPPEKTUPOBKOIA MO BECY BO
BpeMsi JiedeHus. JlomyCTUMBI pa3jinuHble KOPPEKTUPOBKU IPOTrpaMM
JleueHus Ha (oHe OepeMEHHOCTU TOTO WU WHOTO BapuaHTa OCTPOTO
Jieiiko3a.

IMTpodumakTuka HeliposeHKeMUU ¢ MOMOIIbI0 MHTPATEKaIbHBIX BBE-
JNEeHUN ILUTOCTaTUYECKUX MpernapaToB, HeoOXoaumas TpPU Teparnuu
OCTpOro Jieliko3a Ha oHe GepeMeHHOCTH, Bo3MOXHa. OJHAKO C yye-
TOM BO3MOXHOTO T€PAaTOT€HHOIO BO3JAEWCTBUS METOTpeKcaTa 3a CUeT
ero JUNnoMOUIbHOCTU U BO3MOXHOCTU MPOHUKHOBEHUS 4epe3 reMaTo-
TUIALleHTapHBI Oapbep, PEKOMEHIYETCSI HE MCMOJIb30BaTh METOTPEK-
car MpU BHITIOJHEHUW WHTPATEKAIbHBIX BBEACHUN HIMTOCTATUYECKUX
npernapaToB Ha poHe OepeMeHHOCTU. B TO xXe BpeMs onucaHa Tepanus
OOJIBHBIX OCTPBIMU JIEHKO3aMU C UHTPATEKAJTbHBIM BBEACHUEM METO-
TpeKkcaTa B TeUYeHHE BCEl OEpeMEHHOCTU, HE COIMPOBOXAABIIASCS
OCJIOKHEHUSIMU.

O06beM MHOY3MOHHOM HArpy3Ku mepen KypcoM W Bo Bpems Kypca XT
PEKOMEHAYETCS YBEJIUYUTHh B COOTBETCTBUU C OOIIMMU PEKOMEHIAIUS -
MU TIPU JICYEHUHU OCTPBIX JIEHKO30B.

ComnpoBoautenbHas Tepanus (TpaHchy3MOHHAs 3aMECTUTENbHAs Tepa-
MUsT KOMITOHEHTaMU KPOBU, aHTUMUKPOOHAST Tepariusi) BHITIOIHSIETCS B
MOJITHOM 00bEME C YUeTOM pa3pelIeHHbIX K UCMOJIb30BAHUIO TIpU Oepe-
MEHHOCTH TMpernapaToB.

ITpu yrpoxarolux XU3HU MaTepyu OCJIOXHEHUSIX BO3MOXHO Ha3zHaue-
HUE aHTUMUKPOOHBIX MpernapaToB 0e3 ydyeTa MX BO3MOXHOTO TepaTo-
TEHHOTO BO3JEWCTBUST Ha TIJIOM, (TPUMETOIIPUM,/CyJibhaMeTOKCca30 Tpu
ITHEBMOITUCTHOM THEBMOHWY, TAHIIMKJIOBUP TIPU IIUTOMETAJTIOBUPYCHOM
VHGEKIUA U T. 1.).

Ilpu noctukenuu TP HeoOXoaAMMOE YMCIO KypCOB KOHCOJMAALMU
OIpeaessIeTCs CPOKOM 0€pEMEHHOCTH Ha TOT MOMeHT. ClieyeT paccuu-
THIBaTb BPEMs BBIMIOJIHEHUS KypCOB TaKUM 00pa3oM, 4YTOObI MEXy MO-
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17.

18.

19.

20.

21.

22.

23.

24.

CJIEIHUM BBEICHUEM IIUTOCTAaTUUECKUX MPerapaToB U poaopa3pelieHm-
eM OBbLT TTPOMEXYTOK KaKk MUHUMYM 2 Henenu. JKenaTeslbHO, YTOOBI K
3TOMY BPEMEHU Y MaTepu MocJie Kypca OblJIM BOCCTAHOBJIEHBI ITOKa3aTe-
JI1 TeMOTpaMMbl M KyNUpoBaHbl MH(MEKIIMOHHBIE OciioXHeHus. [Ipu
9TOM TaKXe CHUXKAETCS BEPOSTHOCTh MUEOCYNPECCUHU Y TUIOAA U COOT-
BETCTBEHHO TPAH3UTOPHOI LIUTONEHUN Y HOBOPOXIECHHOTO.

Pozbl XenaTelbHO IJIAHUPOBATh HA CPOKe He paHee 35—36-i1 Hexenu
recTaiuu.

BpeMmeHHOI MHTEpBaa MeXAy poJaMU W HAyaJloOM CIEAYIOIIEero Kypca
XT pojkeH cocTaBasATh Kak MUHUMYM (!) 2—3 Hepenu. B atu cpoku ot-
MeyaeTcsl TyOOKUi MMMYHoOAepUIUT, U Oojee paHHee Hayalao Kypca
XT MOXeT COMPOBOXIATHCS TSKEIBIMU MH(PEKITMOHHBIMU OCJIOKHEHU -
amu. bonee paHHee Bo3ooHoBieHUe XT onpaBaaHHO TOJABKO MPU YIrpo-
3¢ OBICTPOTO MPOTPECCUPOBAHUS OCTPOTO JIEKO3a B YCJIOBUSIX PE3U-
CTEHTHOTO €ro TeYeHUsl.

B xone XT Ha (poHe GepeMeHHOCTU peKoMeHayeTcs perysipHo (1 pa3 B
1—2 Hemenu, B 3aBUCUMOCTH OT COCTOSTHUSI KEHIIWHBI U TII0JA) BbI-
nosHAaTh Y3U MaTku U 1ioga v aornmieporpadruieckoe MOHUTOPUPO-
BaHUE TJIOMA.

PexomMeHyeTcst BBITTOJHATh poaopa3pelieHrue METOA0M KecapeBa ceue-
Hus. CaMONpOUn3BOJIbHBIE POJBI MOTYT OBITh BEIOpPAHBI KaK CIIOCOO po-
JIOpa3pelieHrs] TOJbKO MPU HAIVMYMU Y TTAIIMEHTKU PEeMUCCUM OCTPOTO
JIeliK03a, YIOBJIETBOPUTEIBHBIX TTOKa3aTesiell TeMoTpaMMBbl U XOPOIIIeM
COMAaTMYECKOM cTaTyce MalMeHTKU U 11oga. Beibop crnocoba pomopas-
peLIeHUs OMpPEeNeSIeTCS COCTOSIHUEM ILI0fa, COMAaTUYECKUM CTaTyCOM
MAIMEHTKN, TeMATOJIOTUIECKUMHU TI0KA3aTEISIMA U CTPOTO B COOTBETCT-
BUU C aKyIIEPCKUMU TTOKA3aHUSIMMU.

Ipu tpomGoumtonenun (< 80 x 109/1) wu/wnm  HeilTponeHun
(< 1 x 10°/1) Bo BpeMs pomopaspelleHus] He PEKOMEHIYETCH BBIITOJ-
HSITh SMUIYPATbHYIO aHECTE3UIO.

IMpu mIaHOBOM TIPEXIEBPEMEHHOM pOIOpa3pelieHNN Ha cpoke 24—
35 Hemesb peKOMEHIYETCsT TIPOBOIUTH TTPOGUIAKTUKY PECTTMPATOPHOTO
JIMCTPECC-CUHIPOMa HOBOPOXKIEHHBIX — B/B BBEIEHUE AeKCAaMETa30Ha,
8—12 Mr/cyT B TeueHue 2 JaHE 3a HENETIO 10 POIOB.

IIpy mnnaHOBOM MPEXAEBPEMEHHOM POAOPA3PEIIEHUM Ha CPOKe M0
30 Henmesb LIeJIeCO00pa3HO BBeAeHUE CyJibdaTa MarHus 3a 24 yaca J10 po-
JOpa3pelieHrs ¢ 1eJbl0 MPOMWIAKTUKYN JIETCKOTO 1iepeOpasibHOTO Tia-
panuya.

B nociiepogoBoM nepuone mokazaHo MPOBEAECHUE YTEPOTOHUUECKOM Te-
panuu OKCUTOIIMHOM Y MEIMKAMEHTO3HOE TIOJaBJIeHHUE JTaKTal[uM.
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0co6€eHHOCTU TEYEHHUA U Tepanuu PasnnYHbIX
BApMaHTOB OCTPbIX IEMKO30B NP1 6€peMeHHOCTH

OcTpbliA NnpoMHUENoLMTapHbIA NENKO3

OcTtpeiii pomuenouutapHbiii jeiiko3d (OITJI) Bo Bpemsi OGepeMeHHOCTHU
MPEeACTABISIET 3HAYNUTEIbHbIE TTPOOIEMBI JJIsI MHOTUX KJIMHUIIMCTOB C TOY-
KU 3pEeHUsI ONTUMAaJIbHON KIMHUYECKON TaKTMKM BEICHUs KaK CaMOro 3a-
00JIeBaHUS U €ro OCJIOXHEHMI, TaK U COXpaHEHUSI OEPEMEHHOCTU C MUHU-
MaJIbHBIMU PUCKaMU JUIs TUIOAA.

OIlJI cocraBisier okojio 10,0% Bcex OCTPHIX MUETOUIHBIX JIEWKO30B
(OMJI) kaxk B oO111eli MOMyISIIUM, TaK U 'y OEpeMEHHbBIX XKeHIIWH [2, 5]. TTo-
ckosbKy OITJI Bo Bpemsi 6epeMEHHOCTU BCTPEYaeTCsl PEIKO, JaHHBIX O Jie-
YEHMM KpailHe MaJjio: MPEeACTaBICHbl HECKOIbKO IECITKOB CIydyaeB KIMHM-
YeCKUX HaOIIONEeHNUIi, M3 KOTOPBIX B CaMO€ KPYITHOE BKJIIOUYEeHBI 14 ciryyaes,
KOTOpbIE ObLIM 3aperuCTPUPOBAHbI MCIAHCKOM MCCIIEIOBATEIbCKOM IPYII-
noiit PETHEMA B nepuon ¢ 1996 mo 2012 r. [30]. Takxke ory61uKoBaHbI
pe3yJbTaThl MeTaaHaJIU30B UTAIbsIHCKUMU [31] u amepukaHckumu [4, 32]
aBTOpaMU, B KOTOPBIX coOpaHbl Iydnukanuu 3a nociaenHue 40 net. [Toato-
My U3-3a KpaiiHe OrpaHUYeHHOIr0 YKCJIa 3aperuCTPUPOBAHHBIX MAIIMEHTOK,
YacTbh M3 KOTOPBIX ObLUIM OIMCAHBI €llle B 3IOXY, MPEAIIEeCTBYIONIYIO TTOSIB-
JIEHUIO TIOJHOCTBIO TpaHC-peTMHOeBOil KUCIOThI (ATRA), KOHKpeTHbIe
peKoMeHAauK 1o BeaeHuto 6epemeHHbIX ¢ OITJI ocHOBaHBI Ha ITpaKTUYe-
CKOM OTIBITE OTIEIbHBIX MCCIIEI0BATEILCKUX TPYIIT U aHaInU3e pa3po3HEH-
HBIX KIMHUYECKUX CUTYaIIUIA.

Hecmotps Ha To yto OINJI maxke u BHe O€peMEHHOCTU SIBJISIETCS YPIEeHT-
HBIM cocTosiHUEM, y 0epeMeHHbIX XeHIIUH OITJI MoXeT ObITh CONpsIKEeH C
BBICOKMMU PHCKAaMU YaCTOThI TPOMOOIMOONIMUYECKMX M WHGMEKIMOHHBIX
OCJIOXHEHUI, a auddepeHmanbHas IMarHocTuka nuddepeHIIMpoOBOYHOIO
curnpoma (JIC) mpencrasisieT onpeaesieHHbIe CJIOXHOCTH B CBS3U C OTPaHU-
YEHUSMU BBITIOJHEHUST PEHTTEHOJIOTMYECKUX MCCIIEIOBaHUI Y OepeMEHHbBIX
M CXOXUMHM KIMHUYECKUMM TPOSIBJICHUSMU, O0YCIIOBJICHHBIMU OEpeMEHHO-
CThlO (TUMEpBoOJieMusl, TUNepTeH3us1 1 ap.) [32]. B To ke BpeMs KIMHUYE-
CKME TIOCJIEACTBUSI CHUHIPOMAa AUCCEMMHUPOBAHHOIO BHYTPUCOCYAMCTOTO
cBepteiBaHus (JIBC-cunapoma), yacto conposoxkaatouiero OITJI B ToM uunc-
Jie n'y 6epeMeHHbIX XXeHInnH [33—36], kak u JIC [30], MOTyT yrpoXaTh XXK13-
HM KaK MaTepu, TaK ¥ IUioga. B nuTepaType onmmcaHbl Ciydaud TMarHOCTUKU
OIJT Ha dhoHe UIMTETHLHOTO FeMOPPAaruuecKoro CUHAPOMA T0C/Ie OTCIIONKHU
TUTalEHTHhI, a TakKe B mocaepoaoBoM rnepuoae [33]. BoamoxHo, ¢ bonee sip-
KOl KJTMHUYeCKOl MaHUbecTalMell 3Toro BapMaHTa OCTPOro Jieiiko3a cBs3a-
HO HECKOJbKO OoJjibliee ynciao ciaydyaeB auarHoctuku OITI B I Tpumectpe



91 InaBa 6. OcTpble Neitko3bl 1 6ePEMEHHOCT

6epemenHoctu (24,0—35,0%), uem, Harpumep, OMIJI (9,0—22,0%) [28, 37].
Ha II tpumecTp GepeMeHHOCTH, MO AAaHHBIM IyOJMKAUMA, MPUXOAUTCS OT
7,0% no 69,0% nuarHoCTUpOBaHHLIX ciydaeB, a Ha III — 21,0—57,0% [4,
30—32]. Hecmotpst Ha 1O uTo OINJI o151 GepeMeHHOIN XEeHIIUHBI SIBJISIETCS
Cepbe3HO yrposoil, maHcbl Ha aoctuxkeHue [P mis matepu ocrarorcs
OYeHb BBICOKMMH HE3aBUCHMO OT Cpoka GepeMeHHocTu [31].

bazoBbeiM nipenapatom B Tepanuu OITJI, B ToM yucie U y 6epeMeHHbIX
>keHIuH, sBisgercss ATRA, ycrieniHoe mpuMeHeHe KOTOPOi OMMCAHO TpU
OepeMEeHHOCTU KaK B KauecTBe MoHoTepanuu [38, 39], Tak 1 B cOYETAaHUU C
AHTPALUUKIVMHOBBIMU aHTUOUOTUKAMU U tuTapadbunom [40]. Xotd B pyko-
BojacTBax HaunoHanbHo#t oHkosornueckoii cetu CIHIA (National Compre-
hensive Cancer Network — NCCN) He coaepxkaTcsi KOHKPETHbIE PEKOMEH-
Jalvy TPUHIMITHAIBHOTO XapakTepa, pekomeHaanuu EBporeiickoil cetu
no uzydeHuto neiiko3oB (European leukemia net — ELN) mo BeneHuio
OI1JI Bo Bpemsi OepeMeHHOCTH 3aKJII0YaloTCs B TOM, YTOObI M30eraTh TpU-
okcuaa Mbilbsika (ATO) Ha MPOTSXKEHUU BCcell OEPEeMEHHOCTU WU IO
KpaiiHell Mepe B TeueHue | TpuMmecTpa, eciy He TUTAaHUPYETCsT TIpephiBaHue
o6epeMeHHOCTU. [lanimeHTKaM, XeJlalolUM COXPAaHUTh OEPEMEHHOCTbD, B Te-
yeHue | TpumecTpa peKOMEHIyeTCs TTIPUMEHSITh TOJbKO aHTPAIlUKINHOBBIC
AHTUOMOTUKU (Hampumep, nayHopyouuuH). Kenmunsl B I1 u I1I TpumecTt-
pax 6epeMeHHOCTU MOTYT nojydyath ToJbko ATRA no pogos win ATRA B
couetanuu ¢ XT [41]. IIpumenenue ATRA y GepeMeHHBIX, KaK U JPYrUX
MMPOM3BOAHBIX BUTAaMUHA A, B | TpuMecTpe MOXET OBITh aCCOIMUPOBAHO C
O4YeHb BBICOKOIT yacToToi (10 85,0%) TepaToreHHLIX 3(P(HEKTOB, BKIIOYAIO-
IUX TTOPOKY Pa3BUTHSI HEPBHOU CUCTEMBI M TIOPOKM cep/iia mionga. Omnuca-
HBI CJlydyad TMaTHOCTUKUA apUTMUHU Y TUTO/IA, & TaKKe BBICOKUI PUCK CITOH-
TaHHBIX a00pTOB Npu couetanuu ATRA ¢ XT [42, 43]. B To ke BpeMs nume-
10TCsl aHHbIe 0 Oe3omacHoctu Tepanuu ATRA B Teuenue Bcero I Tpumect-
pa, HauuHas ¢ 3-ii Heneau O0epeMeHHOCTH [44]. [Ipumenenue ee B 11 u 111
TpuMecTpax 0epeMEeHHOCTH, B TOM YHCJIE C HUTOCTATUYECKUMU Mpernapara-
MU, HE COTMPOBOXIAETCS HEXeNIaTebHBIMU BO3MEUCTBUSIMU Ha TUIOM, YTO
MOATBEPKIEHO MHOrOYMCIEHHbIMU HabmoaeHusmu [5, 42, 43, 45—50].
OmHaKko U3BECTHO, YTO aHTPAIMKIMHOBBIE aHTUOMOTUKH, UCIIOTb3yeMbIe B
teparmuu OT1JI, MOTYT MpOHWKATH Yepe3 TUIAIICHTY U HAaKaIlJTMBaThCs B TKa-
HSIX MU10/a B BUIEe MeTa0oauTOB. [IpudyeM naapyouiivH, odaaaaronimii Hau-
OOJIBIITMMU CPEV aHTPAIUKIMHOB JTUTTO(PUIBHBIMA CBOMCTBAMU, MOXET B
0oJiee BBICOKOUW KOHILIEHTpAllMX MPOHUKATh YEpe3 reMaToIUIalleHTapHbIN
Oapbep, 0OyCIOBIMBAS TEM CaMbIM OoJsiee BbIPpaXK€HHYIO TOKCUYHOCTb LIS
mwiofga [51]. Ilpu couetaHHoM npuMeHeHuu ATRA ¢ umapyObuurHoM Ha
cpoke 6epeMeHHOCTHU 13 Henmenb onrcaHbl TPAH3UTOPHBIE U3MEHEHUS Cep/I-
11a y HOBOPOXJIEHHOTO B BUJIe TUIIEPTPOdUU MPABOTO KETYA0UKA, YMEPEH-
HOW IujIaTalliy MPaBbIX MPEACEPAUs U KeTyI09Ka C HETTOTHBIM 3aKPBITUEM
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apTepuaJbHOTO MPOTOKA, HE COMPOBOXAABIIMECS TeMOIMHAMUYECKUMU
HapylIeHUsIMU U CaMOCTOSITEJIbHO perpeccupoBaBllde B TeueHue 1—
1,5 Mecsaua nocie poxaeHus [52]. Jo nmossaenus ATRA B 1992 r. gnoH-
ckuMU aBTopamu [53] onmucaHbl 2 ciaydyasi UCIIOJIb30BAHUS B UHAYKIIUU pe-
muccumn OITJI Bbicokux n03 mayHopyouuuHa (440 mr). I1pu aToM nipu g0-
TOCPOYHOM HaOJIIONEHUU 32 J€TbMU, MaTePsIM KOTOPBIX BO BpeMsl OepeMeH-
HOCTHU TIPOBOAW/IM TepaNUIO0 aHTPALIMKIMHOBBIMU aHTUOMOTUKAMMU, TMOKa-
3aHO OTCYTCTBME KaKUX-JIM0O0 aHOMAJIMi pa3BUTUS U TMTOPOKOB cepatia [54].

BonbmiMHCTBO uccienoBareneil uckiaovaT ucnonb3oBaHue ATO Ha
JI060M CpoKe OepeMEeHHOCTU B CUJIY €ro BBICOKOW 3MOPUOTOKCUYHOCTH,
MPOJEMOHCTPUPOBAHHON B 9KCIEPUMEHTAX Ha XXMBOTHBIX [55], oqHaKO B
JIUTEpaType yXKe MpPeacTaBieHbl eNUHUYHbIE OMUCAHUS 0€30MacCHOro Mpu-
meHeHust ATO B 11 u 111 tpumectpax GepemeHHoctu [56, 57].

IMockonbky OITJI xapakTepusyeTcs XXU3HEYTPOXKAIOIIUMU TeMopparnye-
CKUMHU OCJIOXHEHUSIMU, TO KakK poaopaspelueHue, Tak U XT BO3MOXHBI
JIMIIb TIPU YCJIOBUM MPOBEACHUS aleKBATHOU COMPOBOAUTENBHON Tepanuu,
HaTpaBJIeHHOW Ha KOPPEKIUIO IIUTOTIEHUW W KOAaryJOTMYECKUX Hapylie-
HUIi, XapaKTEepHBIX IJI 3TOrO BapuaHTa OCTporo Jieiiko3a. Kak u y Bcex na-
nueHToB ¢ OTIJI, He0OOXOMUMBIM YCIOBUEM SIBJIIETCS TpaHCGhY3US KOHLICH-
TPaTOB TPOMOOIIUTOB, IPUTPOLUTCOAEPXKAIIUX KOMIIOHEHTOB KPOBHU, CBE-
xke3amopoxeHHoi mnasMbl (C3IT) u kpuonpenunurara [58]. PekomeHay-
eTCd TMOJAEPXUBATh KOHIIEHTPAIMIO TPOMOOLMTOB B Mepudepuyeckom
kpoBu 50 x 10%/1 u BblIe. HecMOTPS Ha OTCYTCTBUE KOHKPETHBIX PEKO-
MeHaauuii no JieueHuto [IBC-cuHapomMa y 6epeMeHHBIX, KaK U Y BCeX Ma-
nueHToB ¢ OIlJI, no KynmupoBaHUS KOATyJOTMYECKUX HapylIeHUN peKo-
MEHIYeTCs TUIATeJIbHbIII MOHUTOPUHT TeMOCTa3a, OCOOEHHO B TMEPBbIC HE-
CKOJIbKO HeJleJb JieueHus [4].

XOTS eNrHOW TaKTUKU BEIEHUS TaKWUX MAIlMEHTOK JO HACTOSIIEro Bpe-
MEHU HE€ BBIPA0OTaHO, OOJBIIMHCTBO aBTOPOB CXOAATCS BO MHEHUM, 4TO
tepanus OITJI Bo BpeMst 6epeMEHHOCTU He JOJIKHA OTJIMYAThCS OT TAKOBOW
B o0weil momyasunu nanueHtos ¢ OI [42].

AHaJIM3 UCXOJHBIX XapaKTEPUCTUK 3a00JE€BAHUS U €r0 OCIOXHEHUU B
cpaBHeHUM ¢ obueit momynsuuein nauueHtToB ¢ OINJI nmpeacraBiaeH uccie-
noBatenbckoii rpynnoit PETHEMA. C nenbio mojyyeHusT MakKCMMaJlbHO
JIOCTOBEPHBIX OILIEHOK MPU BBIMTOJHEHUM 3TOTO aHaIW3a B 0a3y MaHHBIX
ObUIM BKJIFOUYEHBI BCE MALIMEHThI, KOTOPBIM ObUT ycTaHOBJEH auarHo3 OITJI
B nepuon ¢ 1996 mo 2012 r. [30]. MccrnenoBaTenssMu ObUIO MTOKA3aHO, 4TO
pacropenesieHUe TaKUX XapaKTePUCTUK, KaK CTaTyC COCTOSTHUS IO MSATUCTY-
neHyaToi 1kane BO3 mis ompeneseHus: oOILIEro COCTOSHUSI OOJIBHOTO
(mkana ECOQG), KoIM4YecTBO JICHKOUMTOB U TPOMOOLIMTOB, TPYIIIa PUCKA,
BapuaHT u30¢popmbl PML::RARA, Ob10 aHAaJOTMYHBIM ¢ HEOEpEMEHHBIMU
XKEHIIUHAMU TaKOTO Xe Bo3pacTa. Takxke aBTOPbI HA OTHOCUTEJIBHO OOJIb-
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1LIOW cepuu CciiydyaeB MPOAEMOHCTPUPOBATIU COMOCTABUMbBIE PE3YIbTaThl TE-
panuu y 6epeMeHHbIX XeHIH ¢ OIIJI ¢ HeGepeMeHHbIMU TTallMEHTKAMMU,
noJlydaBIIMMM aHaJIOTUUHbIE TepaneBTudyeckue nporpaMmbl [30]. Cxoxue
JNaHHbIe MPUBOAAT U aBTOPbI MeTaaHaIU30B [4, 31, 32].

C yueroM Toro, uro npumeHeHrue ATO Bo BpeMsi 6epeMeHHOCTH MPOTHU-
BOMOKAa3aHO U mporpaMmoil Beioopa mpu jgedeHuu OTIJI Bo Bpems Oepe-
MeHHOCTU sBiisgeTcss mporokon AIDA, B Hacrosiimee Bpemsi B OI'BY
«HMMUL remaronorun» MunH3sapaBa Poccuu paspabdbarbiBaeTcss KOMOMHM-
POBaHHBIN MOAXOA K BeleHUI0 6epeMeHHbIX auueHToK ¢ OT1JI B Buae BbI-
MOJTHeHUsT UHAYKIIMOHHOU XT 1, mpu HEOOXOAMMOCTH, YaCTU MPOTPaMMBbI
KOHconuaauuu no npotokoiay AIDA no pogopaspellieHusi, ¢ TaJbHEUIIIUM
MPOJOIKEHUEM Tepanuu ¢ ucrnoiab3oBaHueM ATO, 4TO MO3BOJSIET YMEHb-
IIUTh KaK TOKCUYHOCTb, TaK M JUIUTEJILHOCTD JICUEHUSI MAIlMEHTOK B MTOCTIE-
POIOBOM MepuoJe.

C 1998 no 2020 r. B <HMMULI rematonoruv» MunsnpaBa Poccuu B uc-
clienoBaHue ObUIM BKJIOYeHbI 15 6epeMeHHbIX keHuH ¢ OTIJL. VYV 1 mauu-
eHTku B nedrore OITJI mpowm3solnen caMONMpOU3BOIbHBINA a0OPT Ha CpOKe
OepeMeHHOCTU 7 Heleb, | MalMeHTKe BBIINOJHEH MEAUIIMHCKUI abopT B
aKyIIepCKOM CTallMOHApe Ha cpoke 17 Hemesb, Uy 3 MAallMeHTOK Ha CPOKe
oepemeHHocTH 24, 30 u 38 Heaeab MPOU30IILJIa aHTeHAaTaAbHas TUOEb 10~
na. Y 3 xenuuH rnpu auarnoctuke OITJI Ha cpoke recramuu 35, 36 u 37 He-
JIeJib 10 Hayajia Teparuy ObLUTO BBIITOJHEHO POAOPA3pPELICHUE XUBBIM ILIO-
noM. B manbHeiieMm 8 keHinuHaMm Oblia Hayata Tepanust OITJI. Ilpu npo-
JloHrupoBaHuu 6epemeHHocTy Tepanus OI1JI 6puta Havata y 7 XXeHIIUH Ha
cpoke recrauuu 20—34 Henenu (MeauaHa — 28 Heneb). Y OJHON M3 HUX
Tepanuio MPOBOAWIN B CBSI3U C AMATHOCTUKOU MO3IHEr0 reMaTOJIOTUYeCKO-
ro peuuausa OTLJI.

ITpu OINJI, mo cpaBHEHUIO C OPYTMMM BapUaHTaMU OCTPBIX JIEHKO30B,
OBLUTO OTMEUYEHO OOJIbIIIE CIydaeB HEOJarompusTHBIX UCXOIOB OEpPeMEHHO-
CTU (aHTeHaTaJibHasl TMOENb IJI0Aa, CAaMOIIPOM3BOJLHBIN aboOpT) B 1e0I0Te
3a00JIeBaHUS, YTO CBUIETEIBCTBYET O TSKECTU COCTOSIHUS MAIUEHTOK C
OIlJI B nebrote 3aboseBanus. [1pu cpaBHeHUN ¢ HEOEPEMEHHBIMU >KEHIIM -
Hamu ¢ OI1JI He OBUIO BBISIBICHO 3HAUMMOTO BIUSHUS (PakTa OEpeMEHHOCTH
Kak Ha aebroTHbie nokazatenu rpu O, Tak 1 Ha 3¢ HEKTUBHOCTD U Teue-
Hue nHaykuronHoro stana XT no nporpamme AIDA 110 rokasaTesisiM Here-
MAaTOJIOTUYECKOW TOKCUYHOCTH, IIyOWHE U IJIUTEIbHOCTU NIeprUoAa HEUTpo-
MeHUW W YacToTe WH(MEKIMOHHBIX M TeMOppParndecKuX OCJIOXHEHUN W
yactote pazputusd JC. OnHako mpu aHAJIN3€ OTAAIEHHBIX PE3YJIbTaTOB Te-
panuu OITJI 6bUIM MOJIydeHbl CTATUCTUYECKU 3HAYMMBbIE OTJIUYMS KakK B 00-
et BerkuBaeMoctu (OB), Tak u B 6e3peniuanBHON BeikuBaeMmoct (bPB),
YTO OBUTO OOYCIOBIIEHO 3HAYMMO OOIBIINM YKciIoM (25,0%) MO3MHUX peLu-
nuBoB OIJI cpenu XXeHUMH Mocyie poaopa3pellieHus] B CpaBHEHUU ¢ Hebe-
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peMeHHbIMU — 4,5%. TlpuueM CTONb BBICOKAsI YacTOTAa PELMIMBOB ObLIa

CBsi3aHA He ¢ OEPEMEHHOCTBIO, a C TPYObIM HApYLIEHUEM MPOrpaMMbl TEpa-

MUU B BUJIE OTKA30B OT MPOJOJIKEHUS JICUEHUS] Ha Tare MOAIepKUBatOLIei

Tepanuu. [1py BBIMOTHEHUHU JIAHAMAPK-aHAIU3a C TOYKOW 1LIEH3YpUPOBAHUS

Ha MOMEHT OKOHYaHUS Tepanuu MOKa3aHo, YTO MPU COOIONEHUU Mporpam-

MbI JIEYEHUST Pe3yIbTaThl JOJTOCPOYHOU BBIKMBAEMOCTH Y KEHIIUH, KOTO-

pbiM auarHo3 OIJI yctaHoBeH BO BpeMsi O€peMeHHOCTU, 3HAYMMO HE OT-

JIMYaJIMCh OT HeOepeMeHHbIX XeHIIUH. [Icuxonornyeckuii peHOMEeH OTKa3a

OT JIEYEHMSI TPYAHOOOBSICHUM, MOCKOJIBKY MPU APYIMX BapUAHTAX OCTPBIX

JIEUKO30B C Mbl 3TUM HE CTAJKUBAJIUCh. BO3MOXHO, 3TO O0YCIOBIEHO -

TEJbHBIM 2-JIETHUM 3TanoM nojaepxuBatoileil tepanuu. C mosiBIeHUEM

BO3MOXXHOCTU MPOBENECHUS Tepanuu y MaiueHToK ¢ npumeHeHuem ATO mo-

cJie poAopa3pellieHus MOoCAeAyIOIe 3Tanbl TePpauu MOTYT ObITh peaanu30-

BaHbl B paMKax npotokosa «<ATO + ATRA-CT», 4To MO3BOJIUT 3HAYUTETHHO

YMEHBUIUTH OOLIYI0 MPOAOKUTEIBHOCTh MEPUOAA JIeUeHUS U, BO3ZMOXHO,

YBEJIMYUT MPUBEPKEHHOCTh 3TUX KEHIIUH K Tepamnuu.

Takum 00pa3om, ocHOBHBIMU NpuHUMTIaMu Teparnuu OITJI, guarHocTu-

POBAHHOTO BO BpeMsl OEPEMEHHOCTH, SIBJISIOTCS:

1. ITpu nquarnoctuke OILJI B I TpumecTpe ¥ MPUHATUM PELIEHUS O TIPEPHI-
BaHUM OEPEMEHHOCTM MOKa3aHO HeMeljeHHoe Hauyano Tepanuu ATRA
wii ATRA + ATO (mocse moanucaHusi BCeX HE0OOXOUMBIX TOKYMEHTOB,
npenxycMoTpeHHbIX mpoTtokojoM Tepanuu OIIJI «<ATRA-ATO-CT», —
cM. nipotokoit), C3I1, KpronpeuunuTaToM, OOJIBIIUMU 103aMU TPOMOO-
KOHIIEHTpAaTa ¢ LeJIbI0 KyTUPOBAaHUSI TeMOPPArnieCcKOro CUHAPOMa; pu
HEOOXOIMMOCTH BBITIOJHSIOT M1a3Moo0OMeHHI (2 J1). TolbKo mocie Kynu-
pPOBaHUS TEMOPPATUYECKOTO CUHAPOMA MO MEAULIMHCKUM IMOKAa3aHUSIM
MpepbIBAOT OEPEMEHHOCTD 10 PEIIEHUI0 KOHCWIMYyMa U yepe3 2—3 nHS
pU OTCYTCTBUU TUIEPJIEHKOLIUTO3a BBOAAT MAAPYOUIIMH, MPEIyCMOT-
peHHbI mporpamMoil AIDA, niy npoaorKaT Tepanuio ¢ UCIOIb30Ba-
HueM ATO. Ilpu runepaeiikountosHoit opme OIIJI BBeneHue umpapy-
OUIIMHA BBHITIOJHSETCS B MepBbIil AeHb AuarHoctuku OT1JI.

2. IMpu mnarnoctuxke OIUI B II—III Tpumectpe (10 34 Hemesnb) HAYMHAIOT
XT B couetanuu ¢ ATRA (Ha 3TUX cCpokax MpUMeHeHue npenapara 6e30-
nacHo). B kauectBe XT pekoMmeHayeTcs MpoBeIeHUE TepauU MO MPOTO-
Koy AIDA. J103bl HUTOCTAaTUYECKUX MPETIAPATOB BBOAST B TIOJTHOM O0b-
eMe U3 pacueTa Ha IUIolalb TOBEPXHOCTHU Teja (POCT U Bec A0 bepeMeH-
HOCTH).

3. Ha ¢oHe GepemeHHOCTH TTpruMeHeHue TporpaMMbl ¢ ATO He peKoMeH-
JyeTCs M3-3a ero MOTEeHIMAJTbHOTO TEPATOT€HHOTO NEWCTBUS.

4. ITpu npuarnoctuke OITJI Ha cpoke 6epeMeHHOCTHU 34 Henmeau U OoJiee Ha-
yajo Tepanuu ATRA ¢ nmepBoro nHs TakxXe CYATAETCS 00513aTEbHBIM, HO
B 9TOM CJly4yae LEeJeco00pa3HO BBIMOJHUTL CHayajaa poAopaspelIeHue
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(kecapeBo ceuyeHue) Ha (h)OHE MACCUBHOU 3aMECTUTEbHON FeMOKOMIIO-
HEHTHOU Tepamuu B KauyecTBe AopoaoBoii moarotoBku (C3II, Tpombo-
KOHIIEHTPAT, KPUOTPEIUITUTAT, TIPU HEOOXOIUMOCTU TJIa3MOOOMEHBI).
B mocneponoBoM nepuoe cpoku Havdasia Teparnuu aHaJOTUYHbBI OTTUCAH-
HBIM BbIIIe. MOXeT ObITh UCTIOJIB30BaH JIIOOOW BapuaHT JieYeHUs] — KakK
MTPOTOKOJI.

5. KonmnuectBo TpomMOouuToB y 60abHON OIJI HyXHO moaaepXuBaTh Ha
ypoBHe He MeHee 50—60 x 10°/1, 10JKHA CBOEBPEMEHHO MTPOBOAUTHCH
KOppEKIINSI HapylIeHUH TIa3MeHHOTO reMocTasa.

6. [lpu coGmomeHn Bcex TpeOOBaHUI BBIOPAHHOTO IMPOKOJA Tepanuu
OIJI ¢ cobmoneHreM HEOOXONUMOro oobeMa Tepanuu U ee JIUTETbHO-
cTu 6epeMEHHOCTb U POJAbl HE BIUSIOT Ha porHo3 npu OIJI (umeroiiue
Mecto peunausbl OITJI, neyeHue KoToporo 6610 HaYaToO Ha (hoHe Oepe-
MEHHOCTH, OOYCJIOBJIEHBI OTKa3aMU KEHIIWH B TTOCJIEPOJOBOM MEPUOIE
OT JIeYeHUsI).

OcTpble MUENOUIHbIE NENKO3bI

OMJI aBnsercs Hanbosiee pacIipOCTPaHEHHBIM BapUAHTOM OCTPBIX JICKO-
30B, JUArHOCTUPYEMBIX KaK B IIEJIOM Yy B3POCIHBIX, TaAK M Y OepeMEeHHBIX
JKEHIIWH, Ha 10110 OMJI IpuxoauTcs ABe TPETH BCEX CIIydaeB OCTPBIX JIeii-
KO30B, IMAarHOCTUPOBAHHBIX Y OepeMEeHHBIX XeHIIUH [59]. BoablIMHCTBO
ciyyaeB OMIJI nuarnoctupyioT B II u III TpumecTpax OGepeMeHHOCTH, U
TOJILKO OMH M3 TISITU BBISIBISIIOT B | TpuMecTpe, 01HAKO, BO3MOXHO, 3TOT
IoKasaTeJib 3aHMKEH 3a CYeT CaMOIIPOM3BOJILHOTO IIpephIBaHUs OepeMeH-
HOCTW Ha paHHUX CpOKax B Hayayie 3aboneBanus [60].

Het naHHBIX 0 TOM, YTO OEPEMEHHOCTb MOXKET SIBUThCS (DAKTOPOM pHCKa
passutuss OMJI [61]. TIpu >TOM HEKOTOpHBIE aBTOPHI CUMTAIOT, YTO Oepe-
MEHHOCTb MOXET KaK CIIOCOOCTBOBATh IMPOrPECCUPOBAHUIO OCTPOTO JIEHKO-
3a [25], Tak 1, HAOOOPOT, MacKHUpPOBaTh ero [62]. B mBeackoM MTOMyIsIu-
OHHOM HCCJIEIOBAaHUM, B KOTOPOM ObLI OLIEHEH OTHOCUTEJIbHBIN PUCK pa3-
Butusg OMJI Bo BpeMmsi 6epeMeHHOCTH, MOKa3aHo, YTO pUcK pa3Butust OMJI
y OepeMeHHBIX MOYTU B 2 pa3a HUXKE MO CPaBHEHUIO ¢ HeOepeMEeHHBIMU
KEeHIIUMHAMU AeTopoaHoro Bo3pacta (15—50 yer) [63]. ABTOpPBI OOBSICHSIIOT
3alIUTHOE IeiicTBue 6epeMeHHOCTH 0T OMJI pa3BUTUEM CIOXHBIX U3MEHE-
HUII B UMMYHHOM CUCTeMe, KOTOPbIE IMTOTEHIIMAIbHO MOTYT MPEMsTCTBOBATh
JeikemoreHesy. [Ipuuem nociie pogoB BeposiTHOCTh 3a001eTh OMJI ObICT-
PO CTAHOBUTCS MIEHTUYHOM TaKOBOM B momyysitiu. OIHAKO aBTOPHI TAKXKe
OTMEYaloT BO3MOXHYIO IOTPEIIHOCTh B UX pacuerax, 00yCIOBICHHYIO IIJI0-
xoit peructpupyemoctbio OMJI B I TpumecTpe 6epeMeHHOCTH 3a CUET 00JIb-
el YacTOThI CIOHTAHHOTO IPEPbIBAaHUS OEPEMEHHOCTH TIPY HAJIMYMU I1a-
TOJIOTMYECKOTO TIpoliecca Y XKeHIIUHEI [63].
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B nutepaTtype Takxke omucaHbl Cly4yad HEMPOAOKUTEIbHBIX CITOHTAH-
HbIx pemuccuit OMJI nmociie poaopaspelleHus y KeHIIUH, Y KOTOPbIX 3200-
JeBaHue ObLI0 AuarHoctuposaHo B 111 TpumecTpe GepemeHHOCTU [64].

ITepsbie nonbiTky JieueHuss OMIJI Bo BpeMsi 0epeMEeHHOCTU MpeanpuHu-
MaJIu C UCIOJb30BAaHUEM T€X METOJO0B T€pPANuU, KOTOpbIe ObLIM B apceHasie
KJIMHAYECKOU MEAULIMHBI HA TOT MEPUOA BPEMEHU, — ITO JIy4eBasl Teparnusi
[65], MepkanTOMypuH Kak B KayeCcTBe MOHOTepanuu [66], Tak U B codyeTa-
HUU C BUHKPUCTMHOM, METOTPEKCATOM M MPEIHM30JI0HOM [67], a Takxke
LIMTapabUH B COYETAHWU C THOTyaHUHOM [68—71].

BonbmimHeTBO coBpeMeHHbIX cxeM JieueHuss OMIJI, ucnonb3oBaHue Ko-
TOPBIX OMKUCAHO Y OEPEMEHHBIX XEHIIUH, OCHOBAHbI Ha COYETAHUU LIUTapa-
OuMHA C aHTPAUUKIMHOBBIMU aHTUOUOTUKAMU (IayHOPYOUIIMHOM, WUAAPY-
OMUMHOM WJIM NOKCOPYOMLMHOM). layHOpYOULIMH cuMTaeTcsl 0oJjiee mpea-
TMOYTUTEJIbHBIM, TTOCKOJIBKY TECThl Ha >XMBOTHBIX MOKAa3aJu MEHEe BbIpa-
JKEHHBIU TepaToreHHbI 3(hGheKT Npu ero UCMOAb30BaHUU MO0 CPABHEHUIO C
JIOKCOPYOUIIMHOM, TeM 0oJiee UTO JOKCOPYOULIMH HE SIBJSIETCS PEKOMEHY-
eMbIM TipeniapaToM mjs jiedeHus OMJL. MnapyOuiiuH Takxke SIBJISIeTCS [10-
MYCTAMBIM BapUAHTOM B COYETAHWU C LIUTApaOMHOM; OJHAKO U3-3a OoJiee
JUNOMPUIBHON CTPYKTYpPbl TEOPETUUYECKU CYIIECTBYET BO3MOXHOCTH IMPO-
HUKHOBEHUS €T0 Yepe3 IUIALEHTY U YBEJIUYECHUS BEPOSITHOCTU KapIAUOTOK-
cUYHBIX 3¢ dekToB y ioaa [2]. OnucaHbl ciiyyau YCIENTHOTO MPUMEHEHUS
BO BpeMs OEpPeMEHHOCTHU LIUTapabuHa B BRICOKUX 103ax (3 r/m2) [72], Turno-
METWIMPYIOLIIETO TperapaTa azallUTUAMHA B KayecTBe MoHoTepanuu [73]
b0 B couetaHuu ¢ uaruouropoM FLT-3 copadenundom [74], a Takke UH-
rudburopa BCL-2 BeHeToksakca B couetanuu ¢ XT (o nmporpamme «HAM»
¢ uMrapabuHoM B go3e 1 r/m?) [75].

Hapsiny ¢ OosibliMM KOJTWYECTBOM OMUCAHUN KIMHWUYECKUX CIIydyaeB
OMIJI y 6epeMeHHBIX XEHIIWH U CepUil HAOIIOACHUIN pa3IMYHbBIX TPYTIIT UC-
ciemoBareieil, B muTeparype, HaunHas ¢ 1940-x — 1950-x rr. [76, 77], npu-
CYTCTBYET PSii METAaHAJIIM30B, B KOTOPBIX MPEICTABICHO OOCYXIEHUE pe-
3yJbTATOB JieueHUs1 Y OepeMeHHbIX XKeHIIUH ¢ OMJI u ucxomoB GepeMeH-
HOCTEH.

B 2018 r. N. A. Horowitz et al. [37] onyOiuKoBaau MeTaaHaJIu3 MyOau-
Kauuii ¢ ssHBapst 1966 r. mo aBryct 2014 1. ABTOpBI NTpOaHATU3UPOBATU
138 cnywaes OMJI, nuarHOCTUPOBAHHBIX BO BpeMs OEPEMEHHOCTH B MEPU-
on ¢ 1955 mo 2013 r. W3 at0it KoropTsl 67,4% MalMEHTOK TOJyJally Jieue-
HUe BO BpeMst 6epeMeHHoCTH, 17,4% — mocie mpepbiBaHUsSI 6epeMEHHOCTH,
15,2% — mocne pomopaspetnenust. Y 22,0% 6epeMeHHBIX XXEHIIUH IUarHO3
6bL1 ycTaHoBJeH B | TpuMectpe, y 54,0% — Bo 11 ny 22,0% — B 111 Tpume-
ctpe. JIBa citydast ObUTM AUArHOCTUPOBAHBI BCKOPE TMOCJE POAOB, & B OTHOM
ciaydae uHdopmauus He Obuta coobuieHa. B 58,0% ciyyaeB ObUIM MCIIOJb-
30BaHbI 7151 JICYEHUS CXEMbI, OCHOBAHHbBIE HA COYETAHUU LIUTapaOuHa C 10-
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KCOPYOMIIMHOM, UAapyOUITMHOM, TayHOPYOUIIMHOM MM MUTOKCAHTPOHOM.
CxeMbl JjieueHUsT Oe3 WMCITOJTb30BaHUs AHTPALUKIMHOBBIX aHTUOMOTUKOB
ObLIM Ha BTOPOM MECTE IO 4acTOTe BbIOOpa TakTuku Tepanuu (34,0%), 3a
KOTOPBIM CJIEIOBAJIM TOJIbKO TJIIOKOKOPTUKOCTEPOUIIBI, MPUMEHSIEMbIE B
KayecTBe CAEPKMBAIOIIE Tepanmuu 10 MOMeHTa poaopaspelueHus (8,0%).
C nomo1iibio MHOTO(aKTOPHOTO aHaIM3a aBTOPHI M0Ka3ajau, YTO TOJHKO B
TeyeHue TocienHux aecsatuiaetuit, korna ¢ 1993 r. kypc XT «7 + 3» cran
cTaHaapToM IporpamMmMHoit Tepanuu OMJI, neyeHue 6epeMeHHbIX XKEeHILUH
¢ OMJI crano HaueneHo Ha goctuxeHue [1P. BeposATHOCTh mOCTUXEHUS
ITP Bo Bceit aHanu3upyeMoit Koropte coctasuia 70,0%, rpu ucnosb3oBa-
HUU mporpammsl «7 + 3» Bo BpeMst 6epeMeHHOCTH aocturia 87,0%, mipu
MPOBEIEHUM Tepamnuu rnocie pogopaspenieHust — 82,0%, 4To cOnmocTaBUMO
C pesyJibTaTaMU y HEOEPEeMEHHBIX JKEHIIIMH COOTBETCTBYIOIIETO BO3pacTa
[78]. Takxxe aBTOpbI HE BBISIBUIM pasiuuuii B yactore goctuxeHus ITP
Mexay xkeHinuHamu, nonydyaBmmmmMu XT Bo I unu B 111 TpumecTpax Gepe-
menHocTtu (83,0% u 80,0% coorBeTcTBEeHHO). BblI coenaH BBIBOL O TOM,
YTO OEPEeMEHHOCTh He OKa3bIBAeT HEOJIATOTIPUSITHOTO BIMSHUSI HA BEPOSIT-
HocTh goctrxkeHus ITP. B nenom OB y 6GepemenHbix 6bu1a Ha 30,0% Huke,
YyeM y HeOepeMEeHHBIX XEeHIINH COOTBETCTBYIOIIEro Bo3pacrta [79]. ABTOphI
BBICKA3JIM TIPEAIIOI0XEHNE O BO3MOXHOCTU 00Jiee «arpecCUBHOI OMOJIO-
run» OMIJI Bo Bpemss OepeMEeHHOCTHM, OJHAKO HE WCKIIOUWIM WU ApYyrue
TPUYUHBI; BBIOOP caMO MallMeHTKN (OTCpOYKa Havaja JiedeHusl, HeCoOJIo-
JIEHWE TIPOTOKOJIOB U T. 1.), U3MEHEeHUs B (h)apMaKOKWHETUKE IIUTOCTaTHYE-
CKUX TIPEIapaToB, MPUBOISIINE K CHUKEHUIO KOHIIEHTPAIIMY TIPErapaToB
B kpoBu [80], HapyllleHHe WHTEPBAJOB MEXAY KypcamMu, HEIOCTaTOYHAs
TpaHCTUTAHTAIIMOHHAS aKTUBHOCTh Y 9TUX MAlIMEHTOK, a TaKXKe MCITOJIb30-
BaHWe HU3KOMO3HBIX mporpaMMm XT. Cremyer oTMETUTh, YTO TIpY aHAIN3e
KOTOPTHI MAllMEHTOK, KOTOPBIM Tepanuio MpoBoAuIn 1o cxeme «7 + 3», OB
HE YCTyIaja TaKOBOU y XEHIIWH, Y KOTOPBIX TUarHO3 ObLT YCTAaHOBJIEH BHE
6epemenHocTH, U cocrasuna 79,0% [37].

B npyrom MeraaHanuse AaHHBIX JIMTEPATYPHBIX MCTOUYHWUKOB, BBITION-
HeHHoOM A. Chang u S. Patel [28], Obl1a mpoaHanM3uMpoBaHa yacTtoTa J10-
crukeHus [1P y 83 xenwmun ¢ OMJI, nonyuyasmux XT Bo BpeMs 6epeMeH-
HocTH ¢ stHBapst 1969 r. o nioHpb 2014 1. Y 9,6% xenuH nuario3 OMJI
ObL1 ycTaHoBieH B I TpuMmectpe GepemeHHocTH, ¥ 73,5% — BOo Il my
16,9% — B 111 TpumecTpe GepemeHHocTH. [1pu aHATM3e BEPOSITHOCTH J0-
ctxeHus [1P aBropamMu ObUTH TTOJTyYeHBI TaHHBIE, AaHAJIOTUYHbBIE Pe3yJib-
tataMm N. A. Horowitz et al. [37] — 80,0% (100,0% — mnpu AuarHOCTUKE
OMIJI B I tpumectpe, 81,0% — Bo 11 1 67,0% — B 111 TpumMecTpe OepeMeH-
HOCTH).

B ykazaHHBIX ITyOIMKALUSX TPAKTUYECKU HE ObLIO MPEICTABICHO aHATH-
3a MHULIMAJbHBIX TToKazatenaeir OMIJI, mpoTekaroniero Ha (poHe OGepeMeHHO-
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ctu. OmHaKoO B ONHOW M3 MyOJMKAIMii, ONMKMCABIIMX HauOOJee MHOTOYNC-
JIEHHYIO TpYNITy OepeMeHHBIX MAlMEHTOK C OCTPBIMU JIeKO3aMU, YCTAaHOB-
JIEHO OTCYTCTBUE Pa3INUMii B pacTipeie/IeHUN Ha TPYIIIIbI IIUTOTEHETUIECKO-
ro pucka cpeir OepeMEeHHBIX W HeOepeMEHHBIX XEHIIWH JIeTOPOIHOTO
Bo3pacTta [81].

Takum obpazom, OOJBIIMHCTBO MCCeaOBaTeNe CXOASATCS BO MHEHMHU,
yTo (pakT OepeMEeHHOCTM Ha MOMEHT auarHoctuku OMJI He okasbiBaeT
BJIUSTHUST HA HETIOCPEICTBEHHbIE Pe3ybTaThl MHAYKIIMOHHON Tepanuu, HO,
BO3MOXHO, MOXET UMETh 3HaUeHUE TIPU OLICHKE OTAAJIEHHBIX PE3y/IbTaTOB
Teparuu 3TUX MallMeHTOK. TeM He MeHee HEKOTOPhIe MCCIIe0BaTeIN OIMK-
CBHIBAIOT Xy/lue pe3yabrarsl Teparnu OMJI y 6epeMeHHBIX KXEeHIIUH, YeM B
obueit monyasuuu [82, 83].

B HMMUII remaronoruu u3 50 nauueHtok ¢ OMJI y 3 XXeHIIUH A1MarHos
OMUJI 6b11 yctaHoBJieH B | TpumecTpe 0epeMeHHOCTU, U UM 10 Hadajna XT
ObLIO BBIMIOJHEHO TMpepbIBaHKE GEpPeMEHHOCTH, y 16 XEHIIUH, Y KOTOPBIX
OMJI ObL1 AMArHOCTUPOBaH Ha cpoke recrauuu 31—40 (megnaHa — 36)
HeJleJib, ObLTO BBIMOJIHEHO pofopa3pelleHue, y 1 nauueHTku Ha 20-ii Hene-
Jie 6epeMeHHOCTH B nedrore OMJI mpou3soliuia aHTeHaTaabHAask THOEb TUIO-
na. Bcem umMm B nanbHelemM Obia nipoBeaeHa Tepanus OMJII B cooTBeTCT-
BUU C BBIOpaHHBIM MpoToKojoM. Ha ¢oHe nposoHrupoBaHust 6epeMeHHO-
CcTU Ha cpoke recrauuu 13—32 (meauana — 23) Henenu y 31 (62,0%) xeH-
mUHbL 0buTa HayaTa XT Mo pa3aIUuYHBIM MPOTOKOJIAM.

ITpu ananusze Kak «0OJE3Hb-OOYCIOBIECHHBIX», TaK U <«IAllUEHT-00Y-
CJIOBJIEHHBIX» (pakTOpoB pucka B nedrore OMJI Ha hoHe GepeMEeHHOCTH U Y
HeOepeMEHHBIX XKEHIIMH HEe BBISIBIIEHO 3HAYMMBIX OTJIMYUI B pacmpeesie-
HUU TI0 IUTOTEHETUYECKUM TapaMeTpaM M, COOTBETCTBEHHO, Ha TPYIIIIbI
nporHoza OMIJI o ELN [84], a TakXe Mo 4acToTe 3KCTpaMeayJUISIPHOTO
nopaxenus npu OMJI, remopparnuecknx U MUHGEKIIMOHHBIX OCJTOXHEHU,
YTO CBUIETENICTBYET O TOM, YTO (haKT OEpeMEeHHOCTH Ha MOMEHT TUarHOC-
Tk OMJI He okasas BIUSHUST HA MHUIIMATbHBIE XapaKTePUCTUKU 3a00J1e-
BaHUS U COCTOSIHME MAllMeHTOK Ha MOMEHT auarHoctuku OMIJI. Takxke He
OBIJIO BBISIBJIEHO PA3TUIYUI B BBHITTOTHIEMOCTH U 3(D(HEKTUBHOCTH UHIYKIIU-
oHHoro aTtana tepanuu OMJI.

ITpu aToMm Oblna BhISIBIeHA 3HaUuMMO xyamiass OB y XeHIIMH, KOTOpbIM
nuarHo3 OMJI ObLn ycTaHOBJIEH BO Bpemsi 6epeMeHHOCTU. OJHaKo ObLIO
OTMEUYEHO, YTO BHITTOJTHEHUE TPAHCIIAHTALIMU aJUIOTEeHHBIX TeMOTIO3THYe-
CKUX CTBOJIOBBIX KJIeTOK (ajuto-TT'CK) mo3BossieT 3HaYuMO YJIy4IIUTh TO-
KazaTeu JOJTOCPOYHOM BBIKMBAEMOCTH Y 3TUX MaLlMeHTOK [85]. DTo cTalio
OCHOBaHMEM /11 BHECEHUS BO Bce MPOTOKOJbI Tepanuu OMIJI 6epeMeHHO-
ctu B nedrote OMJI kak dhakTopa HEOJIArONMPUATHOTO MPOTHO3a, U MallUeH-
TKU 3TOUW KaTeropuu, BHE 3aBUCUMOCTHU OT APYTUX (PaKTOPOB prCKa, SBIISI-
10TCS KaHauaatamu Ha BbinogHeHue amio-TI'CK B nepsoii ITP OMJI.
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Takum 00pa3om, OCHOBHBIMU TpuHLIMTIaMu Tepanuu OMJI, nuarHoctu-

POBAHHOTO BO BpeMsl OEPEMEHHOCTHU, SIBJISIOTCS:

1. [Tpu nuarHoctuke OMJI MHAYKIIMOHHOE JIeYEHUE OCYIIECTBISETCS IO
cTaHIapTHOM Tporpamme «7 + 3».

2. JayHopyouuuH B 103e 60 Mr/M2 B CyTKM Ipu OEPEMEHHOCTHU SIBJISIETCS
AHTPALUUKIMHOBBIM aHTUOMOTUKOM BbIOOpa. BO3MOXHO Mcmonb30BaHuE
upapyoununa, 12 Mr/m2/cyt, — oH CTOJNb Xe 2((HEKTUBEH, KaK U JayHO-
pYOUILIMH, OJHAKO 3TOT Mpernapar BCIEACTBUE JUMOMWIBHOCTH TTPOHU-
KaeT yepe3 reMaTorIalleHTapHbI 0apbep W MOTOMY JOJKEH OCTaBaThCS
B pe3epBe (Hampumep, Ha ciydyail OTCYTCTBUS PEMUCCUU TMOCJE MePBOTO
Kypca ¢ JayHOpYyOULIMHOM JIMOO npu auarHoctuke OMJII B ucxone mue-
JIOAUCIUIACTUYECKOTO CUHIPOMA).

3. Ilpu tepanuu OMJI, npoTeKalollero ¢ runepaeiKouuTO30M, IUTOPETYK-
LIUST OCYILECTBJISIETCS BBIMOJHEHUEM JieliKahepe3oB C MepeHOCOM BBee-
HMSI aHTPALIMKIIMHOBBIX aHTUOMOTUKOB Ha TIOCJEeNHUE AHU Kypca. Ecim
HET BO3MOXHOCTHU BBITIOJTHUTH JieliKadepesbl, TO IIUTOCTaTUYECKOE BO3-
JeicTBME HEOOXOAMMO HayaTh TOJBKO C LMUTapabuHa, MPeayCMOTPETh
rasmadepessl B TiepBble THU Kypca «7 + 3» (B oobeme 1 J1) ¢ 3ameleHreM
ansoymuHoMm, C3I1 (B MeHblIlIel cTerneHn (U3UOJIOTUYECKUMM PaCTBOPOM)
B MHTEpBaJie MEXJIy BBEACHUSIMU IUTapabUHa, a BBEICHNE aHTPAIIUKIIU-
HOB TIEPEHECTU Ha KOHell Kypca (cM. [TpoTokon MHAYKIMOHHOM (a3bl Jie-
YeHUsI OCTPBIX JIEMKO30B, IIPOTEKAIOIIMX C TUIEPIEKOLUTO30M [86]).

4. Tlocne BBIMTOJTHEHUSI TEPBOTO WHIYKIIMOHHOTO Kypca XT KOHTpOJb-
HYIO TYHKIIMIO KOCTHOTO MO3Ta BBITIOJHSIOT B OOBIYHBIE CPOKM — Ha
28-i1 1eHb mocje Kypca.

5. pu poctmxenuun I[P HeoOxoaumoe YKUCIO KypCcOB KOHCONMUAALNU
ornpeaensieTcss cpokoM OepemeHHOCTU. ClielyeT pacCUMTHIBATH BpPEMS
BBITIOJTHEHUSI KYPCOB TaKUM 00pa3oM, YTOOBI MEXTY MOCIETHUM KypCOM
U poaopa3pelieHUeM ObUT TMTPOMEXYTOK KaKk MUHUMYM 2 Henesiu. Poabl
JKeJIaTeNIbHO TIIaHUPOBaTh Ha cpoke 34—36 Hemesb.

6. BpeMeHHOI MHTEpBaJI MEXAY POAaMU U HadajaoM cieayiomero kypca XT
JIOJIKEH COCTaBJISITh Kak MUHUMYM (!) 2—3 Hepenu. B 3t cpoku oT™Meua-
eTcs TiyooKuii uUMMyHoaedUUUT, 1 paHHee Havasio Kypca XT Oyner co-
TPOBOXKIATHCS TSKETBIMUA MH(MEKITMOHHBIMU OCITOXKHEHUSIMU.

7. MakcuMaJIbHO JOMYCTUMBII MHTEPBaJI Mexny Kypcom XT mepen poagamu
M TIOCJIEPOIOBBIM KYPCOM MOKET COCTaBJISITh 5—O6 Helesb, eClii paHee
nocturnyta ITP.

8. B ciryyae, eciiu peMuccus He JOCTUTHYTA, TAKTUKA JICUEHUS 3aBUCUT OT
CTEMEeHU YMEHBIIECHUS OMYXOJEBOM MacChl U CPOKa OEPEMEHHOCTH.

9. Ecnu mociie nmepBOro Kypca WHAYKIUHU MPOU3OILIO CYIIECTBEHHOE CHU-
JKEHUE TIPOIIeHTa OJAaCTHBIX KJIETOK, CJIEeMyeT TOBTOPUTH aHAJOTUYHBIN
kypc XT (ecnu mo3BoJISIET CPOK OEPEMEHHOCTU — He Oosiee 34 Henenb).
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Ecnu cpok mpeBbiiaer 34 Hemenu, TO Jydllle 3alIaHUPOBATh POAOpa3-
pelieHue, a 3atem nposectu Kypc XT.

10. Ecnu cpok 6epemeHHOCTH MeHee 34 Henesb U nocie nepBoro kypca XT
MPOLIEHT OJIACTHBIX KJIETOK YBEJTWYMJIICSI, OCTAJICS TMPEKHUM WJIM CHU-
3uics b Ha 20%, TO MOXKHO MPeIyCMOTPETh MHTEHCU(UKALIIO Te-
parmuu. MHTEeHCH(BUKAIINIO MOXHO OCYIIECTBUTH B paMKax MporpamMMbl
«7 + 3» (3aMeHa JayHOPYOMLIMHA HA UAapyOuLUuH B 1o3e 12 mr/m?2). On-
HaKoO TpU OYeBUIHON pehpaKTepHOCTU ¢ HapacTaHUEM 0J1acTO3a MOXKET
BCTaTh BOIPOC O BBHITTOJIHEHUU TPOTPAMM C IIUTAapaOMHOM B BBICOKMX
J103aX B YCJIOBUSIX MHTEHCUBHOM COMPOBOAUTEBHOM Tepanuu.

11. Ecnu cpok 6epemeHHOCTU 34 Heaeau U OoJiee, peMUCCHs HE TOCTUTHYTA
W UMeeTCsl HeOOXOMMMOCTh MHTeHCU(UKAILIMU, TO JIyYllle 3arIaHUupO-
BaThb polopaspelieHue (00s13aTeIbHO OOCYIUB C HEOHATOJOTaMU BO3-
MOHOCTb BbIXa>KMBaHUsI HOBOPOKJIEHHOT0), a TIOTOM IMPOBECTH 3arijia-
HUPOBAHHBIN MHAYKUUOHHBIN Kypc XT.

12. TTocne ponopaspeuieHus rporpamma X T He OTIMYAETCS OT POrpaMMbl
neyeHrst OMJI y octaibHBIX OOJBHBIX B COOTBETCTBUY C BBISIBICHHBIMU
B nebroTe 3a00jeBaHus (pakTOpaMu pucKa.

13. Boababie OMJI, KOTOPBIM AMATrHO3 YCTAHOBJIEH Ha Pa3JIMYHBIX CPOKaX
OepeMEeHHOCTH WIM B PaHHEM TOCJIEPOJOBOM TEPUOJIE, TOIKHBI OBITH
OTHECEHBI K TPYIIIe HeOJAarompusITHOTO MporHo3a. [Toatomy oHu sIBIISI-
I0TCSI KaHIUAatamu Ha BeinosHeHue awio-TI'CK B MakcuMasibHO paH-
HUE CPOKMU.

14. TToaToMy MOMCK MOTEHIIUATLHOTO (POICTBEHHOTO MW HEPOACTBEHHO-
T0) MOHOPA TOJKEH OBITh MHUIIMMPOBAH eIlle Ha ATare WHAYKIIUN,/KOH-
conupanuu. TpaHCIUTAaHTALMSI MOXET ObITh BBITIOJIHEHA Yepe3 3—4 Mme-
csla Mocjie poaopa3pelIeHUs.

OcTpble AMMdo6nacTHbIe TEUKO3bI

Ha octpole num@obaactHbie Jeiiko3sl (OJIJI) mpuxoauTcsi OKOJIO TpeTu
BCEX CJIy4aeB OCTPBIX JICHKO30B KaK y OepeMEeHHBIX KCHIIUH, TaK U B 00-
LIel TOMYJISLIMU MMallMeHTOK PENpOIyKTUBHOTO Bo3pacTa. MennaHa Bo3pa-
cta naueHToK ¢ OJIJI u 6epemeHHOCTBIO cocTaBisieT 28—30 jet [2]. Kak u
Mpu APYTUX reMo0J1acTo3ax, B IUTepaType MpeACTaBIeHbl eIMHUYHbBIC OMK-
CaHUd WU Cepuu ciaydaes [6].

ITo maHHBIM, IpeACTaBICHHBIM B IUTepatype, 1 tedeHus OJIJI Bo Bpe-
Ms1 OepeMEeHHOCTU MPUMEHSIIN cxeMbl XT ¢ MCMONMb30BaHUEM BUHKPUCTU-
Ha, JOKCOpyOMIMHA, MPEeIHU30I0Ha, nuKiIodochamuna u L-acnaparnna-
3b1 [87]. OpHAKO Mpu 6EPEMEHHOCTH € YYETOM ITOTEHILIMAIbHOTO TEPAaTOreH-
HOTro JEICTBUS pPEKOMEHIYETCsl M30eraTh MCIOJBb30BaHMS METOTpeKcaTa,
B TOM YHUCJI€ M eT0 MHTpaTeKalbHOTO BBeaeHus [21, 22, 88], a Takxke L-ac-
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rMmaparuHasbl, MPUMEHEHUE KOTOPOW BO BpeMsi OepeMEeHHOCTH Hapsiiy ¢
BO3MOXHBIM T€PATOT€HHBIM BO3AeiCTBHEM [89] MOXET BBI3bIBATh KOAryJio-
ruveckue HapylieHUs, YCYTyOJIsioniue CBOMCTBEHHYIO TEUeHUI0 OepeMeH-
Hoctu runepkoaryiasauuto [21, 90]. be3onacHOCTb OCTajlbHbIX Oa3UMCHBIX
MpenaparoB, UCIOIb3YeMbIX B 60abIIMHCTBE cxeM Tepanuu OJIJI, HeogHO-
KpaTHO J0Ka3aHa pa3NYHBIMU aBTOpPaMU, OCOOEHHO MPU MPUMEHEHUN WX
Ha MO3AHUX CpoKax recrauuu [21].

B uenom taktuka BeneHus nauueHTok ¢ OJIJI Bo Bpemsi 6epeMeHHOCTU
HE OTJIMYaeTCsl OT TAKOBOW TPU JAPYTUX BapraHTaX OCTPHIX JIEWKO30B. B yin-
TepaType He TpPEeNCTaBIeHbI JaHHbIE KPYIMHBIX METaaHaJIU30B, B KOTOPBIX
ObL1a Obl OXapaKTepu30BaHa 3Ta KaTeropus MauueHTOK.

B 2009 r. Poccuiickoii KoonepupoBaHHON IPYIION MO JICUEHUIO OCTPBIX
JIEKO30B ObUIO MHUIIMMPOBAHO MPOBEACHNE MPOCIEKTUBHOTO MHOTOIIEHT-
poBoro kiumHuueckoro uccienoBaHust «OJIJI-2009», B paMKax KOTOpOro
OBLJIO TIPUHSITO PellleHNe O BKIIOYEHUM B MCCIIeOBAHUE XXEHIIWH, IMarHo3
OJIJI koTOpbIM OBUI YCTAHOBJIEH Ha Pa3JUWYHbIX CPOKaXx OEpeMEHHOCTH.
[TpUHIIMTIOM 3TOTO MCCIEMOBATETHLCKOTO TTPOTOKOJIA SIBJISIETCS] HETIPEPhIB-
HOCTD JIEYEHMST C MoAMpUKaMeil 103 IIMTOTOKCUYECKUX TIperapaToB B 3a-
BUCHUMOCTHU OT CTEIIEHU MUEIOCYIIPECCUN U BO3MOXHOCTBIO TIepeHoca Cpo-
KOB HX BBEACHHUS B 3aBUCUMOCTM OT KJIMHMYECKO cutyamum [91—94].
B nocnenyoiemM, yxe B pamkax mporokosa «OJIJI-2016» [95], ata padota
OblIa TIpojoKeHa. TONMbKO BKITIOUEHUWE OEpPeMEHHBIX KEHIWH B MHOTO-
IIEHTPOBBIE KIIMHNUYECKUE PAaHIOMU3UPOBAHHBIC UCCICIOBAHUS C TTPOBEIC-
HueM XT Mo egMHOMY MPOTOKOJIY Ha PA3TUYHBIX CPOKaxX TecTallii MOXEeT
MO3BOJIUThH TIPOAHAJM3UPOBATh U OMUCATh XapaKTEPUCTUKN OCHOBHOTO
3a00JIeBaHUsI, MMAaTHOCTUPOBAHHOTO Y OepEeMEHHBIX XEHIINH, a TAaKKe 0CO-
OCHHOCTU €ro JieueHUs y OepeMEHHBIX W CPaBHUTh OTU TapaMeTpbl U
3(hGEKTUBHOCTD Tepanuu ¢ TMAIMEHTKAaMU B OOIIei MOy,

C 1995 mo 2021 r. B ucciegoBaHue ObLIA BKIIOYEHBI 37 XKeHIIUH, ¥ | u3
HUX BO BpeMst 0epeMEeHHOCTH ObUT KOHCTaTUPOBAH MO3IHWI peIMINB 3200~
JieBaHUS Uy 36 Ha pasIUUHBIX cpokax rectamuu auarHo3 OJIJI 6wut ycra-
HOBJICH BIIEPBHIC.

Ha ocHoBaHUM WMMMYHO(DEHOTUITMYECKOTO WCCIEIOBAHUS OJIACTHBIX
KJIETOK C MCIOJIb30BAaHUEM CTAHAAPTHOW MTMArHOCTUYECKOW TaHeIn aHTH-
Teny 23 u3 36 (63,9%) GepeMeHHBIX KEHIITMH ObUT AMAarHOCTUPOBaH B-Kie-
touHblii BapuaHT OJIJI nmo knaccudukanuu EBporeiickoii rpynmbl Mo UM-
MYHOJIOTMYECKOMY orucaHuIo Jjieiiko3oB (European group of immunologi-
cal classification of leukemias, EGIL) [96] uy 13 u3 36 (36,1%) — T-OJLII.

Hauwnnas ¢ 2009 r. Bce 6epeMeHHbIE XXeHIIMHbI, KOTOPbIM ObLIT YCTaHOB-
JieH nuarHo3 OJIJI (n = 23), ObLIM BKJIIOUEHBI B MHOTOLIEHTPOBbBIE MPOCTIEK-
TUuBHBIE UcciaenoBanus tepanuu OJIJI y B3pocibix manueHToB «OJIJI-2009»
u «OJIJI-2016». ITpu nevernun OJIJI Bo BpeMs GepeMeHHOCTU ObUIM JOIYC-
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TUMBI OTKJIOHEHUSI OT MPOTOKOJA: TIPU BBIMOJHEHUN UHAYKIMU PEMUCCUU
HE OCYIECTBsUIN BBeAeHUsT L-acnaparnuHasbl, KOTOPbIe ObLUTM BBITIOJIHEHBI
rnocJjie poaopa3pelieHus] MPU MPOBEICHUU KOHCOJUIALMUA PEMUCCUU. DTO
ObLUIO 00YCJIOBJIEHO BHICOKUM PUCKOM Pa3BUTHUS IMpU Tepanuu L-acnaparu-
Ha30i TpoMOOreMopparnyeckux OCAOXKHEHU, OTCIONKY TIALIEHTHI, KOTO-
pble OMUCaHbI B IUTEpaType U Habaoganuch Hamu panee [7, 21, 97]. Onna-
KO MalMeHTKaM, Y KOTOpbIX Ha oHe I da3bl MHAYKIIMU peMuccuu He Oblia
nocturnyta [P, L-acnmaparuHa3dy BBOAWIM MOJ KOHTPOJEM IapamMeTpPOB
reMocTrasa, ucciaeayeMbIX He pexe | paza B 2—3 nHs, C IPOBEIEHUEM 3aMe-
ctutenabHoi Tepanuu C3I1. TTockoybKy MeTOTpeKcaT B CUJIy CBOEM JIMMO-
(punbHOCTM MOXET MPOHMKATh Yepe3 reMaroruialleHTapHblid Oapbep, pe-
KOMEHAyeTCs n30eratb MPUMEHEHUSI 3TOTO AaHTUMETabO0IUTa IpU OepeMeH-
HocTu [22, 87, 98]. B cBsI3u ¢ 3TUM OEpPEMEHHBIM XEHIIWHAM I[IAHOBbBIE
VHTpaTeKalbHble BBEACHUS BBIMOJHSIU 0e3 MeToTpeKkcaTa. JIpyrux oTKJIo-
HEHUIA OT CXeMbI Tepanuu JIJjis1 OepeMEHHBIX XKEHIIWH MPOTOKOJIOM He ObLIO
MpeIyCMOTPEHO.

ITpu cpaBHeHUN MHULMATBHBIX XapakTepucTuk OJIJI y GepeMeHHBIX U
HeOepeMEHHBIX XEHIIUH HEe ObLJIO BBISIBJICHO OTIUYUN B UMMYHOJIOTUYE-
CKUX U LUTOreHeTndeckux xapakrepuctukax OJIJI, ogHako y 6epeMeHHBbIX
moutu B 10 pa3 yaie BcTpeyanoch BoBiedeHune reHa MLL w/wnm t(4;11) B
CPaBHEHUU C HEOEPEMEHHBIMU.

Pe3ynbraThl MHAYKIMOHHONW Tepanuu y XeHIIWH, y Kotopbix OJUI nua-
THOCTUPOBAH Ha (hoHE OEPEMEHHOCTH, ObLUTN aHAJIOTMYHBI TAKOBBIM B TPYII-
e HeOepeMEHHBIX XKEHIIUH OJHOTrO BO3pacTa Mo yactote noctuxeHus [TP
(82,6% 1 83,9% COOTBETCTBEHHO) IIpU 00Jiee BEICOKOI YaCTOTE IIEPBUYHOM
pesucteHTHOCTH (17,4% W 4,0% COOTBETCTBEHHO), HO OTCYTCTBUU PaHHEH
netanbHOCTH (12,1% B rpymme cpaBHeHus). Hapsimy ¢ 0oJblieil 4acTOTOM
pedpakTepHbIX (PopM OblIa OTMEUeHA TeHIAEHLMs K 0oJjiee MO3aHEeMY J0-
CTUXXEHHIO oTBeTa Ha Tepanuio (rocie Il ¢ha3bl MHAYKIIUU peMUCCUN) Cpe-
I OepeMeHHBIX XeHIIMH. OMHAKO pa3HUIbl B CKOPOCTU MOCTUKEHUS
MODB-HeraTuBHOTO cTaTyca B ABYX aHAJIM3UPYEMBIX TPYIIIaX HE BBISIBICHO.
DTO CBUIETEIBCTBYET O TOM, UTO (haKT OEPEMEHHOCTU Ha MOMEHT TUAarHOC-
Tuku OJIJI He Bausn Ha pe3yabraThl MHAYKUMU pemuccuun OJIJI npu neve-
HuM 110 nipotokoiam «OJIJI-2009» u «OJIJI-2016».

ITo pesynpTaTaM aHajv3a BBIMOJHIEMOCTH TEpanuy IO MPOTOKOJIAM
«OJ1J1-2009» u «OJ1JI-2016» y GepeMeHHBIX XEHIIUH B CPABHEHUU C TIAllK-
€HTKaMU MOCJIe€ POAOB U HEOEPEeMEHHBIMU XEHIIMHAMU ObUIO MOKa3aHO,
YTO MPU CXOAHOW YAaCTOTE PA3BUTUS HEWTPOIEHUM Ha dTarne WHAYKIINOH-
HOU Tepanuu JJIUTEIbHOCTh €€ y OepeMEHHBIX XEHIIUH OOoJblIe, YeM y
OCTaJIbHBIX MALIMEHTOK. DTO 00YCIOBIEHO OOJbIIE YacTOTON UH(MEKIIMOH-
HBIX OCJIOXXKHEHUI Y O6peMEHHBIX, UTO OTPaXaeT TSKECTh COCTOSIHUS TMall-
€HTOK B Jie0toTe 3a00J1eBaHUs U Ha aTane 10 AocTuxkeHus pemuccuu OJIJI,
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MOCKOJIbKY HauboJjiee TsKesble MHMOEKIMOHHbIE OCTOXHEHUS Pa3BUIUCh Y

nauveHTok BHe [TP OJIJI Ha ¢dhoHe MIUTeNbHOro mepuoga HeUTPOTIEHUH.

MHbeKIMOHHBIMU OCIOKHEHUSIMU Oblia 00yC/OBAEeHAa U OOJIbIlIask YacTOTa

y O€pEeMEHHBIX XEHIIUH OTKJIOHEHUI OT MpoToKoja. OaHAaKO B OOIbIIUH-

CTBE CJy4yaeB 5TO ObLIO OOYCJIOBJIEHO POAOpPA3pEelIeHWEeM U HEOoOXOmu-

MOCTBIO COOJIIONEHUS UHTEPBaJIa B TeUeHUe 2—3 HeAesb Mocie poaopaspe-

meHust mnepen Bo3oOHoBJIeHHMEM XT [2]. DTOT aHaiu3 NEMOHCTPUPYET,

YTO MNEPEHOCUMOCTh MHAYKIIMOHHOTO »3Tama JIeYeHUs MO MPOTOKOJIaM

«OJ1J1-2009» u «OJIJI-2016» y GepeMeHHBIX U KEHIIIMH B paHHEM TOCJIEPO-

JIOBOM TMIEPUOJE HE OTIMYAETCS U MOKHO TOBOPUTH 00 OTCYTCTBUM BIUSIHUS

(akta 6epemeHHOCTU HAa MOMEHT nuarHoctuku OJIJI kak Ha BBIMOJHSE-

MOCTb TE€panuu, Tak U Ha KPaTKOCPOUHBIE U JOJTOCPOUYHBIE €€ PEe3yIbTaThl

B pamkax mpotokosioB «OJIJI-2009» u «OJIJI1-2016».

Takum o6pa3om, ocHOBHbIMM TipuHIMNamu tepanvu OJIJI, nuarHocTu-

POBAHHOTO BO BpeMsl 0EPEMEHHOCTH, SIBJISIOTCS:

1. ITpu aunarHoctuke OJIJI B I TpuMecTpe TpebyeTcs npepbiBaHUe OepeMeH-
HOCTH B XOZie TTpoBeJeHUs npeadasbl MPEeIHU30JOHOM MO0 MEAUIIUHCKUAM
MOKa3aHUIM TI0 PEIICHUI0 KOHCUIMYMa B CBSI3U C HEOOXOIUMOCTBIO MC-
MOJIb30BaHUS MTOTEHIMAIBHO TEPATOTEHHBIX MPEeNapaToB.

2. Ilpu nuarnoctuke OJIJI Ha cpokax GepeMeHHOCTHU Oosiee 34 Henelb BbI-
MOJIHSIETCS pofopaspelieHrue Ha (oHe mnpeadasbl MPeTHU30JIOHOM C
MPOAOJKEHUEM JICUEHUS B MOCIEPOIOBOM MEPUOJE CTPOTO B COOTBETCT-
BUU C BBIOPAHHBIM MPOTOKOJIOM.

3. Ha cpokax 6epeMeHHOCTU 12—34 Heaeab MCHOIb3YIOT «KJIACCUYECKUE»
MHOTOKOMIOHEeHTHBIe mporpammbl XT («OJIJI-2009» u «OJIJI-2016 /
2016m», Hyper-CVAD), KoTopble BKIIOYAIOT TIHOKOKOPTUKOCTEPOUI-
Hbl€ TOPMOHBI, LUKIO0MOChaAMUI, AIKAIOUIBl OapBUHKA, aHTpALUK-
JIVHBI.

4. B Poccuiickoil KOOMepUpOBaAaHHONM TPYINE MO JICUEHUIO OCTPBIX JEHKO-
30B nporpammbl XT OJUJI nuddepeHUUpPYIOT B 3aBUCUMOCTU OT UMMY-
HoOJIOTMYEeCKOro BapuaHTa (rpotokoi JieueHust B-3penaoro OJIJI ¢ nepe-
ctpoiikoii c-MYC no mogudunupoBaHHoit mporpamme BFM-NHL-90 B
COYETAaHUU C MOHOKJIOHAIbHBIMU aHTU-CD2(0 aHTUTEnaMU; MPOTOKOJ
«OJIJI-2009» u «OJ1J1-2016 / 2016m» mnst Ph-veratuBHoro OJIJI u3 T-
Wi B-kji1eToK — MpeaniecTBEeHHUKOB), LIMTOT€HETUYECKOU XapaKTepu-
CcTUKHU 3a0osieBaHMs (rpoTokol JiedeHuss Ph-nosutuBHoro OJIJI ¢ nipu-
MeHeHueMm  wHruoutopa BCR/ABL-tuposwmHkuHa3sl ~ mMaTtuHMOA
«OJUJI-2012m»). 103bl IUTOCTATAYECKUX MPEenapaToB BBOAAT B MOJTHOM
00beMe U3 pacyeTa Ha IUIolalb MTOBEPXHOCTH Tesa (POCT U Bec A0 bepe-
MEHHOCTH).

5. IlpoBeneHre TOIUXUMHUOTEPANIAM MOXET oOecneyuBaTh WHAYKLIUIO U
noanepxanue [P 6e3 3HaUMMbIX TOOOYHBIX A(PPEKTOB U MPU HEBBIPA-
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10.

I1.
12.

13.

KEHHOW MHUETOCYIIPECCUN N0 TEX IMOP, ITOKA HE 6y,LIYT JOCTUTHYTEI CPO-
KU 0€30I1acHOTO poaopaspCuiCHuA.

. [Tocne BbIMOTHEHUS Hpe,[[(l)aBI)I TIPEIHN30JJOHOM OCYHIECTBIISAIOT BbI60p

JIIOKOKOPTUKOCTEPOUAOB cormacHo mpoTokony «OJUJI-2009» wiu
«OJ1J1-2016». Tocne 3aBepuieHust | paszbl MHAYKIMK BBITOJTHSIOT KOHT-
POJIBHYIO MYHKIIMIO KOCTHOTO MO3ra — Ha 36-il leHb OT Hauajia Tepa-
muu. [Tpu nposeneHun | ha3bl MHAYKLMU MPUHIUITBI MPUOCTAHOBKH
MPOTOKOJIAa M BBITIOJHEHUs TIEPEPHIBOB B JICUEHUU OCTAIOTCS TaKUMU
xKe, Kak B mporokoiie «OJIJI-2009» mwiu «OJIJI-2016 / 2016m».

.C YYETOM BBICOKOW BCPOATHOCTHU PA3BUTUA KOAryJOJOrM4€CKMUX Ha-

pylleHUi ocse BBeAeHusl L-acmaparnHasbl, a TakKe B CBSI3U CO CBOi-
CTBEHHBIM OEPEMEHHOCTU COCTOSSHUEM TMIIEPKOATYISLIUU, HE CIeNyeT
WCTIOJIB30BATh 3TOT MpemnaparT 10 poaopa3pelieHns (KpoMe PeIKUX CITy-
4yaeB OTCYTCTBUS 3(D(HEKTUBHOCTU WHAYKIIMOHHOW Tepanuu Ha 70-i
JIeHb).

. [Tpu moctuxenuu 1P Bech nanbHeiimuii oobem Tepanuu (11 dbaza uH-

JYKIIMU Y TIOCJIEAYIOIINe KYpChl KOHCOUAALIMM) OIIPeNessieTcsl CPOKOM
6epemeHHOCTU. C y4eToM TOro, UTo MporpamMmma JeueHus o NpoTOKOIY
«OJIJ1-2009» wnum  «OJ1J1-2016 / 2016m» ocHOBaHa Ha TOCTOSTHHOM
MPUMEHEHUHN IMTOCTATUIECKUX TTPENapaToB U paccunTaHa Ha Moaudu-
Kaluio ux 03 mnocie noctkeHus [1P ¢ menbio npexynpexxaeHus: Mue-
JIOTOKCUYECKOTO arpaHyJolMTO3a, CJeNyeT TaK pacCUUTaTh BpeMsl, YTO-
OBl Iepes poaaMu ObLT ITepuo 6€3 JIeUeHUS IJTUTETbHOCThIO 5—7 MHEM.
Ponpl xenarenpbHO MIaHUPOBATh Ha cpokKe 34—36 Hemelb.

. BpeMeHHOIT MHTEpBaI MeXIy poiamMu 1 Bo3oOHOBIeHHeM X T ormpene-

JISIETCSI COCTOSTHMEM MaTepu (HaJIWuUYMEM peMUCCUN Ha MOMEHT poaopas-
pelleHus, rmokKa3aTejeil reMorpaMMbl U HaJIMUMeM OCIOXHeHui). Or-
TUMaJbHBI MHTEPBAJ IOJKEH COCTaBIISATh Kak MUHUMYM (!) 2—3 Hene-
qu. OnHako eciau 1o poaopaspelieHus [P He Oblia monydyeHa, M-
TEeJILHOCTb TlepepbiBa MOXET ObIThb cokpalneHa no 7—10 aHeit. Eciau
peMuccHsT He TToaydeHa Tociie 1 ¢a3bl MHAYKIWY, MPOI0JDKAIOT Tepa-
nuto no cxeme I dazer unaykuuu. Ecnu TP He mocturHyTa mocie AByx
¢da3 MHAYKIMKU, BOIPOC O Mporpamme JjedeHus pesucteHTHoro OJIJI
cJielyeT COrJlacoBaThb ¢ KOOPAWHAIIMOHHBIM LIEHTPOM.

IMTposenenue TI'CK pekoMeHOyeTcs OTIOXWUTh Ha dTambl MOCAE POAO-
paspelieHus (He paHee 4yeM uepe3 3 Mecsla).

JlyuyeBas tepanust y 6epeMeHHBbIX J0JKHA ObITh UCKIIOUEHA.

ITpu neyenun Ph-nozutuBHoro OJIJI HeoOX0AMMO Ha3HAYEHUE UMATU -
Huba B go3e 600 Mr/cyT (B cOOTBEeTCTBUM € IMPOoTOKOIOM «OJIJI-2012m»)
HauuHas ¢ Il TpumecTpa GepeMeHHOCTH.

bepemenHocTh He BiusieT Ha rporHo3 OJIJI npu JedyeHuu mo mpoTOKO-
ay «OJIJI-2009», moaToMy He TpedyeTcsl BHECEHUEe U3MEHEHUI B TaKTU-
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Ky BeJIeHUsI TIALIMEHTKYU B TTOCIEPOIOBOM Teprojie (B YaCTHOCTH, HE TT0-
Ka3aHbl UHTeHCcUdUKaLUS Tepanuu U BbinojHeHue awio-TI'CK).

14. TIpu npoBeneHuun Tepanuu 1o nporokoay «OJIJI-2009» y 6epeMeHHbIX
6osbHBbIX T-OJIJI oTMedeHbl ciaydau no3aHero (rocie 70-ro AHS MpoTo-
KOJIa, OCOOEHHO BBITTOJIHEHHOTO € MepepbiBaMU) OTBETa Ha Teparuio,
yTo TpeboBamo it goctmkeHust [IP  yBenwueHuUs: UIMTENTbHOCTU
II da3br uHIYKIMK.

Tepanus peuuanBOB OCTPLIX JIEMKO30B Ha GOHe
bepemMeHHOCTH

Taxktnka BeneHUs OepeMEHHBIX C PEIIMINBOM OCTPOTO JICHKO3a COBIAMACT C
TAaKOBOI B IcOI0TE OCTPOTO JICUKO3a: IIPU Pa3BUTUHU peluanBa B I Tpumect-
pe TOKa3aHo IIpephIBaHNe OCPEeMEHHOCTH, IIPW PELMANBE Ha Oojiee MO3MI-
HUX cpokax 0epeMeHHOCTH mpoBomuTcsa XT B COOTBETCTBMU C BapHMAHTOM
OCTpPOTO JIeiiK03a M MHANBUAYAIbHBIMI OCOOCHHOCTSIMU MallneHTKN. Kak u
BHE O0EPEMEHHOCTH, KOHCTAaTallMsI PEIMINBA OCTPOTO JIEKO3a TpeOyeT BhI-
TIOJTHEHUS TTOJTHOTO KOMILIEKCA JUATHOCTHIECKIX MEPOTIPUSITUN [IJIST BEPH-
(bukamm BapraHTa OCTPOTO JIeHKO3a.

BeneHue poJoB 1 NocnepoaoBoro nepuoaa
Yy NaLMEHTOK C OCTPbIMM IeKO3aMH

Hcxonpl 6epeMEeHHOCTH UISI HOBOPOXKIEHHOTO, O JAaHHBIM MEKIyHapOmI-
HOTO PETUCTpPa, B IIEPBYIO OYEPEIb CBSI3aHbI C TeCTAIlMOHHBIM BO3PAacTOM Ha
MOMeHT ponoB [99]. [ToaTomMy cunTaeTcs, 4TO, €CJIM 3TO BO3ZMOXHO, POIBI
clieyeT OTJIOXUTD T10 KpaiitHeil Mepe no 35-if Hemelu u 6osee, YTOObI CHU-
3UTh PUCK 3aIepXKeK Pa3BUTHUSI, KOTOPBbIE HETOCPEACTBEHHO CBS3aHBI C
MpeXIeBpeMeHHBIMU poaaMu. B nmByx kpymHbIX ucciaegoBanusx [100, 101]
OBLIO TTOKA3aHO, YTO MPEXIECBPEMEHHBIC POIBI SIBISIIOTCSI HE3aBUCHMBIM
(hakTOpOM pHCKa BPOXICHHBIX ITOPOKOB Pa3BUTHS M JIUTEIbHON KOTHM-
TUBHOU auchyHKIuK. [Ipruem 4eM paHbIlle MPOU3OLLINA TPeKAeBPEMEH-
HBIC POJIbI, TEM BBIIIE BEPOSITHOCTDH MATOJOTUM, BKIIIOYAST PECITMPATOPHBIN
THACTPECC-CUHIPOM HOBOPOXIECHHBIX, KPOBOUBIUSIHUS B KETYIOYKH TO-
JIOBHOTO MO3Ta, HEKPOTU3UPYIOUINI SHTEPOKOJIUT, PETUHOIATHIO, KOTHU-
TUBHBIE HapyuieHus u cMepThb toga [102, 103]. [ToaToMy B OOJBITMHCTBE
JINTEPATYPHBIX MCTOYHUKOB PEKOMEHIYETCS IPOJIOHTMPOBaHUE OepeMeH-
HOCTHM 10 MaKCUMaJIbHO 0e30MacHOro cpoka Ijisi HoBopoxaeHHoro [100,
101, 104, 105], yuuTbeiBas, 4TO CPOKM pOAOpa3pellIeHns 0Ka3bIBalOT 00JIb-
Iee BIMSIHME HA WCXONm IS Tioma, dyeM BoameiictBue XT Kak Tako-
Boii [106].
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JledueHre MaLMEHTOK C OCTPLIMM JieliKo3aMu Ha (oHe OepeMEeHHOCTHU
JIOJIKHO OCYILIECTBIISITBCS B BBICOKOKBATU(UIMPOBAHHBIX JI€YEOHBIX YyU-
PEXIEHUSIX, KOTOPble MOTYT O0OECIEeUYUTh KPYIJIOCYTOYHYIO0 peaHUMAallOH-
HYI0 1 aKyliepckyio nomolib [107]. CocTtossHue miona (MopgoJorus, pocT,
Macca Tejia) olleHuBaeTcs ¢ momoiblo Y3W He pexe yeM mepen KaxIbIM
kypcoM XT, TO eCTbh eXeMEeCSIUHO, a TAaKXKe, YUUThIBask BO3MOXHbIE KapJAuoO-
ToKcn4yeckue 3Gh@EKThl ITUTOCTATUUECKUX TPENapaToB, MPU TMPOBEACHUU
XT, HaunHas ¢ 28 Heaelb OEPEMEHHOCTHU MTOKAa3aHO PETYsIpHOE BbIMOIHE-
Hue kapauotokorpapuu [108].

ITpu nposeaernun XT BO BpeMsi OEpPEMEHHOCTU pOJOpa3pelIeHUE Xea-
TEJbHO TUIAHUPOBATh KaK MUHUMYM uepe3 3 HeleslU Mocie IMOCAeoHEero
BBEACHUS LIUTOCTATUYECKUX MTPEnapaToB C yYeTOM CPOKOB BOCCTAHOBJICHUS
reMoro33a ¢ LeJIbl0 MUHUMU3ALUMU PUCKOB 171 MaTepu W mona [109] B
BUJI€ HEOHATAJIbHOUW LIMTOMEHUU U MH(PEKILIMOHHBIX OCJIoXKHeHu [22, 110],
a Takxe ¢ y4yeToM (hapMaKOKMHETUYECKUX OCOOEHHOCTEN JIEKApCTBEHHBIX
MpenapaTtoB, BBEIEHHbIE HE3aA0JITO [0 POAOPA3PELICHUS MOTYT OBITh HE
OKOHYATEJIbHO BBIBEJEHBI U3 OpraHM3Ma IUIoJa K MOMEHTY poIopaspelnie-
Hus. JanbHeilasg ux sJIUMUAHALIMS MOXET OBbITh 3aMellJieHa B CBSI3U C OT-
CYTCTBUEM IUTAlleHTapHOTO MyTh. OpraHu3M HOBOPOXIEHHOTO, OCOOEHHO
HEIOHOUIEHHOTO, MOXET ObITh HE B COCTOSIHUM METa00JIM3UPOBATh U BBIBO-
JIUTH ONPEIeTIEHHbIE JIEKAPCTBEHHBIE CPEICTBA, MOCKOJIBbKY MEYeHb U MOYKU
HOBOPOXIEHHOTO UMEIOT OTPAHUYEHHYIO CIIOCOOHOCTh K MeTaboInu3My Ta-
KWX COeNMHEHWH, KaK aJKaJouabl OapBMHKA (BUHKPUCTUH, BUHOJIACTUH 1
np.) uim nukiaopocdamua [110]. B uesom npu ocTphIx JeiKo3aX CPoK po-
JIOpa3pellieHnsT B KaXI0M Clydyae MOJKEH OMpPEeAesSThCS WHAWBUIAYATBHO,
MO MPUHIUMY HAaUOOJIbIIEH O€30MaCHOCTH TS 300POBbs KaK MaTepu, TaK 1
pebenka. PelnreHue mNpUHUMAETCS MYJIbTUAUCIUIUIMHAPHONW KOMaHION
Bpadeil ¢ yyacTveM Kak reMaToJIOrOB, TaK U Bpadyeil aKyllepoB-THHEKOJIO-
TOB, aHECTE3UOJI0TOB-PEAHUMATOJIOTOB U HEOHATOJIOTOB.

B ciyyasx, korga MOXeT BO3ZHUKHYTh HEOOXOAUMOCTh B pOAOpa3pelie-
HuM 10 34 Henenb OEPEMEHHOCTH, JUISI CO3PEBAHUS JIETKUX MJIOJA LIEJIeCo-
00pa3HO BBIMOJHUTH XEHIIWHE BBEICHUE [IIOKOKOPTUKOCTEPOUIOB (Ha-
mpumep, AeKcameTa3oH, 8—12 MT B CyTKM B/B B TeueHUe 2—3 MHEW Wiun
BHYTpPb 1O 2 MT 4 pa3a B CyTKM B |- neHb, 3 pasa B CyTKU BO 2-ii IeHb,
2 pa3a B cyTKM Ha 3-1f aeHb) [111—114]. DTo 3HAUUTENBHO BIUSET HA YIyd-
IIEHWE UCXOHAO0B Y HOBOPOXIEHHBIX, CHUXAasl PUCK PECIUPATOPHOTO AUCT-
pecc-cuHapoMa mpuMepHo Ha 50,0%, a TakKe KPOBOWBIUSIHUI B KEy-
JIOYKHM, HEKPOTUUYECKOTO 3HTEPOKOJIWTA U HeoHaTajdbHOW cmeptu [115].
MexayHaponHolt (peaepaiueit ruHekonoruu u akyiepcrsa (FIGO) peko-
MEHIYyeTCs Ha3HaUYeHUE TITIIOKOKOPTUKOCTEPOUIOB 10 POIOB BCEM OepeMeH-
HBIM XEHIIMHAM Ha CpokKe rectauuu ot 24 no 34 Henelb MpU pUCKE MPex-
JNeBpeMeHHbIX ponos [115].
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BuyTpuBeHHOe BBeneHUe cysibdara MarHus He3aqoJiro IO MpeXaeBpe-
MEHHBIX POJJOB MOXET OKa3blBaThb HEMPOMPOTEKTUBHOE AEWCTBUE, MPENOT-
Bpalllasi pa3BUTUE NETCKOro LiepedpaibHOro napanuya. OQHAKO 3TO HE SB-
JISIETCSl YCTOSIBLUEWCSI MPAKTUKOW BO BCEM MUPE, HO B ciayyae MpexaeBpe-
MEHHBIX POa0B 10 32 Heaesb BBeAeHue cyabdaTta MarHus 3a 24 yaca a0 po-
J0pa3pelleHus SIBIsIeTCS PeKOMeHIyeMoii omwueit [116].

Bri6op cnocoba poaopaspelieHus OnpeaessieTcs 3TaloM Tepanuu oCcT-
poro Jeiiko3a, reMaToJOrM4ecCKUMU MoKa3aTesIMU, a TakKXe OOIIUM CcOo-
CTOSIHUEM MaTepu U iona [2]. M3BecTHO, 4TO B OOIIE MOMYyIILUUN Ke-
CapeBO CEYEHUE ACCOLUUUPYETCH C OOJBIIUM YUCIOM TaKUX MOCIEPOAO-
BbIX OCJOXHEHUI, KaK KpPOBOTEUEHWS, IOCJIEPOJAOBON SHIOMETPUT,
MHEBMOHUS, aHEMUS, 00Jiee IIUTEIbHBIM NPEeObIBAHMEM B CTAllMOHAPE U
Oosbllielt MaTepUHCKOU JeTanbHOCThIO [117]. TToaTOMYy Npu JOCTUXKEHUU
peMUCCUM OCTPOTrO JIeK0o3a U yIOBJIETBOPUTEIBHOM COCTOSIHUM MaTepu
U TJI0JAa MPEANOYTUTEIbHBIM CIIOCOOOM pOomOpa3pelleHUs SBISIOTCS ca-
MocTosiTesIbHbIe ponbl [24, 118]. [1pu HanTWuUM aKylmIepcKUX U/ reMa-
TOJIOTUYECKUX MPOTUBOMOKA3aHUN K CAaMOTIPOU3BOJBHBIM POAAaM, B TOM
YUCJie B 9KCTPEHHBIX CUTYallMsIX, B YCIOBUSX IeO0Ta OCTPOTO JIelKo3a,
VHGEKIMOHHBIX U TEMOPPArMYeCKUX OCIOXHEHUI, a TAKXKe MPU LIUTOMEe-
HUM, PEKOMEHIYETCS BBIITOJHEHNE KecapeBa ceUeHUs KaK 0ojiee KOHTPO-
JUpyeMoil mpoueaypsl. B ciydyae HUTONMEHUU U KOATYyJIOTUYECKUX Hapy-
IIEHUN NOJIKHA OBITh OoOecrieueHa MOJHOLEHHAs 3aMEeCTUTEbHAS TeMO-
KOMITOHEHTHas Tepalus Ha Bcex aTamnax poJoB. B oTHolIeHUU aHecTe3un
B pojax, HelpoakcuanbHas (CMUHATbHAS/3MUAYypaTbHAS) aHECTe3Us
OOBIYHO MPOTUBOITOKA3aHA MAllEHTAM C TeMOPPAarMYeCKUM CUHIPOMOM,
TpoMOOLIMTONIEHUEN (IJIST SMUAYPATbHONW aHECTe3UU KOJIUYECTBO TPOM-
oouutos < 80 x 10%/1, nna cnuHanbHOM aHectesun — < 50 x 109/x), ru-
nokoaryasauueit (ynnuanenue AYTB Oonee uem B 1,5 pasa, yBenuueHue
MHO 6onee yem B 1,5 paza) [119, 120]. B aTux ciaydyasix BO3MOXKHO Ipo-
BelleHWEe B/B WIM DHAOTpaxealbHOW OOIIEl aHecTe3uu ¢ WHTyOarumei
Tpaxeu [2].

B mocneponoBom mepuone BCKOpe MOcie pOXIeHUS pebeHKa ¢ Leblo
NpoGWIAKTUKNA KPOBOTEYEHUI PEKOMEHAYETCS BBEACHUE OKCUTOLIMHA
[121]. A c yueTOM HEOOXOAMMOCTH B MPOBEIECHUU B MOCIEPOIOBOM MEPUO-
ne XT, rpyaiHoe BcKapMIMBaHWE MPOTUBOMOKA3aHO MALIMEHTKaM C OCTPbI-
MU JIeiKO3aMHU, TTOATOMY Cpa3y B MOCJIEPOJOBOM MEPUOAE UM MPOBOIUTCS
MeAMKaMeHTO3HOe ToJaBjieHue Jakrauuu [2].

XOoTs MeTacTa3upoBaHUE B IUIALIEHTY BCTpeyaeTcsl KpalfHe peaKo, cylle-
CTBYET HECKOJIBKO ONUCAHUN WHMUIBTPALIMUA OITyXOJIEBBIMU KJIETKAMU
TUTALIEHTBI Y XXEHIIUH ¢ JeiKko3oM [122—124]. KpaiiHe MaJioBepOsiTeH pUCK
BEPTUKAJIBHON Tepeauu OCTPOTo Jieiiko3a oT MaTtepu K ruioay [123], kak u
JIPYTUX OIyXOJIEeBBIX 3a00ieBanumii [ 125, 126], mo-BuarumMomy, 6aarogapst re-
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MaTorialeHTapHoMy Oapbepy [127] U sanuMUHaMUM UMMYHHOU CUCTEMOW

OTTYXOJIEBBIX KJIETOK, YTO MPEIOTBPAIIaeT UX MPVKUBJICHNE Y pa3BUBalOIIIe-

rocs nioaa [128]. OagHako B uTepaType onucaH eIMHUYHbIM JOKa3aHHbIN

cllydyail BepTukaibHo# mnepenaun OMIJI oT 6epeMeHHON >KeHIIMHbBI HOBO-
poxaeHHoMmy [123]. [ToaTomy npu pomopaspeuieHur NalueHTOK ¢ OHKOJIO-

TUYeCKUMU 3a00JIEBAHUSIMU PEKOMEHIYETCSI TIPOBEIEHUE TMCTOJIOTUYECKO-

ro uccienoBaHus miaaueHTsl [129].

Bo3oOHOBNIEHNE Tepanmuu OCTPOTO JieKo3a PEKOMEHIYETCSI He paHee
yeMm uyepes 2—3 Heleslu TMocje poIoB — IJIsI CBEACHUSI K MUHUMYMY pHCKa
MHQEKIIMOHHBIX U TEMOPPATUYECKUX OCJIOXKHEHUH B IMOCIEPOJOBOM MEPU-
one (TIpu pa3HbIX BapraHTaX OCTPBIX JIEMKO30B 3TU CPOKU MOTYT HEe3HAUYU-
TeJIbHO pa3iuyaTtbes) [2].

Takum 00pa3oM, KITIOYEBBIMM MOMEHTAMU Teparu OCTPBIX JIEWKO30B,
JIMarHOCTUPOBAHHBIX BO BpeMsl OEPEMEHHOCTH, SIBJISIIOTCS:

1. luarHOCTUKA OCTPBIX JIEKO30B Ha (poHEe OEPEeMEHHOCTU JOJIKHA ObITh
BBITMIOJIHEHA B MOJTHOM OOBEME.

2. Ilpy mpoBeneHNN Teparuy OCTPHIX JIEHKO30B BO BpeMsl OEpeMEHHOCTH
HEOOXOIMMO yJacTHe W TemMaTojiora, W aKyllepa-ruHekosora. JleueHue
JIOJKHO OCYIIIECTBIISITHCSI B TEMATOJIOTMUECKOM CTallMOHape TOJ eXe-
JTHeBHBIM HaOJIONIEHUEM aKylliepa-ruHeKoIora.

3. Iposenenune XT ocTpbIX JIEWKO30B B MOJTHBIX 103aX IMPU OEPEeMEHHOCTH
SIBJISIETCS 00s13aTeNIbHBIM. TaKTHMKa OMpeNeNsieTcs] BApUaHTOM OCTPOTO
JIeiiKo3a, CPOKOM O0epeMEeHHOCTH, HAIMYUEM OCJIOKHEHUIA.

4. 103BI LIUTOCTAaTUYECKUX TIPEIApaToOB y OEPEeMEHHBIX PACCUMUTHIBAIOT UC-
XOMISl U3 Beca W pocTa TMaIMeHTKU 0 OepeMeHHOCTU 0e3 Tpejroiarae-
MOl Macchl pebeHKa, TUTAIIeHTHI, OKOJIOTUIOAHBIX BOJI.

5. JlmarHOCTMKa OCTpOTO Jieliko3a B | TpuMecTpe sSIBsIeTCs, TIO PEIIeHUI0
KOHCUJIUyMa, TOKa3aHWeM JJIsS TIpepbiBaHusT OEpEMEHHOCTU T0 MEeIu-
LIMHCKUM TIOKa3aHUSM C TOCJEAYIOIINM He3aMeIUTEIbHbIM Haya-
jgom XT.

6. [lpy nmMarHoCTHKE OCTPOTO JIeKO3a Ha CpoKe OepeMeHHOCTH OoJiee
34 Henmeb TTOKa3aHO BBITIOJHEHWE JIOCPOYHOTO POIOpa3pelIeHNST ¢ He3a-
MEUTUTEbHBIM JaTbHEUIITNM HadaioM X1 B COOTBETCTBUU C BApUAHTOM
OCTpOTO JIelKO3a.

7. B cnydyae nMarHOCTMKM OCTPOTO JieliKo3a Ha cpoke recrtaiuu 13—34 He-
JleJIn BO3MOXKHO mpoBeaeHue nonHoueHHoi XT Ha (hoHe OepeMeHHOCTH
COTJIAaCHO CTPATeruy «CIACeHUS ABYX XU3HEM».

8. Mcnonb3oBaHMe ajuIONypuHOIIAa U TUAPOKCUKAapOamMuaa Tpu 6epeMeHHO-
CTU HE PEKOMEHJIyeTCs.

9. Heobxonumo TpoBeleHNE TOJTHOLIEHHOW 3aMeCTUTEIbHOU TpaHChy3U-
OHHOIl Tepanuu, HamNpaBIeHHOW Ha MNPOPUIAKTUKY W KylmMUpoOBaHUE
reMopparnyeckux OCIOXHEHUI U aHEMUYECKOTO CUHAPOMA.
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10

I1.

12.

13.

14.

15.

16.

17.

18.

. HpI/I pa3sBUTNU I/IH(beKHI/IOHHI)IX OCJIO)KHEHUI HeoOXxoauMa aHTUMUK-

poOHas Teparnusi, Ha3HaAYaemasi UCXOJsl U3 MPUHIUIA MaKCUMaJIbHOM
9Gb(GEKTUBHOCTU MTPU MUHUMAIBHON TOKCUYHOCTHU IS TUIOAA.
Heobxonnmo peryiasipHoe MOHUTOPUPOBAHUE COCTOSIHUS TUIO/A C TI0-
molublo Y3U u nonmiaepomerpuu.

CpoK TIJIaHOBOTO POJOPAa3pellieHus MOJIKEH OIPENessIThCS C y4EeTOM
BCEX MEXKYPCOBBIX MHTEPBaIOB B X T — ONTUMAaIbHO MOCJIE BOCCTAHOB-
JIeHUsI TToKas3aTtesieit reMorpaMMbl (He paHee 2—3 Helellb OT MOCAEAHErO
BBEIEHUST IIUTOCTATUYECKUX TPEIapaToB).

[Mpu uuToneHun 1eaecoo0pa3HoO BHITIOJIHUTE OMEPaTUBHOE POIOpa3pe-
HIeHue.

ITpu HeobxonumocTu npogokeHuss XT mocie poaoB TpedyeTcs Mmoaas-
JIEHWE JIaKTalluu.

IMepuoa Mexny poaaMu U HayaJlOM CJEAYIOLIEro Kypca Tepanuu J0Ji-
JKEH COCTaBJISITh He MeHee 2—3 Heleslb, T03TOMY BaXXKHBIM YCJIOBHEM
npu nposeneHur XT Ha ¢doHe OEPEMEHHOCTH SIBISIETCS JOCTUXKE-
Hue TP uian xoTs OBl CYIIECTBEHHOM peayKLIMU OMyX0JeBOI MaccChl 10
pPOJIOB.

Db beKTUBHOCTD TEpPANTUU OCTPBIX JEKO30B Ha (hOHE OEPEMEHHOCTU HE
OTJINYAETCH OT TAaKOBOU B OOILEH MOMyJSLMUA NallMEHTOB.

IMaunentku ¢ OMIJI, nMarHo3 KOTOpPbIM YyCTaHOBJIeH Ha (hoHe Oepe-
MEHHOCTH WJIM B paHHEM TOCJIEPOJOBOM TIepUOJE, JOJKHBI OBITH
OTHECEHBI K TPYIITIe HeOIarompusTHOTO TTPOTHO3a, U UM MMOKa3aHO BbI-
noiaHeHue B neppoii [P amno-TI'CK uvepe3 3—4 Mmecsiia nocjie poao-
pas3pelieHus.

bepeMeHHOCTh U poabl He yxyamarT nporHo3 npu OJUJT u OIJT npu
YCIIOBUM COOJIIOIEHUST CTAaHIAPTOB M CPOKOB TepaIvu, TPUHSTHIX IS
JAHHBIX BApUAHTOB OCTPHIX JIEWKO30B.

PekomeHAaL MK N0 NOArOTOBKE K 6epeMEHHOCTH
AN 6ONbHbIX B PEMUCCUM OCTPOrO NeiKo3a

1.

3.

[lnaHupoBaTh GEPEMEHHOCTD CJIEAYET HE paHee yeM uepe3 S JIET mocie
okoHyaHus XT.

. Crenyer Bcerma yYuThHIBaTh BO3MOXKHOCTD pellINBa BO BpeMs OepeMeH-

HocTH (maxe mocie 5 jet [1P) BciaencTBre MMMYyHOIOTHYECKOTO nucha-
JlaHca.
Bce GonbHBIE OTHOCSITCSI K TPYIINE BHICOKOTO aKyIIEPCKOTO pUCKa.

4. Jlo 6epeMeHHOCTH MM Ha PaHHUX CPOKaxX HeOOXOAMMBI THIATeIbHOE 00-

clemoBaHNE C IEJIbI0 MCKIIOUEHUS pElMAMBa OCTPOro JieiiKo3a (B TOM
YUCJIe 3KCTPAMEIYJUIIPHOTO, MOJIEKYISIPHOTO) M TPEOYIOIINUX KOPPEK-
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unu nocnencteuit XT, a Takke olleHKa (QYHKIMYU SIMYHUKOB; TIPU TIPU-
MeHeHuu cxeM X T, BKIIOYAIONINUX TTIOKOKOPTUKOCTEPOUTHBIE TOPMOHBI,
MoKa3aHa IEHCUTOMETPUS.

5. IToaroToBKy K GEpeMEeHHOCTH U €€ BeleHUe AOJXKHbI OCYLIECTBISITh CO-

BMCCTHO aKylI€p-ruHEKOJIOI 1 reéMaTo.JIor.
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[naBa 7.
XpPOHMYECKUN MUEN0NENKO3
U 6€peMEHHOCTb

Pucku BeaeHuns 6epemeHHbix ¢ XMJ1

Jdwnarno3 XMJI He sIBIISIeTCSI TTPOTUBOIIOKA3aHUEM [IJIs1 TIJIaHMpPOBaHUS Oepe-
MeHHOCTH. TpaHcmokaums t(9;22) — Tak Ha3bBaeMmas «buanenbguii-
CKasl» XpOMOCOMa, — B pe3yJIbTaTe KOTOpOil 00pa3yeTcs XUMEPHBI OHKOTCH
BCR::ABL 1, BO3HUKAeT B COMAaTUYECKUX KJIETKAX U HE 3aTparnBaeT XpOMOCOM-
HBII aIlimapar ITOJIOBEIX KileToK. XMJI — He Hac/ieICcTBeHHOE 3a00JIeBaHME.

ITpumensiemast tepanust UTK, koTopass mpoBoguTcsl B MMOCTOSIHHOM pe-
XKUME B TEUEHUE MHOTUX JIET, HE 00JIalaeT MyTareHHbIM WJIU T€HOTOKCHYE-
ckuM JeiictBueM [1, 2]. JloKa3aTeabCcTB CHMKEHUST (DepPTUIBHOCTU Y Yes0-
Beka Ha ¢oHe npuema MTK He BbISIBIeHO. B CcBSI3M ¢ 3TMM mpepbiBaHUE
npuema UTK mist My>kunH ¢ 11e1b10 0€30I1acCHOTO OTLIOBCTBA HE TpeOyeTcsl.
IIpu aHanM3e HECKOIBKUX COTEH cliydaeB OTIOBCTBa Impu XMJI (Ha doHe
TepanmMyud WMATHHUOOM, HIIOTMHHOOM, NTa3aTMHHOOM, OO3yTMHHOOM) HeE
YCTAaHOBJICHO KaKMX-JIM0O OTKJIIOHCHWI B Pa3BUTHU POXKICHHBIX ACTCH IO
CpaBHEHUIO C OOLIECHONYISIMOHHBIMA JaHHBIMU [3—6].

HauGonbiyo npobiaemy IpeacTaBisieT co00il Bompoc 0€3011acHOIO BbI-
HalMBaHUsI OepeMeHHOCTU y XeHIIH ¢ XMJI. Ha HacTosiuuii MOMEHT B
MHUpe ellle He pa3paboTaHO eIMHBIX peKoMeHgauuii no BeaeHuto XMJI Bo
BpeMst 6epeMeHHOCTH. OCHOBHBIC ITyOIMKAILIMM Ha 3Ty TeMY OTpaxkaloT MHe-
HUE OTHEIBHBIX 9KCIIEPTOB B 3aBUCHMMOCTH OT OITBITA McciemaoBaTenei [1, 2,
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7—12]. B pexomengauusix ELN 2020 oTMeueHO, 4TO O€30MacHBIM MOJIXO0-
noM sisgercss otmeHa UTK Ha mepuon 6epeMeHHOCTU MPU COOTBETCTBUU
KPUTEPUSIM HAOTIOACHUS B peMUcCCUU 0e3 JIeYeHUsI, @ UMEHHO — TpepbIBa-
Hue jedyeHus nocie tepanuu MTK cpokoM He MeHee 5 JIeT Tpu CTaOUIbHOM
rinyookomM MO (He meHee MO4—MO4,5) niuteabHocThio 6onee 2 jet [13].
OnHako TakTUKa BeAeHUSI OEpeMEHHBIX, HE UMEIOIINX KPUTepUeB BKIIOYE-
Hug B (pa3y HabMOaeHUSI B peMuccur 0e3 JIeUeHUsl, SIBsIeTCS MPeaIMeTOM
JNUCKYCCUU B CBSI3U C HEOOXOAMMOCTBIO ONpeaeIeHUsI UHAUBUIYATbHOTO 0a-
JlaHca cienyrolux puckos: 1) puck Bo3aeiicteust UTK Ha mion; 2) puck pe-
uauBa 3abo0jeBaHus B ciydae nepepbiBa B mpueme MTK.

OcHoBHbIM onaceHueM npumeHeHuss M'TK Bo Bpems GepeMeHHOCTU SIB-
JISIeTCsl pUCK pa3BUTUSI BpoxkaeHHbIX aHoMmanuit. Bce UTK, npumeHseMbie
nns tepanun XMJI, uzHavanbHO ObLIM KiaccuduuupoBaHbl FDA (Food
and Drug Administration) Kax JieKapCTBEHHbIE MperapaTbl Kateropuu «D»,
KOTOpasi UMeeT ciienyouiee onpeaeneHue: «OTpevaroiire BceM TpeboBaHU -
SIM KOHTPOJIUpYEMble WX OOCEpBALIMOHHBIE UCHBITAHUS Yy OEPEMEHHBIX
KEHIIWH BBISIBUWIN PUCK aHOMAJIUIA pa3BUTHUS TUtoaa. OQHaKO NOTeHIIMAb-
Has MoJib3a OT MIPUMEHEHUS MperapaTra MOXeT ONPaBAbIBATh €ro MpUMEHe-
HUE y OEpEMEHHBIX XEHIIUH, HECMOTPS Ha PUCKW».

ITpu npumenenun UTK B NOKIMHUYECKUX IKCIIEPUMEHTAX YCTAHOBJIE-
HO TepaTOreHHoe AelcTBUMe MMaTMHUOa, nazatuHuba, 6o3ytuHudba [1, 14,
15]. dng HuitotTuHrOa HE OTMEUYEHO TePaTOTEHHOTO NECTBUS, OOHAKO OIMU-
caHa ero (heTOTOKCUYHOCTb U SMOPUOTOKCUYHOCTD MPU TPUMEHEHUU B 10-
3aX, KOTOpble MOTYT BBbI3BaTh HEXeJaTeJbHbIE SIBJICHUS y Matepu [2].
Ilo umeromMMcs KIIMHUYECKUM NTaHHBIM, YacTOTa PA3BUTUS BPOXIECHHBIX
aHOMaJIMii cocTaBmiIa okosao 7% mist nmMatuHu6a, 1o 4% I HUJIOTUHNOA
u 15% nnst nazatuHW6a (Taba. 1); MpU 3TOM YacToTa BPOXKICHHBIX aHOMa-
JIMii B O0LIEH MONYJISILIUMK COCTaBIsieT okoio 3—5% [19, 20].

ITpu otmene UTK cymectByeT puck pa3sutus peuuauba XMJI ot moJe-
kyssgpHoro (rmorepsgs bMO) u nuroreHetuueckoro (nmoteps [MIO u MO?2)
JI0 TEMaTOJIOTUYECKOTO PELMANBA C MOCIENYOIIel mporpeccreil 3adbonesa-
Hus. B ucciaegoBaHusxX Mo HaOJIOACHUIO B peMUCCUN O€3 JiIeYeHUsT y 00JIb-
HbiXx XMJI co crabunbHbiM rirybokumM MO nioteps bBMO oTtmevanack B 60-
JIBIITMHCTBE CJTyYaeB B TeUeHUE TepBBIX 6 Mecsies nmocie otMeHsl MTK [21,
22]. Takoil BpeMeHHOI WHTEPBAl MOXET ObITh BIIOJHE JOCTATOYHBIM IS
BO3MOXHOCTHU 0€30MacHOTO BeJeHUsS 6epeMEHHOCTU 0e3 TepaneBTUYECKUX
BMEIIATEJIbCTB Y MAIMEHTOK ¢ U3HAYAIbHBIM CTAOWIbHBIM T1yooKuM MO.

OmHako COOTBETCTBUE KPUTEPUSIM HAOTIONEHUSI B PEMUCCUU O€3 JIeUeHUs
JIOCTUTaeTCsl Kak MUHUMYM 4depe3 S seT tepanuu MTK u ganeko He y Bcex
00sbHBIX [23, 24]. BepoaTHOCTb MOTEPU ITOCTUTHYTOU paHee PEeMUCCUU U
CPOKM DPa3BUTUS peluauBa y 6oibHbIX XMJI 6e3 cTabWIBHOTO TITyOOKOTO
MO He usydanuch. B cBsI3u ¢ 5TUM, a TakKe B CBSI3U C OMOJIOTUYECKU 00Yy-
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Tadmma 1. YacTora BcTpedyaeMOCTH BPOKICHHBIX aHOMAJIUI TIPU TIpUMe-
Henun MUTK Bo Bpems GepeMeHHOCTU

UTK Tepatorennocts |Yuciao ciayyaeB GepeMeHHOCTH, N OcHoBHbIE BHIbI BPOKIEH-
B JOKJIMHIYECKUX HBIX AHOMAJIMI Pa3BUTUS
oKcnepuMenTax | BCErO € M3BECT-  |C BPOKIEHHBIMHU

HBIMH HCXOJAMH | AHOMAIHAMHU
WNmatuau6 |+ 210 12 (7%) AHOMaJIUM pa3BUTUST CKe-
[16] JieTa, BHYTPEHHUX opra-
HOB, TMIIOCTIaIHsI

Hunornuu6 |— 51 2 (4%) J1oGpoKaveCcTBEHHbIN TIO-

[2, 3, 16] pok cepiiia, oMddaorene

MazatuHub |+ 46 7 (15%) AHOMAaJIUU Pa3BUTHUS TTO-

[17, 18] YyeK, LEHTpaIbHOM Hep-

BHOI CHCTEMBI, BOISIHKA
miona (n = 3)
Bbo3ytunu6o |+ 10 0* Her*
[5]

* HeOosbllioe YKMCIIO CIIyyaeB, HEMOJIHbIE JaHHBIE.

CJIOBJICHHBIMU BO3PACTHBIMU OTPAaHUYCHUSIMU (DePTUIILHOCTH, BO MHOTHUX
CIIyJasix BOIIPOCHI BemeHUs 0epeMeHHOCTH TIpru XMJI ripuxomutes pernaTh 1
y 00JIBHBIX 0e3 cTabmibHOro Tiyookoro MO. OueBMIHO, YTO B TAKUX CIyda-
X OyneT HeOOXONMMBIM MPOBEAEHUE Teparluu BO BpeMsi OEPEMEHHOCTU, U
aKTyaJbHBIM SIBIISICTCSI BOIIPOC MU DEepeHIINPOBAaHHON CXeMbl BEICHUS,
yuyuThIBalolleil oba pucka: npeposiBaHus tepanuu UTK u ee mpumMeHeHusI.

0O6ocHOBaHKe cxembl BeaeHUs 6epemeHHbIx ¢ XMJ1

PaspaboranHast cxema BeneHus: 60abHBIX XMJI O0a3upyercsi Ha OCHOBaHUU
1) maHHBIX MUPOBOI JTUTEPATYPHI; 2) COOCTBEHHOTO 00Jjiee YeM MeCSATUIICT-
Hero onbiTa BeneHus 6epeMeHHBIX ¢ XMJI Ha 6aze ®PI'BY «<HMMUII remato-
sorun» Mwun3snpaBa Poccum [11, 12]; 3) pe3yapTaToB MCCIEIOBaHUI IO
oueHke npoHnkHoBeHnsT MTK depes mimaneHTapHbI Oapwep [17, 25—29].
B ocHoBe pekoMenmannit — nuddepeHITMPOBAHHBIN MOIXOMI, YIMTHIBAIO-
1M OMyXOJeBYI0 MacCy Ha MOMEHT Hayaja OepeMEeHHOCTH, KUHETUKY
MOB mociie mpepbIBaHUS Tepalmuy U CPOKM OepeMeHHOCTU. PekomeHma-
muu paspadbotansl B PI'BY «<HMMUII rematonornm» MunsagpaBa Poccum,
npu nomaepxke criennaauctoB ®BI'Y «HMMUAII akymepcTBa, THHEKOJIOTUHN
U nepuHaTtojiorun» uM. akagemuka B. M. KymakoBa MwuHn3apaBa Poccun
. M. H. P. I'. IlImakoBa, k. M. H. E. C. ITonymkunoit, K. M. H. M.A. BuHo-
TpagoBOA.

IMpumenenne UTK nmomxkHo ObITh MCKIIIOUEHO B | TpumecTpe B mepuo
OpraHoreHesa B CBSI3U C OTCYTCTBMEM ILIALlEHTApHOIO O0apbepa U BbICOKUM
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PUCKOM pa3BUTUSL BHYTPpUYTpOOHBIX aHoManuii. [locne 15-if Hemenu Oepe-
MEHHOCTH TITalleHTapHBIN Oapbhep OTpaHUYMBACT BO3JIEUCTBUE MPENapaToB
Ha moa. B cBg3u ¢ UM npu 60JIbIIOI Macce onyxoiau y 00oapHbIX XMJI
OTpaBIaHHO TIPOBEJCHNE Tepanmuu BO Bpemsi OepemeHHocTU. [loHsATHE
«OosbllIas Macca OIMyXoJiv» BKJIoJaeT B ceost ypoBeHb BCR::ABLI > 1%,
KOTOpBII COOTBETCTBYeT OTCYTCTBUIO MO?2 M accOLMUPYETCS ¢ BBICOKOI
BeposiTHOCTHIO moTepu [1I'O U BBIABICHUS] MYTaHTHBIX KJIOHOB.

Ha ocHoBaHUM OTCYTCTBMSI TePAaTOTEHHOCTH HWJIOTUHUOA B NOKJIMHUYE-
CKUX HCCJIEIOBAHUSIX, OTPAHMUYEHHOTO TTPOHWKHOBEHUSI UMAaTUHUOA U HU-
JIOTUHMOA Yepe3 TJIALeHTY, a TAaKKe TTOJIOXKUTEIBHOTO OIbITa IPUMEHEHUS
nByx ykazaHHbix UTK Ha mo3nHux cpokax 6epemeHHocTH [28, 29] MbI cuu-
TaeM OINpaBIaHHBIM MPUMEHEHUE UMATUHMOA M HWIOTMHUOA 1ocie dhop-
MUpOBaHUS TIalleHTapHOro 6apbepa (bosiee 15 Heaeab) NMpu HEOOXOAUMO-
ctu niposeneHus tepanu XMJIL. Tlpu Beibope u3 3tux nByx UTK npeanou-
TEeHUE 11eJIeCO00pa3HO OTAaTh UMAaTUHUOY KaK Mpernapary ¢ OOIbIITUM OITbI-
TOM TIPUMEHEHMSI Ha TO3IHUX Cpokax OepeMeHHOCTU. HakKoruieHHbIN Ha
HACTOSIIIMI MOMEHT OTIBIT TPUMEHEHUSI HWIOTMHUOA BO BpeMsi OepeMeH-
HOCTM OTpaHWYEH; Ha3HAYeHWS] HWIOTUHUOA MOJKHBI OBITH TIIATEJLHO
B3BEIIEHHBIMUA U OOOCHOBAaHHBIMU: TOJIBKO B CJydae HEBO3MOXHOCTH Ha-
3HAYEHUS UMAaTUHNOA (PE3NCTEHTHOCTh, HETTEPEHOCUMOCTD).

JazaTuHnO 3HAYMTETHLHO TPOHUWKAET 4epe3 IUIalleHTapHBI Oapbep U
MPOTUBOIIOKA3aH Ha JI00bIX cpokax bepemeHHocTU. pyrue UTK (603yTu-
HUO, MOHATUHUO, aCHUMUHUO) Ha HACTOSIIIIUI MOMEHT HE PEKOMEHIOBAHbI
BO BpeMsI 0EpeMEHHOCTH B CBSI3U C OTCYTCTBMEM TTOATBEPKIEHHBIX JTaHHBIX
00 ux 6e30MacHOCTH.

[Tpr HEBO3MOXHOCTHU Teparuv UMaTUHUOOM WJIM HUJIOTUHUOOM JOTIyC-
tma tepanust MPH, koropas, 1Mo HalllUM COOCTBEHHBIM JaHHBIM, TTO3BO-
nsetr coxpanuth [1I'O, ogHako He BIUSIET Ha CIEPKUBAHUE POCTA YPOBHS
BCR::ABL1. B ciayyae HeoOXOOMMOCTM CPOYHOIO MPOBEACHUS Teparuu
(ipu orcyrctBum I1I'0) onpaBnanHo npumeHenne MPOH B [ tpumectpe 1o
nepesoaa Ha Ooisiee addbexktuBHylo Tepanuto UTK B II—IIT TpumecTpax.

HaubGonee ompaBnaHHBIN MOAXOA — 3TO TIAHUPOBaHUE OEPEMEHHOCTH
nocye noctuxeHus riybokoro MO u ero crabunuzanuu. DTO MO3BOJUT
npepBaTh npueMm MTK noa kontposem ypoHst BCR::ABL1 1 cHU3UTh He-
00XOIMMOCTh BO30OHOBJICHUS Teparuy BO BPeMsT OEpeMEHHOCTH.

MnaHupoBaHue 6epemeHHocTH npu XMJ1

IranupoBaHue OEpeMEHHOCTH Yy XKEHIIMH B XpoHudeckou daze (XD)
XMJI BozMoxxHO nociie Kak MUHUMYM 3 siet Tepanuu U TK (ontumanbHo —
nociue 5 net tepanuu UTK) npu nmoaHON KIMHUKO-TeMaTOJI0TUYECKOM pe-
MucCCcUU U cTabwibHOM miybokoM MO (ontumanbHo — MO4,5 ¢ ypoBHEM



123 Tnasa 7. XpOHUYECKMI MUENONEAKO3 1t BEPEMEHHOCTD

BCR::ABLI1 < 0,0032%) manureabHOCThIO Gojiee 2 ser. J1o mosaydyeHus cra-
ousbHOro riyookoro MO Bcem mauveHTkam, noaydatomum MTK, peko-
MEH/IOBaHa KOHTpALeTIusl.

Hnga xenmuH B ¢pa3e akcenepamuu (PA) XMJI B nedroTe 3a001eBaHUS, C
TMOJTHOW KJTMHUKO-TeMAaTOJIOTUIECKOUN peMUCCHel U CO CTaOUITbHBIM TITy00-
KkuM MO nauTeabHOCTbIO Oosiee 2—3 JET BO BpeMsl Teparnuu IIaHupoOBaHUe
0epeMEeHHOCTH BO3MOXHO C OCTOPOXHOCTBIO, TaK KaK HET JaHHBIX IO Mpe-
peiBanuio Tepanuu UTK u 6e3ormacHomMy HabmoaeHnto 6e3 eueHusi B GA
XMJIL.

ITpu 6nactHom kpuse (BK) XMJI mianupoBaHue 0epeMEHHOCTH Helle-
JIecoo0pa3Ho, YUUTHIBAsI OXUAAEMYIO HU3KYIO BBDKMBAEMOCTh, HEOOXOMM-
MOCTb TIPOBENIEHUsT KYpCOB XxuMuoTepanuu B couyeranun ¢ UTK wnu an-
Jo-TI'CK mociie 1oCTUXEHUS peMUCCUM 3a001eBaHMsI.

BesomnacHbIit 1 TpueMIeMbIi TIOIXO/ MPU TJIAHUPOBAHUU OEPEeMEHHOCTH
y nauueHToK ¢ XMJI — 3auatue Ha poHe npuema UTK v HemeqieHHas oT-
meHa MTK cpasy xe nociie moaTBepXKIeHUs1 0epeMeHHOCTH (OMnpeaeieHue
ypoBHs XI'Y ¢ momouibpio TecT-1mojocok). [Ipu naHHOM Moaxoae CHUXKaeTCs
BEPOSITHOCTD JJTUTEILHOTO TIEPEephIBa B JICYEHUU C YIETOM TOTO, UYTO Oepe-
MEHHOCTb MOXET He HacTynuTh cpasy. KpoMe Toro, paHHue Cpoku Oepe-
MEHHOCTH JI0 UMITJIAaHTallMy W Havajla OCHOBHOTO OpraHoTeHe3a SIBJISTIOTCS
0e30IacHBIMU C YY€TOM aBTOHOMHOTO CYIIIECTBOBaHUSI AMOpPUOHA HA paH-
HUX 9Tanax pa3BuTus. ba3upysch Ha HalIMX COOCTBEHHBIX JaHHBIX U 3apy-
0EXXHOM OITBITE, MOXHO OTMETHUTh, 4TO 0KoJio 70% GepeMeHHOCTE, KOTO-
pble OJIarOTOYYHO 3aBEPIIWINCH POAaMU, ObLTM M3HAYATbHO JUATHOCTH-
poBanbl Ha doHe npueMa UTK u ormensr UTK Ha paHHux cpokax oepe-
MEHHOCTHU (4—5 aKyllepcKUX HEIEesb).

ITocne ormensl UTK HeoOxoarma He3daMelIuTeIbHAsl KOHCYJIbTAlIUS Te-
MaroJjiora JUisl OIEHKW PUCKOB BeACHUS OONTbHOM, C yI4eTOM KOHKPETHOM
KJIMHUYECKOW CUTYyalluu, W TIOJyYeHUS] WHAWBUIYATbHBIX PeKOMEHIAIINi
Mo cxeMe BeleHUs OepeMeHHOCTH. PekomeHmayeTcsl moapoOHas Oecena ¢
MAIMEeHTKON, TTPU HEOOXOMWMOCTU — C yJyacTHEeM B Pa3roBOpE €€ POJICT-
BEHHUKOB, OCOOCHHO [JIsT OOTBHBIX ¢ OOJBIIION MacCoOil OMyX0Iu, KOTOphIe
KaTeropuyecku HacTauBalOT Ha cCOXpaHeHUU OepeMeHHocTH. [lenecoodpas-
HO TIOATBEPXIeHUEe MH(MOPMUPOBAHHOCTU MAIMEHTKHN W TTOJyYeHUE OTBE-
TOB Ha BCE MHTEPECYIOIINE €€ BOTIPOCHI TI0 TAKTUKE BEACHUS BO BpeMs Oe-
PEMEHHOCTH, a TakKe TOJIydeHHe COorjiacusl OOTBHOMN CIeT0BaTh PeKOMEH-
JALMSIM CIIeI[MAaTUCTOB.

Benenue 60MbHOI TOKHO OCYIIECTBIISITHCS TIPU B3aMMOJICCTBUN remMa-
TOJIOTa W TUHEKOJIoTa. AHAMHE3 JIJIsI OTpeeieH!s] ONTUMATbHON TaKTUKU
BeJIeHUST OOJIbHOM MOJIKEH BKITIOYATh B CE0s1 CIIeMyIolIne JaHHbIC:

e (paza XMJI Ha MOMEHT JUarHO3a U HA MOMEHT OLIEHKU, TPYIIIa pucKa mo

ELTS;
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e uHdopmMmaius o npumeHseMbix UTK, nx no3ax u cpokax Tepanuu; B ciiy-
yae tepanuu MUTK 2-ro nokojieHUsI — NMPUYMHBI UX HA3HAYEeHUS (pe3u-
CTEHTHOCTb, HEMEPEHOCUMOCTb MPEAbIAYIIEH JUHUU JIEYEHUS, APYTOE);

® pe3yJbTaThl LIUTOTEHETUYECKOTO U MOJIEKYISIPHO-TEHETUYECKOTO MCCIie-
JIOBaHUS 3a BeChb MepUOM HAOMIOAEHNS JUIST OLIEHKM PUCKa pelInBa 3a-
6oneBanus npu otmeHe UTK;

e yH(OPMaLMS O COIMYTCTBYIOLINX 3a00JIEBAHUSIX U COITYTCTBYIOLLEH Teparvu;

® 0COOEHHOCTHU aKyllIepCKO-TMHEKOJOTHYECKOrOo aHaMHE3a;

e npu orcyrctBuu I1T'O u runepTpoMOOLIUTO3€, a TAKXKE MPU HATUYUU CO-
MyTCTBYIOLIMX 3200JIeBaHU, YBEIUUNBAIOIIUX PUCK TPOMOOTE€HHOCTH, —
OLIEHKAa PUCKOB TPOMOOSMOOIMYECKUX OCIOXHEHUH. s OONBHBIX C
[ITO maHHbIE PUCKU MAJIOAKTYaJIbHBI.

TakTuKa BegeHus 6onbHbIX XMJ1 B 3aBUCMMOCTH
OT CPOKOB 6epeMeHHOCTU

PexoMeHIOBaH CIIeAYIOMINI aJITOPUTM ACHCTBUN B 3aBUCMMOCTH OT CPOKa
OepeMEeHHOCTH.
I tpumecTp 1 Hayazo Il TpumecTpa (mepBble 15 Henenb 6EPEMEHHOCTH):

® DaHHSS IMarHoCTUKa OEpeMEHHOCTU — TeCT-MoJIocKM (ompeaeneHue X1
B Moue) 1 otmMmeHa MTK cpasy mocite mmoaTBepskaeHUsT 0epeMeHHOCTH;

e TIOATBEpXIEeHNE OepeMeHHOCTH Mo pe3yiabraraM Y3U 1 HaboneHne ri-
HEKOJIOTa;

e oueHka pe3yiabTatoB OAK 1 pa3 B 6—8 Henenb win yaiie, Ipu HeE0OXO0-
IMMOCTHA KOHTPOJIS TTOKa3aTeeit;

e nipu coxpanenun I1I'O — HabmoneHue 6e3 Tepanuu 10 15 Hemelb Oepe-
MEHHOCTH,

e 1pu notepe III'O — tepanus UD®H B nozax 3—6 mun ME n/k uepes
IIeHb WU eXETHEBHO,

e orneHka ypoBHss BCR::ABL1 metomom konuuectBeHHoit 1P B pearns-
HOM BpeMEHM Ha MOMEHT IMarHOCTUKM OepeMEHHOCTH 1 Ha CpoKe Oepe-
MEHHOCTHU 15 Henenb.

I Tpumectp mocie 15-i Henenu 6epemeHHocTH — I1I TpuMecTp 10 ponoB:

e oreHka pesynbratoB OAK 1 pas B 6—8 Hemenn;

e orneHka ypoBHsi BCR::ABL1 metomom konuuectBeHHoit 1P B peainb-
HOM BpeMeHu | pa3 B 6—8 Heeb IpU MPOAOKEHUU HaboaeHus 0e3
Tepanuu;

e JONMYCTHMMO IIPOJOJLKUTL HaONIomeHue 0e3 Tepanmuu IIPU COXpaHEHUU
[0 u MO2;

e 1pu otcyrcTBuu miau notepe [1I'0O, motepe MO2 — mpuem nMaTnHNOA B
nmo3e 400 mr/cyT;
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e IPU PE3UCTEHTHOCTU K UMATUHUOY UM €T0 HENMepeHOCMMOCTU — pac-

CMOTpETh MpueM HUIOTUHMOA B 10o3e 400 Mr/CyT;

e IPU HEBO3MOXHOCTU TepANIUu UMATUHUOOM UM HUJTOTUHUOOM — Tepa-
must U®H B nose 3—6 maH ME 1/K exeaHeBHO;

e B cllyyae Havaja Tepalnyi UMaTUHUOOM, HrmtoTnHnOoM miu MPH moka-
3aH KOHTpoJib ypoBHS BCR::ABLI1 1 pa3 B 3 mecsua;

e nHasznaueHue apyrux UTK He nokaszaHo;

® PEKOMEHIOBaHbl HAOIIOAEHUE TMHEKOJ0ra U OLIEHKA Pa3BUTUS TJ101a MO
pe3yjbTaTaM aKylIepCKO-TMHEKOJIOTUYECKOTO 00CIeI0BaHUS.

ITpu ycraHoBaeHuun nuarHoza XMJI Bo BpeMsi 6epeMeHHOCTH pellieHue O
TaKTUKE BEJIEHUSI MIPUHUMAETCS C yUeTOM CpoKa OepeMeHHOCTH, (a3bl 3a00-
JIEBAaHUS U XKeJIaHUS XEeHIIUHbI COXPAaHUTh OepeMeHHOCThb. Eciu xXeHuuHa
HacTauMBaeT Ha COXpaHEHUU OEPEMEHHOCTH, B MHTEpecax MaTepu BOIPOC O
MPOBEICHUU Tepanuu JOJKEH ObITh pacCcMOTpeH cpasy xe. [Ipu xpoHuue-
ckoit aze XMJI ¥ OTCYTCTBUM TUIEPAEHKOLUUTO3a U TUNIEPTPOMOOLIMTO3a
1o 15-ii Hemen GepeMeHHOCTH BO3MOXHA Ha0IoaaTeIbHAs TAKTUKA 0€3 Te-
paru 6o npumeHeHne MDH co caepkuparotieit nensto. [Mocne 15-it He-
Jeau 0epeMeHHOCTH Moka3aHo HauyaTh Tepanuio UTK (umatuHuo).

Ipu yposHe neiikouutos 10 100 x 10%/1, Mo JaHHBIM JIUTEPATYpPhI, pe-
KOMEH/I0BaHO BbIMoOJIHeHME Jielikadepesa [2]. [IpumeHeHUe THAPOKCUMO-
YEBUHBI BO BpeMs 0€pEMEHHOCTHU HE MOKA3aHO B CBSI3U C OMTACHOCTHIO Tepa-
TOTEHHOTO BO3CHCTBUS 3TOro mpemnapara. OmHAKO OMBIT 3apyOeKHBIX UC-
cjenoBaTesiell U Halll COOCTBEHHBIN OMBIT MOKAa3bIBAIOT, UTO MTPU HEOOXOIU-
MOCTH OBICTPOrO KYIMPOBaHWUs TuIepieikonurosa Bbime 100 x 109/,
TUTIEPTPOMOOIIUTO3a U OTCYTCTBUU BO3MOXHOCTU MTPOBEACHUS Jielikadepe-
3a MOXET ObITh OIIPAaBJAHO MPUMEHEHNE KOPOTKUX KYpPCOB TMAPOKCUMOYE-
BuHbI [10, 28—30]. Jdo3bl npernapata 1eaecoo0pa3Ho MoadupaTh ¢ y4eTOM
YPOBHS JIEHKOUIMTOB U TPOMOOIIUTOB.

ITpu puarHoctupoBanuu dasbl akcenepanuu XMJI Bo Bpemsi OepeMeH-
HOCTU U KaTErOpU4YeCKOM OTKa3e XEHIIWHBI OT MpepbIBaHUS OepeMEHHO-
CTU Tepanus N0KHA ObITh HayaTa B MHTEpPEcaX MaTepy BHE 3aBUCUMOCTU
OT CPOKOB O0€PEMEHHOCTH B CBSI3U C BBICOKUM PUCKOM IMPOTPECCUPOBAHUS
3a0o0JieBaHus 0e3 JeueHus1. JIMarHoCTUpOBaHHBIM HA paHHUX CpoKax Oepe-
MeHHocT BK XMJI siBiseTcs mokazaHueM K MpepbIBaHUI0 OepeMEHHOCTH;
Ha MO3HUX CPOKaxX OEpeMEHHOCTU — OOCYIUTh JOCPOYHOE POAOpa3pelIe-
HUE U HeMeJIeHHOe Havayio Tepanuu. CpoKu MpepbIiBaHUS O€peMEHHOCTU
U pOIOpa3pelieHUus OMNPenessoTCd UHAWBUAYATbHO TPU yYACTUU aKylle-
POB-TMHEKOJIOTOB U TeéMaTOJIOTOB.

Pa3zpabotanHas cxeMa BeNeHUS YYUTHIBAET BECh CIEKTP BO3MOXHBIX
KJIMHAYECKUX CUTyaluii (Tabit. 2), a 6ezonacHOCTh U 3(PHEKTUBHOCTD MOI-
TBEPXKIAIOTCS pe3yIbTaTaMU MHOTOJIETHETO BeleHUs 60JabHbIX ¢ XMJI u Oe-
PEMEHHOCTBIO C yYeTOM OajaHca UMEIOLIUXCS PUCKOB.
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Tabmuma 2. Cxema BeneHust 6obHBIX XMJI ¢ yueTom cpoka 6epeMeHHOCTH
M OTYXOJICBOI Macchl

W3HavanbHblii ypo-
BeHb BCR::ABL1 na
MOMEHT IOATBEPXK-
neHust OepeMeHHOCTH

Bo Bpems GepemeHHOCTH

Ilocae ponos

Ilepsbie 15 nenean
OepeMeHOCTH

II—IIT Tpumectpsl nocae 15-i
Hesle/IM GepeMEeHHOCTH 0 POJOB

T'ny6okuit MO:
MO4 (ypoBeHb
BCR::ABLI =~
~ 0,01%)

W

MO4,5 (ypoBeHb
BCR::ABLI =~
~ 0,00 32%)
BMO (MO3)
(ypoBeHb
BCR::ABLI
>0,01%
u=~0,1%)

e HaGnionenue 6e3
JIeUCHUS.

e KoHTpoJIb ypOB-
Hsa BCR::ABLI u
OAK Ha 15-i1 He-
nene 0epeMeHHO-
cTU

o KOHTpOJIb YPOBHS
BCR::ABLI1 kaxmbie
6—8 Hexenb.
e [Ipu coxpanennuu MO2
(YypoBeHb
BCR::ABL1 < 1%) — nHa-
OytofeHe 6e3 JIeUeHUSI.
e [Ipu notepe MO2 (ypo-
Benb BCR::ABLI > 1%) uniu
notepe [1TO:
¢ umaTuHuno, 400 Mr/cyT;
0 B cilyyae pe3UCTEHTHOCTHU
K UMaTUHUOY WUJIU ero He-
MEePEeHOCUMOCTU — HUJIO-
TMHUO, 400 Mr/cyT.
e B ciyyae BO30OHOBIIEHUS
npuema UTK:
¢ kontponb OAK 1 pa3 B
MecsILL;
O KOHTPOJIb YPOBHS
BCR::ABLI kaxnbie 3 me-
cgua g0 noixydeHus bMO

o Bo30OHOBUTH
npexuuit UTK.

e CmeHa UTK npu
HETNepeHOCUMOCTH
WJIX OTCYTCTBUM
BOCCTaHOBJICHUS
BMO B TeueHue
6—12 mecsues

MO?2 (ypoBeHb
BCR::ABLI
>0,1% u ~ 1%)

e HabmoneHue 6e3
JIeYeHUsT WU pac-
CMOTPETh TeParuio
UOH.

e OLEHUTh YpoO-
BeHb BCR::ABLI1
W pe3yIbTaThl
OAK Ha cpoke

15 nenenn

o KoHTpOJIb YpOBHS
BCR::ABLI xaxnbie
6—8 Hexenb.
e [Ipu coxpanenuu MO2
(ypoBeHb
BCR::ABLI1 < 1%) — Ha-
OyofeHue 06e3 JIeUeHUsT WIN
MPOIOJIXEHUE Teparuu
NOH.
e [Ipu notepe MO2 (ypo-
Benb BCR::ABLI > 1%) wim
nortepe [1I'0O:
O umatuHu6, 400 Mr/cyT;
0 B clyyae pe3MCTeHTHOCTU
K MUMaTUHUOY WJIU €ro He-
MEPEHOCUMOCTU — HUJIO-
THUO, 400 Mr/CyT.
e B ciyyae BO30OHOBICHUS
npuema UTK:
¢ konTposb OAK 1 pa3 B
MeCHIIL;
0 KOHTPOJIb YPOBHS
BCR::ABLI kaxnbie 3 Me-
csiua g0 nonydyeHus bMO

o Bo306HOBUTH MK
MPOJIOJIKUTh MPUEM
npexHero UTK.

e CmeHa UTK B
cllyyae HerepeHoCH-
MOCTH WJIM OTCYTCT-
BUSI ONITUMAJILHOTO
oteera (BMO) B Te-
yeHue 12—18 mecs-
LIeB
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Tabmmna 2 (okoHuanue). Cxema BemeHust 60ybHBIX XMJI ¢ yyeToM cpoka
0epeMEHHOCTH M OITYXOJICBOM MacChl

W3navanbHblii ypo-
BeHb BCR::ABL1 Ha
MOMEHT MOATBEpPXK-
nennst OepeMeHHOCTH

Bo Bpems GepemeHHOCTH

Ilepsbie 15 nenean

p )CTH

II—IIT Tpumectpsl nocae 15-i
Hesle/M GepeMEeHHOCTH 0 POAOB

ITocae ponos

OrcyrctBue MO?2
Tpu YpOBHE
BCR::ABLI

> 1—10% u co-
xpaHeHue [1TO Ha
GdoHe eueHust

eI®H no 15 He-
nesb IPU COXpaHe-
Huu T1TO.
eOILIEHUTh YPOBEHB
BCR::ABLI u pe-
synbratel OAK Ha
cpoke 15 Henenb

OrcyrctBue I1TO
(BKJIIOYAs BIIEpBbIE
BBISIBJICHHBI
XMJI BO Bpems

o M®OH c I Tpume-
cTpa 6epeMeHHO-
cTH

eImatunu6, 400 Mr/cyr.
eHunorunu6, 400 Mr/cyT B
ciayyae pe3MCTEHTHOCTH K
WMaTUHUOY WM ero Herepe-
HOCHUMOCTH.

o[IpomokKUTh TeueHrue u
HUDH ToabK0 TIpHM HEIO-
crynHocTtu Tepanuu UTK.
eKoHtposb OAK 1 pa3 B
MeCSII; KOHTPOJIb YPOBHSI
BCR::ABLI kaxnbie 3 mecsi-
11a TocJie Ha3HAYeHUS JTI0-

o[1poaoIKUTH TIPU-
em mipexxHero UTK,
KOHTPOJIb KOMILIa-
E€HTHOCTH W TePeHO-
CUMOCTH JICUCHMUSI.
eCmena UTK B ciy-
yae HernepeHOCUMO-
CTH.

ePaccMoOTpeTh CMeHY
HNTK mnpu orcyrct-
BUM ONTUMAaJIbHOTO
OTBeTa — KaK MUHU-

6epeMeHHOCTH) 00i1 Tepanuu Bo BpeMs Oe- [MyM MpHU OTCYTCTBUM
1 YpOBEHb PEMEHHOCTH noctuxkeHus MO2
BCR::ABLI (BCR::ABL1 < 1%)
> 1—10% B TeueHne 6—12 Mme-

CsIIEB, TIPU OTCYTCT-
BUU WU TTOTEpe
BMO nocne 12—18
MecsIeB

OTKI0HEHUS OT cXxeMbl BeaeHUs 6epemeHHbIx ¢ XM

U peakme cutyauumu

HecMmoTpst Ha ycTaHOBNIEHNWE Y€TKMX TIOKa3aHUI [Is BO30OHOBIIEHUST Tepa-
muu UTK (ypoBenb BCR::ABL1 > 1% mpu cpoke OepeMeHHOCTU 00-
see 15 Hemenb), B OTAETBHBIX CIydasX BO3MOXHBI OTKJIOHEHMSI OT CXEMbI
BEJICHUSI.

Hanpumep, yposenb BCR::ABL1 > 1%, BbIsIBIeHHbII Ha IIO30HUX CPO-
kax 6epemenHocTu (37—40 Henenw), Mn6o nuarno3 XMJI, yctaHOBIEHHBIT
Ha TIO3[HUX CpOKax OEepeMEeHHOCTHM B OTCYTCTBHME TUIEPJICHKOIINTO3a,
TUTIEPTPOMOOIINTO3a, TP YMEPEHHO BIPAXKEHHOM MUEIOIIUTAPHOM CIBU-
re B remMorpaMmme mo3BojisseT oTcpouuth Tepanuio MTK mo pomopaspe-
IeHus.

OtcyrctBue tunuuHoro TpaHnckpunta BCR::ABLIp210 — ocHoBHOrO
rmokasaTesiss JJiss MOHUTOPUHTA TIPU BBIMOJHEHUU CTaHAAPTU3UPOBAHHOM
konuyectBeHHOW [TLP — TpeOyeT mOMOJHUTENBHON TUATHOCTUKU: OIpe-
nenenust atunnuHoro BCR::ABLI1-tpanckpunta. MOHUTOPUHT TpU pen-
kux Tunax Tpanckpunta BCR::ABL1p230 win BCR::ABL1p190 Bo3MokHO
npoBoaUTh MeToaoM KojmdecTBeHHON [TLP. ITpu HeBo3MOXHOCTH mpoBe-
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neHus konuvyectBeHHoU [IL[P B peajbHOM BpeMeHW IS PEAKUX TPaHC-
kpuntoB BCR::ABL1 omnpaBgaH MOHUTOPUHI C MOMOIIbIO MeTona (Jiyo-
pecueHTHoOV rubpuausauuu in situ (FISH).

Penkoii cutyauueit y 6oabHbix XMJI gBisieTcss oOHapyXeHue MaHpe3u-
creHTHOM MyTauuu BCR::ABLI T3151, B ToM uucie y 00JbHBIX 0€3 roTepu
TITO. BepositHocTh BbigBAeHUS T3151 mpu OGepeMeHHOCTH y OOJIBHBIX
XMJI kpaitHe HU3Kasi, OAHAKO, MO HALIUM JAaHHBIM, TaKO€ COYETaHUe
Bcrpevasioch B 1 (0,5%) u3 205 ciaydyaeB OepeMEHHOCTU; B YKA3aHHOM CIIy-
yae MalueHTKa KaTeropruyeckKu oTKazajlach OT MpepbIBaHUSI OEPEMEHHOCTH;
B mepuona 6epeMeHHOCTH ObLT HazHaueH MDH, 9To Mo3BOJMIO COXPAHSITh
TIT'O u Bniocneacteuu nojyuuth bMO npu niepeBosie Ha TEPANUIO TOHATU-
HUOOM T10C/ie PONIOB.

OTKJIOHEHUS OT CXeMbl BEJEHUSI MOTYT OBbIThb TaKXKe CBSI3aHBI C TIOXOU
MEePEeHOCUMOCTbIO MPOBOAMMOTO JieYeHUs. TOLIHOTA U OTEKU SIBISIOTCS
Hanbosee YyacTbiIMU MOOOYHBIMU A deKkTamMu Tepanuu umatuHubom. Kak
MPaBUJIO, UX BBIPAXKEHHOCTb MPU JUIUTEIbHOW Tepanuu He MpeBbIlaeT 1-i
CTENEeHU TOKCUYHOCTU. Bo Bpemst 0epeMEeHHOCTHU MpUeM UMaTUHNOA MOXET
COMPOBOXIAThCS 0O0Jiee BBIPAK€HHOI TOILIHOTOM, PBOTOM, B OTHEIBHBIX
cyyasix 3aTpyaHsoneld mpoBeaeHue Tepanuu. Ha mnpakTtvke ¢ 3TUMU He-
XKeJIaTeJIbHBIMU SBJICHUSIMU YIABAJIOCh CIPABUTHLCS MPU COOIIONEHUM pe-
XKMMa TpreMa mperapara CTporo Mocje ebl, B HEKOTOPbIX CIydyasix — MpUu
pazneneHuun 103bl MatTuHUOa 400 Mr Ha JBa Mpuema; MHOTAA MpU 3aMeHe
Ha UMaTUHUO IPYroro IMpOU3BOAUTEII.

PeKomeHAaLUK N0 POAOPa3PELIEHUI U FPYAHOMY
BCKapMJIMBaHUIO

VYuursiBasg cyuiectBytoiue pucku npumeHeHusi M'TK Bo Bpems GepeMeH-
HOCTH, a TAK:KE OTHOCUTEILHO HEOOJIBIIIOE O0IIee YHUCIIO CIydaeB OepeMeH-
Hoctu nipu tepanuu UTK, kaxgas naunentka ¢ XMJI gomkHa HaXOOUTHCS
MO TIPUCTAIIPHBIM HaOJIOMCHUEM CICIHMAIMCTOB KBaJTU(MUIIMPOBAHHOTO
aKyIIepCKO-THHEKOJOTMIECKOTO LIEHTpa.

B cooTBeTCTBMM ¢ peKOMEHIAIIMSIMU THHEKOJIOTOB BCEM KCHIIIMHAM He-
00XOoIMM CKPUHUHT Ha HAJIMINE XPOMOCOMHOI ITAaTOJIOTUH Y TUIOAA WJIU Je-
(extoB HepBHOI Tpyoku B I u II TpuMmecTpax 6epeMeHHOCTH, YTO BKIIIOYA-
et B cebsg Y3U ¢ u3aMepeHneM TOIIIMHBI BOPOTHUKOBOTO TPOCTPAHCTBA,
JJTMHBI HOCOBBIX KOCTe ruiona B cpoku 11—14 Henens n 18—20 Henmelnb, a
Takxke uamepeHue cBobomHoro XI'Y; Oenka, accoumupoBaHHOro ¢ Oepe-
meHHOCTBIO (PAPP-A), n anbda-deronporenHa Ha cpoke 9—14 Hemelnb.
Y3U mnona, IIAaeHTH, OKOJIOIUIOAHBIX BOM IPOBOIMUTCS IBAXKIBl B KaX-
IIOM TPUMECTpE; TOIMIUICPOMETPHS ¢ UCCIeIoBaHneM (DeToIUIalleHTapHOTO,
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MaTOYHO-IUIALIEHTAPHOTO KPOBOTOKOB M KPOBOTOKA B CPEIHEN MO3roBOW
apTepuu Iojaa Kaxable 4 Heaeau, HauuMHas ¢ 22-i Heaeau (Mo mokKa3aHU-
sIM); KapauoTokorpadus miona ¢ 33-it Hepenu (Ha 33-i, 36-i1 Hexensx, aa-
Jee — 1 pa3 B 2 Henesn).

Cpoku U cnocod pomopaspenieHusi BbIOMPAIOT C YYETOM aKyLIEPCKUX
MoKa3aHUU U cocTOsiHUS 3aboneBaHusl. Eciau coxpaHsieTcss JOCTATOYHBINA
KOHTPOJIb KuHu4Yeckux nposieneHuit XMJI (coxpansiercs I1T'0O, HeT npu-
3HAKOB MPOTrPeCcCUr 10 MPOABUHYTHIX (Pa3), MOKa3aHUI K BBIIOJIHEHUIO PO-
JnopaspeliieHus: panblie cpoka HeT. Ilpu nporpeccun XMJI HeoOxoaumo
PEeLIUTh BOMPOC O JOCPOYHOM POAOPA3PELICHUM.

Juarnoz XMJI He siBsieTcsl MoKa3zaHWeM JIJisl OMEpaTUBHOIO poaopaspe-
weHus. [Tpu oTCyTCTBUM MPOTUBOMOKA3aHUN U TOHOIIEHHOWH GepeMeHHO-
CTU PEKOMEHIOBAHbI €CTeCTBEHHbIE poAbl. B pogax Bo3MOXHO MpoBeneHue
SMUAYPaTbHON aHAITE3UH.

BozobHnosnenue tepanuu UTK nociae ponos npu orcyrcrBun bMO pe-
KOMEeHAyeTcs 6e30TaaraTesibHO, B TeueHue nepBoit Heaenau. OIHAKO eciu K
MOMEHTY POJOB y MallMeHTKM coxpaHsieTcs riyookuit MO unu BMO, npu
HACTOSITEJIBHOM 3KeJaHUU OOJIbHOUW BO3MOXHO MPOJJIEHUE MepephiBa B Te-
panuy U TpyIHOE BCKApMJIMBAHUWE MOJ KOHTPOJIEM MOHUTOPWHTIA YPOBHS
BCR::ABLI kaxnpie 4—6 Henmenb. [Ipn 3TOM Heo6X0IMMa TOTOBHOCTh IMa-
LIMEHTKU 3aBEepIIUTh KOPMJIEHUE TPyAbl0 U BOo300HOBUTH npuem MTK B
cinyvyae orepu bMO.

MMmaTtuHuO M HUJIOTMHUO NPOHMKAIOT B TIPYIHOE MOJOKO [25, 26,
33—335]. TeopeTnuecku rpyaHoe BcKapMauBaHue Ipu npueme atux MTK
0e30macHo, TakK KakK pacyeTHasl KOHUEHTPAUs UMAaTUHUOA I HUIOTUHU-
6a, KOTOPYIO MOXET TMOJYIUTh peOCHOK, COCTaBlsIeT MeHee 1% oT MaTepuH-
cKoit i umatuHu6a u MeHee 0,1% mist Hunotuau6a |34, 35]. OnHako B
CBSI3U € TeM, 4To 3¢deKThl Bo3aeicTBus aaxe maiabix 103 UTK Ha nereit
MEepBOro rojia XWU3HU Heu3BeCTHBI W omnbIT npuMeHeHus MTK Bo Bpewms
TPYIHOTO BCKapMJIMBAHMS TOJBKO HAUYMHAET HAKArIMBaThCsl, TPYIHOE
BckapminBaHue Ha oHe npueMa MTK B HacTosiiiee BpeMsi HE peKOMEH-
noBaHo. [Tpu BozooHoBIeHur Tepanun MTK mocie ponos 1ienecoodpa3Ho
TMOJABJIATH JIAKTAUIO (OpOMOKPUIITUH UM KaOEPTOJIWH) U MPOBOAUTH UC-
KYCCTBEHHOE BCKapMJIMBAHUE CMECSIMU.

Ha6ntoaeHune nocne poaos

ITocne 3aBepireHUS OEpeMEHHOCTH TEpaIMi0 M MOHHUTOPHHT OOJIBHBIX
XMIJI cremyeT IpOBOAUTE B COOTBETCTBUHU C aKTyaJIbHEIMM PEKOMCHIAIINS -
mu. HambGoiree BaxKHBIM SBJISIETCST OTCIICSKUBAHIE BOCCTAHOBJICHHS M3HAYA-
JIBHOTO OTBETAa Ha Tepaluio W JOCTUKCHUE ONTUMAIBHOTO OTBETA Ha JIieue-
Hue, Bkioyasgs bMO u riny6okuit MO.
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OTcnexuBaHUEe KOMITJIAEHTHOCTU OOJIbHBIX TAaKXKe SIBJISIETCS BaXKHOM 3a-
naveii. CHUXeHue npuBepxkeHHocTU Tepanuu npu npueme UTK octaetcsa
Benyluiei npodiaemMoii y 6oabHbiXx XMJI, KOTOpbIE XOTIT 3a6€peMEHETh U ca-
MOCTOSITEIbHO OTMeH0T nipenapaTel U TK, monarasi, 4To 3T0 CHU3UT puUC-
ku st 6yayumero pedenka. [To Hamum manubiM, otcytctBue 'O Ha Mo-
MEHT AUArHOCTUKU OEpeMEHHOCTU Ha (hOHE Tepanuu ObLUIO CBSI3aHO C He-
KOMIUTA€HTHOCTBIO MAllMEHTOK B OOJBIIMHCTBE BCEX 3aPErMCTPUPOBAHHBIX
ciayvaeB. [lauveHTKM, KOTOpbIE IUIAHUPYIOT MOBTOPHBIE OEPEMEHHOCTH,
TaKXe MOJKHBI ObITh XOPOILIO MH(POPMUPOBAHBI O PUCKAX HEKOHTPOJIUPYE-
MOU OTMEHBI JIEYEHUSI U BO3MOXHOCTU 0€30IMacHOro 3a4aTus Ha hoHe Mpu-
ema UTK npu ycioBuu ux paHHeil OTMEHBI cpa3y Xe IMocjie NepBoro no3u-
TUBHOTO TeCTa Ha OEPEMEHHOCTb.

HabnoneHue 3a poxXIeHHbIMU I€TbMU MPOBOIUTCS Ha OOIIMX OCHOBAHU-
sx. Llemecoobpa3HO oTMeYaTh CPOKM POJOB M OCHOBHBIE XapaKTEPUCTUKNA HO-
BOPOXIEHHBIX: POCT, Macca TeJsa, OLEHKa o IIKalie Anrap, HAIMYUe aHoMa-
Juii pazButus. Ocoboe BHUMaHUE 1eJ1IeCO00pa3HO yIeJIUTbh MOHUTOPUHTY
pa3BUTHS JEeTeil, MaTepy KOTOPBIX MOTydyald UMATUHUO WM HWIOTMHUO Ha
MO3IHUX Cpokax 6epeMeHHOCcTU. HecMOTps Ha OTCYTCTBUE TAHHBIX MO YBEJIHU-
YEHUIO BEPOSITHOCTU PA3BUTHS BPOXICHHBIX aHOMAJIWU, YUUTHIBAS HEOOJb-
1I0€ YMCIIO CIIy4aeB, I1eJIeco00pa3HO OOHOBISATE MH(MOPMALIUIO O COCTOSTHUN
JIETeil B TeUeHNEe KaK MUHUMYM TIE€PBBIX 3 JIET XXU3HU, TaK KaK A0 3TOTO BO3-
pacTa BBISIBJISIETCS OOJBILIMHCTBO BO3MOXKHBIX BPOXIEHHBIX aHOManil. MH-
(hopmarnuio o pa3BUTHN 11€7€COO0PA3HO MOTYyYaTh U y AETE CTapIlero Bo3pa-
CTa C LIEJIbI0 TTOHUMAHWS PE3YIbTATOB TOJITOCPOYHOTO HAOJIONEHNS.

Kpatkas nHpopmauus o tepanuu XMJ1 y 6epemeHHbIX
B Poccuiickon depepaumnm

Ucxoabl 6epemeHHOCTH Yy 601bHbIX XMJ]

B pamkax HabmogatenbHoro ucciegoBanust Peructp 6epemeHHbIx ¢ XMJI
(PB XMJI) 3a mepuoxn ¢ 2000 mo 2020 r. 3apeructpupoBaHo 205 cirydaeB 0e-
peMeHHOCTH Yy 147 xxermuH ¢ XMJI (BKIIIoUast TOBTOPHBIE OEPEMEHHOCTH).
VY 36 (24%) 60abHBIX XMJI GbLI AMArHOCTUPOBAH BO BpeMsl OepeMEHHOCTH,
y 111 (76%) — GepeMeHHOCTb 3aperMCTPUPOBAHA IOCIe Hadajla Teparuu.
Xponnueckas ¢aza XMJI Ha MoMeHT nrarHosa 6buta y 146 (99,3%) 60ib-
HbIX, (da3za akcenepauuu — y 1 (0,7%).

Ponamu 3aBepuimiuch 144 (70%) 6epemennoctu. Pomwnnce 146 mereid,
U3 HUX 2 mapbl 0Ju3HeoB. Beikuabiil otmedeH B 14 (7%) ciayyasix, Hepas-
BUBalolLasicst 6epeMeHHOCTh — B 5 (2,5%) caydasx, abopt — B 42 (20,5%)
ciaydasx. Y 112 (88%) GoibHBIX ObLIM €IMHCTBEHHBIE poabl, y 16 (12%) ot-
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MeUYeHbl MOBTOPHbIE POkl (y 12 malueHToK — ABOE IeTeil, y 2 — Tpoe ae-
teit). B mepuon 2000—2010 rr. B cpenHeM oTMeuaynoch 1,3 ponoB B rof; B
2011—2020 rr. cpenHee YKMCIO POAOB B roj yBeJIudyujioch ao 13,3.

B 101 (70%) ciyuae GepeMeHHOCTh ObLTa OTUATHOCTUPOBaHAa Ha (POHe
npuema UTK, B 43 (30%) cnyuyasix — B nepuon 6e3 tepanuu. Ha MomeHT
HacTyIieHUs1 0epeMeHHOCTH MalMeHTKM mojaydaau uMaTtuHuod (n = 80),
HunoTuHUG (n = 13), gazarnHu6 (n = 7) 1 noHatuuu6 (n = 1). B 96 (96%)
ciayvassx UTK Oblin OTMEHEHBI cpasy Iocje MOATBEepKAeHUs OepeMeHHO-
CTU Ha CpoKe 4—6 aKyllIepcKux Heaedb. Y 1 60JbHON UMATUHUG OBUT OT-
MeHeH Ha cpoke 17 Henmeab (mo3aHee MOATBEPXKAEHUE OEPEMEHHOCTH).
B 4 cnyvasix npuem UTK (umatunu6 — 3 ciydyast, UMaTUHO CO CMEHOU Ha
HUJOTUHUO — 1 ciiyyail) mpomosikajics B TeUeHUE Bcell 6epeMEeHHOCTHU IO
COIJIACOBAHMIO C JieyalluM BpavyoM.

B 62 (43%) cnyuasx tepanust B II—III TpumecTpax 6epeMeHHOCTH He
npoBoauiack. B 25 (17%) cnyuasix mpoBoaunachk Tepanust MOH (24 uz 25 ¢
I Tpumectpa GepemenHoctn). B 57 (40%) cayuasix B I1—II1 Tpumectpax
o HazHayeHbl UTK: umatuau6 400 Mr/cyt (n = 49), B 8 ciaydasx mamu-
SHTKH TI0JTydaad HIIoTuHHO: B 1o3e 400 mr/cyT (7 60oapHBIX) 1 800 MT/CyT
(1 6onbHas). Meauana cpoka HazHayeHUs1 ykazaHHbIX UTK B II—III Tpu-
MecTpax coctaBuiaa 19 Henenb (oT 15 no 34 Henmelnb).

Ponbl B cpok 6wt B 122 (85%) u3 144 ciyuaeB, MpexaeBpeMeHHBIE
porbl — B 22 (15%) cayuasix (Bkito4ast 2 MHOTOITIOAHBIE GEPEMEHHOCTH).
W3 npexaeBpeMeHHO POXAeHHBIX Aeteid 17 (85%) ponuinch Ha cpoke 34—
36 Hemenb recrauuu, 1 (5%) ObUI ¢ HENOHOLIEHHOCTHIO CPEIHEN CTENEeHN,
2 (10%) — ¢ TsKeJI0i HETOHOLIEHHOCTRIO (poabl Ha cpoke 29—30 Hexmeb).

N3 146 HOBOPOKIEHHBIX OBLTO 83 ManbuMKa, 63 1eBOUKU (COOTHOIIIEHME
1,3:1). Ha MOMEHT BBIMOJTHEHUSI aHaAIM3a MeArMaHa Bo3pacTa Bcex IeTelt co-
cTtaBWiIa S et (auMara3oH ot 2,5 mecsua go 19 ner).

V10 (6,8%) nereit 0TMEYAINCh BPOXKIEHHbBIE aHOMAIMU PAa3BUTHSI, 4aCTO
BCTpeyaromuecss B Nomyasgunu. Yactora U CTPYKTypa BBISBIEHHBIX aHO-
MaJIMii COOTBETCTBOBAIM OOIIEMOIMYJISILIUOHHBIM JAaHHBIM. TSKENIbIX WU
XKU3HEYTPOXKAOIINUX aHOMAIUI pa3BUTUS He oTMevanock. Tepanus UTK B
Mepuoj OpraHoreHe3a HA B oMHOM U3 10 yKa3aHHBIX CIydaeB HE NTPOBOAM-
nach. K BBISIBIEHHBIM BPOXICHHBIM aHOMAJIASIM OTHOCWJIMCH CJIEAYIOIINE:
KaJIMKOMUEJ09KTa3us U Merayperep (tepanuu XMJI Bo Bpems 6epeMeHHO-
CTU He ObLI0); aHEeBpU3Ma MeXIMpeAacepaAHOl neperopoaku (tepanuu XMJI
BO BpeMsi OepeMeHHOCTH He Obl0); ruriocranus (tepanus MDOH B teue-
HUE Bcell OEpeMEeHHOCTM); BPOXKIEHHBbIN HeomyxoseBblii HeByc (MIDH B
II—III TpumecTpax); HeMOAHAs CUHAAKTUINS IBYX MaJblieB CTOMBI (OTMe-
Ha UMaTUHUOA Ha cpoke 4—35 Henenb); reMaHTMOMa HIDKHE KOHEYHOCTU
(oTMeHa uMaTHHMOA Ha cpoke 4—5 Henesb); OJHOCTOPOHHUIN KpPUII-
TOpXU3M (OTMeHa MMaTUHOA Ha cpoke 4—35 Helesb); B 3 cllydasiX — OTKpPbI-



132 Yactb |1, Onyxonesble 3a60neBaHNsA CUCTEMbI KDOBU

TOe OBaJIbHOE OKHO (Bce 3 ciydasi — y JieTeli ¢ HeIOHOIIEHHOCThIO; MMaTH -
HUO OTMEHEH Ha PaHHMX CPOKaX OEpeMEeHHOCTU B | ciydyae U MpUMEHSIICS
B II—III TpumecTtpax B 3 ciyyasx). Takum oOGpa3om, Kakoii-nubo cBsi3u
BPOXIEHHBIX aHOMAJIUN C TPOBOAMMOI Tepamueil He ObUI0O OTMEYEHO.
B nanbueitiem Bce 10 neTeit pociv U pa3BUBAINCh HOPMAJIBHO TPU Mera-
He cpoka HabmoaeHus 3 roga (ot 1,5 mecgaua go 7,5 rona).

OtmeueHo, uto nipu Tepanuu MTK Ha mo3gHux cpokax GepeMeHHOCTHU
JI0JIS1 HOBOPOXKAEHHBIX ¢ HU3KOU Maccoit Tena (MeHee 2500 r) ObLta 10CTO-
BEPHO BBIIIIE 1O CPABHEHUIO C TEMU OEPEeMEHHOCTSIMU, TMPU KOTOPBIX MPU-
meHsim MOH (p = 0,022) nmubo mpoBommIoch HabmomeHne 0e3 Teparuu
(p =0,002). OnHako B najnbHeilIeM Bce AETU POCIU U pa3BUBAIMCh HOpMa-
JibHO. MeaunaHa Bo3pacTa jeteit, matepu Kotopbix noaydyaiu MTK Ha mo3a-
HUX CpoKax OepeMeHHOCTH, Ha MOMEHT IpPOBEACHs aHajau3a COCTaBWUJIA
4 rona (nuama3oH ot 3 Mecsies ao 11 ser).

PesynbTtatbl Tepanuu y 6epemeHHbIX ¢ XMJ1

Y 24 (67%) w3 36 60abHBIX ¢ XMJI, 1MarHOCTUPOBAaHHBIM BO Bpemsi Oepe-
MEHHOCTH, OepeMeHHOCTh Oblla COXpaHeHa M 3aBepliujach poxamu. Bo
BpeMsi 6epeMeHHOCTH Y 18 (75%) M3 3TUX XEHIIMH OblIa HayaTa Teparms
XMJI, 4TO TTO3BOJIMIIO YK€ K MOMEHTY ponoB mouyduth IO y 14 (58%)
nalueHTok: y 11 — Ha (poHe Tepanmuu UMaTUHUOOM, Y 3 — Ha (poHe TIpuMe-
Henuss M®OH. Tlociie ponoB Bce MalMEHTKU TOJIydaid UMaTUHKUO B 1-ii Jin-
HUU JIedyeHusT; BOocaeacTBUM y 9 (38%) 0onbHBIX OblLIa BBIMOJHEHA CMEHA
tepanuu Ha UTK 2-ro nmokoseHuss MpeMMyILECTBEHH B CBSI3U C OTCYTCTBU-
eM onTUMaibHOro orBeTa. KymynsarusHas yactota BMO uepe3 36 MecsitieB
tepanun UTK (c yaeToM cMeHBI Tepanun) coctaBuia 89%. B manHo# nom-
rpymie OOJIbHBIX OJHA MalleHTKa BITOCICACTBUM YMepJia C CBSI3M C OCIIOX-
HEHUsIMU, BO3HUKIIUMU Tiociie ano-TI'CK (Heynmaua Tepanuu MMaTUHU-
0oM u pazatuHO60M 10 anno-TI'CK).

B noarpymnre 60JbHBIX C OEPEMEHHOCTBIO, JMAaTHOCTUPOBAHHOI Ha (hOHE
MPOBOIMMOI Tepamuu, BO3MOXHOCTb coxpaHeHuss MO2 (ypoBeHb
BCR::ABLI < 1%) 6bU1a OTMEYeHAa TOJBKO Yy OEpeMEHHBIX ¢ M3HAYaIbHBIM
rry6okuM MO (ypoBenb BCR::ABL1 < 0,01%) 1 JIMTeIbHOCTBIO Teparu
WTK 6o1ee 3 neT: BbkKMBaeMocTh 6e3 motepu MO?2 yepe3 9 MecsiieB mociie
otMeHbl MUTK cocraBuia 61%. Y 4 u3 atux 601bHbBIX [1yookuit MO coxpa-
Hsiica 1 nocie poaos, U Tepanus UTK Ttak u He Obu1a BO30OHOBIIEHA Y HUX
npu mMeauaHe HaOmoaeHust 37 Mecsaues (oT 12 no 72 MecsleB) — TO €CTh
MaluMeHTKU HaOMIIodaIuCh B peMUcCcur 0e3 JieueHus.

OnHako HM Y KOTo U3 0epeMeHHBbIX ¢ rmyookum MO, Kotopsle 10 Oepe-
meHHocTu npuHuManu UTK meHee 3 net, coxpaneHuss MO2 mocjie OTMEHbI
WUTK He ormeuanock. Takxke He oTMedanoch coxpaHeHuss MO2 mociie oTMe-
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HBbI JIeUeHs! Yy 00JIbHBIX ¢ n3HavyaabHbiM BMO (ypoBenb BCR::ABL1 < 0,1%)
M y 60JbHBIX ¢ u3HayaibHbiM MO2 (ypoBeHb BCR::ABLI1 < 1%).

ITocne Bozo6HOBAEeHUS npueMa UTK noctuxenue BMO mpoucxoauno
JNIOCTOBEpPHO ObICTpee Yy OOJbHBIX C HW3HayajJbHbBIM Tayookum MO
(p =0,037). KymyngatuBHas yactota BocctaHoBaeHUs1 bBMO uepes 24 mecsi-
11a coctapuiia 84% y 60JbHBIX ¢ M3HAYATBHBIM TIy6okuM MO, 70% y 601b-
HbIX ¢ u3HaYabHbIM BMO 1 49% y 6GoJbHBIX ¢ U3HaYaTbHbiM MO2.

OtcyrctBue MO2 (ypoBenb BCR::ABL1 > 1%) Ha done tepanuu UTK
Ha MOMEHT JUArHOCTUKU OEPEeMEHHOCTH CBUIETETHLCTBOBAIO O PE3UCTEHT-
HOCTU K TpOBOAMMOMY JiedeHUI0. JlaHHas moarpymnma Oblia mpeacTaBieHa
28 ciayvyasmu U SIBJsIach HanboJjiee MpoOaeMaTUYHON C TOYKU 3PEHUS Hau-
0OJIBIIETO PUCKA MPOTPeccuu 3a00JIeBaHUS TIPU OTPAHUYEHHBIX TEPATIEBTHU-
YeCcKMX OMIMAX B Teproa 6epeMeHHOCTU. B 13 (46%) ciydasix malMeHTKU
OBLTM HEKOMIIJIAGHTHBI U IO HACTYIIJIEHUSI OEPEMEHHOCTH CaMOCTOSITEIbHO
JIOTTyCKaJu UTUTEIbHbIE (HECKOJIBKO MECSIIIEB) TIEPEPHIBBI B JICUEHUH B CBSI-
31 C OIIMOOYHBIM TPEACTABICHWEM O TOM, UTO 3avarve Ha (hoHe TpuemMa
UTK MoxeT npuHecTy Bpea Oyayiiemy pedenky. B 8 (29%) u3 atux ciyua-
€B Y OOJIbHBIX HE OBUIO TEMATOJIOTUIECKOM PEMUCCUY HAa MOMEHT HaCTyTLIe-
Hus O6epeMeHHOCTH, a nociie oTMeHbl U TK B nepuon 6epemennoctu I[1I'O
ObL1 rToTepsH ele y 4 (22%) 6oabHbIX. Mennana BpeMeHu 10 norepu IO
coctaBuia 3,4 mecaua (ot 1,9 no 4,2 mecsua). bojiee yeM B MOJIOBUHE CJTy-
yaeB (n = 15) noHagobunack cMeHa tepanuu UTK, npu 3ToM y 5 60JBHBIX
cmeHa MTK Obuta BbiMoHeHa BO BpeMsi 6epeMeHHocTU. Ilocie pomos
3 MauMeHTKU, K COXAaJIEHWIO0, YMepJiu B CBI3U ¢ mporpeccueit XMJI no
¢a3bl BK Ha cpokax 7 Mmecsues, 3,5 roga u 5 jieT nocie poaos. Bece 3 atux
MAaIlMEeHTKX BHOBbL ObUIM HEKOMIUIAGHTHBI; ¥ OMHOW M3 HUX Ha (OHE He-
KOMIUIAEHTHOCTU OTMevasioch nosisieHue mytauuu BCR::ABL1 T3151. Ky-
MyJSTUBHAs1 yactoTta nmonydeHuss bMO yepe3 24 Mecsiia mocie BO300HOB-
senus npuema UTK y 6onpHbix ¢ udHavyaibHbIM [IT'O (¢ yuyeToM cCMeHBI
WUTK) cocraBuia 44%; y 6oibHbIX 03 n3HadajabHoro IO — 0%.

BaxxHo ormeruth, uTo HazHayeHue mnperapatoB UMDH mpu mepeppiBax B
npueme MTK Bo Bpemsi GepeMeHHOCTM He TOBIMSIIO Ha coxpaHeHue MO2
(p = 0,23), BHe 3aBUCUMOCTH OT UcxonHoro ypoHss MO (MO2, BMO wu my-
o6okuit MO). ¥V 6onbHbIx 6e3 MO2 Ha (poHe JiedeHUsT TOCTOBEPHBIX Pa3IUdUii
BboKuBaeMmoctu 6e3 morepu [0 Ha Teparu UPH u 6e3 UDPH He otMeueHO
(p=0,37). OnHako y 6 (86%) 13 7 OOJILHBIX C U3HAYATBHBIM OTCYTCTBIEM MO2,
Kotopeie TTonydamn MPH B TeyeHMe Bceil OepeMEHHOCTH, yIaBaJloCh COXpa-
auth [0 1o pomoB (Bkiovast matmeHTKy ¢ mytaimeit BCR::ABL 1 T3151, xo-
TOpasl ObUIa BbISIBIEHA elle 10 OepeMeHHOCTH). Takum oOpa3oM, HazHAYeHUE
M®H Bo Bpemst 6epeMeHHOCTH HaboJjiee OTpaBIaHHO MPU M3HAYAIBHO OOJTh-
it Macce omyxoiu (ypoenb BCR::ABL1 > 1%) ¢ uenbio coxpanenus I1I0,
Ho 3HaumMmoe BmstHre MPH Ha coxpanenne MO2 He yCTaHOBJICHO.
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3aKnyeHue

1.

IMnanupoBanue d6epemeHHocTy npu XMJI Hanbosnee 6e30macHoO Mpu Co-
OTBETCTBUU KPUTEPUSIM HAONIOACHUS B peMUCCUM Oe3 neyeHus (riayoo-
kuii MO4,5 nnurenbHocThbio Oojiee 2 neT, cpok Tepanuu MTK Gonee
5 71eT), Tak KakK 3TU YCJIOBMSI UMEIOT HauOOJbIIMiI IIaHC BeleHus Oepe-
MEHHOCTH 0e3 Tepanuu. OaHaKO, 10 HAaIlIUM COOCTBEHHBIM TaHHBIM, IS
IJIAHUPOBaHUSI OEpPEeMEHHOCTH BO3MOXKHO OOCYXIAaTh MMHUMAaJIbHBII
cpok tepanuu UTK, paBHblit 3 rogam, rpu riryookom MO cpokoM OoJiee
2 JIET ¢ yUeTOM BO3MOXHOCTHU coxpaHeHuss MO2 nocjie OTMEeHbI Teparuu.

2. lonyctumo 3avatue Ha poHe npuema UTK npu ycmoBum paHHeit nuar-

HOCTUKM OepeMeHHOCTH M He3amemnuTelbHoit otMeHbl MTK cpa3sy mo-
cJie TIOATBEPXICHUSI OepeMEHHOCTH.

. O0s13aTeIbHBIM YCIOBUEM BeleHUs 00bHBIX mociae otMeHbl MTK Bo

BpeMsl OEpEeMEHHOCTU SIBJISIETCSI PEryJIpHbIA MOHMTOPMHI YPOBHS
BCR::ABL1 u moxazareneit OAK. KiroueBbie CPOKM OLIEHKU YpPOBHSI
BCR::ABL1 — Ha MOMEHT AMarHOCTUKM OECPEeMEHHOCTU U 15-g Hemens
oepemeHHocTu. [locnenyiomue cpoku oueHku ypoBHs BCR::ABLI
OIpeIeISTIOTCST HaboaeHneM 0e3 Tepanuu (Kaxable 6—8 Henesab) Win
MpoBeJeHUEM Tepanuu (Kaxable 3 Mecsiia Iocje Ha3HaYeHUsT Teparnm).

4. 1o 15 Hemenb 6epeMEHHOCTU MPEANOYTUTEILHO HaOIoaeHue 6e3 Tepa-

nuu moa KoHtposieMm ypoBHs1 BCR::ABL1 u OAK. B ciydae orcyTcTBUS
MO?2 onpaBnanHo npuMmeHenue MPH c I tpumecTpa 6epeMeHHOCTH.

. [Ipu motepe MO2 nu6o I1I'O Ha cpoke GepeMeHHOCTH Oosiee 15 Heneb

1ieJiecoo0pa3Ho HayaTh mpueM uMatuHuOa, 400 Mr/cyt, yuuThIBasl €ro
OrpaHMYEHHOE MPOHUKHOBEHME yepe3 muianeHTy. [Ipu pe3ucTeHTHOCTH
K MMATUHKMOY WJIM €ro HEeMepeHOCUMOCTH CJIeAyeT pacCMOTPETh MpPHEM
HujaoTuHuOa B o3¢ 400 Mr/cyT, ogHaKO HEOOXOOWMO IMPUHUMATH BO
BHUMaHUE OTPaHUYEHHBII OIBIT €70 MpUMeHeHus. [1p1 HeBO3MOXHOCTH
Tepanuy MMaTHUHUOOM WJIM HUJIOTMHMOOM CJIeIyeT pacCMOTPETh Tepa-
o UPH.

. boababiM ¢ XMJI, mnaHupylomuM OepeMEHHOCTb, HEOOXOAUMO TIpe-

JIOCTaBUTh MHMOPMALIMIO O PUCKAaX M ONTUMAJIbHOU CXeMe BeleHUsT Oe-
PEMEHHOCTHU TIpU TTOAPOOHOI Oecene; 0COOEHHO 3TO KacaeTcss 0OJbHBIX
¢ OOJIBILION MAcCCOi OMYXOJIM, KOTOPhIE KaTerOpUYeCKM HAacTaMBalOT Ha
coxpaHeHun OepemeHHocTH. LlenecoobpaszHo moaTBepxXKIeHUE MHMOP-
MMPOBAHHOCTU OOJIbHBIX O MOJYYEHUU OTBETOB Ha BOIIPOCHI 110 TAKTUKE
BeJCHMS BO BpeMsl OEPEMEHHOCTH U MOJYyYeHUEe COIIaCHs CJIeJ0BaTh pe-
KOMEHIAIUSIM CIELNaINCTOB.

. Habmonenue 6epemeHHBIX ¢ XMJI IOKHO OCYIIECTBASITHCS TIPU TeC-

HOM B3aMMOJIEMCTBUM T'eéMaToJIora U TMHEKOJIoTa.
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naBa 8.
Ph-HeratuBHble

muenonponudepaTuBHbie
HOBOOOpPa30BaHUA U 6epeMeHHOCTb

BBeneHue

OcHOBOI1 TTaTOreHe3a MUEIOTpoIrdepaTUBHBIX HOBooOpa3zoBaumit (MITH)
SIBIISICTCS  3JIOKAYECTBeHHAs TpaHC(hOpMaIldsl paHHUX TeMOIIO3TUYCCKIX
KJICTOK-TIPEAIIeCTBEHHNKOB, BOZHUKAIOIIAS B Pe3yJIbTaTe B3aMMOICHCTBUS
KOMIUICKCHBIX TCHETUUYCCKNX M SIMUTCHETUYCCKUX MEXaHM3MOB, KOTOpPBIC
MPUBOIAT K HAPYIICHUIO cOo3peBaHMsI U T GhEepeHINPOBKU KIIETOK MUEIIO-
WIHOTO psiga. B pe3ynbrare pa3BUTHS KIOHAJIBHOTO MUEIOIPOIUhepaThB-
HOTO IIpoIecca MPOUCXOOUT Upe3MepHasl Mpoardepanns 3peibiX KICTOK
SPUTPOUTHOTIO, METAaKAPUOIIUTAPHOTO U TPAHYIOIUTAPHOTO POCTKOB KPO-
BETBOPCHMUSI.

K tak HaspiBaeMbIM «xiiaccuueckuMm» Ph-nHeratuBHbiM MITH oTtHOcsaTCS
uctuaHag nomuimtemust (MIT), sccenumanbHas tpomobouutemusi (3T) u
nepBUYHBIN Muenopuopo3 (IIM®P), KoTopble IMEIOT OOIINIT TTATOTEHE3, CBSI-
3aHHbll ¢ aktmBaumeil JAK-STAT curnampHoro mytu. s KiiacCUYeCcKUX
MITH xapakTepHO BbIsIBIcHHe MyTaiuii TeHoB JAK2, MPL, CALR. Mytaums
JAK2 V617F BoisiBisiercs y nauueHToB ¢ UIT (> 90% ciiydyaeB, BKJI04ast 9K30-
Hbl 14 1 12) u'y 60% npu DT win [IM®. MyTanuu B reHe peLentopa TpoM-
6omoatuHa (MPL W515L/K) onpenensiioTcs npuMepHo y 5—8% Bcex mauu-
eHTOB ¢ [IM® u 1—4% — ¢ OT. Myrauuu B 3K30He 9 reHa KajabpeTUKY/IMHA
(CALR) obnapyxusaiorcs y 20—35% mnauuenros ¢ DT u [IM® [1].
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Knunuueckoe Teuenue MITH oTHOCUTENBbHO NJIUTENBHOE, MEIMAHA BbI-
XKMBAEMOCTU MOXET COCTaBJSITh OT HECKOJBbKUX MecsleB (MPU BBICOKOM
pucKe) 10 MHOTUX JieT. Beayluumu KIMHUYECKUMU MTPOOIeMaMu SIBISIOT-
csl TPOMOO3bI, KDOBOTEUECHUSI, AHEMUYECKUI U TUTOTIEHUYECKUIT CUHAPOM
BCJIEICTBUE pa3BUTUS (HUOPO3a KOCTHOTO MO3Ta, CHUXKEHUE KauyeCcTBa XK13-
HU MalMEHTOB B CBSI3U C CUMIITOMATUKOU 3abojieBaHus (C1a0OCTh, IPUT-
poMenaiaruu, KOXHBIN 3yA, HapylleHUe MUKPOLMPKYJISUUN), OaacTHas
TpaHchopmauusa. OcHoBHbIMU LeasaMu Tepanuu MITH gBasiorcs kynupo-
BaHUE CUMIMTOMOB, MPOMPUIAKTUKA U Tepanusi TPOMOOTUYECKUX U TeMOp-
paruyecKux OCJIOXHEHUIA, peaymnpexaeHue nporpeccuu. [loaxonsl K Te-
panuu MITH noapo6HO u3noxeHbl B (pefaepaibHbIX KIMHUYECKUX PEKO-
MEHAALMIX, PYKOBOJACTBAX U nmyoaukauusx [2, 3].

MIIH naubosee yacto pasBuBaercs B Bospacte 60—70 jer, omHAKO
npumepHo 20% nmarmentoB ¢ DT u 15% nauunenTos ¢ UI1 [4, 5] HaxoasTes
B PeNpoOMyKTUBHOM Bo3pacte; [IM® y MOJIOAbIX MAIlMEHTOB BBISIBISETCS
KpaiiHe penko [5, 7, 11—13]. B mocneaHue roabl OTMEYaETCsl pOCT YaCTOThI
Ph-HeratuBHbix MITH Bo Bpemsi 6epeMeHHOCTU. DTO OOYCIOBIEHO Kak
YBEJIMYEHUEM CPEIHETrO BO3pacTa OEPEeMEHHBIX, TaK U YJy4YIIEHUEM BO3-
MOXHOCTe# paHHell aumarHoctuku MITH mipu BBISIBIeHUM MyTaluii re-
HOB JAK2, CALR, MPL [1, 8]. [To manHBEIM WH(GOPMAIIMOHHOTO IECHTpa
300pOBbsI M TMoMollu BeaukoObputaHuu, yucio nauumeHTok ¢ MITH Bo
BpeMs 6epeMeHHOCTH cocTasisgeT 3,2/100 000 6epemenHocTeit [9].

Haunbonee yacTbiMu OCIOXHEHUSIMU Yy OepeMeHHbIX ¢ Ph-HeraTuBHbIMU
MIIH gBasioTcst TpoM003bI M KpoBoTeueHus [6, 10, 14]. TpomGooGpaso-
BaHue npoucxomuT y 31% xenmuH ¢ DT u y 13,4% xenmwmn ¢ UII, a
reMopparuyeckue ocjaoXHeHus: BcTpevaiorcs B 9,3% u 8,1% ciaydaes nipu
OT u UII coorBercTBeHHO [15]. TpOoMOO3Bl MOTYT UMETH JIO0YIO JIOKAJIU-
3al110, BKJII0YAsi MaTOYHO-TUTalleHTapHbIE COCY/bI, UYTO MPUBOIUT K BBIKU-
JbIIIaM, 3aepXKKe BHYTPUYTPOOHOTO Pa3BUTHUS, MPEXIEBPEMEHHBIM pO-
nam. B psne ciyqaes MITH BriepBbeie JUarHOCTUPYIOT BO BpeMsi OepeMeH-
HOCTHU TIpU OOCJIEAOBAHUM MO MOBOAY MOBTOPHBIX BBIKWABINIEH WU Oec-
TUTOAMA.

HopwmansHo npotekawoniasg 6epeMeHHOCTb Y 340POBBIX XEHIIUH COIMpPO-
BOXIAETCS TUIIePKOaryysiiueil BciieacTBUe (PU3NOJTOrMYECKUX U3MEHEHUN
B CUCTE€Me CBepThIBaHUS U hubpuHoau3a. [1pu 6epeMeHHOCTH PUCK pa3BU-
TUSI BEHO3HBIX TpoMOoaMOonmueckux ociaoxHeHuit (BTOO) B 3—5 pas
BBIIIIE, YeM y HeOEepEeMEHHBIX XXEeHIIUH TOro xe Bo3pacta [21]. [To naHHBIM
HEKOTOPBIX UCCIENOBAHUI, pUCK TPOMOO3a B eproa OEPEMEHHOCTU U TT0-
cJie POJOB TOBBINIEH B 4—35 pa3, B paHHEM T0CepogIoBOM neprone (6 He-
Jesib rocyie poaoB) — B 20—22 paza, TpoMO03MOO0JIMSI JIETOYHOUN apTepun
OCTaeTcs Belylllell HeMOCPEACTBEHHOW MPUYMHOW CMEpPTU Martepeil [24—
27]. Puck BTDO y 6epeMenHbix ¢ MITH 3HaunuTebHO MOBBILIEH, OCOOEH-
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Ho nipu couyetanuu MITH ¢ apyrumu pakropamu pucka pa3BUTHUsI TPOMOO-
30B KaK HacCJeJACTBEHHbIX, TaK U MpUOOpeTeHHbIX [15, 32].

PenponyktuBnbie notepu npu MITH BciaeacTBue MaTo4HO-TLIALIEHTAp-
HBIX OKKJIIO3UIA MOTYT OTMEYaTbhCs Ha pa3HbIX Cpokax 6epeMeHHoOCTH [21].
be3 koppekuu reMaToaoTUYeCKUX U TeMOCTa3UOJIOTMYECKUX HapYyLIEHU I
npu MITH yacrota noHaiuBaHusi 0EPEeMEHHOCTH, MO JaHHBIM JUTEpaTy-
pb1, Kosebercs ot 50% no 60%. YacTtora caMONMPOU3BOIbHbBIX BHIKUABILIEH
y naureHTok ¢ MITH cocrasnsier 30% [22]. I1pu DT penpoayKTUBHBIE I10-
tepu B | TpumecTpe coctasisiior 25—40%, ciydaum aHTEeHATaaIbHOW ruden
mioga orMmevaiorcs B 5,3—11% ciyuaeB [16—18], 4yTo mpeBbILIAET [TOKA3a-
Teau B obuieit nomyasuuu 6osee yuem B 10 pas. Ilpu UIT cnoHTaHHbBIE BbI-
Kuabl B | Tpumectpe coctaBisiioT 22%, TpexaeBpeMeHHbIE POIbI —
13,8%.

C y4eToM TOro, 4TO KPOBOTEUEHUsI B PAaHHEM ITOCJIEPOJOBOM IE€pUOJIe
TaKXe SBJISIIOTCS OAHOW M3 YAaCThIX MPUYUH MATEPUHCKOW CMEPTHOCTU BO
BceM mupe (10 6%) [28—31], 9T PUCKU MOIYT OBbITh MOBBIIIEHBI Y 0O0/Ib-
Hbix ¢ MITH. Haub6osee yactoie ocioxHeHus npu MIT Takke BKIO4aloT B
ce0s MpesKJIaMIICUIO U KPOBOTEYeHUE Tocie poaos [17].

Bormpoc o B3auMocBs3u Tex Wi uHbIx ocinoxHeHuin MITH ¢ Hocutesnb-
CTBOM crrendnaeckux mytauuii TeHoB (JAK2, CALR v OpyTux) SIBISCTCS
JNUCKYyTaOeJIbHbIM. HacThb aBTOPOB MPOCIEXUBAET CBSI3b HEOJIATOMPUSTHBIX
HKCXOJ0B OepeMeHHOCTel ¢ HajamuueM Myrtauuu reHa JAK2 V617F [16, 19,
20]. I1o maHHBIM OJHOTO U3 UCCIECNOBAHUI, PUCKU OCTIOXHEHUI OepeMeH-
HOCTU TP HAJIMYMU JAaHHOW MyTalMu ObUTW B 2 pa3a Bbllle. B npyrux co-
O0NIEHUSIX TOJOOHON B3aMMOCBSI3U He ObLIO yCTaHOBJIEHO [21].

o HacTos1Iero BpeMEeH! HEeT EAUHON TAKTUKU BeIeHUSI OEPEMEHHOCTH C
MITH. OTcyTcTBUE paHAOMU3NPOBAHHBIX KOHTPOJIUPYEMBIX UCCIEIOBAHUMN
3aTPYAHSET TOJYyYEeHUE YETKOW KApTUHBI PUCKOB y ITUX NALMEHTOK
[42—44]. PazHOOOpa3HbIe pyKOBOJACTBA OCHOBAHBI HA OTIEABHBIX CIyYasiX U
MHEHUSX PKcnepToB. TakTuka BeJeHUs 0EpeEMEHHOCTH, POIOB U MOCJIEPO-
JIOBOTO TIEpUOJa HANPSMYIO 3aBUCUT OT ctanuu MITH, cniekTpa conyTcTBy-
IOIIMX 3a00JIEBAHUI U COCTOSTHUIA, a TakKXKe JAHHBIX 00 MCXOMAaX MpPeablay-
ux 6epeMeHHOCTe.

OcHOBHBIE MPaKTUYECKHE BOMIPOCHI BeieHUs1 bepeMeHHbIx ¢ MITH cre-
IyIonue:

1. [IpenynpexaeHue pa3BUTUS TPOMOO30B, CBSI3aHHBIX C OEPEMEHHOCTHIO,

U BBISIBJICHHAE OOJIbHBIX C BBICOKMM PUCKOM BO3HMKHOBEHUSI TpOoMOO3a.
2. OnpeneneHue yClaoBUM MPOBEACHUS aHTUKOATYISTHTHOU MPOGWIAKTUKU

U Tepanuu.
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PekomeHaaunn 3apyoexHbIX UCCNef0BaTENbCKUX
rpynn no BeAeHUI0 6epeMeHHOCTU, POJ0B

U NOCNEpPOAOBOro nepuoaa y 601bHbIX

¢ muenonponudepaTMBHbIMM HOBOOOPA30BAHUAMM

Taktuka BeneHus 6epemeHHbix ¢ MITH onpenensieTcss OCHOBHbIMU MaTOTe-
HETUYECKUMU OCOOEHHOCTSIMU JAHHOU TpyIMbl 3a007€BaHU: TUIlepKoary-
JISIUMeit, CBI3aHHOM KaK C TUIIEPTPOMOOIUTO30M, TaK U C JOMOTHUTEIbHbI-
Mu dakTopamMu TpoMOODUIUU (HACAECACTBEHHBIMU WU MPUOOPETEH-
HBIMH).

HccnenoBaTebCKUMU TPYNIIaMU BbISIBJIEHBI (DaKTOPbl PUCKA OCJIOX-
HEHUIl y OepeMEHHBbIX, KOTOpPbIe OMPEAEJSIOT TaK Ha3bIBAEMYIO TPYMITy
BbICOKOTO pucka [5, 33] (ta6a. 1). Cpeau HUX BblneJeHbl BEHO3HBIE U apTe-
puanbHble TPOMOO3bI, KPOBOTEUEHUSI B aHAMHe3€ (BHE WU BO BpeMs Oe-
PEMEHHOCTH), OCJOXHEHUS TMPEAbIIYIIMX OepeMEHHOCTEN; KOJUYEeCTBO
TpoMBoLMTOB > 1500 x 10%/1. TakKke dakTOpamMu pucka TPOMOO30B y Gepe-
MeHHbIX ¢ MITH gBnsitoTcst HacienCTBEHHbIE TEHETUYECKUE MYTAllUU: TO-
sumopdusmsl B reHax FV (mytauwus Jleiinen) u nporpomouHa (G20210A)
(puck yBenuyeH B 2—3 pasa), TepMoIabuIbHBIN BapuaHT A222V (677C>T)
metuneHnterparuapodonarpenykrassl (MTHFR). IlpuobOpereHHble TpOM-
6opmimu BKIIOYAOT aHTHdOchomumuaHerit cuHapoM (ADPC) m rumep-
TOMOLMCTEUHEMMUIO.

K nmonosHuTenbHBIM (akTOpaMm pHUCKa OCJIOXHEHUN Y OepeMEeHHBIX C
MITH otHocsaTcs Bo3pacT crapiie 35 JIeT, KypeHue, Hajluurie BapuKO3HOM
00JIE3HU HUKHUX KOHEYHOCTEU, OXKUpeHUe, CUCTEMHAs KpacHasl BOJTYaHKa
(CKB), 6osie3HM cepaeyHO-cocyaucToit cuctemsnl [34, 35].

EBponeiickas cetb mo usydyeHuto Jjeiiko3oB (European LeukaemiaNet,
ELN) Ha ocCHOBaHMU KOHCEHCYycCa CIEIMAIUCTOB OMYOJIMKOBaJa PEKOMEH-
JALUU TI0 JieueHnto 0epeMeHHbIX ¢ MITH B 3aBUCUMOCTH OT pucKa pa3Bu-
TUS OCJIOXHeHUl [42]. PekoMeHmaluu BKJIOYAIOT B Ce0s1 UCMOJIb30BaHUE
HU3KHUX 103 aclUpUHA (OTMEHSETCS B CIy4ae reMOpparudyeckux OCIOXHe-
HU), KPOBOITyCKaHUE TIPU YPOBHE TeMaTOKpHTa Goliee 45% W HazHaueHUe
NpoGWIAKTUYECKUX 103 HU3KOMOJEKYIApHbIX remapuHoB (HMI) B teue-
HUe 6 Helleslb TIocjie pojopaspellieHusl. bepeMeHHBIM JKeHIIIMHAM U3 TPYII-
bl BLICOKOTO puckKa pekoMeHaoBaHO HazHayaTb HMI ¢ I tpumecTtpa 6epe-
MEHHOCTHU B COYETAHUU C aCITUPUHOM Ha MPOTSIKEHUU BCell OepeMEHHOCTH.
ITpu KoauuecTBe TpoMOOLMTOB B KpoBu > 1500 x 10%/n1 pexomeHmosa-
HO TMpPUMEHEHUE MpernapartoB pPEeKOMOMHAHTHOro WHTepdepoHa aibba
(MDH-0). crionb3oBaHme runpoKcukapbaMmuma Bo BpeMsi 0epeMeHHOCTH,
no MHeHM1o 3kcniepToB ELN, sBisieTcsa cnopHbIM BorpocoM [42]. Heobxo-
IUMO 130eraTh MCIOJb30BaHUS THAPOKCHUKapObaMuaa, OycyibdaHa U aHa-
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Taomuna 1. Kpurepuu prcka ocnoxHeHuit oepemernnoctn ¢ MITH

K rpynme BbICOKOTO pucKa OTHOCSTCSI GepeMEeHHbIE, €CIM MPUCYTCTBYET OAMH M3 HUXEIe-
peurciaeHHbIX dakrTopos [21, 36, 52]:

e BEHO3HBIN WIN apTePUATbHBIN TPOMOO3 B aHaAMHEe3¢, BHE 3aBUCUMOCTH OT CBSI3U C MPEIbI-
OYHIMMU 6epeMEHHOCTSIMU;

e TeMopparnyeckue OCI0XHEHUs B aHaMHe3e, ooycioBieHHsie MITH, BHe 3aBUCHMMOCTH OT
CBSI3M C TPEABIAYIIMMU GEPEMEHHOCTAMKY,;

e MUKPOLUPKYJISTOPHBIC HAPYIIEHUsI® WX HaJTU4Ke 2 1 OoJsiee HACIEACTBEHHBIX (haKTOpOB
TpoMGobunUn®;

e MPEIUIECTBYIOLINE OCIOXHEHUsI OepeMeHHOCTU (Bo3MoxHas cBsi3b ¢ MITH): HeoOBsicHU-

MbI€ PELIMAMBUPYIOLINE BHIKMABIIIK B | TpuMecTpe (Kak MUHMMYM 3 BbIKMIbIIIA), 1 win

OoJiee BEIKMIBINIEH Ha cpoke Goiiee 12 Hemenb 6epeMEHHOCTH, 3aiepXKKa pa3BUTHSI TUTIOA,

BHYTPUYTPOOHAsi CMEPTh WM MEPTBOpPOXIeHHE (0e3 SIBHBIX MHBIX NMPUUYMH), TsKeaas

MpeaKIaMIicust (TpeOyroniasi mpekIeBpeMeHHOTO pojopaspeleHust Ha cpoke < 34 He-

Jiesib), MPU3HAKU MUIALEHTApHON AMCHYHKLMU, OTCIOIKA MIALEeHThl; 3HAUUTEIbHOE 10-

POJIOBOE WJIM TIOCJIEPOIOBOE KPOBOTEUCHUE;

CTOMKOE yBEJIMUEHUE KOJIMYECTBa TPOMOOIMTOB 10 > 1500 x 109/.)'[ 110 WJIK BO Bpemsi Oe-

PEMEHHOCTH;

e BO3pacT crapuie 35 Jer;

e CaxapHBIUl TUabeT WIKN apTepualbHasi TUTICPTEH3UsI, TPEOYIOIIUe JICUSHUS

K rpynmne HM3KOro pucka OTHOCATCA GGDGMCHHHC oe3 BBIICTICPEYMCIICHHBIX CbaKTOpOB

4 Kputepwuii siBisieTCsl MOKa3aHUEM K Ha3HAYECHUIO [IUTOPETYKTUBHOTO JIEYEHNUsI, HO HE HU3-
KOMOJIEKYJISIDHBIX TeTTapiHOB.

5 Dpurpomenanryu, rogoBHbIE GOMM, TOJTOBOKPYXKEHMUS, CHIKEHIE CIyXa, HapyllIeHNe 3pe-
HUSI.

B Myrauus rena FV (JleitneHa — pe3uCTeHTHOCTh K mpoTterHy C), MyTalus reHa IMpOTPOM-
ouna FII (G20210A), mytauusg reHa MTHFR (HacyieACTBEHHAsl TUIIEPrOMOLIMCTEMHEMMUST);
necdurut aHtutpomobuna I11, nedunnr nporenna C u/unu npuodpeTeHHBIX GopM TPOMOO-
bumun (vame ADC).

rpejauaa u3-3a MOTeHUMAIbHON TepaTOreHHOCTH (0COOeHHO B I TpumecT-
pe). AHarpesua He TIoKa3aH M Ha IMO3IHUX CpoKaxX 0EpeMeHHOCTH, TaK Kak
OH IPOHMKAeT 4epe3 IUIAlleHTy M MOXKET BBI3bIBaTh TPOMOOIIMTOIICHUIO
y IIona.

TakTtrka MTanbsiHCKOTo 00IecTBa TeMaTOJIOrOB HECKOJIBKO OTIMYAETCS.
PexomennoBano HazHaueHrue MDPH-a mipyu TpoMOOTUYECKUX U/WUIN TeMOp-
parMyecKux OCJIOXHEHHUSIX 10 U BO BpeMsl OEpEMEHHOCTU IPU KOJIUYECTBE
TpoMGouuToB > 1000 x 109/, HacaeACTBEHHON TPOMOOMDUINY U HATUYNN
CepIeuYHO-COCYAUCThIX 3a0oneBaHuii [12].

C yuerom natoreHe3a MIITH, a Takke usMeHeHUlI B CUCTeMe reMocTasa
BO BpeMsl OEpeMEHHOCTH HEOOXOAMMOCTh IMPUMEHEHMSI aclIMpUHA HE BbI-
3bIBACT COMHEHUIM, M1 OH BKJIIOYEH MPAKTUYECKM BO BCE PEKOMEHAAIIUU I10
BeaeHuio oepeMmeHHblx ¢ MITH [5, 33, 42, 50].
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MpoToKON BeaeHns 6epeMeHHOCTH, POJoB
1 NOCNEePO0BOro Neproaa y 60/bHbIX
¢ muenonponudepaTMBHbLIMUM HOBOOGPA30BAHUAMM

TakTtuka BegeHUsI OEPEMEHHOCTU M OCYLIECTBJIeHUs Tepanuu Ph-Heratus-
Hbeix MITH y 6epeMeHHbIX XEeHIIMH pa3paboTaHa HAMU COBMECTHO C aKy-
mepamu-ruHeKojjoramu @I'BY «HayuHBII LIEHTp aKylIepcTBa, TMHEKOJIO-
ruv u nepuHarosorun uMm. B. . KynakoBa» M3 PO [11, 45—49]. Onaum
U3 KJIIOYEBBIX OTIMYMI OT MPOTOKOJOB IPYTUMX UCCAEA0BATEIbCKUX IPYIII
SIBJIIETCSL pEeKOMEHAALMsl TMPOBOAUTh LUTOPEAYKTUBHYIO Tepamnuio Ipu
TpoMbBouuTo3e > 600 x 10%/11, B TOM ymClie eciiy JIeYeHHEe ITPOBOIMIOCH E11Ie
no 6epemeHHocTU. [IpemapaTom BbiOOpa WISl LIUTOPEAYKIIMUA BO Bpems Oe-
peMmeHHocTu siBisieTcst MOH-a.

06Lwme noaxoabl K BeAEHUH0 HEHLNH penpoayKTMBHOIo Bo3pacrta
¢ muenonponudepaTMBHbLIMU HOBOOOPA30BaAHMAMU

Benenue 6epemenHbix ¢ MITH TpeOyeT MHAMBUIYaTbHOIO MOAXOAA U TIllA-
TEeJIbHOTO MOHUTOPMHIA JJis CHUKEHUS PUCKOB B KaXIOM KOHKPETHOM
ciydJae, BKJIOYasi HE TOJIBKO MEPUOJ OEpeMEHHOCTH, HO U TIOATOTOBKY K
OEpeMEHHOCTU U Mepuoa mocjie poaoB. KeHIIMHAM PEenpoayKTUBHOIO
BO3pacTa KakK Mpu ycTaHOBJeHUM nuarHosa MITH, tak u yxe mosydyaro-
IIUM Tepanuio, He0OXOAUMO MPENOCTaBUTh MOJHYI0 MH(bOpMalMIO, Kaca-
IOLIYIOCS BOITPOCOB KOHTPALETIIMU U BO3MOXHOCTU TIJITaHUPOBaHUs Gepe-
MeHHOCTU. ONTUMAaJbHBIM TMOJAXOA0M SIBJISIETCSI OTMEHA IMpernapaToB, 00-
JIAIal0IIUX TepaTOreHHbIM NeCTBUEM, 3a 3—6 MecsleB 0 Mpernoarae-
MOTO 3a4aTHsl.

Ha6nioaeHue cneunanmcTos

IMauuentkam ¢ MIIH, miaHupyomuM OepeMeHHOCTh, HEOOXOAMMO Ha-

OJitoieHME TeMaToJiora Ha oTarne MJaHUPOBaHUSI OEPEMEHHOCTHU U B MEPUOL

OepeMEeHHOCTU; 0c000€ BHUMaHNWE HEOOXOAUMO YAEIUTh TAKTUKE BEACHMUS

B III TpumecTpe GepeMeHHOCTH (Mepea poaaMu) U B TTOCIEPOJIOBOM MEPUO-

ne. [IpeanouyTuTeIbHO OCYIIECTBISATh HAOMIOACHUE aKylIepOM-TUMHEKOJIO-

roM, UMEIOIIUM OIBIT BeleHUs] OepeMeHHOCTel BhICOKOTO pucka. Hadmo-

JIeHUEe COCYIUCTOrO XMpypra BO BpeMsl OEpPeMEHHOCTU — M0 MOKa3aHUSIM.
ITpu miaHupoBaHUN 6€pPeMEHHOCTU TPeOyeTCs] COBMECTHOE OOCYXKIeHUE

reMaToJI0TOM U aKylIepOM-TUHEKOJIOTOM CJEAYIOIIUX BOMPOCOB:

e VHAUBUAyaJIbHAs OLIEHKA pUCKa TPOMOOTUUYECKUX OCJIOXHEHMUIA;

e IMpe/rojaraeMblii ucxon 6epeMeHHOCTH;

® BO3MOXHOCTU TepaneBTUYECKOro BMeIlaTeJbCTBA ISl OOecrevyeHust
aJeKBaTHOW MPOGUIAKTUKU TPOMOO30B;
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e [UIaH BEIEHUS MALMEHTKU BO BpeMsl OEpEMEHHOCTHU U MOCJe poaopaspe-
LIEHUS,;
® BOMNPOCHI TPYAHOrO BCKAPMJIMBAHUSI.
IIpu obcnenoannm Oepemennsix ¢ MITH pekomenayercs oOpaTuTh BHH-
MaHHe Ha CJeayIolie KajJo0bl HA MOMEHT 00C/Ie/IOBAHUS U B aHAMHe3e:
e 0o0uiasg cyiaboCThb, FOJIOBOKPYXKEHUE, ONBIIIKA, TaXUKApAUs, CHUXEHUE
anrneTuTa, MmoTeps Beca, 00U B KOCTIX U CyCTaBax;
MOABEMBI APTEPUATIBHOTO JABJICHUS;
HajJimyue 00111eMO3roBOil U 0YaroBOi HEBPOJIOTUYECKON CUMITOMATUKMY;
KPOBOTOYMBOCTh TP MUHUMAJIbHBIX TPaBMax, KCTPaKIUKU 3y0OB;
MPUCTYTbI TOKPACHEHUS NAJbLIEB PYK U HOT, KOTOPbIE COMPOBOXAAIOTCS
XKTYYUMU OOJSIMU (IPUTPOMENIATITUSA);
e 00JIb U YYBCTBO TSKECTU B JIEBOM MOJApPEOEPhE, CBI3aHHOE CO CIIEHOME-
rajuemn;
e 00Jib B XXKMBOTE; TOLIHOTA, PBOTA, AUApes;
e TPOMOO3bI JI000I JTOKATU3ALIUH.
IIpu ¢uzukanbnom ocmorpe Oepemennbix ¢ MITH pekomenmayercs ome-
HUTD:
® COCTOSIHME MUTaHUs (TTOBBIIIEHHOE, MOHUXEHHOE WJIU UCTOIICHNUE);
IIBET KOXHBIX TTOKPOBOB;
HaJIM4ue reMopparnyeckoro CUHAPOMa Ha KOXE W CIU3UCTHIX;
HaJINYMe OTEeKOB HUKHUX KOHEYHOCTEI;
Ha MaJIbIX CpOKax O0EpeMEHHOCTU — HaJIMYMe CIUICHOMETaluu, TernaTo-
MeTajliuu, acluTa (C IPUMEHEHUEM METOANYECKON MaTbIAllUU U MTePKyC-
CHUM XWBOTA, OLICHKW HAJWUYUS TIPUTYIIJICHUS TIEPKYTOPHOTO 3BYKa B 0O-
KOBBIX OT/IeJIaX XMBOTA) C yYETOM TOTO, YTO rerlaTOMeTa sl U/Wjiu acliuT
MOTYT OBITh MPU3HAKAMU MOPTAIBHOTO TPOMOO3a;

JlabopaTopHble uccneaoBaHus

AnroputMm obcienoBaHus xeHiuH ¢ MITH Bo BpeMsi 6epeMeHHOCTU 10J1-
KeH 00s13aTeJIbHO BKJIIOUATh B ce0s UccaeqoBaHue MoKa3arteseii nepudepu-
YeCcKOU KpOBU U reMocTas3a Kaxuble 2—4 Heaemu.

e OOWIMIT aHAIU3 KPOBU C MOJCYETOM KOJWYECTBA TPOMOOLMTOB B TOM
YUCJIEe METOJAOM MMKPOCKOTUU, SPUTPOLUTOB, YPOBHS TeMOIJIOOMHA U
TeMaTOKpUTa, JICHKOUMUTOB U JIEUMKOUUTAPHOW (HOPMYJIBI — KaxKable 2—
4 Hexenu BO BpeMsl OEPEMEHHOCTU M Ha 3-U CYTKU MOCJIE€ POAOB, C LIEJIbIO
OLIEHKU MTWHAMUKWU U JJII KOHTPOJIS MPOBOJUMOTO LIUTOPENYKTUBHOTO
sneyeHns. OlLeHKa KOJUYECTBAa PETUKYIOILUTOB HEOOXoaMMa Mpu MomIo-
3pEHUU Ha MUILEBOAHO-XEJyI0YHOE KPOBOTEUCHUE.

e lccienoBaHue mapamMeTpoB CUCTEMbI FeMOCTa3a: aKTUBUPOBAHHOE Yac-
TUYHOE TpoMboracTuHoBoe Bpems (AYTB), TpoMOuHOBOE BpeMsl, Tpo-
TpoMOUHOBBI uHAekc (IITH), ¢ubpuHoreH, omnpeneseHue YpPOBHS
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D-numepa — Kaxable 2—4 HeaeJu BO BpeMst OepeMeHHOCTU U Jajiee Ha

3, 14 u 40-e cytku nocie ponos. MccienoBaHue HEOOXOAMMO JIJIsI OLIEH-

KU TUMEPAKTUBALUU CBEPTHIBAHUS KPOBU, KOHTPOJIS Tepaluu aHTUKOA-

TYJISIHTAaMU HENpPsIMOTO NeUCTBUS (TemapuH), HO He JJISl POTrHO3UPOBa-

HUS TPOMOO30B UM TeMOPPArnYECKUX OCIOXHEHUI B mepuoa 6epemMeH-

HOCTHU Y He [J1s1 KOHTpoJis Tepanuu HMT.

e lccienoBaHue YpOBHSI €CTECTBEHHBIX AHTUKOATYJISHTOB: AHTUTPOM-
o6un III (AT III), nporeunsl C U1 S — Mpu MOCTAHOBKE Ha y4YET B CBSI3U
¢ OEpeMEHHOCTbIO U Jajiee MO MOKa3aHWSIM, C LEJAbl0 OLIEHKU pPUCKa
OCJIOXHEHUI OepeMEHHOCTU U TPOMOOreMOpparuyecKrux OCIOXKHEHUN
B pofiax U IOCJIEPOAOBOM IEPUOLE.

e OmpenesieHre MapKepOB HACIEACTBEHHOU U MproOpeTeHHOI TpoMbodu-
JINM — AAHHOE UCCIIeIOBAHUE, €C/IM OHO HE ObUIO MPOBEAEHO JO HACTYII-
JIeHUs 0EpEeMEHHOCTU, PEKOMEHYEeTCS BBITTOJHUTh BCEM OEPEMEHHBIM C
MITH c uenblo OLeHKH pUcKa TpOMOOTeMOppParuuecKux OCA0XKHEHUIA:
a) IMarHOCTUKA aHTU(MOCHOIUNUIHOTO CUHIPOMAa — BOJYAHOYHBIA

AHTUKOATYJSHT, aHTUKapauoaunuHosble aHTutena (IgG, IgM) u
a"ntutena K P2-rmuxkonporeuny 1 (IgG, IgM) — onmHokpaTHO mipu
TMOCTAHOBKE Ha yYerT;

0) uccienoBaHWEe TEHETUYECKUX MOIMMOPGU3MOB  TpomMOODWINH,
CONPSIKEHHBIX C HACJIENCTBEHHON TpoMOOMduUIMeil BEICOKOTO puUcCKa:
FV (Jleiinena) 1691GA, FII (nporpombuna) G20210A; MTHFR
677C/T; PAIl 4G/5G;

B) OIpeesieHre YPOBHS TOMOIMCTEUHA TUIa3Mbl KPOBHU;

T) UCCIEIOBAHUE COCYIMCTO-TPOMOOIIUTAPHOTO 3BEHAa TreMocTaza —
oIpefic/IcHNEe arperalimoHHoil (yHKOuM TpoMbouuToB ¢ AJlD,
KOJUTareHOM U PUCTOMULIMHOM — OJHOKPATHO MPU IMOCTaHOBKE Ha
Y4YeT, najee — MO MOKa3aHUSIM.

e buoxuMuyeckuil aHaau3 KpoBU — 0c000€ BHUMAHUE IMOKA3aTEeNsIM Iie-
YEHOUYHOW (PYHKUMU, VIS aJ€KBATHOTO MOA0Opa TEparuu.

e Ecnu MITH 6b1710 BriepBble 3a0A03peHO BO BpeMsl 0epeMeHHOCTU, pe-
KOMEHYETCS BBIMOJHUTh CIEKTP AUArHOCTUYECKUX OOCICAOBAHUNA IS
BepudUKaMKU JUarHo3a, BKIIIOYAs onpeesieHue MyTauuil B reHax JAK2
(sk30HHI 14 m 12), CALR, MPL B KpOoBM, CTaHIAPTHOE IIUTOTCHETUYC-
CKO€ uccienoBaHue U MOp¢hOJI0TUYECKOe UCCAEAOBAHUE KOCTHOTO MO3-
ra; BBIMIOJIHEHUE TPEMaHOOUOIICUN — TI0 TOKa3aHUSIM.

MHCTpyMeHTanbHas AMarHoCcTUKa

C yuetrom Toro, uto ipu MITH BO3MOXHO pa3BUTHE MOPTAJbHOUW TUMEP-
TEH3UU, KOTOpasi XapaKTepU3yeTcsl TAKUMU CUMIITOMaMU, KaK CIJIEHOMETa-
JIUSL W TermaToMeraius (CO 3HAYUTEIbHBIMU U3MEHEHUSIMU CTPYKTYpPhI Ta-
PEHXUMBI OpraHa), 1eJecOO0pPa3HO BBHITIOJIHEHNE CIEAYIOIINX UHCTPYMEH-
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TaJIbHBIX UCCIICAOBAHUI, BEIOOP KOTOPBIX OCYIIECTBIISIETCS 10 MHIWBUIYA-

JIBHBIM TTOKa3aHUSIM, C YIETOM KJIMHWYECKOI CUTYaIluu:

e (Y3N) opraHoB OpIOIIHOI MOJOCTU, C AYTMIEKCHBIM CKAHUPOBAHUEM IS
OLIEHKM TeMOAWHAMMYECKUX KPUTEPHEB MTOPTATBbHON THITEPTECH3NH.

e MPT — nnsa Gosnee 4yeTKOro omnpeaejeHus MPOCBETOB MOPTOKaBalb-
HBIX aHACTOMO30B U OIICHK! MOPTATbHOTO KPOBOTOKA, a TAKXKE MICHTH-
¢UKaMK MapeHXWMATO3HBIX M3MEHCHUM CTPYKTYPHI IEYEeHU M Ccelie-
3€HKMU.

e Ha srane mianupoBaHusi 6epeMeHHoctTy — KT muiieBoga u xenyaka.
MeToa 1mo3BoJisieT OnpeaeuThb MPOTSIKEHHOCTh BAPUKO3HOTO pacilupe-
HUS BEH MO IJIMHE TTAIIEBOAA, COCTOSTHAE HIKHETO MUIIEBOIHOTO C(OUH-
KTepa 1 ero (pyHKIMOHAJIBHBIC BO3MOXHOCTH.

o ®ubpoazodaroracrponyonaeHockonus (POIIC) — st BbIsBICHUS Ba-
PYKO3HO pacUIMPeHHBIX BEeH MUIIEBOIA U XEJyIKa JaXKe IMPU OTCYTCTBUU
CUMIITOMATUKH TTOPTAIBLHON TUTIEPTEH3UHU (B TOM YKCJIE IJIS TMArHOCTH-
KU TIOPTAJIbHOM TMIIEPTeH3MOHHOM racTponatui. BaskHbIM ITpenMyIecT-
BoMm DOBIJIC asisteTcs onpenesieHNe NCTOYHNKA KPOBOTCUCHMSI, OLIEHKA
CTENEHM YCTOMYMBOCTU TeMOCTa3a M3 OOHApYKEHHBIX MCTOYHUKOB W,
npyu HEOOXOAMMOCTH, BO3MOXHOCTb OCYILECTBJIEHMSI Tepanuu. AOCO-
JIFOTHOE TTOKa3aHue K BEITTOJHeHNI0 PO IC — ocTpoe MUIIeBOTHO-KE-
JIyIOYHO€ KpOBOTEYEHHE, B TOM YHUCJIe B aHAMHe3e.

B xauecTBe MHCTPYMEHTAIbHBIX METOIOB MOHUTOPUHTA COCTOSTHUS TIJIO-
na 'y 6epemeHHbix ¢ MITH pekoMeHI0BaHO BBIMOJHSITH:

e Y3U nmBaxnbl B KaXXI0M TPUMECTPE;

e JIOMILJIEpOMETPUIO ¢ 24-i1 Henenu, Kaxable 4 Heaeu;

e kapauorokorpaduio ¢ 33-it Hexenu (Ha 33, 36 u 38-i Hemensx).

MpuUHUMNBI TEpanUum

OcHOBHBIE MOIXonbl K Tepanuu OepeMeHHbIx ¢ MITH Bkitouator B cebs
MpUMEHEHUEe CPENCTB, HAlpaBJICHHBIX HAa KOPPEKLMIO TMOoKa3aTeaeil reMo-
cTa3a (aHTMArperaHTbl, aHTUKOATYISIHTBI) MPU HaJU4YUU (aKTOPOB BbICO-
KOTO pHUCKa, a TaKXe IIUTOPEAYKTMBHYIO Tepamuio, KOTOpas IPOBOAMTCS
MIpY HEOOXOAMMOCTHU CHMXKEHUSI KOJIMYECTBA KJIETOK KPOBU (3PUTPOIIUTHI,
TPOMOOLIMTHI, JICHKOILIMTHI).

B 3aBUCMMOCTM OT pUCKA COCYAMCTBIX OCJIOXHEHUI CYIIECTBYIOT pa3-
JINYHBIE JIeYeOHbIC MEPOIIPUATHS — OT TepaIliM TOJIbKO OJTHUM aCIIMPUHOM
1 HMTI no uuropenyktuBHO# Tepanuu (Tabia. 2). HasHaueHue nuTOpeayK-
TUBHOTO JICYCHUS SIBJISIETCS PEIlIeHUEM, KOTOPOE JOJKHO OBITh TIIATEIbHO
B3BEILIEHO C YYETOM TOT'O, UTO BO BpeMsI OEpPEMEHHOCTU KOJIUYECTBO TPOM-
OOLIMTOB U YPOBEHb reMaTOKPUTa MOTYT €CTECTBEHHBIM 00pa3oM yMEHbIIIa-
ThCs (B TOM YMCIIE 32 CYEeT reMoauionnn). Llutopenykiius u B eppyio ove-
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penb CHUXXEHUE KOJIMYeCTBa TPOMOOIIMTOB HEOOXOMMMBI OEpEMEHHBIM U3
TPYMIIbI BBICOKOTO PUCKA Pa3BUTHUSI COCYAMCTBIX OCIOXHEHUI, UMEIOIINX B
aHaMHe3e TpoMOO3bl, KpPOBOTEUYEHHUS WU TuneprpoMbouuTo3 (Oosee
1000—1500 x 10%/n1), a Takxe XEHIIMHAM C JOKYMEHTUPOBAHHOI1 Hacie-
CTBEHHOI TpoMOOMUINEl NN HATMIUEM TOTIOJIHUTEIBHBIX (PAaKTOPOB pU-
cka ocjioxxHeHuit. Hanbonee 6e3omacHblii BApUAHT LIUTOPEIYKTUBHOTO Jie-
yeHus1 — HazHaueHue npenapatoB MPH-a. Bo Bpems GepemeHHOCTH He
clemyeT IPUMEHSITh TUIPOKCUKapOaMul, aHaTPeIUA U IpyTrue UTOCTaTH-
YeCKue CpecTBa — 0co0eHHO B I TpumecTpe 6epeMeHHOCTH, B TIEPUOJ OP-
raHoreHesa.

Tabmuna 2. Tepanus MITH npu 6epemeHHOCTH

Crparudukanusi pucka® | Tepanus

A. BepemeHHocTb ¢ |e lleneBoii ypoBeHb remarokputa npu MIT pojKeH octaBaThCs
HU3KUM PUCKOM <45%.

e AcnupuH, 50—100 Mr B cyTKH.
e HMI B mpodumakTiudeckoii 1o3e 10 6—8 Hemesb MMocie poIoB

b. BepemeHHocTh ¢ |K mepeyncaeHHBIM B TIYHKTE A TMOJOXEHUSIM 100aBISIOTCS:

BBICOKMM PUCKOM o CoOBMeCTHOE BeJIEHHE TeMaTOJIOTOM U aKyIIepoM.

o [Ipu TpomMbo3ax B aHaMHe3e WK BeACHUU MpeablayLeil bepeMeH-
HOCTU Ha aHTUKOATYJISTHTHOU Tepamuu JTMOO TSKETbIX OCIOXHEe-
HUsIX 6epeMeHHOCTH B aHamHe3e : HMI Ha npoTtsikeHuu Bceit Oe-
PEMEHHOCTU (OTMEHUTh ACITUPUH TIPU KPOBOTEUCHUSIX).

e TiuaTenbHbIE MOHUTOPUHI MoOKa3aTeseil reMorpaMMbl: Ha3Haue-
ure UPH-o npu komuectse Tpombonutos 6osee 600 x 10 7 /.

o [lpu KpoBOTEUEHHUSIX aCMUPUH HE Ha3HAYaTh

4 He MeHee OHOrO U3 KPUTEPHEB BHICOKOTO pucka (cM. Tabi. 1).

5 Mpenmecrpyonme ocnoxXHeHNs GepeMeHHOCTH (BO3MOXHas cBsizb ¢ MITH): HeoObscHY-
Mbl€ PELMAMBUPYIOIIME BRIKMIBIIIM B | TpMecTpe (KaK MUHUMYM 3 BBIKM/bIIIA), 1 wiun 60-
Jlee BBIKMIBIIIEH Ha cpoke Oojiee 12 Hemesnb OepeMEHHOCTH, 3afepXKa pa3BUTHS TUIONA,
BHYTPUYTPOOHAsi CMEPTbh MJIM MEPTBOPOXKAeHUE (0e3 SIBHBIX MHBIX MPUYMH), TsKesasl rpe-
aKIaMIicusi (TpeOyloliasi MpeXaeBpeMeHHOTO pojopa3pelieHust Ha cpoke < 34 Henenb),
MPU3HAKM TUIALIEHTApHOI AMCOHYHKLMU, OTCIOMKA MJIALEHTHI; 3HAUYUTEIbHOE AOPOJIOBOE
WJTU TIOCJIEPOIOBOE KPOBOTEUEHUE.

MpumeHsaemblie npenaparbl

1. IluTopeayKTHBHAS Tepamus Uil CHYKEHMSI KOJMYECTBA TPOMOOILIUTOB —
npenapatel MOH-a, koTopwie:
A 9DDEKTUBHO KOHTPOIUPYIOT TPOMOOIIUTO3;
A He 001a1aloT JIeiIKeMOTe€HHBIM CBOWCTBOM,;
A HE OKa3bIBaIOT TOKCUYECKOIO JCHCTBUS Ha IUION U HEe MPOHUKAIOT Ye-

pe3 IIalleHTapHbIi Oapbep.

ITpu TpomGouuTose Goaee 600 x 10°/1 UPH-0 HEOOXOIUMO BBOIUTH B
no3e 3 muiH ME 3 pasa B Hememo (MM 4epe3 AeHb) I1/K; 1IeJeBOI ypo-
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BeHb TpoMoouuToB 200—300 x 10°/1. Eciu neyenne MDH-a nposoau-
JIOCh ellie 10 OEpeMEHHOCTH 1/WJIN CYIIECTBYET BHICOKUI PUCK TPOMOO-
308, BBeAcHe MDH-0 HeoOXommMo TTpoaoJKUTh BO BpeMsT OepeMEeHHO-
CTU U mocse poaoB (puc. 1).

AcnupuH (aLleTUJICATULIMIOBAs KUCI0TA).

B orcyTcTBUe yeTKMX MpOTUBOIOKa3aHuii Bce nmanueHTku ¢ MITH ngon-
XKHBI 1ojiyyaTh acnupuH (50—100 Mr B CyTKM) B TeUeHUE Bceil OepeMeH-
HOCTU U He MeHee 6 Henesib rociie poaos [4, 33, 50]. Huskue no3bl acnu-
pUHa cuuTaloTcs 6e30nacHbIMU NMpuU 6epeMeHHOoCTH. Llenecoobpa3Ho Ha-
YWHATh TpUeM TIperapara 10 3a4artus Ui YJIydlIeHUs! TUTAalleHTapHOTO
KpPOBOTOKa, (hDOPMUPOBAHMS TUIALIEHTHI U pa3BUTUs Tiona. KpoBoreue-
HUSI y OepeMEHHBIX TPU MPUMEHEHUN acTMpUHA BCTPEUYaloTCsl PEeaKo.
Puck kxpoBoTeueHUIT MOXET 3HAUYUTETLHO BO3PACTU Y XKEHIIUH C KOJIH-
yecTBOM TpoMGouuToB Gosee 1000—1500 x 10°/1, B cBA3M ¢ 4eM HEOO-
XOJMMO HE AOMYCKaTh POCTa yPOBHS TPOMOOILIMTOB A0 YKa3aHHBIX 3HAYe-
HUMN.

HMI.

B cnyyae runepkoarysisiliiu, He XapaKTEpPHOM 711 ONpPene€HHOTO CpoKa
0epeMeHHOCTH, HAJTMIUST JOTIOJTHUTEIBHBIX (haKTOPOB PUCKA PA3BUTHUS 1
TpoM0030B (0€peMEHHOCTh BBICOKOTO PUCKA) JOMOJHUTEIBHO K IBYM
nepBbIM MMyHKTaM Ha3HavatoTcss HMI mon KoHTposieM reMocTa3uooru-
YeCcKMX MapaMeTpoB, KOJIUYECTBA TPOMOOUUTOB. B cUTyalnsix BBICOKOTO
pucka HMI' ucnosb3yioT B MpouIaKTUYECKUX WIN JIEYEOHBIX 103aX
(coracHO KJIMHUYECKHUM peKoMeHIanusaM no npodunaktuke BTOO —
Tadn. 3, 4) [53].

Ta6muna 3. [Mpodunakrnueckue o361 HMI y 6epemeHHBIX

Macca Tena Cyrounas npodunaktuyeckas noza HMI (BBenenue 1 pa3 B cyTkm), n/K*
OepeMeHHOM, K

DHOKCATAPHH HATPHSA Jlanrenapun HATPUS Hanponapun kanbuust
<50 20 mr 2500 ME aHTu-Xa 2850 ME antu-Xa
50—90 40 mr 5000 ME aHTtu-Xa 5700 ME anTtu-Xa
91—130 60 mr 7500 ME anTu-Xa 7600 ME antu-Xa
131—170 80 mr 10 000 ME antu-Xa 9500 ME aHTu-Xa
> 170 0,6 Mr/kr 75 ME anTtu-Xa/xr 86 ME/kr

@ HMT BBoasTCSl B 103€, COOTBETCTBYIOLICH Macce Tesa. [1o3a MoXeT okpyrsithest 10 15%
OT pacyeTHOM, yuuThiBast (hopMy BBIMyCKa Ipernapara ¢ GUKCUPOBaHHOI 1030i1. Bo3moxeHn
MOHUTOPUHT aHTHU-Xa aKTUBHOCTU. Y MallMEeHTOB ¢ HU3KOI Maccoii Tena 1oy HMT crienyet
YMEHBIINUTH B 2 pa3a, a y JIMII ¢ Maccoii Tesa 6osee 120 kr yBeanuutsb B 1,5 pasza. [1pu Tpom-
counrornenuu (< 50 x 10°/1) gosy HMT cienyeT yMEHbILINTD BABOE, a IIPU YMCIE TPOMOO-
1mtoB < 25—30 x 10%/1 npenapar OTMEHSIIOT.
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Tabmuna 4. Beicokue nmpoduiaktuieckue u JedeoHsie 10361 HMI y Gepe-

MCHHBIX
Macca Tena Boicokue npodpunaktuyeckue n03s1 HMT
0epeMeHHOIi, KT
DHOKCAnapuH HATPUS Jlanrenapun HaTpus Hanponapun kaasuus
50—90 40 mr 2 pa3a B CyTKH 5000 ME aHntu-Xa 2 paza |5700 ME antu-Xa
B CYTKU 2 pasa B CyTKHU

Jleueonnie mo3pt HMT'

50—90 o pomos: 1 Mr/kr o ponos: 100 ME antu- |86 ME antu-Xa/xr
Kaxable 12 yacos. Xa/Kr Kaxabie 12 yacoB. |Kaxable 12 yacos
[Mocne pomos: 1,5 kr/xr |Ilocne pomos: 200 ME
1 pa3 B cyTKu aHTu-Xa/Kr 1 pa3 B CyTKu

[MokazaHusIMU 11T cOYETAaHUS aHTMKOATYJSIHTHON Tepamuy ¢ IUTOpe-

NYKTAUBHOM M aHTUArpEeraHTHOM Teparuei SIBJISIIOTC:

A TPOMOOMWINKM BBICOKOTO pucka u/mwim ADC;

A TPOMOO3 KPYITHBIX COCYIOB B aHaMHe3e;

A DCIIPOAYKTUBHBIC MOTEepH (3 caMOIPOU3BOJIbHBIX BRIKUABIIIA HA CPOKE
< 12 Henmenb, > | BRIKMIBIIIA HA CpOKe > 12 Heaeb, aHTeHaTaJbHasl TU-
Oenb Iona);

A TSDKEJIbIe OCTIOXKHEHUS B MPEeIbIAYIINX OepeMEHHOCTSX (3aJepKKa pa3-
BUTUSA TUIOZA, TPESKJIAMIICUSA WIM IPYrue MPU3HAKUA TUIALICHTAapHBIX
HapyIlIeHUit).

DKCTpakopnopajbHble MeTo/bl: TadMadepe3 U ceaHChl reMOoaKChy3uii

((pnedboToMus, apuTpouuTadepe3) MPOBOASATCS MPU OTCYTCTBUU JOCTa-

TouHOro 3¢dekTa oT papMakoTepanuu, a TakKe MPUMEHSIOTCSI B 0CO-

OBIX cilydasix (HapylleHHUs B IIa3MEHHOM 3BEHE reMocTasa).

ITokazanussmMu K TpoBeAcHUIO T1a3Madepesa y oepemeHHbIX ¢ MITH sB-

JISIIOTCS:

A BbIpaxk€HHas TMIIePKOAryIsilus Mpyu HAIUYUU JOMOJHUTEIbHBIX (haK-
TOPOB TpoMOO(UINU, HE TOANAIOIIASICS KOPPEKIUU MEIUKAMEHTO3-
HBIMU CPEICTBAMU;

A couetanre MITH ¢ ADC (ma3madepe3 MOXeT ObITh MCIIOJIb30BaH B
KOMILIEKCEe C MEAMKaMEHTO3HBIMU CPEIACTBAMU).

IMnasmadepes npoBoautcs B oobeme 300—400 M yepe3 1—2 aHs oT 2 10

7 ceaHcos. Ilmazmo3amMernieHue MPOBOAUTCS KOJJIOMIHBIMU U KPUCTaI-

JIOUITHBIMU pacTBopaMu. COOTHOIIIEHHE 00beMa yaaaseMOol Iia3Mbl K

00BbeMy IIa3Ma3aMellaIX paCTBOPOB COCTaBIISIET BO BpeMsl OepeMeH-

Hoctu 1:1,2; anpOymuH ucnoab3yior B Buge 10% waum 20% pacrBopa B

konudectBe 100 wiau 50 MJI COOTBETCTBEHHO.

Oputpountadepes y 6epemeHHbix ¢ MITH mpoBonutcs mpu spuTpoLu-

To3e > 5,5 x 10'2/1 n ypoBHe reMaTokpuTa > 45% nipu U1, BriepBLI€ BbI-

SIBJICHHOU BO BpeMsl OEpeMEHHOCTH.
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5. Buramunorepanus npu MITH pekomeHayeTcs B TedeHUE Bceil OepeMeH-
HOCTU U MOCJIEPOAOBOro Nepruoja: KOMIJIEKC BUTAMUHOB rpymnmsl B: By
(nupunoxcuH), By (bonuesas kucnora), B, (1naHnokobanramun). Ponu-
eBast KUCJIO0Ta B KOMILIEKce ¢ BUTaMMHaMu Bgu B, cHMXaeT KoHLeHTpa-
LIMI0 TOMOLMCTENHA U PUCK TPOMOOAIMOOIUYECKUX OCIOXHEHUM [S51].

Popopaspeluenue

Cpoku 1 MeToq poaopaspelineHus y xkeHiuH ¢ MITH He 3aBUCAT OT OCHOB-
HOro 3a0o0sieBaHUs. BaXXHBIM U TOCTAaTOYHO CJIOXHBIM MOMEHTOM B Tepa-
nuu MITH gBasitoTcsi 0COOEHHOCTU WH(Y3MOHHOU M TpaHCHY3MOHHOI
TaKTUKU TIPU pormopaspelieHuu. B CBSI3U C BBICOKMM PUCKOM Pa3BUTUS

BTOO0 y xeHuun ¢ MITH HeobxonuMa ux npoguiakThKa, BKIOUYas cie-

JIyloue peKoOMeHAaluu:

e [IpuMeHeHHEe MEAULIMHCKUX KOMITPECCUOHHBIX YYJI0K BO BpEMS POAO-
paspelieHus U B MOCIEPOAOBOM IEPUOJE.

e [Ipu nmpoBeaeHUMN PETMOHAPHON aHAJIbIE3UU WJIM AaHECTE3UM — OTMEHa
nocaeaHei npoduiaktuueckoi 1036l HMI He mo3nHee yem 3a 12 4 go
ee BBIINIOJIHEHUS, TTocaeaHel jeueoHoii 103l HMIT — He nmo3aHee 24 y.

e [Ipu mraHoBoM KecapeBoM ceuyeHur — otMeHa HMI B npoduiaktuue-
CKMX J103ax 3a 24 4 10 U BO30OHOBJIeHUE Yyepe3 §—12 4 mociie onepaluuu
(nnm gepe3 4 4 nocie yaajleHusT SMUAYPATBHOrO Karetepa) 1isi MUHAMU-
3alMM TeMOPParuyecKux OCIOXHEHU.

e [Ipy HOpPMATbHOM KOJMYECTBE TPOMOOLUMUTOB U (DU3UOJIOTUYECKOU TH-
MEepKOoATYJISIUM TIepe] poaaMu (OCOOEHHO MPU HAJTWYUU JAOTIOJTHUTEb-
HBIX (haKTOPOB TPOMOOMWINN) — HE PEKOMEHIYETCS MTPOBOAUTH TPaHC-
¢y31I0 CBeXe3aMOPOXEHHOM MIa3Mbl BO BpEMSI pPOJOB WIM KecapeBa ce-
YEHUS, YTOOBI HE YCYTYOUTh PUCK TPOMOOTUYECKUX OCIOXHEHUH.

BeneHune nocnepoaoBoro nepuoaa

XapakrtepHble IS OepeMEHHOCTH MU3MEHEHUsI CUCTeMbl TeMOCTa3a coxpa-

HSIIOTCSI B TeUeHHME 6 HellesIb Tocie POJIOB, B CBSI3U C YeM B TIOCIEPOIOBOM

nepuone Haubojiee BbicoKa yrposa paszsutusi BTOO. Ilpodunakruka

BTBO B nmocneponoBoM TMepuoae BKIIIOUYAET B ceOs:

e [Iponomkenue BBenenuss MDOH-a ¢ 1ienbio moaaepxxaHuss HOpMaJTbHOTO
YPOBHS TPOMOOIUTOB U CHUXeHUs1 pucka BTOO, ecnu aT0 sedeHue
MPOBOAWIOCH BO BpeMsl OEpEeMEHHOCTH W/WJIM CYIIECTBOBAJ BBICOKMIA
pUCK TPOMOO30B.

e [Iponomkenue mpuema acimpuHa B o3¢ 50—100 mMr/cyT BceMu manneH-
tkamu ¢ MITH B TedeHue 6 Hemesb mociie poaoB. He mpumeHsieTcst mpu
HAJINYUY B aHAMHE3e KPOBOTEUEHM I BHE WJIX BO BpeMsI TIPEIbIIYIINX Oe-
PEMEHHOCTE.
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e Hasnauenune HMI B mpoduiakTuueckux a03ax B TedeHUe 6 Hemesb Mo-
CJIEPOOBOTO MEpUoJa MPU HATUYUU JOTOTHUTEIbHbBIX (PAKTOPOB TPOM-
6odunuu, npu TpoM0O03axX KPYIMHBIX COCYI0B B aHAMHe3e, 00YCIOBIEH-
HbIx HannureM MITH, a Takxe npu aApyrux ¢pakropax pucka BTOO [54].

e [lopaBneHue naKTaMK MO OOUIETIPUHSTHIM CXeMaM MPU HEOOXOAUMOCTHU
npoBeaeHus tepanuu MPH-a — ¢ yueTom TOTO, 4TO BO BpEMSI TPYJHOTO
BCKapMJIMBaHUs TIpu TpoponkeHuu tepanuun MPH-o y HOBOpoXIeH-
HBIX BO3MOXHO Pa3BUTUE TPOMOOILMTONEHUU (TIpernapar MPOHUKAET B
TPYAHOE MOJIOKO).

e [Ipuem KomIieKca BATAMUHOB IPYIbl B Ha MPOTSXKeHUU MOCIEPOIOBO-
ro nepuosja.

TakTuka BeneHusi 6epeMeHHOCTH Yy XeHMH ¢ MITH Ha stanax moaro-

TOBKU K OEpEeMEHHOCTU, BO BpeMs OEpPEeMEHHOCTU, POAOPA3pPEIIeHUSI U B

MOCJIepOJOBOM IMMEPUONE MpPeacTaBieHa Ha puc. I.

bepemeHHOCTb U NOpTanbHasA rMNepTeH3us

CouetaHne OEpPeMEHHOCTM M BHENEYEHOYHOU MOPTaJIbHOM TUIEPTEH3UU
SIBJISIETCSI PEIKMM, HO TSIKEJIBIM OCJIOKHEHUEM, KOTOPOE MOXKET BCTPEeUYaTh-
ca npu MITH. HapyuieHue KpoBooOpallleHusI B cocyax MopTaJbHOM cuc-
TeMbl U TIOBBIIICHUE JAaBJICHUsS B HUX YacTO COMPOBOXKIACTCS pa3BUTHUEM
BapMKO3HOI'O paclIMpeHUs] BeH MUIIEBOAA U XKeIyakKa U BOZHUKHOBEHUEM
MPOo(dY3HBIX MUIIEBOIHO-KEIYIOYHBIX KDOBOTCUECHUI, YBEJIMUEHUEM B pa3-
Mepax CeJIe3eHKM, YTO 3HAYUTEIbHO OTSTOIaeT IMPOTHO3 OCHOBHOIO 3a00-
JIEBaHUSI ¥ MOXET MPUBECTU K HeOJAronpusTHOMY MCXOMIY.

bputBuna K. B. ycraHoBuia, 4To y KEHIIMH C MOPTaJbHON TUMEPTEH-
3Uell CyIIEeCTBYeT BBICOKAs 4acTOTa YIPO3bl UCKYCCTBEHHOIO MPEPbIBAHUS,
HeBbIHAIIMBAHUS OEPEMEHHOCTH, MPEIKIAMIICUM PA3IUYHOM CTEIIeHU TSI-
JKEeCTU, aHeMUU U CUHApOMa 3afep:KKU pocTta miona [41]. CBoeBpeMeHHbIe
ponbl otMedeHbl B 70 (66%) M3 omuMcaHHBIX CllydaeB, IpepbiBaHME Oepe-
MEHHOCTU BBINOJHSIOCH B 10%, caMOIpOM3BOJIbHBIN BBIKUABIT — 4%,
npexaeBpeMeHHble ponbl — B 20% ciayvaeB. BiaustHust camoro ¢akra Gepe-
MEHHOCTHU Ha CTeIleHb BAPMKO3HOI'O PACIIMPEHUs BeH MHUILEBOAA He ObLIO
BbIsSIBJICHO. OTHAKO TP YBEJIUYCHUM BHIPaXXEHHOCTU BAPMKO3HOTO PACILIM-
peHUs BeH MUIIEBOJA U/WIM XKelyaka OTMEUEHO IMOBBIIIIEHUE YaCTOThI pa3-
BUTHS KpoBoTeueHU. B ¢Bsa3m ¢ atnm @DBTIC noikHa OBITh BKIIIOYEHA B
repevyeHb 00sI3aTeIbHBIX MCCIEIOBAHUM Y XEHIIUH C MTOPTAJbHOMN TUIep-
TEeH3MeH, TIaHUPYIOIIMX OepEMEHHOCTD.

PelreHue Bompoca 0 BO3MOXHOCTH IUIAHMPOBAHUS U BeIeHUs OepeMeH-
HOCTM TIpU IIOPTAJIbHON THUIEPTEH3MU TpeOyeT COBMECTHOTO Y4YacTHs
HECKOJIbKMX CIIELMATNCTOB; TeMaTOJIOTOB, XUPYPIrOB, IrelaToJ0T0B, aKyllie-
POB-TMHEKOJIOTOB M KOMILIEKCHOTO o00cienoBaHus1 OojbHON [37—41].
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| atan

l—{ MNoproToBka K 6epemMeHHOCTN |—l

Tpom6oumThl < 600 x 10°/n |

!

| Tpom6oumTbl > 600 x 107N

!

B AieHb)”

¢ AcnnpuH, 50—100 mr/cyT

* Komnnekc BUTaMUHOB rpyn-
nbl B (AHrnoBuT 1 Tabnetka

MIMH

* [nepkoarynsauus
* AKTUBaLWs BHYTPUCOCYAMUC-
TOro CBEPTbIBAHWS KPOBY

* Tpom603 KpyMHbIX COCYA0B
B aHamHe3e, 06yCNoBMNeHHbI

* UOH-a , 3 mnH ME 4epes3
[eHb unn 3 pasa B Heaento

* AcnivpuH, 50—100 mr/cyT'

» KoMnsieKc BUTaMWUHOB rpyn-

nbl B (AHrvosut 1 Tabnetka
B [eHb)

!

HM,

2500—5000

aHTn-Xa ME/cyT

Il aTan

06wt aHann3 KpoBw (C NOACHETOM KonunyecTsa TpoMooumnToB) 1 pas B 2 Hef,

"emocTasuorpamma [pmbpuHoreH, AYTB, MTU, T (no nokasaHusim),
arperauus TpomoéouuTos ¢ AQ®D, konnareHoM, puctomuumnHom, AT lIl, npotenH C, D-gumep]
1 pa3 B 2 Hegd, Ha 1, 3, 7-e CyTkuM nocne poaos

[unarHocTrka nonumopdr3mMoB HacneacTBeHHOW TpoMm6odunum u AOGC
(Npwv oTCYTCTBUM 3TUX UCCNEefoBaHUA O 6epeMeHHOCTI)

Onpepenexne mytaumin reHos Jak2 (V617F), CALR, MPL,
ecnv 3a6oneBaHune BrepBble AUarHOCTMPOBaHO BO BpeMs 6epeMeHHOCTU

|

l—< BepemeHHoCTb | ‘
Tpom6oLmnTbI Tpom6ouunTbl * BolpaxxeHHas runepkoarynaums, [[ ¢ Ffematokput
<600 x 10%/n > 600 x 10%/n HE COOTBETCTBYIOLLIAA CPOKY > 45%
6epeMeHHOCTH © OpUTPOLNTBI
* ACn1puH, * Tpom6o ACC, « AKTVBaLWs BHyTpucocyanctoro || > 5,5x10'%/n
100 mr/cyT 50—100 mr/cyT CBEPTbIBAHWS KPOBM « FeMOrnoGuH
* U®H-a, ecnin * N®H-a * TPOM603 KPYMHbIX COCYLOB > 180 r/n
NleveHne Ha4ato ¢ ButamuHbl rpynnsi B || B aHamHese, cBszaHHbIn ¢ MIMH
Ro GepemeHHocTH « BpoxgeHHas TpoM60ounms Cearcb!
* ButamuHbl rpynnel B BbICOKOTO pUcKa remosKcdy3ui

* ADC

* nnasmacepes’

[ononHuTenbHoO
K NPOBOAVMOW Tepanuu:

* HMI" B npodounnakTnyeckom
nm60 nevebHON [O3e€;

Pucynok 1. TakTuka BeneHus 6epeMeHHbIX mauueHToK ¢ MITH. TOI' — Ttpom-

6o03macrorpadus.
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Il aTan

PopopaspelueHue:
e C3I1 B npohmnakTnyecknx Lensx He MpUMeHsIeTcs;
* BO3MOXHa penHy3ns ayToapuUTpoLMTOB;
* NPUMEHEHNE MEANLIMHCKOrO KOMMPECCUOHHOMO TPUKOTaXa;

° NPOBEAEHNE PErVIOHAPHON aHanbre3ann Unn aHecTeann He paHee Yem veped 12 4 nocne
nocnegHen npodunaktmnyeckon gossl HMI, He paHee 4em 4epes 24 4 nocne nocnegHen
neyebHon o3kl HMIT, He paHee 4yem Yepes 2 Hep nocrne nocnegHero npvema
aueTUncanuumMnoBon KUCNOTbI;

* Mp1 NIaHOBOM KecapeBOM CeYeHun npekpatuTb BeBegeHne HMI™ B npodunaktuyeckmx gosax
3a 24 4 0o onepauum n BO306HOBUTL Yepes 3 4 nocrne ee OKOHYaHWsA (Mnu Yepes 4 4 nocne
yAaneHvs anuaypanbHoro katetepa)

IV atan

Mocnepoposbii nepunog

1

* U®OH-a, 3 MnH ME 4epes aeHb unu 3 pasa B Hefiesno, eCnv NpoBOAUIIOCH NeYeHne BO Bpems
6epemeHHoCTM’

* AcnupuH, 50—100 mr/cyT'
» KoMnnekc BUTaMUHOB rpynnbl B (AHrvosuT 1 TabneTka B aeHs)

1

* AKTMBaLMA BHYTUCOCYANCTOrO CBEPTLIBAHNS KPOBU
* HacnencteeHHasi Tpom6ocmnus, AOGC
* Tpom603 KpynHbIX COCyA0B B aHaMHe3e, 06ycnoneHHbii MIMNH

1

HMI", 2500—5000 aHTn-Xa ME B feHb B TedeHue 6 Hepenb

' He npuMeHsieTcsi Npu Hann4my B aHAMHE3€e KPOBOTEHEHWIT BHE W BO BPEMst NpeablayLLmxX
6epeMeHHOCTEN.

? OMOSHUTESBHO K MOMIMBUTAMUHAM [J15 6EPEMEHHBIX.
° MposoauTca B 06beme 300—400 mn yepes 1—2 gHA, OT 2 40 7 CEaHCOB.
* Mpu BO306HOBNEHMM Tepanum npenapaTtamvm N®OH-o NnpoBoanTcs NopasneHue nakraumy.

Pucynok 1 (oxoHuanue). TakTuka BeaeHus: O0epeMeHHBbIX namueHTok ¢ MITH.
TOI' — TpomboamacTorpadus.

bepeMmeHHBIe ¢ MOPTabHOI IMITEPTEH3UEH JOJKHBI HAOTI0AATHCSI B MHOTO-
NpoGdWILHOM CTallMOHape, INe MMEETCsl XMPYyprudeckoe M peaHMMallMOH-
HOE OTAeJIeHHE, a TakKe BO3MOXKHOCTb IPOBENECHUS 3HIOCKOIMUYECKUX
BMEIIATEJbCTB Ha BapMKO3HO PACIIMPEHHBIX BeHax IMUIIEBOAA U/WIN Ke-
Jry[Ka.

bepeMeHHOCTh HE MOXKET ObITh PEKOMEHI0BaHa, a MPY BOZHUKHOBEHUU
OCPEMEHHOCTM Y KEHIIWH C MOPTaJbHON TUIIEPTEH3UEH 1IeJecoo0pa3Ho
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BBITIOJTHUTH €€ MpepbIBaHUE Ha PAHHUX CPOKaX MPU CIEAYIONINX KIMHUYE-

CKUX CUTYaIUSsIX:

e BapUKO3HO paclIMpeHHbIC BeHBI MUIIeBONA U/ uu xenyaka I11 crerenu;

e BapUKO3HO paclIMpeHHbIe BEHbI MUIEBOAA U/ 1in Xeyaka I1 crenenu ¢
MaTOJOTUYECKUMU U3MEHEHUSIMU  CJIM3UCTOM OOOJIOUKM THUIIeBOJA
U/Wau XKesyaKa (3po3un, BaCKYJIONATUM) TSXKEJON CTeTIeHM;

e KpOBOTEUEHME M3 BAaPUKO3HO PACIIMPEHHBIX BEH MHUILEBOJA W/WU XKe-
JlyIKa BO BpeMsl OEpEeMEHHOCTH WM B aHaMHe3e TOocJie OTepaTUBHOTO
JIEYEHMUST;

e nexoMmIlieHcalrs QYHKIUU TeYeHU (aCLIUT, XKEeATyXa).

IMpu oTkaze XEHIIUHBI OT MPEePbIBAHUST OEPEMEHHOCTH KpaliHe BBICOKU
PUCKM XU3HEYTPOXKAIONINX KPOBOTEUEHUI, MPOTPECCUPOBAHUS TEUECHOU-
HOIl HEIOCTAaTOYHOCTU, aHTeHATAJILHOW THOEIN TIIo/a.

[TaneHTKaM ¢ BapUKO3HBIM pacIIMpeHUeM BeH IMUIIEBONA W/WIU Ke-
nynka 1—2-i crerneHu 0e3 MaToIoTMIECKUX U3MEHEHUI CIM3UCTON Mule-
BOJa W/WJIM KelylaKa, NMPpU HOPMadbHOW (DYHKIIMU TIEYeHU U OTCYTCTBUU
JIPYTUX MPOTUBOIOKA3aHUI, OEPEMEHHOCTh MOXET OBITh pa3pelicHa.

[Ti1aHOBBIE IHIOCKOMUYECKHE UCCAEIOBAHMSI MMUIICBOIA U/ VJIK XKeJTyaKa
clienyeT mpoBoauTh 1 pa3 B TpuMecTp, mocjeaHee — 3a 2—3 Hedeau 10
O0XUIAEMOTO CPOKa POAOB IJIsI OMpPEAENICHUSI CIoco0a poaopa3pelieHUs.
B oTmenbHBIX ciiydasix MOXET OBITh MPOU3BEACHO IHAOCKOIMMYECKOE WU
XUPYpPruyeckoe JieueHue Ha (hoHe OepeMEHHOCTH.

Crioco0 poopa3pelieHust OmpeessieTcs] COBMECTHO aKyIepOM-THHEKO-
JIOTOM W XUPYPTOM B 3aBUCUMOCTHU OT aKyIIEPCKOW CUTYyallud U C YIETOM
maHHbIX OO C. HeobxommMo ydecTh IIPU ONPeaeIeHUA CPOKOB TOCITUTA-
JIN3alMU TaHHOW KaTeropuu OOJIbHBIX YBEJIMYEHHBIN PUCK BO3SHUKHOBEHUS
MMUIIEBOTHO-KEJTyTOYHOTO KPOBOTEUEHUSI B TeueHWe 2—3 Helmeab Tocie
poaopa3penieHus.

KpaTtkaa nipopmanmsa 06 ncxogax 6epeMeHHOCTH Y HEeHLIUH
¢ MIMH

K HacTosmemy BpeMeHU TpoaHAIM3UpPOBaHO TeueHue 250 6epeMeHHOCTeN
y 150 xenmun ¢ Ph-neratusaeiMu MITH B Bozpacte ot 20 no 44 net (me-
nuaHa Bo3pacta 31,1 +4,3 ron) 3a nepuoa okoso 17 jetr — ¢ 1997 nmo 2020 r.
(puc. 2). B npocnekTuBHOI Tpymre (rpynmna 1) mpoaHaJIu3upoOBaHO Teue-
Hue 146 6epemennocreii y 130 xenumn ¢ Ph-neratuBusiMu MITH, kKoto-
PBIM MTPOBOJMJIOCH JIEUEHUE MO pa3pabOTaHHOMY HaMU MpPOTOoKoiy. Petpo-
CTIEKTHBHYIO TpyImy (rpymmy 2) coctaBuin 104 6epeMeHHOCTH y 67 XeH-
IIMH, KOTOPBIM Tepanus He MPOBOJMUIIACS.

PesynbraThl Haieit paboThl, KOTOpasi MPOBOAUIACH COBMECTHO C aKy-
mepamu-ruHekojgoramn u3 PI'BY «HMUIL wnm B. M. Kynakosa»
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Yactb II. OnyxoneBble 3a60neBaHMs CUCTEMbI KDOBM

150 XeHLWMH
(250 6epemeHHoCTEN)

lpynna 1 (c neveHnem) —
130 (83 + 47) xeHLMH
Beicokoro pucka — 64
Hun3koro pucka — 66

| 146 (91 + 55) 6epemeHHOCTEN

I_l—|

47 XEeHLMH
(3abepemeHenu NOBTOPHO)
55 bepemeHHoCTEN

Ipynna 2 (6e3 neyeHns) —
67 XeHWmH
Beicokoro pucka — 40
Hwu3koro pucka — 27

104 6epemeHHOCTU

PenpoaykTusHble Pogbl PenpoaykTusHble Pogbl McKyccTBeHHBbI
norepu 140 6epeMeHHbIX norepu 17 6epeMeHHbIX abopr

6 6epeMeHHbIX (95,9%) 82 BbepeMeHHbIX (16,3%) 5 6epeMeHHbIX
(4,1%) ’ (78,9%) ’ (4,8%)

Pucynok 2. Wcxoawsl 6epemeHHocTelt y xeHnH ¢ MITH.

(m. M. H. llImakoB P. T., k. M. H. [Tonrymikuna E. C.), moka3anu, uto Gepe-
MEHHOCTh HE OKa3biBaeT BIMsIHUs Ha TedyeHue MITH, ogHako KoHTpoJb
reMaTOJIOTUYECKUX TToKa3aTeleil IBJIsIICS KpaliHe BaXKHBIM JIJIsT obecrieue-
HUs YCIIEITHOTO poaopaspelieHus. PenmpoaykTuBHbIe TOTEpU B rpytre 1 u
rpyme 2 coctaBuiu 4,1% u 78,9% cootsetctBeHHO (p < 0,001), mpu aTOM
y 92% XeHIIMH B PETPOCIEKTUBHOM IpyrIie OHU MPOU3OLUIM TPU KO-
gyecTBe TpoMboLuTOB Gosee 600 x 10%/1, Ho menee 1500 x 10%/n. B mpo-
CTIEKTUBHOW TPYIINe Mpu MPpUMEHEHUN pa3pabOTaHHOTO HaMU MPOTOKOJA
3HAYUMO CHU3WJIOCHh YUCJIO OCJIOXHEHUI OepeMEeHHOCTU, TaKUX Kak 3a-
Jepxka pocta mwioga — 1o 6,4% (p < 0,001), mpesxmamrcust — no 3,6%
(p < 0,001), anTeHaranbHas rudenab wioga — 1o 0,7% (p < 0,001).

Takum 006pa3zoM, MEXAUCHUIUIMHAPHBINA TMOAXON W ONTUMU3ALUS TIPO-
TpaMMBbI TIOATOTOBKY, BeICHUSI 0EPEMEHHOCTH, POIOB U MOCTIEPO0BOTO Te-
puona BeaeHus y >keHIuH ¢ MITH nanu Bo3MOXHOCTb KapAuHaIbHBIM 00-
pa3oM YJIydIIMTh MPOrHO3 mpu 6epemeHHoctu [11, 42—49]. Pa3zpaboran-
HBIII HAMU TPOTOKOJ MOXET OBITh PEKOMEHIOBAaH K WCIIOJIb30BAaHUIO B
MpaKTUKe aKylliepa-TMHeKoJora U reMaTojiora Mpu BeleHUN MallMeHTOK C
MITH mannbsiMu 3a6oneBanusmMu B PO [54]. Co3gaHne MHOTOLIEHTPOBOTO
ucclienoBaHus Ha 0a3e JaHHOTO ajiropuTMa BeaeHus 6epeMeHHbIx ¢ MITH
MOXKET CTaTh CJEAYIONIUM BaXKHBIM I111aTOM JIJIsI aHAJIN3a Pa3IMYHbBIX acTIeK-
TOB BeJICHUS TAHHOW KaTeropuu OOJbHBIX.

Jlutepatypa

1. Tefferi A, Guglielmelli P, Larson DR et al. Long-term survival and blast transfor-
mation in molecularly annotated essential thrombocythemia, polycythemia vera,
and myelofibrosis. Blood 2014; 124(16):2507—2513.



157 InaBa 8. Ph-HeraTuBHble MuenonponudepaTueHLie HOBOOGPa3oBaHUs U 6EPEMEHHOCTb

2.

10.

12.

13.

15.

16.

17.

MenuksH A. JI., KoBpuruna A. M., Typkuna A. I'. u ap. Kiunuueckue peko-
MEHIALKUKU TI0 TUArHOCTUKE U Tepanuy Ph-HeraTMBHBIX MUEIONpoIrdepaTB-
HBIX 3a00JIeBaHUI (MCTUHHAS TTOJUIIUTEMUS, SCCEHIIMATbHAsT TPOMOOIIUTEMMSI,
nmepBUYHbINA Muenohuopos). M.: PHI'O, 2016. URL: npngo.ru/uploads/media_
document/286/7aa0933a-3a78-4648-908c-2c413aad066a.pdf?ysclid=1q85s150ic-
323750910.

. yBaes B. A., Maptsinkesuu U. C., Cunopkesuu C. B. Muenonponudepatus-

HBIe HOBOOOpa3oBanusa. M., 2023. 334 c.

. Randi ML, Bertozzi I, Rumi E et al. Pregnancy complications predict thrombo-

tic events in young women with essential thrombocythemia. Am J Hematol 2014;
89(3):306—309. DOI: 10.1002/ajh.23635.

. Harrison C. Pregnancy and its management in the Philadelphia negative myelo-

proliferative diseases. Br J Haematol 2005; 129(3):293—306. DOI: 10.1111/
j.1365-2141.2005.05400.x.

. Robinson S, Bewley S, Hunt BJ et al. The management and outcome of 18 pre-

gnancies in women with polycythemia vera. Haematologica 2005; 90(11):
1477—1483.

. Palandri F, Mora B, Gangat N, Catani L. Is there a gender effect in polycythemia

vera? Ann Hematol 2021; 100(1):11—25. DOI: 10.1007/s00277-020-04287-w.

. Tefferi A, Barbui T. Polycythemia vera and essential thrombocythemia: 2021

update on diagnosis, risk-stratification and management. Am J Hematol 2020;
95:1599—1613.

. Health and Social Care Information Centre (HSCIC). NHS maternity statis-

tics — England, 2010—2011. URL: digital.nhs.uk/data-and-information/publica-
tions/statistical/nhs-maternity-statistics/2010-11.
IlBeraeBa H. B., Xopomko H. [I., CokonoBa M. A. u ap. XpoHUYECKUE MUE-

snonponundepaTuBHble 3a00eBaHUsI U OepeMeHHOCTb. TeparneBTUUEeCKUT apXuB
2006; 78(10):68—73.

. Alimam S, Bewley S, Chappell LC et al. Pregnancy outcomes in myeloprolifera-

tive neoplasms: UK prospective cohort study. Br J Haematol 2016; 175 (1):31—36.
Lavi N, Horowitz NA, Brenner B. An update on the management of hematologic
malignancies in pregnancy. Womens Health (Lond) 2014; 10(3):255—266.
Robinson SE, Harrison CN. How we manage Philadelphia-negative myeloproli-
ferative neoplasms in pregnancy. Br J Haematol. 2020; 189(4):625—634.

. Reikvam H, Tiu RV. Venous thromboembolism in patients with essential throm-

bocythemia and poilycythemia vera. Leukemia 2012, 26(4):563—571.

Ruggeri M, Rodeghiero F, Tosetto A et al. Postsurgery outcomes in patients with
polycythemia vera and essential thrombocythemia: a retrospective survey. Blood
2008; 111(2):666—671.

Rumi E, Bertozzi I, Casetti IC et al. Impact of mutational status on pregnancy
outcome in patients with essential thrombocytemia. Haematologica 2015;
100(11):e443—e445.

Horowitz NA, Lavi N, Nadir Y, Brenner B. Haematological malignancies in pre-
gnancy: An overview with an emphasis on thrombotic risks. Thromb Haemost
2016; 116(4):613—617.



158 YacTb Il. Onyxonesble 3a60neBaHUS CUCTEMbI KPOBU

18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31

32.

33.

34.

35.

Umazume T, Yamada T, Akaishi R et al. Essential thrombocythemia as a risk
factor for stillbirth. Thromb Res 2014; 133(2):158—161.

Passamonti F, Randi ML, Rumi E et al. Increased risk of pregnancy complica-
tions in patients with essential thrombocythemia carrying the JAK2 (617V_F)
mutation. Blood 2007; 110 (2):485—489.

Lavi N, Brenner B, Avivi I. Management of pregnant women with myeloprolife-
rative neoplasms. Thromb Res 2013; 131 Suppl 1:S11—S13.

El-Hemaidi I, Robinson SE. Management of haematological malignancy in pre-
gnancy. Best Pract Res Clin Obstet Gynaecol 2012; 26(1):149—160.

Gangat N, Wolanskyj AP, Schwager SM et al. Estrogen-based hormone therapy
and thrombosis risk in women with essential thrombocythemia. Cancer 2006;
106:2406—2411. DOI: 10.1002/cncr.21891.

Griesshammer M, Struve S, Barbui T. Management of Philadelphia negative
chronic myeloproliferative disorders in pregnancy. Blood Rev 2008; 225:
235—245.

Stirling Y, Woolf L, North WR et al. Haemostasis in normal pregnancy. Thromb
Haemost 1984; 52(2):176—182.

Heit JA, Kobbervig CE, James AH et al. Trends in the incidence of venous
thromboembolism during pregnancy or postpartum: a 30-year population-based
study. Ann Intern Med 2005; 143(10):697—706.

Pomp ER, Lenselink AM, Rosendaal FR, Doggen CJM. Pregnancy, the postpar-
tum period and prothrombotic defects: risk of venous thrombosis in the MEGA
study. J Thromb Haemost 2008; 6(4):632—637.

Panting-Kemp A, Geller SE, Nguyen T et al. Maternal deaths in an urban peri-
natal network, 1992—1998. Am J Obstet Gynecol 2000; 183(5):1207—1212.
Brenner B. Haemostatic changes in pregnancy. Thromb Res 2004; 114(5—6):
409—414.

Buchholz T, Thaler CJ. Inherited thrombophilia: impact on human reproduc-
tion. Am J Reprod Immunol 2003; 50(1):20—32.

Fawole B, Awolude OA, Adeniji AO, Onafowokan O. WHO recommendations
for the prevention of postpartum haemorrhage: RHL guideline. Geneva: World
Health Organization; 2010.

Al-Zirqi I, Vangen S, Forsen L, Stray-Pedersen B. Prevalence and risk factors of
severe obstetric haemorrhage. BJOG 2008; 115(10):1265—1272.

Aviles A, Neri N, Nambo MJ. Hematological malignancies and pregnancy: treat
or not treat during first trimester. Int J Cancer 2012; 131(11):2678—2683.
Harrison CN, Robinson SE. Myeloproliferative disorders in pregnancy. Hematol
Oncol Clin North Am 2011; 25(2):261—275.

Bauersachs RM, Dudenhausen J, Faridi A et al. Risk stratification and heparin
prophylaxis to prevent venous thromboembolism in pregnant women. Thromb
Haemost 2007; 98(6):1237—1245.

Opmxonukunze H. B., [Tonymkuna E. C., llImakos P. I'. u np. Ciyuaii 6epe-
MEHHOCTH W POJOB NBOMHEU Yy XEHIIUHBI C CYyOJICUKEMUUYECKUM MMEI030M
1 aHTUGHOCHOIUNTUIHBIM CUHIAPOMOM. AKylIepcTBO U ruHekosnorus 2008; 4:
68—69.



159 InaBa 8. Ph-HeraTuBHble MuenonponudepaTueHLie HOBOOGPa3oBaHUs U 6EPEMEHHOCTb

36.

37.

38.

39.

40.

41.

42.

43.

44.

45.

46.

47.

48.

49.

Gangat N, Wolanskyj AP, Schwager S, Tefferi A. Predictors of pregnancy out-
come in essential thrombocythemia: a single institution study of 63 pregnancies.
Eur J Haematol 2009; 82(5):350—353.

Goh SK, Gull SE, Alexander GJ. Pregnancy in primary biliary cirrhosis compli-
cated by portal hypertension: report of a case and review of the literature. BIOG
2001; 108(7):760—762.

Lopez-Méndez E, Avila-Escobedo L. Pregnancy and portal hypertension a pa-
thology view of physiologic changes. Ann Hepatol 2006; 5(3):219—223.

Sarin SK, Khanna R. Non-cirrhotic portal hypertension. Clin Liver Dis 2014;
18(2):451—476.

Poraukosa E. B., Epamuinanies A. K. @akTopsl pricka KpOBOTEUEHU I U3 Baph-
KO3HO pacIIMPEeHHBIX BeH MUIIEBONA U XeJyIKa Y XXEHIIWH C MOPTaJIbHOW TH-
nepreH3ueit u 6epemeHHOCTBIO. ['emaronorus 2004; 1:14—21.

BpurBuna K. B. OcobeHHOCTH TeyeHUsT OEpEeMEHHOCTH, POJOB M COCTOSTHMS
HOBOPOXACHHBIX Y KEHIIWH C TMOPTaJIbHON TUIMEpTEeH3Uei: aBToped. ... OUC.
KaHg. Men. Hayk. M., 2014.

Barbui T, Barosi G, Birgegard G et al. Philadelphia-negative classical myelopro-
liferative neoplasms: critical concepts and management recommendations from
European LeukaemiaNet. J Clin Oncol 2011; 29:761—770.

Barbui T, Barosi G, Grossi A et al. Practice guidelines for the therapy of essential
thrombocythemia. A statement from the Italian Society of Hematology, the Itali-
an Society of Experimental Hematology and the Italian Group for Bone Marrow
Transplantation. Haematologica 2004; 89(2):215—232.

Elliott MA, Tefferi A. Thrombocythaemia and pregnancy. Best Pract Res Clin
Haematol 2003; 16(2):227—242.

LlImaxoB P. IT'., [Tonymkuna E. C., AxmenoBa A. Y. u ap. [IpyHIUIBI BeneHUust
OepeMEeHHOCTH Y XeHIIMH ¢ Ph-HeraTuBHBIMM MuenonpoandepaTuBHbIMU HO-
BOOOpa3oBaHMSIMU. AKYILIEpCTBO U ruHekojorus 2017; 12:46—51.
IMonymkuna E. C., IlImakoB P. I'. CoBpeMeHHbIE TpeacTaBieHUsI O Teue-
HUU 0epEeMEHHOCTU Y XEHIIUH C XPOHUYECKUMU MUETOTPOTu(epaTUBHBIMU
3aboneBanusiMu. Becthuk POHLL mm. H. H. bmoxuna PAMH 2007; 18(1):
17—25.

MImakoB P. I'., Xopomko H. JI., CokonoBa M. A. XpoHu4YecKrue MUEIOTPOI-
depaTuBHble 3a007eBaHUs U OepeMeHHOCTh // PalmoHanbHas dhapmakorepa-
MUsT B aKyllepcTBe, TWHEKOJIOTMU W HEOHATOJIOTWW. 2-€ W3A. / TIOm pef.
B. H. Cepoga, I'. T. Cyxux. M.: Jlurreppa, 2010. T. 1. C. 542—548.
Opmxonukunze H. B., Cokonosa M. A., llImakos P. I'. u np. Metoasl Koppek-
LIMY HapyILIEHU B CUCTEME reMOoCTasa y KeHIIMH ¢ XpOHUYECKUMM MMEJIOMPO-
nudepaTUBHBIMU 3a00IEBaHUSIMU BO BpeMsi OepeMeHHOCTU. M.: MeauumHckas
texHoziorus, 2010.

MImakos P. I'., IToaymkuna E. C., AxmenoBa A. Y. u np. Benenue 6epemeHHO-
CTH, MaTepPUHCKNE, HEOHATAJIbHbIC MCXOAbI M YACTOTA PA3BUTHUS 3aJEePKKU POC-
Ta IJ10/1a Y KEHIIWH ¢ Ph-HeraTuBHBIMU MueIopoandepaTuBHBIMA HOBOOOpa-
30BaHUSMU: Pe3yabTaThl 17-meTHero HaOmwomeHus 250 6epeMeHHocTel (roTo-
BUTCS K Te4YaTH).



160 YacTb Il. Onyxonesble 3a60neBaHUS CUCTEMbI KPOBU

50.

51.

52.

53.

54.

Landolfi R, Marchioli R, Kutti J et al. Efficacy and safety of low-dose aspirin in
polycythemia vera. N Engl J Med 2004; 350(2):114—124.

CokonoBa M. A., Xopomko H. JI., lIsetaeBa H. B. u ap. 'mmepromornucrenne-
MU — OIMH U3 (PaKTOPOB pUCKa pa3BUTHUSI TPOMOOTHYECKUX OCIOKHEHU y 060-
JIbHBIX ¢ MUeonpoandepaTuBHbIMU 3a00JieBaHUsIMU. TepaneBTUYECKUI apXUB
2007; 79(12):57—63.

Skeith L, Carrier M, Robinson SE et al. Risk of venous thromboembolism in
pregnant women with essential thrombocythemia: a systematic review and me-
ta-analysis. Blood 2017; 129(8):934—939.

Comonosa O. B., Autyx 3. A., Bapgansau A. B. u ap. [Ipaktuyeckne peKoMeH-
JALMU 110 MPOoMUIaAKTUKE U JIEUEHUIO TPOMOOIMOOINYECKMX OCIOKHEHUI Y OH-
KOJIOTMYECKUX OOJIbHBIX. 310KauecTBeHHbIe oryxosun 2021; 11(3s2-2):145—155.
DOI: 10.18027/2224-5057-2021-11-3s2-47.

Cyxux I'. T., Kupuenko A. WU., Joarymmxa H. B. u np. [1Ipodunakruka BeHO3-
HBIX TPOMOOAMOOINYECKUX OCTOXHEHUI B aKylIepcTBe M ruHeKoaoruu. Kim-
HUUYeCcKue peKoMeHaauuu (MmpoTokoj jedyeHus). M., 2014.



A. B. KoxHo

[naBsa 9.
MuenogucnnactTMyecKMn CUHAPOM

U 6€peMEHHOCTb

MuenogucnnacTU4eCKUM CUHAPOM: 0COOEHHOCTH
nartoreHesa v NpUHUMNbI BepudPUKaLmmn guarHosa

Muenonucrnactuyeckue cuHapoMmbl (MJC) — aTo reTeporeHHasi rpyrra
KJIOHAJIBHBIX 3a00JIeBaHUII CUCTEMBI KPOBETBOPEHUSI, CBSI3aHHBIX C M3MeE-
HEHUsIMU reMomnoatudeckoit ctBoioBoii kjeTku (I'CK), xapakrepusyio-
IIMXCSl BEICOKOW 9acCTOTOM OOHApY>XEHUST MOJIEKYJISIPHO-TEHETUISCKUX W3-
MEHEHMI 1 Hed(PDEKTUBHBIM MUEJIOIM0330M, UTO TMPOSIBISIETCS ILIMTOIE-
HUEW pa3HOIl CTENeHU BBIPaXXEHHOCTU M BBICOKOW BEPOSITHOCTBHIO TPaHC-
(popMaLiMu B oCTpbIii MuesonaHbli Jeiiko3 (OMJI) [1, 2]. 3a6oiaeBaeMOCTb
cocTtaBiisieT oT 3—5 yesnoBek Ha 100 000 HaceneHusI, IPU 3TOM MPEeUMYILe-
CTBeHHO GoJietoT roau crapiie 60 net. [lanueHTh Mosoxe 50 JeT cocTaB-
ns110T < 10% 0T Beelt KOoropThl MAalIMEHTOB [3], 1 3a00J1eBaeMOCTh CPeay JII0-
neit mosioxe 40 et He nipesbiaeT 0,1 yenoseka Ha 100 000 HaceneHus [1].

KioHanbHbIe M3MEHEHUsI T€MOTO3TUYECKOW CTBOJIOBOW KIIETKU TIOMI-
TBEP>XKIAIOTCST BBISIBIICHUEM pa3IMYHBIX MyTalunii y 90% OOJBHBIX, LIMTOTE-
HeTndeckux abeppanmii B 40—70% ciayvyaeB 1 XapaKTepu3YIOTCs MOSIBJIEHU -
€M IMCTUTACTUYHBIX KJIETOK B OJJHOM, JIBYX WJIM TPEeX POCTKaxX MUEJI0M033a,
YBEJIMYEHUEM KOJMYECTBA OJJACTHBIX KJIETOK M BBICOKOW YacTOTOW IMpO-
rpeccuu/TpaHcopMaliii B OCTPbId MUETOUAHBIN Jeiiko3. i MJIC
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XapakTepHa IUTOTIEHMSI KaK TposiBlieHne Hed(pdEeKTUBHOTO TeMOoIio33a.
Taxxe npu MJC onucaHbl peakliMy CO CTOPOHBI UMMYHHOM CUCTEMBI, KO-
TOpBbIE CMOCOOCTBYIOT Pa3BUTHIO TMIIOTUIa3MU KpoBeTBopeHust B 10—20%
CJlydaeB M U3MEHEHUIO CO CTOPOHBI CTPOMBI KOCTHOro mosra B 10—20%
cllyyaeB, IpuBoasIeMy K ¢opMupoBaHuio ee ¢udposa [1, 4, 5].

Mg Bepudukanuu nuarHoza MIC HeoOXoaAMMO Haduuue CAeAyIOLINX
KPUTEPUEB:

1. Huronenusa: Hb < 110 r/n, u/unum tpombouutonenuu < 100 x 10%/x,
u/vau Heittponenun < 1,8 x 10%/1 B TeueHue He MeHee 4 MeCSILIEB.
2. OtcyTcTBUE ApYrux 3a0o0JieBaHUM, TPUBOASIIMX K Pa3BUTHUIO IUTOIIE-

1307078
3. Apyrue KpuTepuu, MOATBEPKAAIOIINE HATUYUE KIOHATBHOTO MUEJIOINO-

532 (HE0OXOAUMO HalhuKhe HEe MEHEe OJHOTO U3 ATUX MPU3HAKOB):

a) nucriasusi B > 10% KIeTOK 3pUTPOUIHOTO U/WUIKN IPaHyJIOLMTAPHOTO
U/WIM MErakapuolMTapHOTO POCTKOB KPOBETBOPEHUSI, BBISIBIISIEMBIX
pyu MOPMOJIOTUYECKUX MUCCIEIOBAHNSIX KOCTHOTO MO3Ta; U/Uiu

0) yBeJIMYeHMEe KOJMYECTBA KOJIbLEBBIX CUAEPOOIacTOB > 15% 0e3 yuera
MyTauuu B TeHe SF3BI vnu > 5% Tipyu HaaIu4uu MyTallid B TeHe
SF3BI; v/umm

B) YBEJIWYEHUE KOJIMUYECTBA OJIACTHBIX KJIETOK B KOCTHOM MO3re OT 5% 1o
19%, wnu B niepudeprdeckoii Kposu a0 19%; u/vnm

r) oOHapyxXeHue yacTo BcTpevatomuxcs npu MIAC aHoMmanuii KapuoTu-
na: —7/7q—, 5q—, 3q-/ t(3q) u op.

4. Ipu OTCYTCTBUU KPUTEPUEB, MPEACTABICHHBIX B I1. 3, HO MPU HATUINU

TpaHCc(Y3MOHHO 3aBUCUMOI HOPMOXPOMHOI, HOPMOIIUTAPHOUW aHEMUU

W UMMYHOJIOTUYECKUX TPU3HAKOB MUEJIOAUCITIIA3UU TI0 TaHHBIM UMMY-

HOMEHOTUNHUPOBAHUST KJIETOK KOCTHOTO MO3ra WX MpU OOHApyKEeHUU

MmyTauuu B reHe SF3BI1 Bo3dmoxkHa Bepudukamusa auariosa MJIC [5].

B cootBerctBUUM ¢ 4-M nepecMmoTpoM Kitaccudukanuu BO3 ot 2017 roga
BoIAesIOT 6 BapuaHToB MJIC ¢ ellle HEKOTOPBIM APOOJIEHNEM Ha MOIBApU-
aHThl [4]. B 5-M nepecmotpe knaccudukanmu MAC pa3genstoT Ha 2 00yb-
mue rpynnsl: MIC, Bepu@uUIIMpOBaHHBIE HAa OCHOBAaHUU MOJIEKYJSIP-
HO-TeHeTHuIecKnx MapkepoB, 1 MJIC, ycTaHOBIEHHBII HA OCHOBAaHUU MOP-
donorndeckux gaHHbIX [6]. [MpuHumMIbel Bepudukauuu Bapuanta MJIC,
cTpatudukaunu Ha rpynmsl pucka no mkaie (IPSS-R) u dopmynuposku
JIMarHO3a TpeacTaBieHbl B Poccuiickux KIMHUYECKUX PEKOMEHIAIUSIX TI0
MIC [1] u B rnaBe 1o nuarHoctuke u JedyeHnuto M C non pen. B. I'. Cas-
yeHko [2].

CorytacHO MeXXayHapoaHol nmporHoctudeckoil mkane IPSS-R, meauana
MPOIOKUTENIBHOCTH XU3HU TlanneHToB ¢ MJIC BapbupyeT OT MHOTHUX JIET
npu MJIC HU3KOro pucka 10 HecKoJabkux mecsueB npu MC BbICOKOTO
pucka [7]. YuutsiBas pazHopoaHocTb M C 1o BapuaHTamM, 0COOEHHOCTSIM
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TUCTOJIOTHYECKON KapTHHBI M PUHAICKHOCTH K TPYIIIe PUCKa, TepareB-
TUYEeCKUE TTOIXOAbI TAKXKE OYeHb pa3sHOOOpa3HbIe, HAUMHASI OT ITMHaAMUUe-
CKOTO HaOJIOACHMS, MPOBEACHNST 3aMECTUTEJIBHOM Tepariy KOMITOHEHTA-
MU KPOBH, Ha3HAYCHUS TIPEIIapaToB, CTUMYJIUPYIOUINX SPUTPOII0I3, UMMY-
HOCYIIPECCUBHOM M MMMYHOMOIYJIUPYIOIIEH Teparnu, XUMUO- U TUTIOME-
TWIMPYIONIEH Tepalivii 10 TPAHCIIAHTALIMU aJUIOTEHHBIX TeMOITO3TUIECKUX
cTBOJIOBBIX KJIeTOK (amio-TI'CK).

bepemeHHOCTb U MUENoAUCNNaCTUYECKUA CUHAPOM

bepemenHocTh y nmauueHTok ¢ MJAC — KpaliHe peakoe coObITue, TaK Xe
Kak BriepBble nuarHoctupoBaHHbli MJIC y GepemeHHoOil. B mexayHapo-
HOW JuTepatype, MPEeUuMyIIeCTBEHHO, OMUCAHbl €AUHUYHbIE KIUHUYECKUE
cly4yaud WIM PETPOCIEKTUBHBINA aHAIU3 HEOOJbIIMUX TPYMI 3a JIUTEIbHbINA
nepuoa HaoOmoaeHus. [IporHo3 TeyeHUuss 0EpPEeMEHHOCTU Y MAalMeHTOK C
MOC npoTUBOpEUYUBBIA: OT OJArONPUSITHOTO, C BOCCTAHOBJIEHUEM MOKa3a-
Tesieit KpoBU Mocjie poaopaspelieHus [8, 9], 1o KkpailiHe HebJaronpusTHOro
¢ niporpeccueit B OMJI [10]. BepemenHocTh y nauueHTok ¢ MJIC u uuto-
neHuel 00l BbIPAXKEHHOCTU MOXET OCJIOXHSITHCS MOBBILIEHHBIM PUC-
KOM pa3BUTUS UHGMEKIIMOHHBIX OCJTOXHEHU, KPOBOTEUEHUI U KPOBOU3JIU -
STHU, TPEdKIIAMIICUU U SKJIAMIICUU, CAMOITPOU3BOJIBHOTO a00pTa, HEJOHO-
LIEHHOCTH, HU3KOI0 Beca U cMepTH 1wioga [8, 9, 11—16].

BaxxHO OTMETUTH, UYTO OEPEMEHHOCTh Y 3IOPOBBIX KEHIIIUH MOXET MPO-
TeKaTh ¢ (PU3UOJOTMYECKUMU OTKJIOHEHUSIMU B aHAJIU3aX KPOBU, KOTOPbIE
MOTYT MacKUpoOBaTh HavuayibHble TposiBieHusT MJIC, TakuMu Kak aHeMus U
AHEMUYECKUI CUHIPOM, TPOMOOLMTONEHUSI U CBSI3aHHbBIN C HEWl remoppa-
TUYECKUI CUHAPOM, JIEMKO- U HEUTPOTIEHUS C YBEIUYEHUEM YaCTOThI UH-
(beKIMOHHBIX OCIOXHEHUI. B Takux ciiydasix HE0OX0AUMO TPOBOAUTH MO~
HOe TepalreBTUYeCcKOoe oOciieJoBaHMEe, HAMPABJICHHOE Ha BBISIBICHUE HaU-
0oJiee YaCThIX AIMMEHTAPHBIX IPUYMH Pa3BUTUS LIUTONIEHUU U ayTOUMMYH-
HBIX COCTOSTHUM. YuutsiBasi, uto Wi M C HeT XxapaKTepHbIX KIIMHUYECKUX
CUMIITOMOB, MPU Pa3BUTUU HEOOBSICHUMBIX aHEMUU, JIEHKOMIEHUU U TPOM-
OOLUTONEHUN B IEPUOJ OEPEMEHHOCTH [ OKOHYATEJIbHOW BepUDUKALIUU
MaTOJIOTUYECKOro Tpolecca HEOOXOAUMO BBIMOJHEHUE MYHKIIMOHHOTO U
OUOICUITHOTIO UCCAEAOBAHUI KOCTHOTO MO3Ta C MOCIEAYIOIIUMU [IUTOMOP-
(osornuecknm, MaTOMOP@POIOTUYECKUM, IUTOTEHETUYECKAM, MOJIEKYJISIP-
HO-TEHETUYECKUM U UMMYHO(MEHOTUIUYECKUM HcCiIeqoBaHusIMU [1].

HuarnoctupoBanne MJIC y mainueHToOK (hepTUIbHOIO BO3pacTa MOIHU-
MaeT psiji BAXHBIX BOIIPOCOB:

1. Bo3aMoxHa JI TIpoJIoHTalus 6epeMeHHOCTH.
2. byner nu TeyeHue OEPEMEHHOCTU Y BTUX MAlMEHTOK Oe30TacHbIM IS

KEHIIMHBI U Oyayliero peoeHka.
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3. Kakue TepaneBTUUECKUE MOAXObI HAMOOJIEe ONpaBIaHHbI B Mepuro, Oe-
PEMEHHOCTH.

4. Kakue nokaszartenu nepudepnieckoil KpoBU HEOOXOIUMO MOHUTOPUPO-
BaTh U Ha KAKOM YPOBHE UX HEOOXOAMMO TIOICPKMUBATH ISl 0€30TIacHO-
TO TeUYeHUsT OEPEeMEHHOCTH.

5. He yBenuuuBaeT v 6€peMeHHOCTb PUCK TPOTPECCUU B OCTPBIN JIEHKO3.

Ctpartervs 1 npuHUMnbl BefeHus 6epemeHHbIx ¢ MAC

B HacTos1iee BpeMs HeT eAMHBIX YHU(DUIIMPOBAHHBIX TTIPOTOKOJIOB BEACHUS

oepemeHHocTH y nauueHToK ¢ MJIIC. Tlpu paspadborke mepcoHUPUIIUPO-

BaHHOIO TOJIXO0/Aa C yYeTOM BCeX OMOJIOrMYecKMX 0COOEHHOCTel 3aboieBa-

HUS ¥ 300POBbs OOJIBbHOI PYKOBOACTBYIOTCSI €IMHBIM MPUHILIMIIOM «Crace-

HUS OBYX KMU3HEW: MaTepu U pebeHka» [17, 18].

ITpu noarBepxneHuun nuarHoza M C Bo BpeMsi 6epeMeHHOCTHU CTpa-
TEeTUsI BEACHUS KaXIoi MallMeHTKU OasupyeTcsl Ha CIENYIOIIMX IPUH-
LHumnax:

1. PerieHue o mpoJioHTalMM OEpeMEHHOCTH MPUHUMAIT Ha MYJbTUIMUC-
LUIJIMHAPHOM KOHCWJIMYME C yYacTUEM reMaToJIOTOB M aKyIlIepOB-TUHEe-
KOJIOTOB.

2. Heobxoaumyto 6eceny ¢ mallMeHTKON 1 YWieHAMU €€ CEMbU BbICTpauBalOT
C YYETOM PEJIMTMO3HBIX U KYJIbTYPHBIX CEMEHHBIX 1LIEHHOCTEM, CIIOCo0-
HBIX OKa3aTh BIAMSHUE Ha MPOLECC MPUHSATHUS PELICHUSI O BO3MOXHOCTHU
MPOJIOHTALIM OCPEMEHHOCTH; HEOOXOAMMO IOBECTH IO CBEICHHUS BCe
BO3MOXHBIC PUCKU BEICHUs TaKO OepeMEHHOCTH ISl MaTepH U IUIofA.

3. IIpu nuarnoctupoBanuu M C u3 rpynisl Beicokoro pucka 1 MJIC npo-
MEXYTOYHOTO pHCKa IMPU KOJIUYECTBE Oa/lIoB OT 4 1 6oJjiee o MPOTHOC-
tnyeckoit mkane IPSS-R B I TpuMmecTpe 6epeMeHHOCTH 11e71ecOo00pa3HO
MpepbiBaHUEe OEPEeMEHHOCTH MO MEAULIMHCKUM IMOKa3aHUSIM.

4. Ilpn guarnoctupoBanuu MJIC B II u III TpumecTpe OGepeMeHHOCTHU
pellleHre O JaJbHeHIIeM ee BeIeHUM MPUHUMAIOT Ha MYJIbTUIUCIIUTLIN -
HapHOM KOHCUJIMYME, OCHOBBIBAsSICh Ha MIPUHIIUIIE «CTIACEHUS ABYX KM3-
Heli», COTJIaCHO KOTOPOMY IpPEMJIOKEHHOE JeUeHUEe HalpaBieHO Ha M3-
BJICYEHUE MaKCUMAaJIbHOM MOIb3bI JJIs1 MaTepU IIPU MUHUMAJIbHOM Bpeae
IJIS TUTIOJA.

5. lNoka3atenu nepu@eprveckoil KpoBr, peKOMEHAYyeMbIe IJisl MoaaepKa-
Hus y namueHTok ¢ M C Bo Bpemst 6epemeHHoct: HB > 80—90 /71,
tpoMGouuTel > 20—30 x 109/71, aBCOMOTHOE YHUCIO HENTPODUIOB
> 0,3 x 109/1 [12].

6. J1ns momaepKaHus TIPEeACTaBICHHBIX BhIIIIE ITapaMETPOB KPOBU B TeYEHUE
BCEro cpoka OEpeMEHHOCTH MOKa3aHO IPOBEACHUE 3aMECTUTEIbHON Te-
panyuy KOMIIOHEHTaMU KPOBU (3PUTPOLIUTCOMEPKAIINE KOMIIOHEHTHI U
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10.

I1.

12.

13.

14.

KOHIIEHTPAaThl TPOMOOIIMTOB), TOZOOPAaHHBIMU WHAVWBUAYAIBHO, IJIsI
CHMXKEHUS pUcKa ajtoceHcubunusanuu [19, 20].

. [Tpu MAC u3 rpynibl HU3KOTro prcka 0e3 runoria3uyd KpoOBETBOPEHUS,

nipu cHkeHnun Hb < 90 r/n1 (He 00ycIOBIEHHOM IPYTUMU TTPUIUHAME)
M TIOKa3aTesIsaxX dHAoreHHoro sputpornostuHa < 500 E/i1 Bo3aMOXHO Ha-
3HAYEHUE MPENapaToB, CTUMYJUPYIOIIUX IPUTPOIIOI3, B JIEUEOHBIX J10-
3ax [15, 21, 22].

. [Tpu pa3BuTur MHGOEKIIMOHHBIX OCIOXHEHUN 11eJIeCO00pa3HO Ha3Have-

HUE aHTMOMOTUYECKOIO IIperapaTta ¢ y4eTOM JIOKAJW3alluy oJara WH-
(deKUMU U BBISIBJIEHHOTO 3THOJornyeckoro ¢gaxkropa (rmpui. 1, tTadi. 2).

. HpI/I Pa3BUTHUU TAXKCIIbIX I/IH(bCKHI/IOHHLIX OCJIOXKHEHUI Ha (l)OHC Heu-

tponeHuu < 0,3 x 10%/1 BO3MOXHO BBEIEHKE MPAHYJIOLIUTAPHOTO KOJIO-
Huectumyaupytouiero daxkropa (I-KCd) [23].

HasHaueHue JieHaTuaoMuIa ¢ y4eTOM BBICOKOTO pUCKA Pa3BUTUS Tepa-
TOreHHoro a@dekra Bo BpeMsi OepeMEeHHOCTU HellejJecooopa3Ho [24].
ITpu MZIC c runormiaszueit KpOBETBOPEHUS U3 TPYMITbl HU3KOTO PUCKA,
MpU HAJWYUU BBIPAKEHHOUW LUTOMEHUN W TPaHCOY3MOHHON 3aBUCH-
MOCTHU OT KOMIIOHEHTOB TOHOPCKOU KPOBU BO3MOXKHO MPOBEACHUE UM-
MYHOCYIIPECCUBHOI Tepanuu UUKJIOCHOpuHOM A mocie 20-if Hemeau
OepeMeHHOCTU. B ciydyae HaszHaueHUsT UUKIOCIOPUHA HEOOXOAUMO
KOHTpoJupoBaTh UM pel AIl, ¢ y4eTOM MOBBIIIEHHOTO PUCKA PAa3BUTUS
TUTIEPTEH3UU U TpedKiamicuu [25—27].

IMpn HaMMYMM UMMYHHOTO KOMIIOHEHTA B Pa3BUTUU ITUTOTICHUM (MM-
MYHHasi TPOMOOUUTOMNEHUSI, ayTOUMMYHHas T€MOJIUTUYECKAsT aHEMUS)
BO3MOXHO HAa3HAUYE€HUE MIIOKOKOPTUKOUAHBIX MpenapaToB B CTAHIAPT-
HBIX 103aX, MPUMEHSEMBbIX MPU ITUX COCTOSHUSX [28]; MIUTETBHOCTH
MPOBEICHUS TEPANUU OMNPEEISeTCS UHAUBUAYATBHO.

ITpu M C ¢ n30bITKOM 0J1aCTOB, OTHOCSIIEMCS K TPYIIe MPOMEXYTOoY-
HOTO prcka (0T 4 0ajIoB U BbILIE), BEICOKOTO U OY€Hb BBICOKOTO PUCKA
no IPSS-R, B II u III TpumecTpax BO3MOXHO MPOBEICHUE TEPANTUU 11U~
TapaOMHOM B MaJIbIX J03aX, Kypca MOJUXUMUOTEPAIUU 10 MporpaMme
«7 + 3» [29] wm azauutunuaom [30, 31].

Bompoc o crocobe pomopaspelieHusi, 4epe3 €CTeCTBEHHbIE POJOBbIE
MYTU WIU ONEPATUBHBIM IIyTeM KecapeBa CeYeHUs, PEIIAOT Ha MYJIbTHU-
JUCUUIIJIMHAPDHOM KOHCUJIMYME B 3aBUCUMOCTU OT CpOKa OepeMeH-
HOCTH, TSDKECTH COCTOSIHMSI TAallMeHTKW UM 1uiofa. KecapeBo ceueHue
BBIMOJIHAIOT IPU KOJIM4yecTBe TpombGouutoB or 50 x 10%/n1 u Bhime,
poiopa3pelIeHrue Yepe3 eCTeCTBEHHbIE POAOBBIE MTyTU MPU KOJUYECTBE
tpomboumTos 20—30 x 10°%/n [12]. Ecam mnokasarteaud TpPOMOOLM-
TOB HUXE YKa3aHHBIX IEJIEBbIX 3HAYEHUU, HEOOXOAUMO MPOBOIUTH
3aMECTUTEJIbHbIE TpaHChY3UU TPOMOOKOHIEHTpAaTa B TOCTAaTOYHOM
obbeme.
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15. TTocne pompopaspelieHus] 1 BOCCTAaHOBUTEJILHOTO Mepuoa IJsi OLEHKHU
COCTOSTHUSI KPOBETBOPHOI TKAaHW BBITIOJTHSIOT TTOBTOPHOE MCCIIEeI0Ba-
HUE KOCTHOTO MO3ra W TPOBOJSAT TEparivio, COOTBETCTBYIOIIYIO yCTa-
HoBJieHHOMY BapuaHTy MIIC.

Co6CTBEHHbIN ONbIT BeaeHus 6epemeHHbix ¢ MAC

B OI'BY «<HMMUII remaTonorun» mMmeeTcsl HEOOIBIIIONM OITBIT BeAeHUS 3 Oe-
peMeHHocTe#l y manueHTok ¢ MJIC.

ITepByriii ciyyaii BeissiaeHust MJIC ¢ n30bITKOM 01aCTOB 2, TpyIINa BbICO-
koro pucka 1o [PSS-R, op11 y manmuenTku 18 et Ha 10-ii Hemenre 6epeMeH-
HOCTU. YuuTbhiBasi I TpumecTp 6epeMeHHOCTU, HEeOJIaronpusiTHbIA MPOTrHO3
MJIC ¢ BBICOKO#T BepOsITHOCTBIO TIporpeccun B OMJI B TeueHue OJvKaii-
KX 6 MecsleB, BBIIOJHEHO MEAMLMHCKOE MpepbiBaHUEe OEpPEMEHHOCTHU C
[OCJIEAYIOIIMM MIPOBEJEHUEM Kypca LMTapabuHa B Maibix g03ax 10 mr/m2
2 pa3a B icHb, IOJAKOXHO, ITPOJOIKUTENLHOCTHIO 28 mHeit. [TonHas KauHu-
KO-TeMaTOoJIOTUYeCKasi peMHUCCHS OblIa JOCTUTHYTA ITOCJe 2-To Kypca Tepa-
N1y, 1 maureHTKe BoeimoiaHeHa auio-TI'CK ot oTua.

Bropoii cnyyaii: quarno3 MAC ¢ MynbTUJIMHEWHOM OUCIUIa3ueil U THU-
MOoIUIa3ueil KPOBETBOPEHMSI, TpyMIla IpoMexyTouHoro pucka 1mo IPSS-R
(4 6ayna), ObUT ycTaHOBJIEH Ha 16-ii Henesne 6epeMeHHOCTU. bepeMeHHOCTh
ObLIa IIPOJIOHTMPOBaHA, M OO MOMEHTa pOAOpa3pelleHUs] ITPOBOIUIACH
TOJBKO 3aMECTUTEJIbHASI Tepalusl KOMIIOHeHTaMH KpoBU. Pomopa3spenieHue
OBLIO BBHITIOJTHEHO Ha 32-11 Helesle B CBSI3U ¢ HAJTMUYKMEM HapacTaloIIuX IMpH-
3HAKOB TMIOKCUM TIOAA MyTeM KecapeBa ceueHus. PebeHoK pommics 3mo-
POBBIM; B TIPOIIeCCEe pOCTa MPU3HAKOB OTCTaBaHUS B Pa3BUTHU HE OTMEUe-
Ho. [TanueHTke yepe3 1 Mecsll 1ocje poaoB Oblla HayaTa UMMYHOCYIIpecC-
CHBHasl Tepamnusl LIMKIOCTIOpMHOM A. BrociaencTBum BBINIOJHEHA alljio-
TI'CK oT pomHOIi CecTpHI.

Tpetnit cayyait: MJIC ¢ u306bITKOM 0JIACTOB 2, IPYIIa BEICOKOTO pUcKa
no IPSS-R, ycranosien Ha 16-if Hegene 6epemenHoctu. Ilepuon nuarHoc-
ik MIC y 6epeMeHHOI 3aHsJ JIUTENIbHOEe BpeMs; cnieludpudecKkas Te-
panus He IMPOBOIMIACH, TOJIBKO 3aMECTUTEIbHAS Teparnus KOMIIOHEHTaMU
kpoBu. Ha 29-it Henmesne mosIBUIMCH MPU3HAKM Hadajga pPOIOBOMU JEsTEIIb-
HOCTH, B CBSI3U C YeM OBUIO BBIITOJHEHO 3KCTPEHHOE KecapeBO CEYEHUE C
JaTbHEHIINM TIpeObIBAaHMEM PEOCHKA B YCIOBUSIX NETCKOW peaHMMAIIWM.
PebGeHoK XuB, B pa3BUTUU OT CBEpPCTHUKOB He oTcraeT. [lanmneHTKke yepes
12 mHeit Tocae pomopa3pelieHusI B CTAOMIbHOM COCTOSIHUM, B OTCYTCTBUE
IaHHBIX 3a TpaHchopMaiuio B OMJI ipoBoauiack Tepamnus 1o mporpaMme
«a3alUTUAMH C BEHETOKJIIAKCOM», C TOCJICIYIONINM BBIITOJTHEHUEM aJljio-
TI'CK.
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3aKnyeHue

bepemenHocTs y mauueHToK ¢ MJIC — nocTaTOYHO peaKoe sIBJIEHHE B
MpakTUKe Bpaya-reMarosiora. B Kaxaom ciydae IepcoHajIuM3UMpoBaHHast
TaKTUKa BeIeHUs: O6peMEHHOCTH pa3pabaThIBacTCsl BpauaMu-TeMaToIoraMu
COBMECTHO C aKyllepaMU-THHEKOJOraMM Ha OCHOBAaHUU OLIEHKM COCTOSI-
HUSI 300pPOBbsl XEHIIMHbBI, €€ aKylIepPCKO-TMHEKOJOTMYECKOro aHaMHe3a,
ouosiornuyeckux ocobeHHocreir Bapuanta M/ C, BbigBIeHUST (PAaKTOPOB pU-
cKa M TpeanojaraeMoil BeposaTHOCTU nporpeccun B OMIJL.
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hasa 10.
CucteMHbIA MaCTOLMUTO3

U 6€peMEHHOCTb

BBeneHue

MacTonmnTo3 — reTeporeHHas TpyIina 3a00IeBaHII, KOTOPHIC XapaKTePU3y-
FOTCSI Upe3MepHOU TTponmdepalieil 1 HaKOIUICHUEM KJIIOHAIbHBIX (HeOoIlIa-
CTUYECKHUX) TyIHBIX KiIeToK (TK) B KoxXe n/mimm Bo BHYTpeHHUX opraHax [1].

DTroaorus 3ab0IeBaHNS HEM3BECTHA, TTATOTeHE3 B OOJIBITMHCTBE CIIyda-
€B CBsI3aH C BOZHUKHOBeHMEeM MyTauwnii B TeHe C-KIT, 9T0 IPUBOIUT K T10-
SIBIICHUIO KJIOHAJTbHOTO KPOBETBOPCHMSI.

CornacHo knaccudukamuu BO3 (pemakuus 2022 r.) B pa3zziesie MUENO-
WIHBIX HEOIUIa3Mii MAacCTOLIMTO3 BBIIEJICH B CAaMOCTOSITEIbHYIO HO30JIOTH-
YeCKyI0 I'PYIIY, O0beIUHSIONIYIO KOXHBIE, CUCTeMHBIe (POPMBI 3a00JIeBa-
HUS ¥ TYIHOKJIETOUHYIO capKomy. CucreMHBIi MacToruTo3 (CM) mompa3s-
eS0T Ha BapWaHTH C M30JIMPOBAaHHBIM MOpPaXXKeHHMEM KOCTHOTO MO3Ta,
WHJIOJIEHTHBIN, TIICIOMINi, arpeccuBHBI CM, TYYHOKJIETOYHBIN JIEKO3 U
CM c¢ accoummpoBaHHBIM TeMaTOJIOTHICCKIM OITyXOJIEBBIM 3a00JIeBaHIEM
(B OONBIIMHCTBE CIy4aeB — MUETOUITHON IPUPOIBI) [2].

PacrnipocTpaHeHHOCTh MACTOLIMTO3a B OOLIEN MOIMYJISIIMU BBULY €0 pell-
KOCTH 00 KOHIIa He YCTaHOBJIeHA. [11K 3a001¢BaeMOCTH Y B3POCIIBIX IIPUXO-
JIIUTCS Ha PETNpOAyKTUBHBIN Bo3pacT 20—40 net [3].

Haubomee gacToil KOXHONU (POPMOI MACTOIIUTO3a SBJISICTCS ITUTMEHT-
Has KpanmuBHHIA. KoXHBIE TTPOSIBICHUS IIPU MACTOLIMTO3¢ MOTYT BO3HU-
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KaTh KaK U30JUPOBAHHO, TaK U SBJISATHCS MPOSBJICHUEM CUCTEMHOTO 3a00-
JneBaHus. KinuHuueckue nposBieHus 3a00eBaHUsI BeCbMa Pa3HOOOpa3HbI
U 00yCJIOBJIEHBI KaK BbICBOOOXIeHUEeM MeauatopoB TK, Tak u uHOUIb-
Tpauueir opranoB TK B Bue opraHoMerajinuy 1 HapylieHueM ux (OyHKIIUI.
CHUMITOMBI, ONOCPENOBAHHbIE MEAUATOPAMU: 3y, MTOKPACHEHUE, YYallleH-
Hoe cepaliebueHure, roJoBHast 60Jib, JUCTIENTUYECKUE PACCTPONCTBA, O0JIb
B XMBOTE, TUapes, apTepuaibHasi TMIOTEeH3Us], aHapUIaKCcus, pa3apaxu-
TEJIbHOCTb, IeNPeccusi, KOTHUTUBHbIE PACCTPOICTBA, OOMOPOYHOE COCTOS-
HU€ U KOCTHO-MbIllIeuHas 00Jib, OCTeoneHus, ocrteonopo3. [losgeneHue
CUMIITOMOB MOXET OBITh WHIYLIMPOBAHO MHOTOYMCJICHHBIMU 3K30TEH-
HBIMU (hakTOpamMu (TpUrrepaMu), TaKUMU Kak TpeHue, TeTio, YKYC Ha-
CEKOMBIX, BO3/IEHCTBUE CTpecca, YINOTpeOIeHue JIEKAaPCTBEHHBIX CPENICTB,
aJIKOroJisi, HapkoThyeckux BellecTB [4]. WHTEHCUBHOCTb CUMITO-
MOB BapbUpyeT OT YMEPEHHOW N0 TSXKEJIOU WM Jaxe Yrpoxaroulen ku3-
Hu [4, 5].

OcoOGeHHOCThIO TeUeHUS 3a00JiIeBaHUSL Y OOJBbHBIX MACTOLIUTO30M SIBJISI-
€TCS MOBBIIEHHBIN PUCK Pa3BUTUSI aHA(DUIAKCUU TIO CPABHEHUIO C O0UIEH
nonyssinueii. [TpumepHo B 40 % ciiydaeB 3THOJOTMUECKUI (haKTOp pa3BU-
THsI aHaUIaKCUU BBISIBUThL He ymaetcs [6].

PuUCKku 6epemMeHHOCTH NpU CUCTEMHOM MacTOLUTO3e

Wudopmanyst o BIUSTHUM MacTOLIMTO3a HAa OEpPeMEHHOCTh OrpaHUYEeHHA,
OCHOBaHa Ha aHaJN3e JaHHBIX MyOIUKAIUi C HEOOJBIIUM KOJTUIECTBOM
MAIMEHTOK ¢ UHAOJEHTHBIM CM, TTPOCTIEKTUBHBIE UCCIIETOBAHUS OTCYTCT-
BytloT [7]. MakcuMajibHOE KOJWYECTBO CIy4aeB HaOMIOMald WCTAHCKUE
yueHble: 45 6epemeHHocTeil y 30 xeHMH, 00JabHBIX CM [8], B OCTaJIbHBIX
MyOIMKAIMSAX O0BeNMHEHB! JaHHBIE OOJTBHBIX KOKHBIM M CUCTEMHBIM Mac-
TOLIMTO30M JINOO OTIMCAaHbl EAMHUYHBIC KIMHUYECKNUE CclTydau OepeMeHHO-
ctu npu CM.

HNuarno3 CM He 0Ka3bIBaeT CyIIECTBEHHOTO BIUSHUS HAa (hepTUIHLHOCTD,
XOTSI TaHHBIX OYeHb Majio. Bce 3a4aTuisi, 0 KOTOPBIX COOOIIAETCST B TUTEPA-
Type, TIPOM3OIILINA CIIOHTAHHO, 3a UCKJIIOUEHUEM OITHOTO ciyJasi OepeMeH-
HOCTM C TIOMOIIBIO 3KCTPAKOPIIOPAIHHOTO OIIONOTBOPEHUSI U3-3a
Oecruionus B aHamHe3se [8].

B GosbiIMHCTBE ciydyaeB 6€peMEHHOCTb HE YCYTYOISIeT TSXKECTh TeUSHMUS
MAacCTOLIMTO3a. YXyILIeHUe CUMIITOMOB Habonanoch B 22% (10 u3 45) ciy-
4yaes, B TO BpeMsT KaK OHU ObIJIM CTAOUIbHBIMU B 45%, KIMHUYECKOE YITyd-
meHue ObUIO OTMeYeHO B 33% OepeMeHHOCTER [8].

Tonbko 3 u3 45 ponos (6,6%) GbUTM MpeXkIeBPEMEHHBIMU, W 3TOT MOKa-
3aTesIb aHAJIOTMUYeH eBporeiickoMy (5%) u TIoKazaTesio MpekaeBpeMeHHbBIX
POIIOB B CTpaHaX C BBICOKMM ypoBHeM moxona (8%) [8, 9].
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Ponwsl m pomopasperieHne SIBISIIOTCS 3HAUMMBIMU hakTOpaMu (pusu-
YECKOTO M TICUXOJIOTUYECKOTO CTpecca M MOTYT BbI3BaTh akTtuBanuio TK
y OepeMeHHBIX.

CumnToMbl, obycioBieHHble Aerpanyiasuueit TK, B pomax pa3Buiuch
y 5 u3 45 6epeMeHHbIX ¢ MacTouuTo30M. Hu B ogHOM ciiyyae He ObL1o (ha-
TanbHOU aHaduinakcuu. [lpemenukainus aHTUTMCTAMMHHBIMM TIperapa-
TaMy B KOMOMHALIMY C [JIIOKOKOPTUKOUAaMU Obuta BeironHeHa y 17 (38%)
u3 45 6epeMeHHBbIX [8]. 1151 cpaBHEeHMSsT puCK aHaduUIaKCUU B 00lLelt Mmory-
Juuu npu pogax coctasiuset 2,7 Ha 100 000 ponoB, npruuem Bce 3TU aHa-
(bunakcum BBI3BIBAIOTCS JIEKAPCTBEHHBIMM TperapataMu OIMOCPETOBAHHO
yepe3 uMMmyHornobyauH E [10].

Het naHHBIX 0 KPaTKOCPOYHBIX U IOJTOCPOUYHBIX MCXO/IaX €CTECTBEHHBIX
pPOZIOB TIO CPAaBHEHUIO C KecapeBbIM ceYeHMeM Kak sl keHmuH ¢ CM,
TaK W J1JIs1 JeTeil, XOTS MMEIOTCS COOOIlleHus, YTO B OOuIeil momyJs-
MM OIepaTUBHOE poJopa3pelieHue sBiIsieTcss 0ojiee TpaBMaTUUYHbBIM,
YeM eCTeCTBEHHbIe pojbl. [Ipy 3TOM B HECKOJBKUX MCCIIETOBAHUSX TTOKA-
3aHO, YTO XMPYPrMYeCcKOe pojaopaspellieHre MPUBOAUT K TOBBIIIICHHOMY
PUCKY TUCTEPIKTOMUM, KPOBOTEUCHUS, aHEMU U, NH(HEKIIMOHHBIX OCTOX-
HEHUI, TPOMOOTUYECKUX COOBITUI, YTOMJISIEMOCTH, TOJIOBHOU Oomu, 6ec-
COHHWUIIBI, TIOJIMYPUHU, JICTIPECCUM B TeUEHUE MEPBBIX 8§ HENMeTb MOCie po-
noB [11—13].

[TocneponoBoii eproa 0OBIYHO OMpeAeIIeTcsl KaK Mepuo cpasy Imocie
pOIOB B TeueHUe mepBbix 6—8 Hemenb. Teopetnuecku y mamueHTok ¢ CM
0oJiee BBICOKMII PUCK TTOCIEPOTOBOTO KPOBOTEUCHHUSI M3-32 BHICBOOOKICHUS
9HJIOTEHHOTO TerapruHa U3 TYYHBIX KJIETOK MJIU yCWJIEHHOTO (pubpuHOIM3a,
BbI3BaHHOTO akThBauuei TK [14]. HacTtoTta mociaepoaoBoii Aepeccruu 1 mo-
CJIEpOI0OBOI TPEBOrM Takke MOKeT ObITh MmoBbilieHa. [Ipu aktuBanuu TK
yale pa3BUBaeTCs MoueBast MHQEKIUs, TU3YpHs, IIMCTUT, BaTUHUT, 2HJIO-
METPUT, TUCPYHKIMOHAIbLHOE MaTOYHOE KpoBoTeueHue [15].

Hcxons 3 HeOOIBIIIOTO KOJMYECTBA NCCIIEIOBAHNMI, B HACTOSIIEE BPEMST
HE CYIIECTBYET JOCTAaTOYHBIX TOKA3aTEIbCTB TOTO, 4YTO AuarHo3 CM npuso-
AT K 3HAYUTEIBHOMY YBEIMYEHUIO HEOIarONMpUSITHBIX UCXOMOB JIJIST MaTe-
pU WM IJI0JA 110 CPaBHEHMIO C OOLIei momyJsiueit [16].

3a nmociaeqHue 7 JieT Mbl HaOIOJAIU ONUH Ciiydyail OepeMEHHOCTU Cpeau
10 mauMeHTOK penpoayKTUBHOTO Bo3pacta ¢ auarHozoM CM. bepemeH-
HOCTb Y TaIlMEHTKN HacTymuia B Bo3pacTe 40 JieT B pe3ysibTraTe eCTeCTBEH-
Horo 3a4aTtus. JluarHo3 nuHaoaeHTHoro CM ObL1 yCTaHOBJIEH paHee, B BO3-
pacte 35 ner. o 6epeMeHHOCTH 3a00JieBaHUE MPOTEKANIO C MOpaKeHUEM
KOXW TI0 TUITy TTMTMEHTHOW KPamMBHUIIBI. AHaUIaKCUM B aHAMHe3e He
ob110. ITocae yctaHOBIEHUS AMarHo3a Tepanus nHTephepoHOM-a-2b mpo-
BOJMJIACh B TEUEHHE HECKOJIBKUX MECSIeB C KIMHUYECKUM YIydllleHUEM
KOXHBIX TIPOSIBJICHWH, OTHAKO TAIlMeHTKa CaMOCTOSITEJIbHO OTMEHWJIA Jie-
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YeHHUe Mo MpUUYMHE TJIOXON MEPEHOCUMOCTHU U B MOCeAyIoLIMe 5 JIeT Nepu-
OMYeCKM TpUHMMAajJa aHTUTMCTAMMHHBIE TIpernapaThl MO TMOTPeOHOCTHU
(koxxHbIM 3yn). B mepuon 6epeMeHHOCTU He ObLIO OTMEUYEHO YXYAIIEHUS
KJIMHUYecKux nposieieHuit CM, npoBeieHUs Tepanuu He MoTpedoBaIoCh.
IlnaHoBoe omepaTUBHOE poaopa3pelieHue ObLIO BBIIIOJHEHO Ha CPOKe
38 Hemesnb B CBSI3U € Ta30BBIM MpeieKaHUEM IUI0Ja Y BO3PACTHOM MepBO-
ponseit. OcnoxXHeHUl y matepu U pedbeHka He Obulo. B TeyeHue 1 roma
rnocJje poloB MpU3HakoB nporpeccupoBanHusi CM Het, pazBuThe pedbeHKa B
npeneaax HOpMbI.

PekomeHpaunu no seaeHno 6epemMeHHOCTH
y NaLUEeHTOK C MacTOLMUTO30M

e bepeMeHHOCTD U poAbI JOJDKHA BECTH MYJBTHINCIMITIMHAPHAS KOMaHIa
(akymIep-TMHEKOJIOT, TeMAaTOoJIOT, aJIeProJior, aHeCTE3MOJIOT).

e HeobOxommMo coOmoaeHNe TUITOAUIEPTEHHOM TUETHI.

e Hyxwno usberats dakrtopos, nmpoBouupyoimx aerpanysiuio TK: du-
3nyeckne (pakTopel — TpeHHE, OaBJICHWE, TeMIIepaTypa, WHCOJSIINS,
SMOIIMOHABHBIN CTpecC.

e [lokazaHo Ha3HAUYCHWE AHTUTHUCTAMUHHEBIX IIPEIIapaToB, TITFOKOKOPTUKO-
HUIOB 10 Mepe HEOOXOMMMOCTH M SNUHE(PHHA 10 TPeOOBAHUIO TIPX aHa-
dmrakcun; MpeAaIroYTUTeIbHEe UCII0Ib30BaTh HE(TOPUPOBAHHBIC TIIIO-
KOKOPTUKOUIHI (TIPeAHN30JI0H, METHIIIPEIHU30IO0H).

e Jlcuenne CM Bo BpeMsI OepeMEHHOCTH BKIIIOYaeT KOHTPOJIb CUMIITOMOB,
CBsI3aHHBIX ¢ akTuBanmeid TK, 1 Ha3HAaYeHUEe MOMYCTUMBIX JIEKapCTBEH-
HBIX CPEACTB, YTOOBI MUHUMHU3NPOBATh MOTCHIIMAIBHBIN BpeI WU TUIOIA
[7, 18, 19] (mmpmi. 1, Tabm:. 3).

e Jlns mmarmeHToK ¢ TsokenbiM CM, pedpakTepHBIM K CUMIITOMAaTHIECKOM
Teparnuu, BO3MOXHO IIpOBecHNE MUTOPSAYKTUBHON Tepaluy IIpernapa-
TamMu MHTepdepoHa o WiIn IeTuHTepdepoHa a-2a (kareropus pucka C).
ITpumenenue kinanpuobuHa wim MTK (Hanpumep, MuaocTaypuHa, aBamn-
pUTHHMOA) TPOTUBOIIOKA3aHO B CBSI3M C BBICOKMM PUCKOM TepaTOreH-
HBIX 3¢ deKkToB U TMoenn 1roga (rpwi. 1, Tadn. 1). B mocmennue romer
YCTaHOBJICHO, YTO Ha3HAYCHNE MMAaTUHN0A BO3MOXHO C OCTOPOKHOCTBIO
mociie 15-i Hemean rectaluy (aHAJIOTMYHO MPUHIIMIIAM BeIeHUS Oepe-
MeHHBIX ¢ XMJI [20, 21]).

e MeTom pomopa3pelieHIs OmpenessIeTcsa aKyIIepCKUMU ITOKa3aHUSIMM.

e MOXHO IPUMEHSTh SMUAYPAIbHYIO, CIIMHAIBHYIO WIN OOIIYIO aHecTe-
3110 TIpeIapaTaMyd ¢ MUHUMAaJIBHOM BepOSITHOCTBIO AerpaHyasiun TK.

e JIJIST CTUMYJISIIIAYM POJOBOM MeATEIHbHOCTA BO3MOXKHO MCIIOJIB30BaHHUE OK-
CUTOIIMHA, TUHOIIPOCTOHA.
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e BBumy TOro uTO pOMOBAs NEATETLHOCTb U CTPECC MOTYT MPUBECTU K BbI-
cBoboXxaeHnto MeauatopoB TK, mokazaHa mpemenukaius: paHUTHIUH,
100 mr B 50 mut pactBopa 0,9% HaTpust XJiopuaa BHYTPUBEHHO U JOpaTa-
IIUH, 5 MT BHYTPb C Ha4ajJoM POJIOBOii nestenbHOCTU [17].

e ['pynHoe BckapMyiMBaHME BO3MOXHO 3a UCKJIIOUEHUEM CIIydyaeB, TpeOy-
IOIIUX TPUMEHEHUSI TIPENapaToB, HECOBMECTUMBIX C TPYIHBIM BCKapM-
nvuBaHueM. Bce aHTUTMCTaMUHHBIE CPEACTBA CHCTEMHOTO JECTBUS
00HApyXMBAOTCSI B TPYAHOM MOJIOKE B HU3KUX KOHIIEHTPAIIUSIX.
HccnenoBanuii mo 06e30MacHOCTM MOBBINIEHHBIX 103 AHTUTMCTAMWH-
HBIX CPEICTB CHCTEMHOTO [eicTBUSI (HEeCeTaTUBHBIX, BTOPOTO IIO-
KOJICHUST), TPUHUMAEMbIX OEPEMEHHBIMU U KOPMSIIIIMMU KEHIIIMHAMU,
He TMpoBoauiioch. ['pyaHoe BCKapMMBaHUE TPU MPUMEHEHUU TIIOKO-
KOPTUKOUJIOB HEe TTPOTUBOIOKA3aHO yepe3 4 yaca rmocjie npuemMa mnperma-
para.

ﬂuTepaTypa
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naBa 11.
JiumdonponudepatruBHbie
3a601eBaH1A U 6epEeMEHHOCTb

BBeneHue

Haubonee yacto y 6epeMeHHBIX ¢ JuMdorpoandepaTuBHbIMU 3a00Jj1eBa-
ausmu (JIT13) Bepudunmpyercs mumdoma XomkknHa (JIX) (okono 1 ciy-
gag Ha 1000 6epemeHHOCTel) [1]. 3HAUMTEIPHO peke BO BpeMsT OepeMeH-
HOCTHU BBISIBJISIIOT arpeCCHUBHBIC WM WHIOJCHTHBIC JUMMOMBI, XpOHUYC-
ckue tuMbouuTapHble B- mim T-KiIeTouHbIe JIEKO3BI: XpPOHUUSCKHI JIM-
doneitkoz (XJIJI), BomocartokieTouHbIN Jeiiko3 (BKJI), meitko3 wu3
6onpimmx rpaHyaspHbIx TuMmdonnToB (T-BIJIJI). B cTtpykType arpeccus-
HBIX JUM@OM TpeobdiiagaeT MepBUYHAS MeIMacTUHAIbHas B-KieTouHas
KpYITHOKJIeTOYHas uMdpoma [2].

Bo3moxHbI cienyomye BapuaHThl codetaHus JIII3 m GepeMeHHOCTH:
1) BIepBbIc BBEIABICHHOE 3a00JIeBaHUE B Mepuoa OepeMeHHOCTH; 2) pelu-
IWUB 3a00JIeBaHKS B TICPUOA OepeMEHHOCTH; 3) OepeMEeHHOCTh B TIOJTHOM pe-
MUCCHUU 3a00JIeBaHMSI.

[Ipu OGepeMeHHOCTH B PEeMUCCHU 3a00JIeBaHUS aKylIepcKHe IToKa3a-
HUS SBISIOTCS ONPEACSIONIMMU, CIeUUPUIECKUX PEKOMEHIALUN IO
TaKTUKE BeICHUS CO CTOPOHHI TeMaTojiora He TpebOyercs. IlmaHupoBaTh
OCepeMEeHHOCTh B pEMHCCUM 3a00JieBaHMUSI PEKOMCHIyETCSI He paHee
yeM dYepe3 2 Toma mociie 3aBepumicHusS XT. BDTOT CpoK 00YyCIOB-
JICH TIPUHUIUIIAAIGHO pa3HBIMU MMOAXOAAMU K Tepalmuu B cIydyae KOHCTa-
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TallMd PAaHHEro WM MO3JHEro peluanBa 3a0ojieBaHUS U MPOTHO3a JJIs
KU3HU.

ITpu mepBbIX OBYX YKa3aHHBIX BbIIIE BapUaHTaX OCHOBHBIM (haKTOPOM,
OMNpEAESIONIMM BbIOOD TAKTUKU BEACHUSI, SBJSETCS arpECCUBHOCTD TeYe-
Hus 3a0oneBaHusd [3]. Eciu y XXeHILUMHBI B epro 6epeMeHHOCTU Bepudu-
HupyeTcs UHIOoJAeHTHas JuM@oma uiu JIX, To BO3MOXHBIM U MPEANOYTHU-
TeJIbHBIM MOJXOA0M SIBJISIETCS TAKTUKA HabM0aeHUs 6e3 Tepanuu 10 POAOB.
ITposenenue XT OTKIaAbIBA€TCS B MEPUOJ MOCJIE POAOpaA3pellieHUss Mpu
YCJIOBUM, YTO ITO KJIIMHUYECKU 1IeJIeCOO0PA3HO: OIMyXO0Jib HEOOIbIINX pa3-
MEpOB, HET B-CUMINTOMOB, HET XU3HEYrpOXKaloluX g MaTepu U IIoaa
cutyauuit. JlaHHBIA MOAXOA CIOCOOCTBYeT MUHUMM3ALMU TOKCUYECKOTO
BO3JEMCTBUS MMPOTUBOOMYXOJEBBIX MPENApaTOB Ha IO U MPOBEAECHUIO TTO-
cJie poaoB MOJMHOLEHHBIX KypcoB XT [4].

B cutyanusax, korga y 6epeMeHHOU yCTaHaBIMBAETCS JAUArHO3 arpec-
CUBHOI JUMGbOMBI, TIpoJoHrupoBaHue d6epeMeHHocTH 06e3 XT Ha doHe
AKTUBHOTO TeYeHUSs 3a00JieBaHUS B OOJBIIMHCTBE CAYy4YaeB HEBO3MOXHO,
yTO TpedyeT BbIOOpa MPOTUBOOITYXOJIEBOTO MPOTOKOJA W Hayajda Jieue-
Hug [2].

Takum o6pa3om, MOAXOA K BEICHUIO MALIMEHTOK C Pa3HbIMU BapUaHTAMU
JUM@OM MPUHLUIIUATIBHO Pa3IMYaeTcsl: MPU arpeCCUBHBIX JUM@oOMax Ha
MepBbIii MJIAH BBIXOAUT Ha3HaueHue X T B mepuon 6epeMeHHOCTH, B TO Bpe-
M1 KaK MPU UHAOJEHTHBIX TuM@omax u JIX Bo3MOXHO HaOI0JeHUE U MPO-
BeneHue XT mocie pomos.

Crtpaterusa neyeHus naLUeHTOK
¢ numdonponndepaTtuBHbIMK 3a601€BaHUAMU
B nepuop 6epemeHHOCTH, onbiT PIBY

«HMWL remaTonorun»

C 1993 o 2023 r. B ®I'BY «HMMUII rematonornn» Habmonamucsh 108 ma-
nueHTok ¢ JITI3 u GepeMeHHOCTBIO. MennaHa Bo3pacTa coctaBwia 26 JieT
(mnanaszon 21—39). B crTpykrype 3aboneBanuii npeobiagana JIX — 51%
(55/108). Cpeny HEXOMKKUHCKUX JUMGbOM ITOMUHUPOBAIU arpecCUBHBIC
nuMboMbl — 24% (26/108). Cpeaun nnmoneHTHbIX JIT13, 107151 KOTOPBIX CO-
craBuia 25% (27/108), ormeuensl: 16 ciyuyaeB — BKJI, 7 — T-BIJIJI, 2 —
XJIJT u o 1 cnyyaro cieayronmx 3adoieBaHuii — auM@omMa 13 KJIETOK Map-
ruHanbHOM 30HBI (JIM3), domnukyasapHas aumdoma (PJI) ¢ TpaHcdopma-
nueit B nuddysHyo B-kpynHokierounyo aumdomy (JBKKIT). Tepanuio
B nepuoj 6epeMeHHOCTH monyumian 52,8% (57/108) GonbHbIX (puc. 1).
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Pucynok 1. IlpoBeneHue Tepanuu B mepuon 6epeMeHHOCTH, gaHHble PT'BY
«HMML remaTtonorum».

HexomKKnHCKne numeombl

HexomxkkuHckure TuM@OMBI TIPEICTaBISIOT COO0M TETEPOreHHYIO TIPYIIIY
KJIOHAJILHBIX 3a00JIeBaHMIA, pa3ae/ISIIOIIMXCS IO CBOEMY KIIMHUYECKOMY Te-
YEHUIO Ha arpecCUBHBIC, XapaKTepU3YIOIIKMeECs ObICTPBIM POCTOM OITyXOJIU
M HEOOXOIMMOCTBIO HE3aMEIJIUTEIbHOTO TIPOBEACHUSI XUMUOTEPAITuu
(B-xpynHoknerouHbie aumdomsbl, tuMpoma bepkurra, T- u NK-kierou-
Hble TUMGbOMBI) U MHAOJEHTHBIE BSUTOTEKYILME 3a00JIeBaHUs TTPU KOTOPBIX
BO3MOXHA TaKTHUKa «HaOmomail u kanm» (PoutnKynsipHas TuM@oma, JINM-
doma 13 KIETOK MapriHaJIbHON 30HBI, TUM(MOMa U3 KJIETOK MaHTUU, MEJ-
KOKJIeTOUHbIe B-KiieTounble mpoiudepanu). MeauaHa Bo3pacTta malyeH-
TOB C MHAOJEHTHBIMU JIUM(OMaMU cocTaBisieT 67 JeT, B TO BpeMs KakK Ipu
HEKOTOPBIX BapHaHTaxX arpecCUBHBIX TUM@oM (B yactHocTH, [IMBKJI) nuk
3a00JIeBaHUSI TIPUXOIUTCS Ha PENpPOAYKTUBHBINA BO3pacT XKeHIIWH. Hamn
OITBIT IEMOHCTPUPYET, YTO B OOJIBITMHCTBE CyYaeB CTPYKTYpa HEXOMKKUH-
cKMX TUMGbOM TIpeacTaBieHa arpecCUBHBIMKU JmMdomMamu (92,8%), ycra-
HoBJeHHBIMU B I TpuMecTpe 6epemenHocTH (60,7%). XapakTeprucTHKa Ta-
LIMEHTOK MpencTaBieHa B Ta0. 1.

Xumuorepanus (XT) B mepuon 6epeMeHHOCTH He TpoBoauiachk B 17,8%
(5/28) cnyyaeB. Y onHOI MalMEHTKM, YUYUTHIBas I TpuMecTp 6epeMEeHHOCTU
(10 Heaenb), ObLT BHIMOJHEH adOpT MO MEAULUMHCKUM Moka3zaHusiM. OgHoit
nauueHTke B mo3aHeM III Tpumectpe 6epemenHocTH (33 Heaean) OMHOBpE-
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Taommna 1. XapakreprcTHUKa MAMEHTOK C HEXOKKMHCKUMU JTUM(bOMaMK

ITapamerp |n (%)
BapuaHT HeXOIKKMHCKOM JTMMGOMBI, n = 28

[lepBuuHas MenuacTUHaIbHas B-kierouHas KpymHokieTouHas aumdoma |17 (60,6)
OuddysHas B-kneTouHass KpynmHOKIeTOUHas auMdoma 8 (32)
AmnarutactTuyeckasi KpyrnHokiaetouHas ALK+ numdoma 1(3,6)
DommukynspHas aumboma ¢ TpaHchopmarmeit B JIBKKJIT 1(3,6)
Jlumdoma U3 KJIETOK MapruHaJIbHOM 30HbI 1(3,6)
TpumecTp GepeMEHHOCTM Ha MOMEHT Bepu(bUKaLIMK IuarHosa, n = 28

1 3(10,7)

11 17 (60,7)
I 8 (28,6)
Cpok GepeMeHHOCTH Ha MOMEHT BepudbUKaIMy aruarHo3a, vem. Me (pa3opoc) |21 (10—33)
Bospact naiueHTok, roasi, Me (pa3bpoc) 30 (20—39)
XT B nepuoa 6epeMeHHOCTH, n = 28

Ha 23 (82,2)
Her 5(17,8)
TTpoBonumeie cxembl XT B mieproa 6epeMeHHOCTH, N = 23

DA-EPOCH 14 (60,8)
VACOP-B 5 (21,8)
CHOP/CHOEP 4 (17,4)
Hcnonb3oBaHue puTykcrMada B cxeMe JIeYeHUs B Tiepros OepeMeHHOCTH, h = 23

Ja 9(39,2)
Her 14 (60,8)
[MonHas pemuccus 3ab0eBaHUs TOCTUTHYTA, n = 27

Jlo ponopa3spelieHust 5 (18,5)
IMocne ponopaspelineHus 22 (81,5)
Cpok GepeMEeHHOCT Ha MOMEHT pojopaspeliieHus, Mmec. Me (pa3odpoc) 35 (30—38)
Ponopaspeierue (crocod), n = 28

KecapeBo ceueHue 16 (57,1)
CamocTosITeJIbHbIE POJbI 11 (39,2)
ABOpPT 1O MEIMIIMHCKUM TMOKa3aHUSM 1(3,7)
Habmonenue, mec. Me (pa3opoc) 41 (1—132)

Me — Menuana.

MEHHO ObljIa BBIIOJHEHA IMAarHOCTUYECKasi TOPAKOCKOIMS, poaopa3pelie-
HUe U B ganbHeimeM npoonunack XT. ¥V aByx xxeHuuH ¢ JIBKKJI (cpok
oepemMeHHOCTH 11 1 32 Henmenan), yYUTHIBAsI paauKaabHOE yIaJeHHUE OITyXO-
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qu, nepexon K XT ocyuectsiasiicsd mnocie poaoB. OnHON MalMeHTKe aua-
rHo3 JIM3 Obli1 YCTAaHOBJIEH HAa CPOKE OEpEMEHHOCTU 6 HeIe/b; YYUThIBAS
JIOKQJIBHBIN TIpoliecc, crienurdudeckasi Tepanusi He TPOBOIMUIIACH.

XT B mepuon OepeMeHHOCTH mpoBoaunach B 82,2% (23/28) ciayuaes.
IIporokon neyeHus onpenensiacs BapuaHToMm JIT13 u HantuureM ¢GpakTopoB
HeGaronpusiTHoro nporHosa. B 60,8% (14/23) cnyyaeB Oblja BBIMOTHEHA
tepanus o cxeme REDA-EPOCH. MeauaHa yucia KypcoB 10 pojaopaspe-
meHust coctaBuia 2 (1—6). YUuThiBasi CHHAPOM CIABJICHUST BEpXHEN MO0
BeHbl, XT ObUla MHUIMUPOBAHA B MEPUO] MPOBEACHUS TUATHOCTUYECKON
onepauuu Ha UBJI B 26% (6/23) ciydaes.

[Tepexon Ha BTOpYIO JIMHUIO TEPATIMU TTOCJIE POJOPA3pellieHus MoTpedo-
Bajcst B 47,8% (11/23) cayuaes. [IpuunHaMu NpOBeACHUST BTOPOM JTUHUU
Teparuu TOoce POJOB ObLIM YITMHEHUWE MEXKYPCOBBIX WHTEPBAJIOB 0
1/WJY TIOCJIe POJIOB U HELIEJIeCO00Pa3HOCTh MPOBEIEHUST UCXOIHBIX KypCOB
XT, 4acTUYHBIA OTBET WJIM Mporpeccus 3adojieBaHUsI, a TakKKe Haauyue
(bakTOpOB HEOJIATONPUSITHOTO MPOTHO3a B NeOI0OTe 3a00IeBaHUSI U HEBO3-
MOKHOCTH TIpOBeIeHUsI BbICOKOM03HOW X T, yunThiBasi 6epeMEeHHOCTb.

Pannuii peruane 1 porpeccuio 3aboeBaHus KoHCTaTUpoBanu B 17,8%
(5/28) cnyuaeB. B manmpHelmemM peMHUCCHS 3a00JIeBaHMSI ObLIa TOCTUTHYTA Y
4 XeHIIWH Ha Pa3JIMIHBIX MPOTOKOJIaX Tepanuu, U y 3 U3 HUX C KOHCOJIH-
IVPYIOIIE 1IeJbl0 ObUTa BBITTOTHEHA TPAHCIJIAHTALIMST ayTOJOTUYHBIX
TEMOTIOATUYECKUX CTBOJIOBBIX KJeToK (ayro-TI'CK). OpHa mnamueHTKa
yMepJia OT cercuca, Bei3BaHHOro Candida albicans mociie BbICOKOAO3HOTO
kypca XT Ha ¢dhoHe mporpeccud OCHOBHOTO 3aboseBanusl. [1o3nHux peru-
IUBOB 3a00JIeBaHUSI HE OBLIO.

Takum oOpa3zom, TojiHasE peMuccusl 3a0ojieBaHMsI ObLda JOCTUTHYTa
B 96,4% (27/28) ciy4aes.

CtpykTypa WH(EKIIMOHHBIX OCJIOXHEHUI y OepeMEeHHBIX TalMeHTOK
B niepuos npoBeaeHust XT Obuta crenytomeii: mHeBMoHUS — 17,4% (4/23),
myko3ut I11—1V crenenu — 17,4% (4/23), cennicuc — 13% (3/23), moueBas
nHbekuuss — 13% (3/23), HekpoTudeckast aHTepornatuss — 8,7% (2/23).
TpomOoTUUYECKHE OCIOXHEHHUST KoHcTatupoBaiu B 21,7% (5/23) ciayyaes:
TpoM603 GpaxuoredanbHoit BeHbl — 13% (3/23), wieodeMopallbHbI
TpoM603 — 4,3% (1/23), TpoMOO3 BeH HWXHUX KOHeyHocTelr — 4,3%
(1/23). T'emaTtonornueckast TokcuaHocts II1—IV crenenu: neitkonenuss —
8,7% (2/23), anemust — 8,7% (2/23), tpombouutrorienus — 0. IlepeBon B
OTJeJICHVE peaHUMAaIlK B CBSI3W C Pa3BUTHEM OCJIOXKHEHWH B TIepuon oepe-
MeHHOCTHU ObLT ocyiuecTBieH B 4,3% (1/23) cnydaes. [IpuunHoOii niepeBona
MOCy>XWjia MTHEeBMOHMUSI, BbI3BaHHAs1 Pneumocystis jiroveci, i ocTpasl Jblxa-
TeJIbHasl HEJIOCTaTOUHOCTb.

MenuaHa cpoka recTalli Ha MOMEHT pOJOpa3pelieHusT COCTaBWIa
35 Hemenb (30—39). KecapeBo ceueHue BoImonHsIM B 57,1% (16/28) cayua-
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€B, poJOpa3pelleHUe Yepe3 eCTEeCTBEHHbIE poaoBbie Myt — B 39,2%
(11/28). Pogunocs 29 xuBbix faeteit ot 27 xeHUIMH (2 6epeMeHHOCTH ObLIN
MHOTOIUIOAHBIMU). Bce HOBOpOXXAEHHBIE ObL 0€3 TOPOKOB Pa3BUTHUSI, BHE
3aBUCUMOCTU OT MHTEHCUBHOCTU U KojinuecTtBa KypcoB XT. TsoxecTb co-
CTOSIHMS JeTeil B paHHUI HEOHATabHbIN Nepuo Oblia 00ycIoBAeHa HEAO0-
HOUIEHHOCTHIO.

JBanuaTth ceMb U3 28 MALIMEHTOK XWBbl U HAXOAATCS B MOJHOW pEMUC-
cumu 3abosieBaHus. Bce poxneHHble netu (15 geBouek U 14 ManibuuMKOB)
XKUBBI 0€3 MOPOKOB U OTKJIOHEHUU B Pa3BUTUU.

JIumdpoma XoaKKnHa

B ortauyue oT MHOrMX JApyrux reMo01acTto3oB, MUK 3a00JI€BAEMOCTH TIPU
JIX mpuxonutcs Ha penpoayKTUBHBIN Bo3pacT 15—35 neT. B aTOM Bo3pacT-
HOM HMHTepBajie Haxomsarcs 75% xeHuuH, 3a6oeBmux JIX [5]. [looxomsl
K BegeHuto JIX npu 0epeMEeHHOCTU CYIIECTBEHHO U3MEHUJIMCh CO BPpEMEHU
omnucaHusi IepBoro ciydass couetaHus JIX M OepeMEHHOCTM B Hayaje
XX BeKa, OJHAKO IO HACTOSIIIET0 BPEMEHU eIMHBIX pEKOMEHIALIMI 110 TaK-
TUKE BEICHMS TaKUX OOJBHBIX HET.

C 1993 o 2023 r. B ®I'BY «<HMMUII remaronorun» Habmoganock 55 ma-
mueHToK ¢ JIX, B ToM uMcie 1 maimueHTKa — cypporatHasi MaTb. B 0oJib-
muHCTBe ciydaeB (90%) rucronorndeckuii BapuaHTt JIX OTHOCUIICS K HOMY-
JnsipHomy ckieposy I u Il Tuna; cmemaHHOKIeTOYHbIM BapuaHT JIX BcTpe-
yajcsl pexe; KpaifHe peako OTMEUeH BapHaHT JUMGbOUIHOTO MCTOIICHMS
JIX. BonbinHCTBO ciy4aeB (10 75%) oTHOCHIIOCH K pacripocTpaHeHHbIM 111
n IV cragnsam JIX, u gaxe npu 11 cragun 3a6oneBannst B 15% ciaydyaeB oTMme-
yanach “bulky” JIX. Hu B ogHOM ciiydyae He oTMeueHo | cramuu 3aboseBa-
Hust. Ha moment guarHoctukm JIX Oosee yem B 75% ciiydaeB OTMEUYEHBI
KOHCTUTYLMOHATbHBIE B-cumrroMsl. [TopaxkeHne 3KCTpaHOZAIBHBIX Opra-
HOB U TKaHeH (mepuKapm, JIeTKue, eYeHb, MATKIE TKaH!N) OTMEUYEHO TMOUTH
B TIOJIOBMHE CJIyJaeB; creIM(UIecKoe MopakeHne KOCTHOTO MO3Ta OTMeva-
Jochk peako (3 caywas). Huarno3 JIX Obur BrnepBble ycrtaHoBieH B II—
I1I Tpumectpax 6epemenHocT y 28/55 (51%) GonbHbIX, y 24/55 (44%) —
B IIOCJIEPOIOBOM Iepuoje (1o 2 Mmecsies mocie poaoB), v 3 (5%) GepeMeH-
HOCTh JMArHOCTMPOBaHa Ha (PoHE HEMPepbIBHO-PEUNINBUAPYIOIIETO Te-
yeHus JIX.

IIpu BeisiBneHun JIX B II—III TpumecTpax GepeMEeHHOCTU pelleHUe O
TaKTUKE BeICHUs OOJIbHOU NMTPUHUMAIN Ha OCHOBAaHWU MEPBUYHOIO OOCIe-
MOBaHUS U TMHAMUYECKOTO KOHTpOsS 1 pa3 B 3 Hemenw.

ITpoBenenue skctpeHHoro jgedeHus B [I—III Tpumectpax 6epeMeHHOCTH
norpebdoBaioch 19/55 (34,5%) nauuentkam. [lokazaHueM K CpOUHOMY Ha-
qajy JeYCHMS SIBJISUTUCH OBICTPHIN POCT OITyXOJIH, BhIpaXkeHHbIe B-cumriro-
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Mbl, HAJIMYME WU TIOSIBJIEHUE TaKUX TSKEJIBIX OCJIOXKHEHUH, KaK CUHAPOM
C/IaBJICHUsI BEpXHEN TOJION BEHBI, TUIEBPUT, TIEPUKAP/INT.

JleueHue Bo BpeMsi 0EpEMEHHOCTHU BKJIIOYAJIO MPOBEACHUE KYPCOB MOJIU-
xumuotepanuu  (ITXT) mo mnporpammam COPP/ABVD, ABVD,
BEACOPP-14 unu nyueBoit tepanuu (y 1 6osbHOit). Jlo ponoB 60JbHbIE
nonydanu ot 1 g0 6 kypcos I[1XT. Pomopa3pelieHre nMpoBOIUIU B 6O0JIb-
IIMHCTBE cydaeB Ha cpoke 36—38 Hemesb, B eIMHUYHBIX CIydasx 1Mo aKy-
LIepCKUM TOKa3aHUSIM — Ha 0oJiee paHHUX CPOKax OepeMeHHOCTH (24—
34 Henenu). BoiOop ponopaspellieHUs U BeieHUe POJIOB y MalueHToK ¢ JIX
MPOBOIWIM MO aKylIIEPCKUM TMoka3zaHusM. Jledenue JIX BO30OHOBISIN TTO-
cjie poaoB yepe3 3—4 Heleau U BBIMTOJHSIN €ro B MOJHOM 00beMe.

V 12 nmanuenTok ¢ JIX, BepBbie BBISIBICHHON BO BpeMs OEpPEMEHHOCTH,
JIeyeHue B Nepuos 0epeMeHHOCTU He MOTPeO0BAIOCh, OHO ObLIO OTIOXEHO
Ha nocjaepoaoBblil nepuon. Eile y 24 nanMeHToK ¢ iuMdaaeHonaTuei, Bbl-
SIBJIEHHOU BO BpeMsl OepeMeHHOCTH, auarHo3 JIX Obu1 BepuduliMpoBaH B
paHHEM MOCJePOJOBOM Iepuone, U JeyeHue JIX Obu1o HavyaTto yepes 1 me-
CA1Il TOCJIe POIOpa3pelICHUS.

ITpu JIX, ycTaHOBJIEHHOI B MOCIEPOJOBOM TMEPUOJIE, JIeUeHUE MTPOBOAU-
JIOCh B MOJIHOM 00BbEME B COOTBETCTBUHU CO CTaaueil 3a00IeBaHUS.

TokcuuHocTtb JedeHust JIX y 0epeMeHHbIX M POAMBIINX MalMEHTOK He
OT/INYaiach OT TOKCUYHOCTHM, TUITMYHOM [JISI COOTBETCTBYIOIIMX KYPCOB
XT. OCHOBHBIMHU TIPOSIBJIEHUSMU ObUIU MUEJIOTOKCUUYHOCTh U MH(EKIIMOH-
HbIE OCJIOKHEHUSI, KyITMPOBaHHBIE CTAHIAPTHBIMU TIOJIXOIaMU; JIETAIbHO-
CTH HE OTMEUYEHO.

Cpenu manyeHTOK, TOJHOCTHIO 3aBEPIIMBIINX 3aTUIAHUPOBAHHYIO XU-
MUOJTy4EeBYIO Tepanuio, y BCceX OblIa TOCTUTHYTA peMuccus. PerimanBoB He
OTMeuYeHO Ipu MeauraHe HabmoaeHus: 87 mec. ZKUBBI Bce MallMEHTKH, KPO-
MeE OJIHOM, yMepllleii OT paka MOJIOUYHON KeJie3bl uepe3 29 JieT yCIelmHoro
neyeHus JIX. I3 3 manmeHTOK ¢ HEMPepbhIBHO-PEIUANBUPYIOITAM TEUCHU -
em JIX ymepau 2 mauMeHTKH, ofHa XuBa. TakuM o0pa3oM, B OTHAJEHHOM
nepuojie yMepiau 3 maluueHTKHU.

Ponunuce 54 pedbenka: 51 3m0poBbIit pedbeHOK, 1 peOeHOK ¢ XeHT0CXU3U-
coM (3astubgl ry0a) u 2 pedbeHKa ¢ MopokaMu cepaia (aeheKT MexKeaya0d-
KOBOI1 TIeperopoaku u Terpaga Paiio ¢ yMepeHHBIM TTOAKIIATaHHBIM CTe-
HO30M JIeTouHoI apTepun). CiieayeT OTMETUTD, YTO IETH C TIOPOKAMMU CepI-
11a POIMJIMCH Y TIAIIMEHTOK, HE TIOJTyYaBIINX JICUEHUsI BO BpeMsl OepeMeHHO-
CTH, B TO BpeMs KaK Yy BceX MalMEHTOK, MoixyuyuBIIux XT, poawinck
3[10pOBbIE AETU. XEHUTOCXU3UC (BPOXKIECHHBIN nedheKT GopMUpOBAHUS TKa-
Hell HOCOBOII MOJIOCTH U BEpXHeil yeaocTtu, Bcrpevaercs y 0,04% miameH-
1IeB), BBIABICHHBIN Y 1 pebeHka, popmupyercs Ha §-ii Henene | TpumecTpa
OepeMEeHHOCTH, B TO BpeMs KaK TeparieBTUUYeCKue BO3IeHCTBUS (JrydeBast
Tepamnus) BbIMOJHSUIUCH Y Matepu B III Tpumectpe GepemeHHOcTU. [detn
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C TIOpOKaMM cepjiiia ObLIA MPOOTIEPUPOBAHBI: B Bo3pacte 2 MecsleB (ymep
B paHHEM TOCJIeONepalluOHHOM TIEpUOoNie OT TTHEeBMOHMM) M B BO3pacTte
6 MecsilieB (KMB, pa3BUBaeTCss HOPMaJIbHO). B nmaibHeiiieM Bce neTH pas-
BUBAJUCh 0€3 OTKJIOHEHMIi, 310pOBbl. YMep 1 peOeHOK, pOAMBIIMIACS Ha
cpoke 24 Henenau 6€peMEHHOCTU Y MaTEPU C OTATOLIEHHBIM aKyLIEPCKUM
aHaMHe30M (1Be 3amepiiine 6epeMeHHOCTH Ha cpoke 19—20 Henenb).

XpoHUYEeCKMe NernKo3bl TMMOOUAHONH NPUPObI
(xnn, BKN, T-brnn)

BepeMeHHOCTh Y MalMEHTOK C XPOHUYECKHMMU JieiiKo3aMM JTUMQOUIHOI
npupoabl (T- u B-kJieTOUHBIMI) BCTpeuaeTcsl JOBOJBbHO PEAKO, IMTEPaTyp-
HBIX JAHHBIX O YacTOTe 3a00JIeBAEMOCTHU HET, B OCHOBHOM HMMEIOTCS OIMCa-
HUS CIy4yaes.

XpoHHyeckuit B-kneTouHbIn TMMdonenkos

bepeMeHHOCTh y MAlMEHTOK MPU XpOHUYECKOM B-kiaeTouHom numoeii-
ko3e (XJIJI) — kpaiiHe penkoe cOOBITUE, YTO CBSI3aHO, B YACTHOCTH, C TEM,
yTO cpenHuii Bo3pacT aumarHoctuku XJIJI cocrtaBiaser 72 roma, u JMIIb
y 10% nauuentoB XJIJI BoisiBisieTCs: B Bo3pacte MeHee 55 jieT [6]. YuuThi-
Basl OrpaHMYeHHbIE JaHHBIE MO BeaeHUIo oepemeHHocTH nipu XJIJI, Bompoc
0 BO3MOXXHOCTH MPOJIOHTALIMA OepeMEHHOCTU WM MOKa3aHMSIX K ee Mpe-
pPBIBaHUIO, TAKTUKE JICUSHUsI pellaeTcsl MHAUBUAYaabHO. [1o Bo3aMOXHOCTH
PEKOMEHAYEeTCS TMPUAEePKUBATbCS HAOIIOAATEIbHOM TaKTUKU, ITPOBOIS
CUMIITOMAaTHUYECKOE JIeUeHNE ayTOMMMYHHBIX ocjiockHeHu#t XJIJI (remonus,
TPOMOOLIMTONIEHNS), MH(EKIIMOHHBIX OCIOXHEHU, JeliKoiuTacdepes3 Mmpu
TUTEepPJIeMKOIUTO3e. YUUThIBasl NMPOMUIb TOKCUYHOCTU IIpernapaToB, Ipu
neuenun XJIJI B mepron 6epeMeHHOCTH BO3MOXKHO MPUMEHEHUE PUTYKCU-
Maba, xjopaMmOynuia, nukiaodbochamuaa [7]. OnwiT Benenus XJIJI npu Ge-
pemenHocTu B ®PI'BY «HMMII remaTtojioruv» orpaHuyeH 2 ciiydasmu C
poxneHueM 3 310pOBBIX AeTell, IPU KOTOPBIX MTPUMEHSIach Haba0aaTe b-
Has TaKTHKa B CBSI3U C OTCYTCTBMEM ITOKa3aHUl K MPOBeAeHUIO crieuudu-
YEeCKOWM Tepamnuu.

BonocaTokneToyHbli IEMKO3

B Hacrosiiiee BpeMsi MHOTOYMCJICHHBIE MCCICIOBAHUS I10KA3bIBAIOT, YTO
npuMmepHo y 25% mnauuentoB ¢ BKJI 3abojeBaHMe HauMHAETCSl B BO3pacTe
mosoxe 40 1eT, COOTBETCTBEHHO, OepeMeHHOCTD y TaieHTK ¢ BKJI 601b-
1IIe He MpeACTaBIIsIeTCs Ka3yUCTUKOM, XOTsI, 0€3yCIIOBHO, BCTpevyaeTcs Heva-
cTo. B nutepaType MMEIOTCS ONMMCAHUS CAMHUYHBIX ClIydaeB (BCEIO OKOJIO
20) ¢ pa3aIUYHBIMU TTOAXOAAMM K JICUEHUIO: OT HAOII0JaTeIbHOM TAKTUKU 10
XUPYPruuecKoro (CIUIEHIKTOMUSI) WIIA JI€KapCTBEHHOTO JICUEHMSI.
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Hamr onbiT oxBateiBaeT 16 mamueHToKk ¢ BKJI M GepeMEeHHOCTBIO.
VY 8 XeHIuH B nepruoa 6epeMEeHHOCTU BBISBJISIACh HApacTalouas [UTOTe-
Hust; aumarHo3 BKJI Obl1 ycTaHOBJIEH HEMNOCPEACTBEHHO IIOCJE POJOB,
U CTaHAApTHas Tepamnus MocjeJoBaTebHO UHTePGhEPOHOM o U KIaapuou-
HOM MpUBEJa K JOCTUXKEHUIO PEMUCCUU Y BCEX MAUMEHTOK. Y | MallueHTKU
B II—III Tpumectpax 6epemeHHocTU JedyeHnue BKJI mpoBonuiu mpenapa-
TOM HHTepGhepoHa o ¢ MOJOXUTEIbHBIM 3 deKToM (KynupoBaHa LIUTOME-
HUS); B MOCAEAPOAOBOM Mepuoae Obul npoBeaeH Kypc XT kiaaapuOuHOM,
pocturHyTta pemuccus. bepemeHHocTh U ponbl B pemuccun BKIJI (mocne
MPEIIIeCTBYIOIIETO JeYeHUsT KIaApUOMHOM + PUTYKCUMAaOOM) Mbl HaOJII0-
Janu y 4 XeHIIWH, pOAUBIINX 7 AeTeil. Y TpeX MaluueHTOK YyCTAHOBJIEHHbIN
Mo MecTy XuTtejbcTBa nuarHo3 BKJI mociayxui ocHOBaHMEM K MpepbiBa-
HUIO OEPEMEHHOCTU HAa PaAaHHUX CPOKaX, OJHAKO TaKOW MOAXOJ B HACTOS-
111ee BpeMsl He SIBJSIeTCS OMpPaBIaHHBIM.

Haur v MyupoBOii ONBIT MOKA3bIBAET, UTO B ClIydae BO3HUKHOBEHUS Oepe-
MeHHOCTU y 6osibHOM ¢ BKJI 0e3 moka3zaHUil K HEOTIOXKHOMY JIEYEHUIO
(TTpu HeTTyOOKOW HUTONIEHUY U HE3HAYUTEIBHOU CIUIEeHOMETrainuu, 6e3 UH-
(heKIMOHHBIX POSIBIICHUI) BO3MOXHA HabIonare/ibHas TakThuka. B To xe
BpeMsl KpaliHe OMacHO MAaCCUBHOE BEIEHUE MALMEHTOK C YIIyOJstomencs
LIUTONIEHUEN — HAMpOTUB, HEOOXOAUMO OBICTPOE IMPOBEIECHUE HEOOXOAU-
MBIX [IJI1 BepubUKalUU AUarHO3a UCCIEeIOBAaHUI, TTO3BOJISIONIUX BbIOpATh
aJ€KBAaTHYIO TAKTUKY JICYEHUS U CBECTU K MUHUMYMY OCJIOXXHEHUS U PUCKU
TeyeHusl 0epeMEeHHOCTU 1 poaoB /sl MaTepu 1 pedeHka [§—10]. OCHOBHBI-
mu noaxonaamu K jiedeHuto BKJI Bo BpeMs1 6epeMeHHOCTH paccMaTpUBalOT-
cd mpuMeHeHue uHtepdepoHa o u crieHskromus [11]. B pemuccun BKJI
OepeMEHHOCTb M poJibl BO3MOXHBI. [IpealiecTByloliee JieueHUe, BKIOUYast
Tepanuio KIaApuONHOM U PUTYKCUMaOOM, HE OKa3bIBA€T OTPULIATEIBHOTO
BJIUSIHUST Ha Te4eHUEe OepeMEHHOCTH, POAOB, a TAKXKE Ha 340POBbE MaTepu
U peOeHkKa.

Jleiiko3 u3 6onbLumx rpaHynapHbix numdouutos (T-bIJUT)

Hannbie o yactote BcTpeyaeMoctu T-BIJIJI mpu 6epeMeHHOCTH B JUTEpa-
Type OTCYTCTBYIOT, PaBHO KaK M PEKOMEHAAIMU 10 TaKTUKE BEICHUS,
B MIEPBYIO OYEpPEb B CBSI3U C TEM, UTO AaHHOE 3a00JieBaHUE B OOJIBIINHCTBE
cllydaeB IMarHOCTUPYETCs B HEPENMPOAYKTUBHOM Bo3pacte 55—60 et [12].
TTockonbky T-BIJIJI OTHOCUTCS K MHIOJEHTHBIM BSUIOTEKYLIMM JIMMPO-
MaM, TIPOTHO3 MPU ITOM 3a00IeBaHNY OJIaroNpusITHBINA. MeanaHa BbIKBa-
emoctu cocTtasiiset 6osiee 10 net [13]. T-BIJIJI nporpeccupyetr MeajieHHO,
HO TIPUMEPHO y ABYX TpeTeil OOJIbHBIX Ha TOM WJIM WHOM 3Tare TpedyeTcs
nposeaeHue tepanuu [14—15]. OCHOBHOE KIIMHUYECKOE MTPOsIBIeHUE 3200-
JIeBaHUs — 4YacTble MH(PEKIIMOHHBIE OCIOKHEHUS BCJIEACTBUE BTOPUYHOTO
uMMyHonebuiuTa [16].
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ITo namemy onbiTy BegeHust 7 nmauueHTokK ¢ T-BIJIJI u 6epeMeHHOCThIO
(y 2 maiueHTOK ObUIO MO 2 0EpeMEHHOCTH) Yy BCeX MAalMeHTOK ObLIa BO3-
MOXHOCTb MPUMEHEHUS TaKTUKU «Habonaii u xnu». HabmonateabHast
TaKkTUKa TeM 0oJjiee onmpaBJaHHa, YTO UMeeTcsl onucaHue heHoMeHa Mpak-
TUYECKU TMOJHON perpeccur HEWTPOINEHUU, a B HEKOTOPBIX CIydasix U UC-
Yye3HOBeHUs1 KJIoHanbHOro cyoctpata T-BIJIJI Bo BpeMst GepeMEeHHOCTU U
B TiepBble 6 Hemesb nociie poaoB [17]. OaHUM M3 BO3MOXHBIX MEXaHU3MOB
SIBJISIETCS] BAMSIHME BBICOKMX J03 IporectepoHa [18].

Hauu naHHbIe ellle pa3 KOCBEHHO CBUAETEIBCTBYIOT O MPOTHO3UPYEMOM
omaronpusitHoMm TeueHuu T-BIJIJI Bo BpeMst 6epeMEeHHOCTU, YTO Mpeanoa-
raeT BO3MOXHOCTb COXPAaHEHMSI OEpPeMEHHOCTU MpPU 3TOM 3a00JIeBAaHUM.
OcHOBHas 1IeIb — 3TO MaKCUMaJIbHasl MPOJIOHTALIUSI OEPEMEHHOCTU IO PO-
JOpa3peuieHnsl 1axe Npu MIyOOKOW HEHTPONEeHUM, aHEMUU, TIPU BO3MOX-
HOM KCIOJIb30BAHUU 3aMECTUTEJIbHOUN TpaHCchy3MOHHON Tepanuu. B ciaydae
coXpaHsIolelics NIyOOKON LIMTOMEHUU ¢ pedpakTepHOCThIO K TpaHC)y3u-
SIM, TSKEJbIX WHMEKUIMOHHBIX OCJIOXHEHUI BCJAEACTBUE HEUTPONEHUU
(mHEeBMOHUS, TUeJIOHehPUT U T. 1I.), MacCUBHOM cruteHomeranuu, B 11 u 111
TPUMECTpaX BO3MOXHO HayaTh Tepanuio mukiodochamumom, 1 Mr/Kr
BHYTPbH | pa3 B ieHb, + MPeTHU30JIOH, | MT/KT/CyT ¢ 1-TO TI0 30-i1 IEHB ¢ TI0-
CTereHHO oTMeHo. [TepBruHas Touka oleHKU 3(PHEKTUBHOCTU — 2 Mecsi-
11a Tepanuu. [1py Moay4eHrUr NOJOXKUTEIBHOTO MPOTUBOOITYXOJEBOTO OTBETA
(ynydieHue mokasaTesieil reMorpaMMbl, YMEHBIIEHUE Pa3MePOB CEJIE3EHKU,
B-cuMnTOMOB, CHUXKEHME 4acTOThl MH(MEKIIMOHHBIX OCIOXHEHUI) — Tpo-
JIOJDKUATHh BBIOPAHHYIO CxeMy 10 4 MecsleB cymmapHo. [lanee mpoBomutcs
KOHTpPOJIbHOE 00ciiefoBaHNe (KIMHUYECKUI aHanu3 KpoBu, Y3U OpronrHoii
MOJIOCTH), TIOCJIE€ KOTOPOrO BO3MOXHA TMOIMBITKA OTMEHBI JieueHus. [{oousa-
ThCS MOJIHOM dpaguKallKi OIyXOJIEBOTO KJIIOHA HE UMEET CMBICI/IA; B MIEPBYIO
ouepeb HEOOXOAUMO OPUEHTUPOBATHCS Ha YIyUIllIeHHUE TeX MapaMeTpoB, KO-
TOpBIE SIBUJIMCh OCHOBOW JUISI HavyaJla cCrien(pUIecKoil Tepamnn.

CtpaTterus BefeH1s NaLuMeHToK
¢ numdonponndepaTtuBHbIMK 3a601€BaHUAMU
B nepnoj 6epemMeHHOCTH

JiInmpoma XomKKUHA UNU UHAONEHTHbIE NMMGOMDbI

1. BepeMeHHOCTb B pemuccuu JIX nau MHIOJIEHTHOM TUMGOMBI He TpeOyeT
TOTIOJTHUTEIbHBIX JICUCOHBIX BMEIIATEIbCTB, BeIeHUE MAIlMEHTKN — II0
aKyIIepCKUM TOKa3aHUSIM.

2. Mpu JIX wnu nHooNIeHTHOM tuMdbome (BIepBbie BBISIBICHHAS WIN PELIM-
IuB) ¢ OmaronpusTHBIM TporHo3oMm (I—II cragum mo Ann-Arbor, 6e3
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dakTopoB pucka, 6e3 bulky disease n/mwim B oTcyTcTBUE B-CcrMITTOMOB)

BHE 3aBUCUMOCTU OT CPOKA OEPEeMEHHOCTU MPEANOYTUTEIBHO TPOBOAUTD

obcnenoBaHue 1 pa3 B Mecsll 10 poaopaspelieHuss U1 HauuHaTh X T nmocie

ponopaspellieHuss B cooTBeTcTBUM ¢ BapuaHToM JITI3. Eciu B nepuos

HaOJIONEHUST TIPOUCXOAUT KJIMHUYECKU 3HAYUMOE MPOTrpecCUpoOBaHUE

3aboJsieBaHMs1, ToKazaHo nposeneHue X1 cormacHo BapuaHty JITI3.

3. Ipu JIX wiv nHAOJEHTHOM JuM@oMe (BIepBbie BbISIBICHHAS WU PeLU-
IIUB) ¢ HaIM4YueM (paktopoB HebaaronpusgTHoro npornosa (III—IV cra-
nnu, bulky disease n/mmm B-cumnTomsbl) B I TpuMecTpe 0epeMeHHOCTH
MOKa3aHOo MpepbiBaHUe O0epeMeHHOCTU. OJHaKOo Npu BepudUKaLUU OU-
arHo3a mnocie 10—12-ii Henenu GEPEMEHHOCTU BO3MOXHO MPOBEIEHUE
npendassbl (1ekcamerasoH, 4—8 Mr/m2 B/B IIpU UHIOJIEHTHOM TUMOOME,
uny BUHOIAcTUH, 6 Mr/M2, HO He 6osee 10 Mr, kaxabie 10 nHeit mpu JIX,
no Il TpuMmecTpa Npu yCIOBUM, YTO AAHHBIA MOAXOJ HE YXyAUIAeT Mpo-
THO3 JJ1S1 )KU3HU MaTepu).

4. Tpu JIX unu uHaoneHTHON TuMdome (BIepBbIe BbISIBICHHAS WU PELIU-
IUB) U Hanuuuu (GhakTopoB HebaaronpusTHoro nporHosa (III—IV cra-
nuu, bulky disease u/unu B-cummnromsr) B II—IIT TpumecTpax 6epemeH-
HOCTU Heobxonumo nposeneHue XT.

B II u panneM niepuone 111 (< 33 Hen) TpumecTpa 6epeMEHHOCTH MallUEHT-
kaM c¢ JIX mokasano nposenenue XT mo nporpamme ABVD, onHako npu Ha-
JINYWU Y TAUUEHTKA PacIIPOCTPAHEHHOM CTaluu WIA paHHeW ctanuu ¢ dak-
TOpaMu HEOJIArONMPUSITHOTO MPOrHO3a BOZMOXKHO UCITOJIb30BAHUE ITPOTPaMMBbI
BEACOPP-14 (c 3ameHoil mpokapba3nHa Ha JakapOa3WH) U MOJIEPXKKON
TpaHyJIOLUTAPHBIM KoJIoHUeCTUMYTMpyomumM (akropom (I'-KCD).

B nosznnem nepuoae Il (> 33 Hen) TpumecTpa 6epeMEeHHOCTH KEHIIM-
HaM ¢ JIX 1 HanmnureM MoKa3aHuii K rpoBeneHno X T mpeanoYTUTeTbHbIM
SgBIsieTcs nposeneHue nporpamMmMmsl ABVD BHe 3aBUCMMOCTH OT CTaauu 3a-
OosieBaHUS U HaIW4Us (PaKTOPOB HEOIAronpusaTHOro mporHosa. O60cHO-
BaHHOCTb BBIOOpA JAHHOTO MPOTOKOJA CBSI3aHA C HEBO3MOXHOCTBIO CO-
omoctu MexkypcoBble nHTepBajibl BEACOPP-14 B cBs13u ¢ pogamu, 4TO
SBJISIETCS TPUHUUITUAIBHBIM W OCHOBOIMOJIATAIONIMM B Hayaje JIeYCHUS.
ITocre poaoB B ciayyae HEAOCTATOYHOTO MMPOTUBOOIYX0JEBOrO OTBETA MOKA-
3aH mepexoj Ha 060Jjiee MHTEHCUBHBINM MPOTOKOJ TeparuMu.

ITpu Bepuduxkanuu y 6epeMeHHONH WHIOJIEHTHON JTUM@POMBI C TpaHC-
dopmanmeii B IBKKJI B Il u pannem nepuoae 111 tpumectpa 6epemMeHHO-
ctu XT BbIOopa siBisietcs cxema R-CHOP.

ArpeccvBHble TMMQOMbI

1. bepeMEHHOCTh B PEMUCCUU arpeCcCUBHON JUMGbOMBI HE TpeOyeT J0Mo-
HUTEJBHBIX JIEYEOHBIX BMEUIATENBCTB, BEICHUE MALMEHTKU — TI0 aKy-
IIEPCKUM TTOKa3aHUSIM.
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2. B 1 tpumectpe peKoMeHAyeTcs MpepbiBaHUE OEPEeMEHHOCTU IO MEau-
LIMHCKMM TIOKa3aHUSIM B CBSI3U C TEPATOTEHHOCTHIO XMUMUOIIPETapaToB.
OpHako mpu Bepudukauuu auarHosza Ha 10—12-ii Hemene BO3MOXHO
MPOJIOHTUPOBaTh 6epeMeHHOCTh A0 Il TpumecTpa 3a cuer mpoBeneHUs
npendassbl (nekcameTasoH, 4—8 Mr/mM2 B/B) ¢ JalbHEMALIMM IIEPEXOIOM
Ha CTaHIapTHBINI TpoToKoJ X T Tpu YyCIOBUM, UTO TaHHBIMI TIOIXO HE
YXYAIIaeT MPOTHO3 ISl MaTepU.

3. Ha no3gHux cpokax 0epeMEeHHOCTH MPEANOUYTUTEIbHO CHAaYajla BBIMOJ-
HUTbh poIOpa3pelnieHue, a 3aTeM — MPOTUBOOMYXOJIEBOE JICUEHHUE.

4. B I1 u navane IIl tpumectpa 6epemeHHOCTU mpoBoauTcs XT.

B II u pannem nepuoge III Tpumectpa 6epeMeHHOCTH MPU MPOMEXKY-
TOYHOM WIM BBICOKOM pHUCKe IoKa3zaHo mnpoBeaeHue XTI 1o cxeme
R-DA-EPOCH, a B rpynne Huszkoro pucka — R-CHOP.

Ecnu B mpouecce neyeHust y 00IbHOMN TOCTUTAETCS MOJOXUTENbHAS MPO-
TUBOOTIYXOJIeBasl TWHAMUKA, TPOJOJIKAETCS MCXOMHO WHUIIMMPOBAHHBIN
MPOTOKOJ JIEYEHUS 10 PONOpa3pelIeHUS.

Ecnu cpok 6GepemMeHHOCTH MeHee 33 Helelb U €CTb NMPU3HAKK Mporpec-
CUpOBaHUs 3a00JieBaHUS, TMOCIe aHTpalUKIUHcoAepx)auux pexxumoB XT
MOKa3aHO MpoBeJAeHue 2-ii TUHUM Tepanuu mo cxeme DHAP.

Ecnu B mpouecce XT ecTp mokazaHus K WHTEHCU(UKALIMU JIEYCHUS
U CpoK GepeMeHHOCTU 33 Heneau u 6oJiee, TO ONTUMATBbHO OOCYIUTh BO3-
MOXHOCTb POJOPA3PELICHUS C HEOHATOJOraMU U aKyllepaMU-TMHEKOJIOTa-
MU, a 3aTeM MPOBOIUTH UHTCHCUBHBIE Kypchl XT.

Anroput™m BeaeHus mnaunueHTok ¢ JITI3 B mepuoa 6epeMeHHOCTU Mpej-
CTaBJIeH Ha puc. 2.

Crparerus BefeHu1s NaLMUEHTOK C XPOHUYECKUMHU
nenKo3amu 1MMGOMAHON NPUPOAbI B Nepuos
b6epemMeHHOCTH

XpoHUYeCKuit B-KneTouYHbii NUMOoNeinKos

1. BepeMeHHOCTb BO3MOXHA IIPM OTCYTCTBUHU ITOKA3aHWI K HEOTIOXHOMY
Havany neueHus XJIJI. OnruMmanbHa HaOomaTeIbHAs TaKTHKA.

2. lIpn HamMuum ayTOMMMYHHBIX ociiokHeHnit XJIJI (ayToMMMyHHBIE Te-
MOJINTHUYECKAsT aHeMUsI, TPOMOOIIMTOIICHNSI) TIPOBOAUTCS TePAITHS TIIFO-
KOKOPTUKOUIAMH, BO3MOXHO IIPUMEHEHNE PpUTYKCHMaoa.

3. Ilpn HammIuyM MHGEKIUOHHBIX OCI0XHEHUM MPOBOIUTCS aHTUMHUKPOO-
Has, IMPOTUBOBUPYCHASI W IIPOTUBOTPUOKOBAsI Tepamnus (110 ITOKa3aHM-
sIM), TIpUMEHEHNE BHYTPMBEHHOTO MMMYHOTJIOOY/IMHA.
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| JlumconponudcepatusHoe 3a6onesaHne |
I

JNlumchboma XomxkuHa nnm ArpeccuBHas
nHAoNeHTHaa numdoma numdoma
' e
®dakTopsbl L5
He6naronpuaTHOro NporHo3a ; ¢
* B-cuMnTOMBI
* Bulky disease Il TpumecTp Il TpumecTp, X
o |II—IV ctagun 3a6onesaHus > 33 Hep Il TpumecTp | TpumecTp
T ] - < 33 Hep
Het N -
C 10-i4 no 12-10 Hepento
BO3MOXHO npoeefeHune
Ha6ntopeHue npendasbl, ecnu 3To
He yXy[LlaeT nporHos
(KOHTpONbHOE 06CnefoBaHve Ans MaTepn
1 pa3 B mecsL)
| Crabunusauns 3abonesaHns |—>| Pogaebl | | XumuoTepanus | | AbopT |
| XumunoTepanusi | | Pogbl | | XumunoTepanusi |

PucyHnok 2. Anroputm BeaeHust nmauueHTok ¢ JITI3 B mepuon GepeMeHHOCTH.

4. Ilpu BOBHMKHOBEHMU TOKazaHUi K jJedeHuto XJIJI Bo Bpems GepeMeH-

HOCTH BO3MOXHO IIpOBeIecHIE JeiiKonuTadepesa, a TakKe IMpUMeHEHHNE
puTtykcumaba, xjaopambyuuia, uukiaodochamua.

BonocaTokneTo4yHbi NnenKo3

1.

IIpu BKJI coxpaHeHue OepeMeHHOCTU BO3MOXKHO. JleueOHasi TakTuUKa
OIpEeIeISIeTCS CTEIeHbIO IIUTONICHUN U CTUICHOMETAJINM.

. HaGmromarenpHast TakTHKa ¢ KOHTPOJIEM TeMOTPaMMBI 1 pa3MepOoB ceie-

3€HKU SIBJISICTCS] MPEANOYTUTE]IbHOM MTPU OTCYTCTBUU CPOYHBIX ITOKa3a-
HUM K JIEYEHMUIO.

. [Ipu ycyrydmeHUM MUTOIIEHUH, CIIen(UIecKoro TuM@oInTo3a, Hapac-

TaHUM Pa3MEpPOB CEIC3CHKU, MOSIBICHUN MH(MEKIIMOHHBIX OCIOXHCHUN
npuMeHsieTcs nHTepdepoH o B o3¢ 1—3 mutH ME 11/k yepes neHb, Bo3-
MOXHO BBINMOJIHEHUE cIUieHAKToMuu B Il TpumecTpe OepeMeHHOCTH.
ITpumeHeHne puTykcuMabda HekelaTeJIbHO B CBSI3U C ero Majioi 3¢ dex-
TUBHOCTbIO B MOHOTepanuu npu BKJIL.

. [Ipn HeaddekTUBHOCT MHTEep(epoHa o, HApaCTAHWM ILMTOICHUM U

crieHoMmeranuu B 111 TpumecTpe 6epeMeHHOCTU BO3MOXHO IIPUMEHEeHUE
KnagpubuHa, BemypadeHuoda (C 0CTOPOKHOCTHIO, BO3MOXKHO B CHIKEH-
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HBIX 03ax): KinaapuouH, 0,1 Mr/kr/cyT /K wiv B/B, 3—5 BBeACHUI; Be-
Mypadenno, 240 Mr/cyT BHYTPb 10 KyITMPOBAaHUST HEUTPOIIEHUU U TPOM-
OOLMTONEHNHN, BO3SMOXHO B COYETAHUU C pUTYKCUMaboM, 375 mr/m?2 B/B
B BUJE IJIUTEIbHON UHDY3UU.

5. bepemenHocth B pemuccuu BKJI He TpeOyeT NOMOTHUTENbHBIX Jeued-
HBIX BMELIATEJbCTB.

T-KNETOYHbIN IEMKO3 U3 BONbLLMX rPAHYAAPHbLIX TMMGOLUTOB

1. IIpononrauust 6epemeHHoctu npu T-BIJIJI Bo3amoxHa gaxe 1mpu rjyoo-
KOU HEUTPONECHUMU.

2. [Ipy HeoOXOOMMOCTH BO3MOXKHO HCIIOJIb30BaHUE 3aMECTUTEIHHOMU
TeMOTpaHC(PY3MOHHON TepaIuu.

3. [Ipu coxpaHgiomeiics MIyOOKONM LMTOMNEHUM C pPedpaKTepHOCTbIO K
TpaHCY3USIM, TSDKEIbIX WHGEKIIMOHHBIX OCIOXHEHMSIX BCICIACTBUU
HEUTpoIeHU (ITHEBMOHWH, TTUEJIOHEMPUTHI U T. 1I.), MACCUBHOU CILIC-
Homeranuu, B II u 11l TpumecTpax GepeMeHHOCTU BO3MOXHO MPOBEAe-
HUE Tepanuu IuKiIodochaMuaoMm, 1 Mr/Kr BHYTpb 1 pa3 B IeHb, + IIpe-
HU30JI0H, 1 MIr/KT BHYTPb ¢ 1-T10 1m0 30-1if MIEHD ¢ MOCTEIIEHHOM OTMEHOIA,
OPUEHTUPYSICh Ha yIydllleHNe KIMHUYECKONW KapTUHBI, 03 3amaun Mo~
HOI 3paguKalliy OIyXOJIEBOTO KJIOHA.

AJITOPUTM BeIeHUS MAIMEHTOK ¢ XPOHUYECKUMM JIeKo3aMu JTUMGbOU/I-

HOI TIpUPOIBI B TIepHOa OEPeMEHHOCTH TIPEACTABICH Ha puc. 3.

0Oco6eHHOCTU CONPOBOAUTENbHON TEpaNun
NpU NpoBeAEHMN XMMUOTEPANUM NMMPOM

Heo06xonumMo TOMHUTB O BEICOKOM PUCKE TPOMOOTUYECKMX OCJIOXKHEHUH y Oe-
pemMeHHbIX marmeHTok ¢ JITT3 [19], TpebyrolieM mpoBeaeHUsT aneKBaTHON aH-
TuKoarysitHoi tepanuu (HMIT unu HedpaKIMOHMPOBAHHBIM TeMapuHOM).

C uenplo mpodUIAKTUKU HEUTPONMEHMHU I10Ka3aHO UCMOJb30BaHUE
I-KC®.

OCHOBHOI TPMHIIMUI JIeYeHUs] MHOEKIMU y MalMEeHTOK C HeHTpore-
HUEl — SMIIMpUYECKOe Ha3zHauyeHUE aHTUOAKTepHaJIbHBIX IperapaToB U
JajbHelIass KOppeKiius ¢ y4eTOM BBISIBJEHHOro Bo3oyautensi. Haubonee
Oe3omacHbie 1 3(P@PEKTUBHBIE aHTHOAKTEepHaJbHbIe MpernapaTbl B MEPUOI
OepeMeHHOCTU — liedasocnopuHbl. [IpoTuBoMoOKa3aHbl K UCITOJb30BaHUIO:
AMUHOTJIMKO3UAbI, (DTOPXMHOJOHBI, TETPAUMKIMHBI (rmpwi. 1, Tabma. 2).
IIpotuBoBUpycHas Tepanusl (raHUMKIOBUPOM WJIU allMKJIOBUPOM) TTPOBO-
JTUTCS 1O PeIIeHUI0 MEIUIIMHCKOTIO KOHCUIMyMa MpU HaJTUUMU JabopaTop-
HBIX JaHHBIX PEaKTUBALIMM TePIECBUPYCHBIX MHMEKUMN M KIMHUYECKOU
KapTuHbl. [1py HATUYKUKM TOJIBKO JIaOOPATOPHBIX JTaHHBIX PeaKTUBAIIMU Tep-
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XpoHuyeckue nerikosbl naumcongHoi npupopabl (BKJ1, T-BIr 1, XJ11)

BKI, T-BIJJ1: HENTPONEHUS C THKENBIMU MHIDEKLIMOHHBIMU OCIIOXHEHUAMM; aHEMUSA U/Mnn
TpomboumToneHus, pedpakTepHble K TpaHCy3nsaM; HapacTaroLas cnneHomeranus; B-cumntomel
XIJ: runepneikoumnTos; TaXerble MHEKLNOHHbIE OCIIOXHEHNS; ayTOUMMYHHbIE aHEMUS U/UNn
TPOMOOLIMTONEHMS; MACcCMBHAA NMMdageHonaTis unu cnieHomeranus; B-cumntomel

| |
Het Aa
Ha6niogexve i | Il TpumecTp,
(koHTponbHOe o6cnepoBaHne WIS LA Il TpumecT
> 33 He, <12 He, P P
1 pa3 B mMecsL) = A A <33 Hen
Crabunusauus 3a6onieBaHus l—» Pogapi AbopT Cneumdueckas
Tepanus
Cneundwmyeckas Cneundmyeckas Pogb!
Tepanus Tepanusa

Pucynok 3. AIroput™ BeeHUS MAllMEHTOK C XPOHUUECKUMMU JIEUKO3aMU JINM-
¢douaHON MpUpoabl B epuoa 0epeMeHHOCTH.

MECBUPYCHOM MH(MEKIIMU MoKa3aHa TepaIus TOJbKO MMMYHOIJIOOYJIMHOM,
0,5 r/xr B/B.

I1pu BbIsIBIeHUM TPUOKOBOIM MH(EKIIUU TpernapaTtoM BhIOOpa SIBIISIETCS
amdotepunnH B.

O6cneagoBaHne nauUeHToK ¢ auMmdpomMamu B neproa
6epemMeHHOCTH

JlabopaTtopHast nuarHoctuka JII13 y 6epeMeHHbIX HUUeM He OTJIMYaeTcsl OT
TaKOBOW y OCTaJbHBIX MalMeHToB. OMHAKO OEpeMEHHOCTh MPETSTCTBYET
IMOJTHOLIEHHOMY WHCTPYMEHTaJIbHOMY OOCJIeIOBaHUIO, TaK KaK HEKOTOpPbIE
WCCIIeOBAaHUS MIOTEHIIMATILHO TepaTOTeHHBI. MICTI0Ib30BaHUE JIyUYEBBIX Me-
TOJIOB TMaTHOCTUKU MMeeT orpaHnueHue. [1o3uTpOHHO-3MUCCUOHHAST TO-
morpadus, KT opraHoB OpIOIIHOM MOJOCTU U MAJIOro Ta3a COMPOBOXIAET-
Cs BBICOKMM ypoBHeM o0ydeHus mioga [20]. B cBsA3u ¢ 5TUM MOKa3aHo KC-
MOJb30BaHUE aJIbTEPHATUBHBIX MeTOA0B obOciaenoBaHus — MPT u Y3U.
C npyroit cTopoHBI, OEpEMEHHOCTb HE SIBJISIETCS MPOTHMBOIMOKA3aHUEM
K BBITIOJTHEHUIO TPEMTAHOOUOTICUY U TMaTHOCTUYECKOI JIIOMOAIBHOM TTyHK-
uuu. Takum obOpazom, MepBUYHOE OOCIEAOBAHMUE IOJKHO OBITb MaKCH-
MaJIBHO TIOJTHOLIEHHBIM JIJIST OTIpeNie/IeHUs CTanuu 3a0ojieBaHus U GakTopoB
HeO0JIaroNMpUsATHOTO MPOTrHO3a.
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OO0cnenoBaHus 111 OLieHKU 9(POEKTUBHOCTU TepaIruU BbITOJIHSIOTCS CO-
rJ1aCHO TIPOBOAMMOMY IMPOTOKOJY JeueHus, Kaxablie 2 Kypca XT.

OueHKa cocTosiHUA nnoaa

OlieHKa COCTOSIHUSI TUIOAa BO BpeMsl ITpoBeeHusT X T BKIIIoUaeT ucciaenoBa-
HHUE ero ImapaMeTpoB U (DYHKILMI, COCTOSTHHE MaTOYHO-ILIallEHTapHOIO U
IUTOIO-TUTAIIEHTAPHOIO KPOBOTOKA, TOHYyca MaTKu. KccienoBaHus MpoBO-
IaT nocie Kaxaoro Kypca XT. Haunnas ¢ 32-i Henenu 6epeMeHHOCTH He-
00XOIUM €XETHEBHBII KapJAMOMOHUTOPUHT Iiona. Pe3yiabTaThl 00CyXkma-
JOTCSI COBMECTHO C aKylllepaMU-TUHEeKoJoraMu. [Ipu yXymlieHuu CoCTosI-
HUS TJI0Ja HEOOXOAMMO PacCMOTPETh BOIPOC O JTOCPOYHOM POIOpa3pe-
MIEHUU.

Poabl 1 nocnepoaoBbiii nepuoa

HaubGonee 6JaronpusTHBIM U 6€30MaCHBIM METOAOM POIOpa3pelIeHus sIB-
JISTIOTCSI POMIBI Yepe3 eCTECTBEHHbIE PoJoBbIe MmyTu. OmiepaTUBHOE POIOpPA3-
pelieHne JOKHO TTPOBOAUTHCS TOJBKO MO aKyIIepCKUM TTOKa3aHUSIM WU B
YPTeHTHBIX TeMaTOJIOTUYEeCKUX CUTYAlUsIX (€CIM POJAOBBIE TIYTH HE TOTOBBI).

Bo Bcex ciryyasix BpeMsi pofopaspelieHus J0JKHO ObITh OMpeeieHO UH-
JIVBUAYAJIbHO Ha KOHCWJIMYME Bpadyell C yyacTheM aKyllepa-TUHEKOoJIora U
remMaToJjiora, Mo MPUHIIUITY 0€30MacHOCTH Ui MaTepu U 1iona. Ecnu xu-
MUOTepareBTUIeCcKOe JieueHre 3aBepIleHO U B IajibHeIeM He TpedyeTcs,
TO JJISI TOTO, YTOOBI M30€KaTh LIUTOTIEHUH Y HOBOPOXKIEHHOTO, poIopaspe-
IIEHUE OCYIIECTBIISAIOT Yepe3 3 Helen Tocie TTOCIeTHEro BBeIeHUS IIUTO-
craTukoB. Haumbosee Oe3ormacHbIl I TIoJa CPOK POAOpa3pelieHUus B
3TOM cliyyae — 33—34 Henenu 6epeMeHHOCTH.

[Mpu mmaHOBOM TIPEXAEBPEMEHHOM PpOOpa3pellieHn Ha Cpoke Oepe-
MEHHOCTU 24—34 Heaeau, eclii B CXeMe JeUeHUsT He UCITOIb3YIOTCS TJII0KO-
KOPTUKOUJIBI, He0OX0omnMa TTpohUIaKThKa peCIMpaTOpHOTO TUCTPECC-CUH-
JIpoMa Tiona (mekcameTtaszoH, 8—12 Mr/cyt B/B B TeueHue 2—3 mHEi).

pr,ql-loe BCKapmMmanBaHue

JlakTanus B mOCIepOa0OBOM TIEPUOIE MOAABISIETCS B Cllydae HEOOXOTUMO-
CTU TIPOAOJIKEHUS] XUMHOTEPATIEBTUICCKOTO TIPOTOKOJIA, T. K. OOJBITUHCT-
BO IIPOTHBOOITYXOJICBBIX MPETNapaToB MPOHUKAIOT B MAaTEPUHCKOE MOJIOKO.
JlakTauuioo mnpexkpaiiaroT MeAUuKaMeHTO3HO OPOMOKPUNTUHOM WU Kabep-
TOJIMHOM. BpOMOKpHUIITUH Ha3HAYalOT Ha CPOK OT 3 10 14 mHeit, B 3aBUCH-
MOCTH OT BBIPaXXCHHOCTH JIAKTAIIUM: B TIEPBBII IeHb Yepe3 HECKOJIbKO Ya-
COB mocJe pomoB 1o 1,25 Mr 2 pa3a B CYyTKU BHYTPb, Aajiee 1o 2,5 Mr 2 pasa
B cytku. KabGepronmmH HasHavawoT mo 0,5 mr 2 pasa B CyTKM B Te4eHUE
2 mHeil.
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Eciu Her HeoOxoaumocTu IIPOBCACHUA XMMUOTCPAIICBTUYCCKOIO JIEUYC-

HHA, JaKTallud B ITOCJICPOAOBOM IIEpUOAC HE IMOAABIACTCA M TI'PYOAHOC
BCKapMJIMBaHUE JOITYCTUMO.
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[naBa 12.
HenesopepuuutHaa aHemus

y 6epeMeHHbIX

Anuaemunonorus

AHEeMHUST — OTHO M3 HamboJIee pacIpoCTpaHeHHBIX 3a00JIeBaHUI YeloBeKa,
KOTOpoOe, TI0 olleHKaM BcemupHoit opranu3anun 3apaBooxpaneHus (BO3),
3aTparuBaeT A0 2 MUUIMAPIOB YeJIOBEK — OKOJIO 25% HaceneHus 3eMIIn.
PacripocTpaHeHHOCTh aHEMHMHU 3aBHCHUT OT COILMAIbHO-3KOHOMMUYECKUX
YCJIOBUIA B CTpaHe, KayecTBa MUTAHUS, MOPAKEHHOCTH WH(GEKIIMOHHBIMUI
3a00JIeBAaHUSIMA U Mapa3nuToO3aMU, a TaKKe OT HACICACTBEHHBIX (DaKTOpPOB
[1]. HecMoTpst Ha Bce MHOroo0Opasue 3TUOJIOTUYECKUX (PAKTOPOB, IIPUBO-
IOSIIAX K pa3BUTUIO aHEMUH, Te(UIINTHBIC COCTOSIHUS (B YACTHOCTH — JIe-
byt XKemesa) ocTaroTCA TMINPYIONIEH TPUUYMHON aHeMUN KaK B pa3BUBa-
IOLIIMXCS, TaK U B Pa3BUTHLIX cTpaHax [1].

KeHIMMHABI PeNPONYKTUBHOIO BO3pacTa M OcpeMeHHBIC KCHIIWHBI —
OCHOBHAS TPYIINa prcKa Pa3BUTHS Kele30aeUIINTHON aHeMun. OOIeMm-
poBasi pacIIPOCTPaHEHHOCTh AHEMUH Y OEPEMEHHBIX XKEHIINH OIICHUBACTCS
B 41,8%, Bappupys ot 5,7% B CIHIA mo 75% B crpaHax Adpuku [2].
ITo mannbiM Poccrara 3a 2021 r., B Poccun anemust perucrpupyercst y 36%
OepeMEHHBIX KEHIIMH, 0e3 CYIIeCTBEHHOIO CHIDKEHUSI 9acTOTHI 3a00JIeBa-
HUS 3a mociemgHue roabl [3]. Ilpm ToM, MO JaHHBIM MHOTOYHCIICHHBIX
WCCJICIOBAaHUM, B CTPYKTYpPEe aHEMUIA TIpH O€peMEHHOCTHU C OOJIBIITUM OTPHI-
BOM IIpe00IamaroT XKeje301e(UIINTHRIE COCTOSTHUS [4].
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3HayeHne aHeMUU y 6epeMeHHbIX

Hedunur xene3a u xkejae3oae@UUINTHAS aHEMUST HETaTUBHO BJIMSIOT KaK Ha
OopraHu3M MaTepu, Tak M Ha pa3BuTHe TIoga [5].

HeraTtuBHble ClIeACTBUS aHEMUU JIsi MaTepu BKJIIOYAIOT YBEJIMYCHUE
CMEPTHOCTU (IPEUMYIIECTBEHHO — OT MOCJAEPOJOBbIX KPOBOTEUEHMUIA),
yBEJIMUEHUE YaCTOThl MH(MEKIIMOHHBIX OCIOXHEHU U BEPOSITHOCTU Pa3BU-
THUSI TIOCJIEPOAOBOI aenpeccuu [6—8]. YV XeHIIMH ¢ IMOoCIepoaoBoil aHe-
MUEH 3HAUUTENbHO Yallle PErMCTPUPYIOT HapyllleHUe JIaKTalluM U paHHee
npekpanieHue rpyJHoro Bckapmiaupanus [9].

Heb6naronpusTHoe BAMSHKE aHEMUU Ha pa3BUTHE IUIOAA CBSI3aHO C YBe-
JIMYEHUEM YaCTOThl MPEXICBPEMEHHBIX POIOB, HU3KOM MAacCOi IuioAa Mpu
POXICHUM, 3aIePXKKON YMCTBEHHOro ¥ (hM3MYECKOTO Pa3BUTUSI HOBOPOXK-
neHHoro [10—12]. YcraHoBIeHa CBSA3b aHEMUMU C YBEJIUUEHUEM TeprHaTa-
JIbHOM 1 HEOHATaJIbHOM CMEPTHOCTU — B KPYITHOM KOIOPTHOM MCCJI€I0Ba-
Huu n3 Benukooputanuu (BkatouuBiieMm oonee 14 000 6epeMeHHBIX XKeH-
IIMH) TTOKa3aHo, YTO Y XKEHIIMH ¢ KOHLeHTpauuei reMmornoouHa < 100 r/n
PUCK TIEPUHATAJbHOM CMEPTHOCTU IOBBILIAETCS B 3 pa3a (OTHOCHUTEIbHO
JKEHIIUH C KOHLIEHTpalue remoraoouHa > 110 r/i), a puck MepTBOPOXKIE-
Hust — B S5 pas [13].

MeTtabonusm xenesa y 6epemMmeHHbIX

KenesoneuUTHBIE COCTOSIHUSI XapakKTepbl Ui KEHIIUH ACTOPOIHOIO
BO3pacTa U COIPSIKEHbI, B IIEPBYIO OUEPEib, C PEIPOIYKTUBHON (DYHKIIMUEIH:
MoTepeit xkeyie3a ¢ MEHCTPyalusIMu (B 0COOEHHOCTHU Y JKEHIIMH ¢ aHOMAaJIb-
HBIMM MATOYHBIMM KPOBOTCUEHUSIMHU), a TaKKe IOBBIIICHHOM MOTPEOHO-
CTBIO B 3KeJie3e B IepUOIbl 0EPEeMEHHOCTU U JIaKTalluK. []OIOITHUTEIbHBIMU
(hakTOopamMu, CIOCOOCTBYIOIIMMM DPA3BUTUIO AcUIIMTA XKeje3a, SBISIOTCS
OCOOEHHOCTHM MUTaHUS (HU3KOE MOTpeOIeHrEe TTPOAYKTOB KMBOTHOIO IIPO-
HMCXOXIEHUS, COIepKaIINX TeMOBOE KeJIe30), MaTOJOTUs IIIMTOBUIHOM Ke-
JIe3bl, XpOHNYECcKre 3a00JIeBaHUS KeJyI0UYHO-KUIIIEYHOro TpakTa [2].

[MoTpeGHOCTH B Xejie3e pe3KO BO3pacTaloT B IMepHo] OEPeMEHHOCTH —
ot 0,8 mr/meHp B I TpumMectpe no 7,5 mr/meHp B III tpumecTpe. Ob1ue
3aTpaThl Kejde3a Ha HOPMaJbHO IIPOTEKAOIIYI0 OJHOIUIOAHYIO Oepe-
MeHHOCTh olleHuBatoTcs B 1000—1100 mr, u3 kotopbix 300—350 Mr TpeOy-
eTcs Ay (OpMUPOBaAHUS TUIALEHTHI U Ttoga, 500 Mr ucroab3yeTcs st
MHTEHCU(UKALIMA MAaTePUHCKOIO 3pUTPOI033a (KOHLEHTpAIUs 3PUTPO-
nostuHa yaBauBaeTcsad K III TpumecTtpy OepeMEeHHOCTH, a KOJIUYECTBO
SPUTPOLIMTOB U 00BEM ILIa3Mbl YBeJIMUYMBaOTCSA Ha 25% 1 50% cOOTBETCT-
BEHHO) M 0Ko0J0 250 MT 3kejie3a pacxoayeTcsl B pe3yJbTaTe KPOBOIOTEPHU
B ponax [14, 15].
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Apanrtanus opraHu3Ma OepeMEHHOW KEHIIMHBbI K BO3pacTalolleil Io-
TPEeOHOCTH B kejie3e 00ecneunuBaeTcs MyTeM CHUXKEHUS IKCIPECCUU TeNCu-
nuHa B [I—IIT TpumecTpax 6epeMeHHOCTH, YTO ONpeaessieT UHTeHCUdUKa-
LIMI0 BCAChIBAHWUS, PELIMPKYJSILIUU U BbIxoAa xeje3a u3 aemno [15]. Jomo-
HUTEJbHOE TMOBBIIIIEHUE BCAChIBAHUS KeJie3a B IBEHAALIATUIIEPCTHON KUIII-
Ke obecreyrMBaeTcsl MOBBILIEHHON 3KcIpeccueil Oeaka TpaHcmopTepa
DMT-1 Ha anukanibHOW MeMOpaHe SHTEPOLMTOB, a TAKXKE MOBBIIIEHUEM
aktuBHocTU (pepmenta DCYTB, ocyLIeCTBIAIOIETO BOCCTaHOBIeHE Fe3*
no Fe? [16].

Haubosnee akTUBHBIN TpaHCIUIALEHTAPHBINA TPAHCHOPT Xejie3a K IUIOAY
npoucxoautT B III Tpumectpe OepemeHHOCTU. MICTOUHUKOM kene3a s
3TOro mpolecca SBIsieTcs TpaHcheppuH MaTepu, KOTOPBI 3aXBaTbIBaeTCs
¥ TIoTJIoIIaeTcsa pelentopoMm TtpaHncdeppuHa 1-ro tuma (TfR1), pacmoio-
JKEHHbIM Ha amnuKajibHOW MeMmOpaHe cuHUuTHOTpodobiacta. Komriekc
TpaHcheppuHa ¢ perientopoM TfRI1 myreM sHIOIMTO3a MOCTYIMMAET B KIIET-
KY, TI€ XeJ1e30 BBICBOOOXKIAeTCS U MOXKET JIMOO HAKAIUIMBATHCS B IUTALIEHTE
B cocTaBe (peppuTHUHA, TU00 yepe3 (pepponopTUH MOCTYNAaTh B KpPOBOOOpa-
meHue miona [17]. Ipouecc obMeHa Xeje3a y 1mioaa Ha JaHHbI MOMEHT
W3y4eH HEJOCTATOYHO.

KoHueHTpanus cbelIBOpOTOUHOTO (heppuUTHHA, TaK XKe KaK 1 3HAUCHUE Ha-
CBHIIIEHUS TpaHCdeppuHa XKeae30M, MOCTEIIEHHO CHUXAETCI B TeueHue Oe-
peMeHHOoCTH, gocturass MuHnumyma B Il Tpumectpe (mexay 35-it u 38-ii
Henenein) [5].

JlnarHoctuka xene3ogepuunTHON aHEMUU
y 6epeMeHHbIX

Huarao3 xene300eUIIMTHON aHEMUU MOXKET OBITh 3aII0I03PeH Ha OCHOBE
XapaKTePHBIX KIMHUYECKUX TPOSBICHUI W IIOATBEPXKICH pe3yIbTaTaMM
JTabOPaTOPHBIX MCCIICIOBAHMIA.

KnuHnyeckue nposiBneHus

OCHOBHBIMU KJIMHUYECKMMU TIPOSIBIICHUSIMU XeJ1e30Ae(OULIUTHON aHEMUK
apnstiores [18]:

e C1abOCTb, TOJIOBHAsSI 00JIb, TOJOBOKPYKEHUE;

e CHIDKEHHE pabOTOCIIOCOOHOCTH, ILIOXasi MEPEHOCMMOCTh (DU3MYEeCKOM
HarpysKu;

TaxyuKapaus, CUCTOJIMYECKUI IIIyM BO BCEX TOUKAX ayCKYJIbTAallUM CEPILIA;
OJIBIIIKA;

CUHIPOM OCCIOKOMHBIX HOT;

0JIEIHOCTb KOXKHBIX ITOKPOBOB M CJIM3UCTHIX 000JI0YEK;
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e U3MEHEHUSI HOITEeW: JIOMKOCTh, TOMepevyHasi MCYepYEeHHOCTh, BOTHY-
TOCTb;

e V3MEHEHUSI BOJIOC: aJloNelus, TOMKOCTb, TYCKJIOCTb;

e U3MEHEHUsI OOOHSIHMSI M BKyca: MPUCTpAcTHE K 3araxam Jiaka, Kpacok,
alleTOHa, XeJJaHue YITOTPeOIATh B MUIILY MeJ, INIMHY, ChIpble MPOIYKTHI.

JlabopaTopHas gMarHoCTuKa

HuarHos xxene3oaeuiMTHON aHEMUU YCTaHABIMBAETCS HA OCHOBE OOIIEro
(KJIMHUYECKOro) aHajM3a KPOBU U UCCIIEIOBAHUS TTapaMeTPOB METa00IM3-
Ma XeJesa.

CornacHo ompeneneHuto BO3, aHeMuss npu OepeMEHHOCTM IMarHo-
CTUpPYETCSl MpPU CHUXXKEHUM KOHIIEHTpaluu reMoriobuHa menee 110 r/n
B I u III TpumecTpax OepeMEeHHOCTU U TIpU KOHLIEHTpalUU TeMOII00MHA
meHee 105 r/n B II Tpumectpe 6epemeHHocTH [19]. B 3aBUCUMOCTH OT KOH-
LIEHTpallM¥ TeMOINIOOMHA BBIICJSIOT CIEAYIOIIMe CTEIIEHU TSKECTU aHe-
mum [20]:

e 90—110 r/nm — nerkast cTeneHb;
e 90—70 r/n — cpenHssl CTETNEHb;
e < 70 r/n — TsKeNasl CTereHb.

B ob1uieM aHanu3e KpoBU IpU Keae301e(UIIUTHON aHEMUU OTMEYaeTCs
KapTUHa TUIIOXPOMHOM, MUKPOLIMTADHON aHEeMUU, MPU TOM KOJIUYECTBO
SPUTPOLIUTOB MOXET OCTaBaTbCs B Mpelesax HOpMajbHbIX 3HaueHui. Ko-
JINYECTBO PETUKYJIOLMTOB B TUTTMYHBIX CJIyYasix CHUKEHO UJIM COOTBETCTBY-
€T HOpME, PETUKYJOLUTO3 MOXET HaOI0AaThCsl y MAlMEHTOB C KPOBOTEUE-
Husimu [21]. KoaudecTBo TPOMOOLMTOB TOBBLILIEHO MPUOJU3UTEILHO B
30% ciy4aeB xkene30aeUIMTHON aHeMUU. JlOTOJHUTEIbHBIMU MHIMKATO-
paMu keae304e(UIIMTHOTO 3pUTPONo33a SBJISIOTCA IokazaTenau Ret-He
(comep:xaHue reMmoriaodbuHa B perukyinouutax) 1 HYPO-He (nmpoueHT ru-
TMOXPOMHBIX 3puTpornToB). CHIKeHUE TToKa3artess Ret-He menee 30,6 nir
u yBennuenue HYPO-He 6onee 5% cBuneTebcTBYeT O HaIU4Yuu aebuIiuTa
xKenesa [22, 23].

Onpenenstonum J1abopaTopHbIM TeCTOM IS AMarHOCTUKY Xkeje3oaedu-
LIMTHO aHEeMUU SIBJISIETCSl UCClIeOBaHKEe TTapaMeTpoB MeTaboIM3Ma XeJie-
3a, BKJIIOYAIOIIMX KOHILIEHTPALUIO CBIBOPOTOYHOTO (heppUTUHA, TpaHCchep-
pUHa, Xeje3a, OOLIel XKeJe30CBSA3bIBaloIIell CIIOCOOHOCTU ChIBOPOTKM U
pacyeTHOTO MoKasaTesl HachlllleHUsT TpaHcheppuHa keae3oM. ITTocKobKy
KOHIIEHTpAIUsl CBIBOPOTOYHOTO (heppUTUHA B OTCYTCTBUE BOCIAIUTEIbHO-
ro mpolecca KOppeJupyeT ¢ BHYTPUKIETOYHBIMU 3allacaMM XkeJjie3a, 3Haue-
HUe 3TOro nokasateyisi MeHee 30 HIr/MJI SIBJISIETCS KpUTEpUEM TUarHOCTUKU
abcoJoTHOTO AeduumTa xenesa [24—27]. JlonmoJHUTETbHBIMU JIaOOpaTOP-
HBIMU XapaKTEPUCTUKAMU KeJIe301e(PUIMTHON aHEMUM SIBISIIOTCS TO-
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BBILIEHHAsT KOHIIEHTpalMs TpaHcheppyuHa W TIOBBIIICHHBIM IMOKa3aTelb
00111Ie 1l 3Kee30CBSA3bIBAIOIIEH CTOCOOHOCTU CHIBOPOTKU MPU CHUXEHUU Ha-
chlllieHUs1 TpaHcdeppuHa xene3zom < 20%.

PazButuio xene3oneuuMTHON aHEMUU TIPEAIIECTBYET MEPUOJ JIATEHT-
HOTO AeduinTa xeyie3a, KpuTeprueM TUarHOCTUKU KOTOPOTO SIBJISIETCS] CHU-
JKEHUE KOHIIEHTPAIMU ChIBOPOTOYHOTO hepputrHa < 30 HT/MJI TIPU OTCYT-
CTBUM aHeMuHu [28].

Y Bcex GepeMeHHbBIX MAlMeHTOK ¢ aHeMUeil 11e1eco00pa3HO OllEHUBATh
CBIBOPOTOYHYIO KOHIIEHTPAIIMIO KobajaMuHa U (PojIaTOB C LIEJIbIO BhISIBIIE-
HUS TOJIUAEMUIIMTHBIX COCTOSTHUM W BBITIONHATH TOJIHOE OMOXUMUYECKOe
HCCJIeIOBaHUE KPOBU C OLIEHKOU OETKOBO-CUHTETUYECKON (DYHKIIMU TTeye-
HU ¥ HAJIM4YUsI CUHIPOMA 1IUTO/IN3a (UTO HEOOXOIMMO MIJIsI PaBUILHON WH-
TeprpeTanuy NapaMeTpoB MeTaboIM3Ma Xejie3a), OonpeneIeHueM YPOBHS
azoreMuu (11 UCKITIOYEHUS aHEeMUHM, acCCOLIMMPOBAHHON C HapylleHHEeM
(yHKUIMU TOYEK), KOHIIEHTpAlUM OMOXMMHUYECKMX MapKepoB TeMojn3a
(ob1wmii ounupyouH, Henpsimoit ownupyoun, JIIT) [18].

YuuTbiBas TMPUHAIIEKHOCTh OEPEMEHHBIX KEHIIWMH K TPYITe pucka
pa3BUTHS XKesie301e(UITMTHON aHEMWU, OOIINIT aHAJIN3 KPOBU HEOOXOIM-
MO TIPOBOJIUTH BCEM TALIMEHTKAM TIPU TEPBOM OOpaIIeHUM JIJIs TIOCTAHOB-
KU Ha y4yeT Mo OepeMeHHOCTU, Ha 28-ii u 34-i1 Hegenssx 6epeMEeHHOCTH, a
TakxXe B JII0Ooe BpeMs MpU MOSBIEHUU cUMITOMOB aHemuu [29]. bepe-
MEHHBIM XEHIIMHAM C aHEMUEl TTOKa3aHO BBITIOJIHEHUE YIbTPa3BYKOBOTO
ucciaenoBanus (Y3W) miona ¢ gonmjieporpadueit MaTOUHO-ILIalleHTapHO-
ro KPOBOTOKA [IJISI OLIEHKU COCTOSTHUS TIJIOIa M €r0 TeMOIMHAMUYEeCKUX
MOKa3aTesen.

JLOTIOTHUTETbHYIO OIIEHKY KOHIUEHTPAIIMU TeMOTJIO0MHA U ChIBOPOTOU-
HOro (heppuUTHHA I1EJIeCO00pPa3HO TPOBOAUTH POMUIBHUIIAM C OOBEMOM
KpoBoriotepu B poaax 6osee 500 M Ha cienyloliye CyTKUA MOcje poaoB, a
Takxke yepe3 4—8 Hemenb [29].

JleyeHue

TepaneBTHUYECKME MOAXOABI K JCUCHUIO XKeJle30Ae(PUIIUMTHON aHeMun y Oe-
PEMEHHBIX 3aBUCST OT CTEIICHU TSKECT aHEMUM M OT CPOKa OEpeMEHHOCTH.

MepopanbHble Npenaparbl Xenesa

ITpu aHeMUM JIETKOM U CPEIHEH CTEIEHN TSKECTH JieYeHe HaYMHAIOT C I1e-
POpaJIbHBIX MpenaparoB xkeJe3a B 103¢ oT 60 1o 100 Mr 31eMEHTapHOI'O XKe-
Jie3a B coueTaHuM ¢ (hoJIMeBoil KMcioToit B 1o3e 400 MKT eXeTHEeBHO MO0
yepe3 aeHb [30, 31]. PekomeHaaluum Mo MpUMEHEHUIO HU3KUX U CPETHUX
J103 TIpEIapaToB Kejie3a BMECTO PaCIpOCTPAHEHHBIX paHee BHICOKOAO3HbBIX
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pexkxumoB Tepanuu (100—300 Mr/cyT) ocHOBaHBI Ha pe3yJibTaTaX UCCIIENO0-
BaHUs OMOIOCTYITHOCTU TIpeTniapaToB XKeJjie3a B 3aBUCUMOCTH OT UX JI03UPO-
BaHUS U pexuma npuema [32, 33].

B xonme paHmOMM3MPOBAHHBIX MCCIEIOBAHUI OBLJIO YCTAHOBJIEHO, UTO
MpHEM BBICOKMX 03 IperapatoB xeje3a (160—240 Mr/cyr), a Takxke pas-
JieJieHe CYTOYHOW JI03bl TIperapaTa Ha HECKOJbKO TMPUEMOB HETaTUBHO
BJIMSIIOT HA OMOMIOCTYITHOCTD JKeJie3a BCIIENCTBUE PE3KOTO YBEJIMUEHUST CeK-
peuuu TerncuarHa, OJOKUPYIOIIEro BcachiBaHME Kejie3a B SHTEPOLIMTaX B
TeuyeHue ciaenyoomux 48 yvacoB. Hawnyuiive mnokasarend OMOOOCTYMHO-
cTy 3a(uKCHUpOBaHbI TIpU TIpUEeMe MpernaparoB Xxejeza B go3e or 40 mo
80 Mr/cyT (OTHOCUTEIPHOE CHIDKEHHME OMOMOCTYITHOCTM Ha BTOpPOM IIEHB
npuema Ha 20% u 37% COOTBETCTBEHHO), a TaKXKe MPU MpUEME Mpernapara
JKeJe3a yepes JieHb, B TO BpeMs Kak eXelHEeBHBII IMpueM Tpernapara xejesa
B 103e 240 Mr xapakTepu3oBajcsl Haubosiee BbICOKON KOHILIEHTpallueil rem-
CUAMHA ¥ HAaMOOJBIIUM CHUXEHUEM OMomocTymHoCcTU (Ha 45% Ha BTOpOii
neHb npuema) [32]. KpomMe Toro, npuMeHeHue HU3KUX U CPEIHUX 103 Mpe-
MapaToB XeJie3a TM03BOJIsSIeT MUHUMU3UPOBATh YaCTOTY Pa3BUTHS TTOOOYHBIX
3(hbeKTOB, 00YCTOBIEHHBIX BIUSHUEM MpPENapaToB Xejie3a Ha Keayaou-
HO-KWIIICYHBIA TPAKT.

BHe 3aBucuMoOCTM OT cTernmeHU TsKecTu aHeMuu, B | Tpumectpe Oepe-
MEHHOCTU KOPPEKIINS XKee30Ae(UIINTHON aHEeMUU TPOBOMUTCS TIepopa-
JIbHBIMU TIpeTiapaTamMu eJie3a B CBSI3W C OTCYTCTBUEM HaJIeKHOM moKa3aTe-
JIGHOM 0a3bl 0 OE30MMaCHOCTU TPUMEHEHUSI BHYTPUBEHHBIX (DOPM XKeje3a B
3TOM TIepUofe.

JlaTeHTHBIN neduuT xee3a B mepuoa 0epeMeHHOCTH SIBJsIETCS TToKa3a-
HUEM [UIsI Ha3HauYeHWs MepopajbHBbIX MpernapaTtoB xkene3a B go3e 30—
60 Mr/cyT exemHEeBHO 10O 4yepe3 neHb [34].

Ouenka 3(pheKTUBHOCTU TIPUMEHEHMS TIEPOPAIBHBIX TTPETapaToB XeJie-
3a TIPOBOIUTCS Yepe3 4 Helleu Tepariui Ha OCHOBE TWHAMUKY KOHIICHTpa-
MY TeMOTJIO0WHA M CHIBOPOTOYHOTO (heppuTHHA. B KauecTBe ymOBIETBO-
puTebHOTO 3hdeKTa paccCMaTPUBAETCS TTOBBIIIEHNE KOHIIEHTPALIMY TeMO-
mobnHa He MeHee yeM Ha 10 r/1. HambGomee paHHUM MapkepoM 3¢ deK-
TUBHOCTU (heppoTeparnuu, OTEepeXalolnM pa3BUTHE PETUKYJIOLUNUTO3a U
MOBBINIIEHNE KOHIIEHTPAIIMM TeMOTJIIOOMHA, SIBIISIETCSI TIOBBIIEHUE 3HAde-
Hust Ret-He (muHamuka ormevaetcst Ha 2—3-ii aeHb JeyeHust) [22]. B ciy-
yae HOpMajM3alluM KOHIIEHTpAllMU TeMOTJIOOMHA Teparuio TperapaTtaMu
Kese3a 1eecoo0pa3Ho TPOMOJIKUTH 10 BOCTIONIHEHUSI TKAHEBBIX 3aIlacoB
Keje3a (KOHLIEHTPALsI ChIBOPOTOYHOro dhepputuna > 60 Hr/mi).

[MpuumnHaMM He3(DOEKTUBHOCTU TEpaluK TIEPOPATHLHBIMU TIperapaTaMu
JKeJe3a MOTYT SIBJISIThCS:

a) TIpepbIBaHNUE TePAIMU B CBSI3M C MIOOOYHBIMU SIBJICHUSIMU (TOILITHOTA, a0-

JIOMUHAJIbHBIE 0OJIM, 3aIOphl U . );
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0) oOuiIbHasE KpoBoMmoTepsl (Koraa MoTepu KeJjie3a MPeBbIaloT ero MmocTy-
JieHue);

B) CHUXKEHHasi abcopO1us MpenapaToB keje3a B KUIleYHUKe Ha (oHe 3a-
0oJIeBaHUI KeJIyTOUHO-KUIIIEYHOTO TPAKTa;

T') COMYTCTBYIOIIME 3a00eBaHMSI, COMTPOBOXIAIONINECS BOCTIAICHUEM;

J1) OIIIMOOYHO YCTAaHOBJIEHHBIN JUArHo3 xkeyue301e(UINTHON aHEMWH.
B cnyuae oTCyTCTBUS TOBBIIIEHNS] KOHIIEHTPALIMY T€MOTJIOOMHA TIPU J10-

CTUXXEHUM LIeJIEBBIX MoKa3zaTeaeil (peppuTrHa TpedyeTcsl HOBTOpHOE o0cie-

JIOBAaHUE C 11eJIbI0 UCKITIOUEHUS IPYTUX MTPUYMH aHeMUU.

BHyTp1BeHHble npenaparbl Jenesa

BuyrpuBeHHbIe npenapaThbl Xene3a npumMeHsitoress B II u I1I tpumectpax

OepeMEHHOCTH, a TAaKXKe B MOCIEPOIOBOM IIEPUOE B CIyIac aHEMMU TsIKe-

JIOU cTereHM (Ha CpoKe OepeMeHHOCTH > 34 Hemellb JOIMYCTUMO IMpUMEHe-

HYe BHYTPUBEHHBIX IIpernapaToB kKejae3a IIpU aHEeMUM CPEIHE CTEIIeHU TSI-

KecTr). JIOMOTHUTEIPHBIMU IMOKAa3aHUSIMM K Ha3HAYeHUIO BHYTPUBEHHBIX

MpernaparoB keje3a SBistorcs [29]:

e oTcyTcTBHE 3(pdeKTa MU HeJoCTaTOUHBIN 3 deKT Ha (DoHe Tepaltuu Ie-
popaIbHBIMM TIpeliapaTamMu eje3a (IMOBBIIICHUE KOHIEHTPALMU TeMO-
robuHa <10 1/71 yepe3 4 Hemenu TEparuu);

e HeXelaTeJbHbIC SIBICHUS Ha (oHE Tepanuu IMepopabHBIMU IIperapara-
MU XeJe3a (IMIperuMYIIeCTBEHHO MTO00UYHbBIe 3(P(PEKTH CO CTOPOHBI XKEIIy-
JIOYHO-KUIIIEUHOTO TPaKTa);

® HEOOXOIMMOCTDH OBICTPOI KOPPEKIIMK aHEeMUH (HampuMep, TPy HATUIUN
aKTUBHOTO MCTOYHMKA KPOBOIIOTEPH, OOJIBIIIOM CPOKE OEPEeMEHHOCTH).
[IpuMeHeHNe BHYTPUBEHHBIX IIpermapaToB Kejie3a IPOTHMBOIIOKA3aHO B

I TpumecTpe OepeMEHHOCTH, a TakKXe NpPU HAIMIUU WHGEKIIMOHHBIX

ocioxkHeHuit [35]. B ¢Bs3u ¢ prckoM aHahUIaKTUYECKUX peakinii nHQpy-

31M TTapEHTEPATBHBIX IIPETIapaToB XXeJjie3a JOJKHBI ITPOBOAUTHCS B IIPUCYT-

CTBUY MEIWIIMHCKOTO TepCOHaNa ¢ KOMIIETCHIMEH KyIMMPOBaHUsS KU3HE-

YIpOXKaOIWNX MHPY3MOHHBIX OCIOXHEHUA [36].

Ho3a 1 KpaTHOCTh BHYTPMBEHHBIX MH(QY3UI1 TIpermapara xeje3a paccyu-
THIBACTCSI MHAMBUIYAIBHO, UCXOMS U3 CTETICHU TSKECTU aHEMUM W WHCT-
PYKIIMKM K mpernapary (MakcuMaidbHasi WHGY3WMOHHAS 1032 W HedeIbHas
032 MOTYT BapbMpOBaTh B 3aBUCUMOCTH OT JICKAaPCTBEHHOTO ITIperapara).

lFemoTpaHcdy3nMoHHan Tepanus

3aMecTUTebHbIE TPaHC(hY3UU I3PUTPOLIUTCOAEPKAIINX KOMITOHEHTOB KPO-
BU MPU aHEMUU y O€pEeMEHHBIX OCYILIECTBISIOTCS 10 UHAMBUAYATbHBIM I10-
Ka3aHUSIM C YYETOM CTEIeHU TSKECTH aHeMUM (TpaHChy3UU IPOBOISITCS
MpU CHUXKEHUM KOHLEHTpauuu remoriodouHa < 70 r/n), amanTaluy K aHe-
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MWU, HAJTMYUST ICTOYHUKOB KPOBOIIOTEPU U pUCKA JEKOMITEHCAIIUU COTYT-
CTByIOLIEH (B MEpBYlO oOYepedb CEepAeYHO-COCYOUCTON) maTtoioruu [37].
AHeMWUS TSIKENOi cTerneHn y OepeMeHHbIX acCOIMUpOBaHa ¢ HapylIeHUEeM
OKCUTEHAIlUM TII0JA, YTO MOXET SIBJISITbCS OTIEIbHBIM TOKa3aHUEM JIst
npoBeaeHus: remorpaHcdysuu [13].

Npodunaktuka

IMpodunakTuka xene30ne(PUIMTHBIX COCTOSIHUI 3aKJII04aeTcsl B aleKBar-
HOM COaJIaHCMPOBAaHHOM IMUTAHUM C YUYETOM €XeJIHEBHOI MOTpeOHOCTU B
JKeJie3e B3pOcCiioro yejsoBeka Ha ypoBHe 9—15 Mr/cyT (M3 KOTOPOTO BCAChI-
Baetcs okosio 1—2 mr) [38]. HawnydiumuMu UCTOYHUKAMU MULIEBOTO Ke-
Jle3a SIBJISIIOTCSI: KPAcHOE MSICO, CYONMpOAYKTHI (1iesecoobpa3Ho u3beraTh
MoTpedeHUsT TIeYeHU B TIepuoji OEPEMEHHOCTU B CBSI3U C BBICOKOW KOH-
LIeHTpaluell BUTaMMHA A, BBI3bIBAIOIIETO aHOMAJIWM Pa3BUTHS TUIOAA),
MOJLUTIOCKU, 6000BbIe, (hacosb, Opexu, CyXO(PpPYyKThI.

JonosHuTenbHOE Ha3HauYeHUEe MPO(GUIAKTUYECKON M03bl MpernapaToB
xkese3a (30—60 Mr/cyT rmoa KOHTPOJIEM ChIBOPOTOYHBIX ITOKA3aTeeil MeTa-
0osr3Ma xeje3a) ToKa3aHo MalMeHTaM M3 TPYIIbl PUCKa Pa3BUTHS KeJle-
30neULIUTHBIX cocTostHUM [39]:

e TAIMEHTHl C XPOHUYECKUMHU 3a00JeBAHUSIMU KETYJI0YHO-KUIIIEUHOTO

TpakTa, IPOTEKAIIIUMU C Majibabcopouueit;
® JKEHIIWHBI C XPOHUIECKOI KPOBOTIOTEPEH B pe3yJibTaTe MEHOMETPOPPAruii;
e TIAIIMEHTHI C PEHUANBUPYIOIINMHU KPOBOTCUCHUSIMU PA3JIMYHBIX JIOKAJTH -

3annii (HacjenCTBeHHAs TeMopparuyeckasi TeJieaHTMAKTa3usi, OOJe3Hb

Kpona, Hecnieuuduueckuii I3BeHHbINM KOJUT U Jp.);

e JuvIila, COOMIOAAIONINE BETeTapUAHCKYI0 WIN BETaHCKYIO JUETY;
® JIOHOPBI KPOBU.
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[naBsa 13.
AyTOMMMYHHaa remoMTUYECKas

aHemus U 6epeMeHHOCTb

AHeMUS SIBIISICTCS ONHOI M3 HamboJiee pacIpoCcTpaHeHHBIX IIPOo0IeM Hapy-
IIeHWI 3M0POBbS OCPEeMEHHBIX, U €€ MIPUINHBI B OOJIBITMHCTBE CBOEM XO-
poIIIo M3y4YeHHbI (Kelre30aeUIINTHAS aHeMUs, IePUIIUT BUTAMUHOB TPYyII-
nel B, mocTremopparmueckne aHeMuu, remorioonHomatnu) [1, 2]. Pexe
BCTpEYaIOTCs ApYrvMe BapuaHTbl aHEMUM WM UX coueTaHue. B HEKOTOpBIX
pEermoHax CUCTeMaTUIECKH BCTPEYAIOTCS Cydad COUeTaHUSI OEpeMEHHOCTH
C BPOXXICHHBIMUA W HACIIEACTBEHHBIMU TeMOJUTHICCKUMHU aHeMusiMu. Co-
YeTaHNe ayTOMMMYHHOI TeMOJIUTUYECKON aHeMUH 1 OepeMEeHHOCTH J0CTa-
TOYHO PEIKOE SIBJICHNE B IIMPOKON IpaKTUKE.

OnpepeneHune n natoreHe3 ayTOMMMYHHOM
remoMTUYECKON aHEMUM

AWNT'A — 3710 rpymnna peakux npuoopeTeHHbIX 3a00eBaHMil, KOTOpbIEe Xa-
PaKTepU3YIOTCS pa3pylIeHUEM 3PUTPOLIMTOB BCJIEACTBUE U30BITOYHOTO 00-
pa3oBaHUs ayTOAHTUTEN K aHTUIeHaM Ha uMx MeMOpaHe. 3a00JieBaeMOCTb
AWNTA coctapnsier 0,8—3 ciayuaeB Ha 100 000 yenoBek B rof [4]. B m00bIix
BO3pACTHBIX TPYMIIax XKEeHIIMHBI 00J€I0T B 2 pa3a yaiie My>4yuH. [Tuk 3a6o-
JIEeBAEMOCTM MPUXOAUTCS HE Ha JETOPOIHbBIN Bo3pacT, a Ha 50—70 yet [3].
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N3BecTHO, UTO GEPEMEHHOCTh MOXET COMPOBOXIATHCS U3MEHEHUSIMU B
VUMMYHHOI CUCTEME, B TOM YKCJIe ayTOUMMYHHBIMU HapYLIEHUSIMU, BCJIE/I-
CTBUE MPEBBILIEHUS YPOBHS €CTECTBEHHBIX ayToaHTuTen. Y 1 u3 50 000 Ge-
PEMEHHBIX MOTYT MOSBSATHCS aHTUIPUTPOLUTAPHBIE ayTOAHTUTENA, OHA-
KO He y BCeX TaKuX MalueHTOK pa3BuBaercst AVUTA.

B marorenese AUT'A y4acTBYIOT Bceé KOMIOHEHTbl UMMYHHON CUCTEMBI:
ayTOaHTUTENA, LIUMTOKWHBI, CHUCTEMa KOMIUIeMeHTa, darouutsl, B- wu
T-numbouutel, Braoyasg uutorokcudyeckue CD8+, T-peryasitopHbie
CD4+ (peryagrtophble T-numbonutel — Treg) u NK-knetku. Kak u npu
JIPYTUX ayTOUMMYHHBIX 00se3HsX, pazButue ANT'A cBg3bIBalOT ¢ Hapyllle-
HUEM TOJIEPAHTHOCTU K ayTOAHTUT€HAM W HAJIMYUEM ayTOPEaKTUBHBIX B- u
T-xietoxk [5, 6]. DKcrepuMeHTaIbHbIE UCCAEAOBAHUS MTOKA3aIM, YTO IIPU
AWNTA BBISBISIETCS <«OKCUIATUBHBIA CTPECC» PETUKYJOLIMTOB, KOTOPHIE,
KaK W 9PUTPOLIMTHI, MOABEPralOTCs aTake ayToaHTUTEN [7, 8], UTO, BEpOST-
HO, MOXET UMETh 3HAaUeHUE BO BPeMsI OEPEMEHHOCTH.

O6cnepoBaHue u auddepeHunanbHas AuarHocTuKa

AHeMUS TP CHIDKEHUH KOHIIEHTpALMU reMoriioonHa MmeHee 90 /11y 6epe-
MEHHOU TpeOyeT MPOBeAeHUS KOMILIEKCHOTrO 00cienoBaHus (M0 aJiroput-
My, IPUHSITOMY B aKyIlIEPCKOM MPaKTUKE), Kya JOJKHBI ObITh BKJIIOUEHBI:
e 0O0UIMII aHAU3 KPOBU C OMpeneeHUeM JIeMKOUUTApHONH (POPMYJIbL;

e oTpeeieHe KOJIMUECTBA PETUKYJIOMTOB (HE TOIHKO MPOIIEHT, HO U a0-
COJIIOTHOE KOJIUYECTBO);

® SPUTPOILIMTAPHBIE UHAEKCHI: CPeAHUIN SpUTpoLUTapHbIi 00beM (MCV),

cpeaHee conepxkaHue remoriioomHa B sputpouute (MCH), cpennsis

KOHILIeHTpauus remoryodbuHa B aputpouure (MCHC);

AKTUBHOCTb JlakTataeruaporeHassl (JIAT);

dpakuuu ouTupyouHa;

WMMYHOXUMUYECKUIT aHaIN3 KPOBH;

KOMILIEKC MoKa3aTejieil oOMeHa kejie3a: TpaHcheppUuH, GheppuTUH, 00-

111as1 XeJae30CBs3bIBatonasi cnocodOHocTh cbiBOpoTKU (O2KCC), Hachbile-

Hue TpaHcheppuHa xene3zom (HTXK);

e KOHLEHTpalua BUTaMuHa B, u dosnaTtos;

e ICClIeOBaHWE KOaryJlorpaMMbl: MpOoTpoMOWHOBBIN uHAEKC (ITTH),
(mbpuHOTeH, aKTUBMPOBAHHOE YaCTMYHOE TPOMOOIIJIACTUHOBOE BpEMsI
(AUYTB), BomuaHOYHBIN aHTUKOATYJASHT (BA);

e Y3U opraHoB OpIOLIHON MOJOCTU C YKa3aHUEM pa3MepoOB MEUYEHU U ce-
JIE3EHKU.

[Tpu TTOBBITIIEHNW KOHIIEHTPAIIMN HETIPSIMOTO OMIMPYOWHA, aKTUBHOCTH

JIAT v peTUKyI0UUTO3€E, XapaKTePHBIX IS TeMOJIn3a, HEOOXOIUMO TaKXkKe

OIpEeNe/IUTh COJIep>KaHUe TarTorJI00uHa (cHuxdcaemcs npu a000il popme ee-
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Mmoauza). B mocnenyronieM HEOOXOAUMO HE TOIBKO KOHTPOJIMPOBATh MOKa-
3aTeJIM TeMOIJIO0MHA U SPUTPOLIMTOB, HO U MOHUTOPUPOBATH APYrUe Map-
Kepbl remMonu3a (HenpsiMoit ownupyouH, JIIT', peTUKyJIOLUTHI).

OcHoBHBIM nuarHoctuueckum kputepuem AUTA gpasgeTrcsd mojoxure-
JbHag npsMasg npoda Kymbca. Henpssmas nmpoda Kym6ca B OCHOBHOM CBU-
JIETEJIbCTBYET 00 aJNTOCEHCUOWIM3allUu U HEe OTHOCUTCS K TJIaBHBIM Jua-
rHocTuyeckuM kpurtepusim AVUTA.

ITpu mogo3peHrM Ha TreMOJUTUYECKUI XapakTep aHEMUU HEoOXOIUMO
npoBoauTh auddepeHunanbHyo nuarHoctuky AUTA y GepeMeHHBIX cO
CJEAYIOIIUMU MaTOJOTUSIMU:

e HacnenctBeHHble U BPOXIEHHbIE reMOJIUTAYECKUE aHeMuU (chepouu-
TapHas reMoJIUTUYecKass aHeMUsl, MEMOpPAHOTIaTUU, DH3UMOMNATUU, KO-
JIMYECTBEHHbIE Y KAYECTBEHHbIE T€MOIJIOOMHOMATUY, B MEPBYIO 0YePelb
B-tamaccemust). [1pu Bepudukanuu nuarHosa BpoXXACHHONH reMOJIUTHYE-
CKOWl aHEeMUU Ha MPOTSXKEHUU BCErO Mepruoaa 6epeMeHHOCTU MPOBOIUT-
CS1 TOJIBKO 3aMECTUTEIbHAS TePAINUsl JOHOPCKUMU IPUTPOLIUTAMU MO UH-
MUBUIYAIBHOMY MOI0OPY MOA HAOMIOAEHUEM aKyIIePOB-TMHEKOJIOTOB.

e [Ipesxnamncuss u HELLP-cunapom.

e bakrtepuanbHble U BUPYCHbIE MH(EKIIMA — TeNaTUThl, BI3BAHHASI BUPY-
com OnureitHa—bapp, BUY, MukomiazmeHHas.

e TpomboTrueckass TPOMOOUUTONEHUYECKAsT MypIlypa, BPOXICHHAs WU
npuodbpereHHas. diag Bepudukaluy auar{Ho3a MOMUMO TE€MOJIM3a U
TPOMOOILIMTONIEHUY Ba>KHOE 3HAYEHNE UMEIOT PE3KOEe YBEINYECHUE aKTUB-
Hoctu JIJII', mmcToluTo3, oueHka (pU3MKaJIbHOrO cTaTyca u omnpenese-
Hue aktuBHOCTM ADAMTSI3.

e ['eMOJUTUKO-YPEMUYECKUIN CUHAPOM.

o AHTUGDOCHOMUNUIHBIA CUHAPOM U CUCTEMHAas KpacHas BOJYaHKa
(CKB).

e ToKCUYECKUIA WIN JIEKAPCTBEHHBI TEMOJIU3.

e JlumdbonponudepatuBHbie 3ab6oneBaHus ¢ BropudyHoit AUTA u np.

AyToMmMmyHHas reMoaMTUYeCcKas aHemus
n 6epemMeHHOCTb (AaHHble MTepaTyphbl)

[lnarHocTuKa u TeyeHune

B nutepaTtype o4eHb Majio CBeIEHHUI O IIMTEIILHOM HaOIIONeHNH 3a Oepe-
MeHHbIMU ¢ AWTA ¢ aHanM30M MCXOIOB U O0OOILIEHUEM KIMHUYECKUX
JaHHBbIX. [J1aBHBIM 00pa3oM BCTpeuyaloTCsl peAKue OMUCaHusl, He COHep-
XKalye nHGopMauy 00 OTCPOYESHHOM CTaTyce IMallMeHTOK UM POXKIEHHBIX
JIeTeit.
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Camyro 6osbliylo Koropty 6epemeHHbIXx ¢ AMT'A npegocraBuio Mex-
JyHApOAHOE€ MHOTOLIEHTPOBOE MCCAeqoBaHUe, MpoBeneHHoe ¢ 1997 mo
2022 r. B 12 remaronornyeckux ueHtpax Esponsl u CHIA [4]. OCHOBHBIM
KpUTEPUEM BKJIIOUEHUS ObUT yCTAaHOBJIEHHBIN quarHo3 AWMT'A y manueHToK
JNETOPOJAHOrO BO3pacTa Kak N0 OepeMEeHHOCTU, TaK W BIIEPBbIE BbISB-
JICHHBII Ha J1000M 3Tane €€ pa3BUTHUS, BKJIOYask paHHUI MOCIepOa0BbIi
nepuon. OueHuBanu teueHue AVTA y 6epeMeHHBIX, B paHHEM IOCJIepo-
JIOBOM MEPUOJE, a TAKKe MOTPEOHOCTh B JIEUYEHUU U MOCAEACTBUS IS Ma-
TepUu U IUIOJA.

VY 33 u3 546 XeHIIMH pernpoayKTUBHOIO BO3pacTa ¢ paHee YCTAaHOBJICH-
HbeIM auarHo3oM AWTA ObL1o gokymeHTupoBaHO 45 (8%) ciayuaeB Oe-
peMeHHoCcTU B Bo3pacTte oT 21 no 41 roga (cpeaHuit Bo3pact — 32 roja).
B 24 u3 45 cnyvaeB (53%) oTMETWIM pa3BUTHE reMOJIM3a Pa3IMIHOM CTe-
neHu Tskectu. [Mpudem y 10 6epemeHHbIX Habmogancs peuuanus AUTA,
JHUArHo3 KOTOPOW ObLI M3BECTEH 3a[0JIT0 0 TEeCTALMOHHOro Mepuoja.
¥V 11 XeHIIUH reMoan3 BIepBble TMarHOCTUPOBAIN BO BpeMsl OepeMeHHO-
CTU U y 2 — mociie pogopaspemieHus. ¥ 2 u3 13 npu noBTOpHOI 6epeMeH-
HocTu Habmonanu peuuanus AUTA. KilMHUKO-1ab0paTOPHBIX pa3iuduii B
MPOSIBJICHUSIX T€MOJIM3a MEXIY TUMU MallMeHTKaMu He Obuto. MennaHa
KOHIIEHTpaLKU reMorioduHa coctaBuia 64 r/n (31—87), uro nmorpedoBaio
He3aMeIJIUTEeIbHOTO Hayvana JjeyeHus. B OonpmmHcTBe ciyyaeB AUTA
ObUla accolMMpoBaHa ¢ TeIUIOBbBIMU [gG-arrmoTUHUHAMU, XOJIOJOBbBIE
aHTUTENa OOHAPYKEHBI TOJIBLKO Y 2 XEeHIIUH. JIOTOTHUTEIbHBINA U BaXKHBI
KPUTEPUI aKTUBHOCTU JIIOOOTO TeMOJIM3a — UCTOIIEHUE TalTOrIo0uHa —
oOHapyXuiau y Bcex 00JbHbIX ¢ AUUT'A. Bo BTOpYI0, KOHTPOJBHYIO, KO-
ropty BKIOUMIM 48 615 paHee 3M0pOBBIX OEpPEeMEHHBIX, Cpeaud KO-
TophIX TOIbKO y 13 (0,03%) Gblna nuarHoctupoBana AUT'A B mepuon rec-
TalUU.

CornyTcTBylolasi maTojaorus y 8 6epeMeHHbIX Oblja MpeacTaBieHa ean-
HuyHbIMU ciydyasimu CKB ¢ antudochommnuaHbiM CUHAPOMOM, TUTIOTHU-
peo3oM, caxapHbIM auadbeToM 1-ro Tura, Manoit (-tajmaccemueit (n = 2),
MOBBIIIEHHBIM TUTPOM aHTUHYKJIeapHbIX aHTUTeN > 1:160 (n = 3) u aHTHU-
bochomununHeIx aHTUTEN (N = 2), YTO MPUHIUITUATIBHO HE MOBJIUSIO Ha
BbIOOp Tepanmuu. Y 5 MalMEHTOK ObLT TMArHOCTUPOBAH CUHAPOM DBaHCa
(couetanne AMTA ¢ MMMyHHOII TpPOMOOLIMTONICHUEH W/WIN HEUTpoTe-
HUeil). V 5 maiueHToK nuarHoctupoBaiv atunuyHyto AUT'A ¢ orpunare-
JIbHO TipsiMoii mpoboii Kym6ca. ¥V ogHoii n3 Hux AUT'A Gbuta conpsixeHa ¢
IgA-aHTUTETaMu, @ B OCTAIBHBIX CIydasX IMarHo3 YCTAHOBUJIU IOCTE UCK-
JIIOYEHUS BCEX APYTMX MPUUYMH FeMOJIn3a U MOJ0XUTEIbHOTO OTBETA Ha Te-
panuio NIIOKOKOPTUKOUIAMM.
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JleyeHue

B npuBeneHHOM BbIllIe MeXAyHapomgHOM ucciaenoBaHuu [4] npu AUTA,
BBISIBJIGHHOH 10 OepeMEeHHOCTH, BO Bcex 45 cllydasix moTpedoBaoch IMpoBe-
JIeHUE XOTsI Obl OMHOM JTMHUU Tepanuu, a y 13 mauueHToK — ABYX U OoJiee
JIMHUKA Tepanuu (pUTyKcHMMa®d — y 9, LIMTOCTaTUKU — Y 6, CIICHIKTO-
mus — y 5). B 8 ciiyuasix maliMeHTKM yxKe TOoJlydalu JiedueHrue Ha MOMEHT
HaCTyIUIeHUs] OepeMEeHHOCTHU (IJIIOKOKOPTUKOMUIbI — 6, LIMKJIOCIIOPUH — 1,
TTIOKOKOPTUKOMABI M a3aTuonpuH — 1). Y ogHoit GonbHoit ¢ AUTA B
aHaMHe3e BO BpeMsl 0epeMEHHOCTU OTMEYeH peLMIUB UMMYHHOI TPOMOO-
muroneHuun (UTIT), o moBoay 4yero oHa TakxKe mosydaja TJIIOKOKOPTUKO-
unpl. Tepamusi akTUBHOIO IreMOJIM3a B TeCTallMOHHOM TepHoJe BKJIoUasa:
e BO-TIEPBBIX, HEMEMICHHOEC Ha3HAuYeHUE TIIOKOKOPTUKOUIOB (n = 23;

96%);
® BO-BTOPBIX, 3aMECTUTEJIbHbIE TPAHCDY3UU TOHOPCKUX IPUTPOLUTOB (N =

= 14; 58%).

[MpuMeHsUIM ciienyolie BapuaHThl [IIOKOKOPTUKOUIHOM Teparnuu: Me-
TWINPEIHNU30I0H (N = 6) min npeaHu3oioH (n = 18), MeanaHa q03bl KOTO-
poro 6buta 1 mr/kr/cyt (0,5—1,5); B omHOM ciyyae ObUla Ha3HauyeHa 103a
1 r/cyT B TeueHMe 3 IHE.

Pesynbrara ynanoch TOCTUTHYTH Y BCeX OOMBHBIX (15 MOJHBIX OTBETOB U
8 yvacTmuHbIX). MenuaHa BpeMEHU [0 TIOJydeHUs] OTBETa COCTaBMUJIA
14 (7—26) gueit. MenuaHa gauTeabHOCTH edeHnst — 17 (4—80) Hemenb.

OnHoii 6onbHOI ¢ AUT'A, BriepBbie BBISIBIEHHOI BO BpeMs 0epeMeHHO-
CTH, IO POAOpa3peIlIeHNs] MPOBOAMIACH TOJIBKO 3aMeCTUTEIbHAsI TpaHChy-
3MOHHAsI Tepalys SpUTPOLIUTAMU JOHOPA, a MPOBEACHUE CIIEHM(UIECKOro
JIe4eHUs ObUIO OTJIOXEHO J0 IMOCAEPOIOBOTO MEPHUOIA.

BuyrpuBenHbliit uMmyHornooynuH (BBUT) nmpumenunu B 7 snusogax
remosu3a (6 — BO BpeMs OepeMEHHOCTH U | — B ITOCJIEPOIOBOM IEPUOJIE).
Bo Bcex ciyvasx, KpoMe OJHOTO, YpOBEHb reMOrJIoorMHa ObLT Huke 80 /1.
Hosst BBUI konebdanuck ot 0,4 r/Kr B TeueHUe 5 fHEH 1o 1 T/KT B TeUeHUE
2 nHeit. Y Bcex nauueHToK BBeaeHrue BBUI coueranoch ¢ rIIOKOKOPTUKOM-
JaMU, YTO 3aTPyIHSIET OLICHKY 3(PDEKTUBHOCTH KaXKIOro IpernapaTa B OT-
JEJTbHOCTH.

B 8 cinyuasx (33%) npoBoawiach IpodHIaKTUKAa TPOMOO30B B CBSI3U C
AKTUBHBIM T€MOJIM30M, paHee IIPOBEICHHOM CIJICHIKTOMMUEH, BBISIBICHUEM
aHTU(HOCHONUIIUAHBIX aHTUTEJ, C OTATOLIEHHBIM aKyIIepCKUM aHaMHE30M
VI KOPOHABUPYCHOM MHpeKuuei (4 monyyaau renapuH; 2 — acliupuH U
2 — ux coueraHue) [4].

Y 9 xenmuH ¢ peuuauBoM AWT'A B recTalilmiOHHOM TIepUOJE TEMOJIU3
COXpaHsUICs U Tociie poioB. B mociaeponoBelil eproa oHU MoJydaiu TJIo-
KOKOPTUKOUIBI C pUTYKCUMa0OoM (n = 4), peKOMOMHAaHTHBIN 3pUTPOIIO3TUH
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(n = 2) u uukocnopuH (n = 1), 6e3 BUAUMOTO BIUSHUS HA MPOAOJIKUTEb-
HOCTb TeMOJIN3a.

Bbi6op u 6e3onacHocTb Tepanuu AUTA npu 6epeMeHHOCTH

B kauecTBe 6e3omacHbIX MeToAoB JieueHust AUT'A y 6epeMeHHBIX Hauboiee
4acTO MPUMEHSIOT Tepaluio rioKokoptukouaamu, BBUT u 3amectuTesnnb-
HbIe TeMOTpaHChy31H.

I'moxoxkoptukounsl (1 Mr/Kr/cyT B mepecyeTe Ha MPEIHU30JOH), Kak
MPaBWJIO, SIBJISTIOTCS TIEPBOM JIMHKMEH Teparuu, OJHAKO OJHO3HAYHBIE PEKO-
MEHIAIMM OTHOCUTEILHO BTOPO U TTOCIEAYIOIIMX JIMHUM Teparnuu y oepe-
MEHHBIX Ha JaHHBII MOMEHT OTCYTCTBYIOT. [1pn Hea(hHEKTUBHOCTH TITIOKO-
KOPTMKOMIOB BBIOOP BTOPOM M MOCJIEAYIONINUX JUHUNM Teparuu OCYIIeCTB-
JISIETCS UHAMBUIYaJIbHO, IPUHUMASI BO BHUMAaHME TSDKECTh aHEMUM, COCTO-
sSIHUE TIJI0Aa, CPOKU OEpeMEeHHOCTHU U COIMYTCTBYIONIYIO MaTogoTuio [22].

[Ipn pe3ucTeHTHOM TeMOJIM3e, YIPOXAaloIlleM HOPMaJlbHOMY Pa3BUTHUIO
IUIOla, MOIYCTHMAa Tepanusl BBICOKMMU J03aMM TIJIIOKOKOPTUKOMIOB
(mynbc-Tepanus MeTUANpeaHu3onoHoM, 500 Mr/cyT B TeueHue 3—35 aHeit)
¢ TpaHC(hY3USIMU SPUTPOLIMTHOM B3BECU MO WHIWBUAYAIBHOMY IOAOOPY
WIM Ipyras KOMOMHUpPOBaHHas Tepanus —uobasieHue BBUT, azatnonpu-
Ha WIK MPOBEICHUE CIUIEHIKTOMMMU.

Yacrora otBeta Ha Tepanuto BBUI B no3e 0,4—0,5 r/Kr/cyT B TeueHue
S mHeii coctaBisieT 40% [23]. Heob6xoauMo IMMOMHUTB, YTO OTBET Ha Tepa-
MU0 UMMYHOTJIOOYJIMHOM SIBJISIETCS KpaTKOBPEMEHHbIM (2—4 Hedenau), B
CBSI3U C YeM 3TOT METOJ JIeYeHHUsI, KaK MPaBUJIO, MCIOJb3YIOT B KauyeCTBe
BPEMEHHOTI'0 CPEJCTBA C 1Iebl0 KyITUPOBaHUSI FTeMOJiM3a 10 Havaja claeaylo-
1LIeTO 3Tara JjiedeHusl (CIIEHIKTOMUS, pUTyKcUMab u ap.) [24].

B GonbmmHcTBe ciyyaeB 6epemeHHOCTU Tipu AMTA, Kak U nipu Bpox-
JEHHBIX (popMax TeMOJUTUYECKUX aHEMUI, TpaHC(HY3UM 3PUTPOIIUTCONEP-
JKalluX KOMITOHEHTOB KPOBU TpeOyIOTCsS 3HauuTesbHO damie (58%), dem
IpH TeX e 3a00JieBaHUsIX B OTCYTCTBHE OepeMeHHOCTH. Tsikesiass aHeMMsT
MOXKET IPUBOAUTH K YMEHBIIEHUIO 00beMa aMHUOTUYECKOI XKUIKOCTH, Ba-
30WISITALIMU 1iepeOpabHBIX COCYIOB ILUIOAA, HapylUIEHUSIM CEepAeYHOIO
pUTMa M aHTeHaATaJIbHOI rubenu 1iona. B ¢Bs3u ¢ aTuM TpaHChy3MOHHYIO
3aMECTUTEIbHYI0 Tepaluio B TeCTAllMOHHOM IIepUOAE CJIeayeT IMPOBOIUTH
M0 MOKa3aHUSM KaK CO CTOPOHBI MaTepH, TaK 1 CO CTOPOHHKI Toda [11, 12].

Putykcumad, KOTOpHBIi MIUMPOKO U 3(PPEKTUBHO UCIOJIb3YIOT MPU PE3U-
cTeHTHBIX opMax AWT'A, mpoxoauT yepes MialieHTapHbIA 6apbep U MOXET
BBI3BaTb CHUXKEHUE KojqndecTBa B-numdoruros y mioga [4, 13, 17].

CornacHo kiaccupukauuu FDA, putykcumad npu OGepeMeHHOCTHU
OTHOCHUTCS K IpernaparaM kateropuu C, omHaKo HanboJjiee KpyImHbIe UCCIe-
JMOBAaHUSI M CUCTEMATUYECKUII 0030p He ITOKa3aJd YBEJWYEHMSI YaCTOTHI
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HEeOJIATONMPUSATHBIX KCXOMOB OEPEeMEHHOCTU WM HEraTUBHOIO BIUSHUS
putykcumaba Ha pasputue ioga. Konuuectso B-numdouutos BoccTaHaB-
JIMBAJIOCh y BCEX HOBOPOXIEGHHBIX K 6-My Mecsiy XusHu. Heobxomumo
TMOMHMUTb, UTO B cilydyae JUMGOACTIICHUN HEOOXONUMO OTIOXUTh BaKI[MHA-
LIMI0 HOBOPOXKIEHHOTO XWBBIMU BaKLIMHAMU A0 BOCCTAHOBJIEHUSI KOJUYE-
ctBa B-numdouutos [4, 14].

Db dektnBHOCTh puTykcuMmaba npu AWTA mocturaer > 80% [22].
VY 6osbHBIX 0€3 auMdornpoaudepaTUuBHbIX 3a00JeBaHU BO3MOXKXHO MPU-
MeHeHue 6oJiee HU3KMX CyMMapHBIX 103 pUTYyKcuMada — 375 mr/m2 1 pas
B Henesto B TeueHue 2 Heaenb (1-i u 8- nHu) unu 100 mr 1 pas B Henesto
B TeueHue 4 Heaelb — 0e3 MoTepu 4acTOThl JTOCTUXEHUST OoTBeTa [25].

MenuaHa AOCTUXKEHUS OTBETa HAa TEPANUIO0 PUTYKCUMAOOM COCTaBJISIET
4—5 Henesb, B CBSA3U C YEM ITOT METOJ, JICUEHUS HE TTOAXOAUT JJIs1 9KCTPEH-
HOTO KYMUPOBAaHUS FeMOJUTUYECKOTO KpU3a, OJHAKO MOXET UCIOJIb30Ba-
ThCSl U1 JOCTMKEHUS CTOMKOW pEeMUCCUU MOCje MPOBEIECHHOW Tepanuu
nepBoi JuHuU [22].

N3BecTHO, 4TO Yy GEpeMEHHBIX C OPTOTONMUYECKMMU TPAHCIUIAaHTATaMU
OpPraHoB 0€30MacHO MPUMEHSETCHd UUKIOCHOPUH, a3aTUOINPUH, a TaKXKe
BBICOKME J03bl METUJIMPEAHM30I0HA B COYETAaHUHU C azaTuonpuHoMm [9, 10].
DTOT MOJOXUTEJbHBIN OMBIT ONMPABAbIBAET Ha3HAUYCHUE TaHHBIX Mpenapa-
TOB B CJIOXHBIX ciydasix peuuauBa AWMT'A nipu 6epeMeHHOCTH.

OcnoxHeHusi 6epemeHHocTn npu AUTA

B npuBegeHHOM BBIIIE MEXIYHAPOIHOM MCClIeToBaHUU [4] OCITOXKHEHUS Y
Marepu OTMedeHbI B 7 u3 45 ciydaeB 6epeMeHHoCTH (15%): mpexkaeBpeMeH-
HOE OTXOXIEHHE OKOJIOIIONHBIX BOI (n = 1), oTcioiika IiameHTs (n = 1),
npeskinamiicus (n = 2), Tsekenoe tedeHne COVID-19 Bo BpeMst ”MMyHO-
cynpeccuBHOM Tepanuu (n = 1), mocieponoBas uHdekus (n = 1), meyeHod-
Has kKonuka (n = 1). [IpumevaTenpHO, YTO B 5 U3 7 CIyd4aeB OCIOXHCHMUS
pa3BWIKCh Ha (DOHE aKTUBHOIO remMosiu3a. Tak, 5 u3 6 ciyyaeB HeBbIHAILIM-
BaHUsI MPOU3OIUIN Y XXeHIIUH ¢ pedpakTepHoit AUT'A, y KOTOpBIX Tak U He
yIaJI0Ch TOCTUTHYTH IMOJTHOTO OTBETAa HAa MPOBOIUMYIO TEpaIHIo.

Tskeapie OCIOXHEHMS, KaK y MaTepH, TaK M Y TUIOAA, TJIABHBIM 00pa3oM
HaOmomanch Ha (poHe aKTUBHOTO remMonn3a. OMHAKO eC/IM OCIOXKHEHUS Y
caMoii OepeMeHHOII ObLIM COIOCTaBUMBbI C KOHTPOJIbHOI TIPYMIION, Tae
MMEETCsl 3aBUCMMOCTb OT COMyTCTBYIOLIMX 3aboneBaHuii (0,07—37%) [16,
17], To OCIOXHEHUSI CO CTOPOHBI I1oaa (22%) BeTpedaluCh 3HAUUTEIbHO
yalie, Y4eM B KOHTPOJIbHOI rpyre (5%) [16, 18, 19]. Tak, 3amepiiue Gepe-
MEHHOCTH, MEPTBOPOXKAeHUE oTMedalnuch B 4% ciydyaeB (1 B 11% ciiyyaeB
OepeMeHHOCTe, MPoTeKaBIINX Ha (DOHE TeMOJIN3a), B TO BpeMsl KaK B KOH-
TPOJIBHOM TpyIIie ciaydaeB rmoenu ruioga He Obio [4]. TMockonbky IgG
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MPOHUKAET Yepe3 IJIALeHTY, Y JeTei MOXKET HaOIIOAaThCs TTOJOXKUTEIbHAS
npsimas rnpoba Kym6ca u remosus (59% HoBopoxaeHHbIX). Kpome Toro,
BBICBOOOXIEHNE CBOOOMTHOIO TeMOIJIOOMHA M MCTOIIECHWE 3aIlacOB OKWCHU
azota (NO) BO BpeMsl 3IM30/I0B reMoJin3a JTOMOJHUTEIbHO CIIOCOOCTBYET
MOBPEXKICHUIO SHIOTEINS, MUKPOTPOMOMPOBAHUIO 1 HapyIIeHUIO (yHK-
1y miaueHTel npu AUTA.

CoOCTBEHHbIE HAbNOAEHUSA

B ®I'BY «HMMUII rematonornm» Mwun3snpaBa Poccun (2004—2023 rr.)
y 3 mauueHToK ¢ auarHo3oM AWMTA ¢ mojoxurtenbHOU mpssmMoii mpoboit
Kym6ca 6put0 3acdukcupoBaHo 7 6epemeHHOCTeil. Bo3pacT mauueHTOK K
MOMEHTY Pa3BUTUS OEPEMEHHOCTU COCTaBWJI 22—27 JIeT, NPOJOIXKUTEb-
HOCTb 60Jie3HU OT 2 10 5 jeT. Bo Bcex ciyyasix U Ha BCeX ATarax JIeueHUs
COXpaHslach TOJOXUTeNbHas mpsimasg npobda KymbOca, maxe Bo Bpewms
MPOJOIKUTENbHON peMuccuu. Y 2 TalMeHTOK MepBas OepeMEeHHOCTb
npoTeKana Ha (hOHE COXPAHSIOIIETOCS reMOoIn3a U Oblla MpepBaHa Ha paH-
HeM cpoke (1 MeaguumHckuii abopT U 1 BeikuAbiin). CiydyaeB nepBUYHON
nuarHoctuku AUTA Bo BpeMs 6epeMeHHOCTUM He Hadsonanu. Pazsutue
5 HOpMaJILHO MPOTEKAIOIIMX OepeMeHHOCTel HaOMoaaIu Y 3 NalueHTOK
1nocJjie TOCTUKEHUS MTOJTHOTO KIMHUKO-TeMaTOJOTHYECKOro OTBETa, CoOXpa-
HSIIOIIETOCS Ha MPOTSIKEHUM He MeHee 6 MecsieB (6—24). Bcem Tpem
XKEHIIWHAM IS JOCTUXEHUWS PEMUCCUM paHee pedpakTepHOi (Hopmbl
AWTA notpeboBajioch NpoBeeHUe 3 TUHUUN Tepanuu, BKIOYask CIIJIEHIK-
TOMUIO U pUTyKcuMao. [IpepbIBaHUS reMojin3a Ha MPOJOJIKUTEIbHBIN Te-
PUOJ YAATOCh TOCTUTHYTh TOJBKO Tocie 2—3 KypcoB pUTyKcMMada, Kax-
JbIIA U3 KOTOPBIX COCTOSUT U3 2—4 eXeHeleJlbHbIX BBEICHUI Mpenapara B
(ukcupoBanHoit 1o3e — 500 Mr B/B KamnenabHO. Peaykiinst KypcoBoii 10351
ObUTa OOYCJIOBJIEHA OTCYTCTBUEM JuMbonponaudepaluu U MpoOBeIeHHON
CIUIEHIKTOMUEH. AJEKBaTHOCTb J03bl pUTYKCUMaba OLIEHUBAIU MO UCYE3-
HOBeHUI0 u3 KpoBu B-mumdouutoB ¢ skcnpeccueit CD19+ u CD20+.
B cBsI3U ¢ OTCYTCTBMEM MPU3HAKOB PELIMAMBA TeMOJIM3a HE TOJBKO Ha MIPO-
TSKEHUM BCETrO TeCTAallMOHHOTO TMepuoAa, HO U TOocie poAaopa3pelieHus
VMMYHOCYIIPECCUBHAsl Tepanusi He MpoBoAuachk. JIByM OOJIbHBIM POIO-
pa3pelreHre MPOBOIWIM ITyTeM KecapeBa ce4eHus (Mo aKylIepCKUM MOKa-
3aHUSIM), Y OOHOU MallUeHTKU 2 POAOB YEPE3 €CTECTBEHHbIE POAOBbIE MYTU
npouuiu 6e3 ocI0XHeHUul. B TeueHure Bcero nepuoa rectaliiu Obuia mpo-
JOJIKeHa Tepamnusl aleTUICAUTUIIUIOBOM KUCIOTON U amnuKcabaHOM, Haya-
Tasl MOCJIe CTIJIEHIKTOMUU B CBS3U C TTIEPEHECEHHBIM BEHO3HBIM TPOMOO30M
U acIUIEeHUYEeCKUM TpomOounTo3oM. ComocTaBisis Halld HaOMIOIECHUS U
OIyOJIMKOBAaHHBIE NAaHHBbIE MHOTOLIEHTPOBOTO uccileqoBaHust [4], Mox-
HO MPUWTU K BBIBOAY, 4TO AuarHo3 AWT'A mpu OTCYyTCTBUM aKTUBHOIO
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reMoJin3a He TPeTsITCTBYET HOPMAJIbHOMY Pa3BUTHUIO M MCXOIYy OepeMeH-
HOCTH.

JuHamMuueckoe HaOIOIeHE BHE OEPEMEHHOCTH MMOKAa3aJI0 BOCIIPONU3BO-
JIMMOCTD TTOJIOKUTETLHOTO OTBETA TIPU MTOBTOPHOM BBEIEHUU PUTYKCHMMaba
U yIJIMHEHWE TepuoJa PEeMUCCUM TOce KaXAOoTo CJemylollero Kypca.
VY ABYX NMAlMEHTOK MOCe 3 KypcoB pUTYKCUMaba Ha MPOTSKeHUU 3 U 6 JieT
He HaOMIoAaIv PELMAMBOB reMosin3a. Y OfHOW U3 OOJbHBIX uepe3 2 roma
rnmocjie TepBbIX poaoB Havano peuunuBa AMTA (remornobun — 86 1/,
JIAT — 524 en/n, perukyaountro3 — 3,5%, runeponaInpyoOuHeMUsi, «UCTO-
IIeHWe» TallTONIOONHA) KyIHUPOBAaJIM ITOBTOPHBIM KYpPCOM PUTYyKCHUMaOa.
Bropast 6epeMeHHOCTb, pa3BuBILIasics yepe3 16 MmecsieB, mpoTekana 6e3
OCJIOKHEHUI M 3aKOHYMJIACh TUIAHOBBIM BTOPBIM KECapeBBIM CEYEHHEM
(37-s1 Henens).

Bce netu ponuinck ¢ HOpMaJIbHBIM BeCcoM B cpok 37—39 Henenb, 6e3 Ka-
KUX OBl TO HU OBUIO OCJIOXHEHUI. B mociepomoBoM Mepuoie 3HAYMMBbIX
OCJIOKHEHUI y poawibHULL He Obuto. [Ipu poxnaeHuu y aeteit aHeMus: He
oTMeuyanach. ¥ 2 HOBOPOXIEHHBIX Tpsmas npoba KymoOca Oblia oTpuua-
TenbHO. Ha naHHBI MOMEHT Bo3pacT S neTeit coctapisieT oT 3 go 13 ner.
Bce netu 310pOBHI.

3aKiyeHue

OCHOBBIBasICh Ha pe3yJIbTaTaXx MHOTOJIETHETO MHOTOLIEHTPOBOIO UCCIIENO0-
BaHUSA [4] U COOCTBEHHBIX HAOMIONECHUSX, MOXHO TMOJABECTU CIEAYIOLIUIA
WUTOT:

1. AUTA, BnepBbie BbISIBJIEHHAs] BO BpeMsl OEpEMEHHOCTH, BCTpedyaeTcs
penko.

2. [Ipu AWUTA, nuarHOCTUPOBAHHOW 1O OEPEeMEHHOCTH, TeMOJUTUYECKUIA
KpU3 Ha paHHUX cTanusix rectauuu — B [ u Il TpumecTpe — ompenensier
HEOIaronMpUsITHBIN MTPOTHO3 JJIsT pa3BuTU mmiona. B 33,3% ciydaeB oT-
Meuaju TIPeXIeBPEMEHHBIE POMIBI U/WUIU MEPTBOPOXKIECHHOCTD.

3. B 6oabimmHcTBe ciaydyaeB AUT'A, nuarHocTupoBaHHas 10 recTaluuu, Mpo-
SIBJIIETCS HA TIO3[IHUX CTAAUSIX 0EPEMEHHOCTU U PEAKO YXKe MOocye POa0-
paspeienus (depe3 4—6 Hem). I[Ipy MOBTOPHBIX OEPEMEHHOCTSX 4aCTO
HaOIIOAAI0OTCS PEUUIUBEI TEMOJIN3a, TPeOyIoIe JeUEHUS.

4. YacToTa reMoyin3a y HOBOPOXIEHHBIX OT MaTepu C pedpakTepHOU UIu
peuuausupymoieit gopmoii AUTA sBisieTcss KIMHUYECKM 3HAYUMOIA,
TMOCKOJIBKY ayTOaHTUTEJa MOTYT MPOHUKATh Yepe3 IUIAleHTY.

5. YHacrora HabmoneHus 3a OepeMEHHON C YCTAaHOBJIEHHBIM KOrma-anbdo
nuarHo3oM AWTA onpenensieTcss He TOJIbKO KIMHUYECKUM CTaTyCOM Ta-
LIUEHTKU. B mepBy1o odepenb BaXHO HAJIMYUE WIM OTCYTCTBHUE MpPU3HA-
KOB aKTMBHOCTU TeMoJjiM3a Ha Bcex sramnax recrauuu. HeobxommmocTb
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JUHAMUYeCKOro KoHTposis Bo3pactaet B III Tpumectpe GepeMeHHOCTH,

Korja OoJiblliee 3HAUEHUE TOKHO YACHSITHCS COCTOSIHUIO TJI0MA.

6. Tlpu 3HAYMMBIX KIIMHUKO-J1abopaTopHbIX MpudHakax AV T'A 601bIIMHCT-
By OepeMEeHHbIX OTpeboBaiach CTaHAApTHAs Tepanus MepBoi JTUHUU —
[JIIOKOKOPTUKOUBI. BriOOp mpenapaTa, MyTh BBEAEHUS W NO3bI (CTaH-
JlapTHasl 03a MPEeIHU30JIOHA WIW 3-AHEBHAS MyJIbC-Tepanusi MEeTWJI-
peaHu3oioHoM, 500 MT/cyT), a TakKKe TIPOAOJIKUTEIBHOCTD Kypca Jieue-
HUS B KaXJIOM CJlyyae pelraeTcs BpaueOHOM KOMUCCUE MHINBULYAJTbHO
U 3aBUCUT OT CTEMEHU MAKCUMAaJbHOTO CHUXEHUS CONEp>KaHUS TeMO-
[JIOOMHA, KIMHUYECKUX TPOSIBJICHUN aHEMUYECKOro CUHIpPOMa y Marte-
pU, HO TakKXe, U B HEMEHbIIIE CTeNeHU, OT COCTOSTHUS TUIOAA.

7. TpaHchy3uu 3pUTPOLIUTHON B3BECU, MPOBEAEHHBIE O0JIee UeM Y MOJOBU-
HbI OOJIbHBIX, HE MTPUBOIWIN K OCJIOXHEHUSM U MPU3HAHBI O€30MacHbBI-
mu [4].

8. B OONBbUIMHCTBE CiyyaeB TMepeIMBaHUE IPUTPOLUTCOAEPKAIIUX KOM-
MMOHEHTOB OEpPEeMEHHOI KEHIIMHE CJeIyeT MPOBOAUTh MO MOKA3aHUSM
co ctopoHbl wiona. Llenmecoobpa3Ha OlleHKa COCTOSIHUS TUTOAA B IMHA-
MUKE C TpoBeAeHUEM (HEeTOMETPUHU, MOMNIIJIEPOMETPUU, KapAUOTOKO-
rpadunm CorjacHO peKOMEHOALMSM aKyllepoB MPU aHEMUU OepeMeH-
HbIx [20, 21].

9. Putrykcumab 10 cuMX MOp OTHOCUTCS K pa3psiay Tepanuu «off-label» mpu
AWTA 1 MoxeT Ha3zHavyaTbes O noctrxeHus pemuccun AUTA nocie
TIIATEJbHON OLIEHKUA COOTHOIIEHUSI PUCKA U TOJIb3HI.

B uenom nutepaTypHble CBEIEHUS U PE3yJIbTaThl COOCTBEHHBIX KJIUHU-
YeCKUX HAOMIOACHUN MO3BOJISIOT OLEHUTh BEPOSITHBIE UCXOIbl OepeMeH-
Hocteli mpu AUTA. HecMoTpst Ha OTCYTCTBUE YETKUX PEKOMEHIAIUU IO
BEACHUIO JAaHHOI KaTeropuu OOJIbHBIX, MOXHO 3aKJII0UUTh, yTo AVTA He
SIBJISIETCSI HEMPEOJOJUMBIM MPENITCTBUEM K HOPMaJbHOMY BBIHAIIWBA-
HU1o 6epeMeHHocTU. Ha nmyuinve nucxonasl 66peMeHHOCTH, HE OTJIMYAIOIII -
ecs OT O0LIEel MomyJIsIUU, MOXKHO PACCYUTHIBATh y MALIUEHTOK C AJIUTEb-
HbIM YaCTUYHBIM WIU TOJHBIM KJIWMHUYECKHUM OTBETOM, ITO3BOJISIOIIUM
BO3JEPXkKaThCs OT KaKoW-n1ubo momaepxkuBatolieid Tepanuu. OQHAKO Taxe
B 3TOM CJIyyae HEOOXOAMMO TMHAMUYECKOE HAOIIOAeHUE 3a MAIUEHTKON ¢
paHee ycTaHOBAEeHHBIM AuarHo3oM AMTIA. TpebyeTcss MOHUTOPUHT He
TOJIBKO OOWIEro aHajin3a KPOBU, HO TaKXe BCEX JJaOOPaTOPHBIX MOKa3aTe-
JIell aKTUBHOCTU TeMOJIM3a, a B KAYEeCTBE CKPUHUHTA OIpeIe/ieHhe aKTUB-
HOCTHU rantorjoouHa. [1pu Mameiimux nmpru3Hakax peuuanBa reMoan3a 3To
TMO3BOJIUT CBOEBPEMEHHO BBIOPATh ONMTUMAIBHYIO TAKTUKY JIEYEHUS C y4e-
TOM BO3MOXKHBIX OCJIOXKHEHUI CO CTOPOHBI MaTePU U IIOJA.

3aor 6JaronoJy4YHOro TeYeHUS U pa3pelleHus] 0epeMeHHOCTH — ILIa-
HUPOBaHUE OEPEMEHHOCTU B MEPUON PEMUCCUU WIN JUIUTEJIbHOU KIWHU-
KO-T€MAaTOJIOTUYECKON KOMIIEHCALINU.
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AnnacTuyecKas aHeMus

U 6epeMEHHOCTb

Arnactudeckast aHemusi (AA) — HOBOJIbHO peaKoe 3a00JieBaHME CHUCTEMBbI
KPOBH, XapaKTepu3ylolleecsi MaHIMTOIEHUEH, 0O0YCIOBIEHHON anasuei
KocTHOro Mo3ra (1—2 ciyyas Ha 1 MJIH HaceJleHus).

[TepBoe omy0JIMKOBaHHOE OMMCAHUE KIMHUYECKOTOo cayJyas OepeMeHHO-
ctu ipu AA 6bu10 caenano I1. Dpauxom B 1888 r. HAa OCHOBAaHUU UCTOPUU
0o1e3HU OepeMEeHHON KEeHILMHBI, MOruoIlIeil OT TSIKEJOoro reMopparuye-
CKOI'o CHHApoMa B IociiepogoBoM Tepuoae. CouetaHue OepeMEeHHOCTU U
AA — 3T0 XM3HEeyrpoxarlias Kak Il MaTepu, Tak U i peOeHKa, KIUHU-
yeckasi CUTyaIus.

TakTuka neyeHusi AA, IMarHOCTUPOBAHHOW BO BpeMsl OGEpeMEHHOCTH,
3aBucUT oT nepuoaa 6epemeHHoctu (I, II wiu I1I Tpumectp), TsKecTH 3a-
OoneBaHus (BBIPAaKeHHOCTh MAHIUTOTICHUN) U HATWYMST OCJTOKHEHUI, KaK
MpaBUJIO COIMPOBOXAAIOIINX TedeHUe AA (aHEMUYECKUil, reMopparuye-
CKUI CUHAPOMBI U MHDeKIMN). bepeMeHHOCTD Mpu peMuccuu AA Win pu
pedpakTepHOCTH K MPOBOAMMON Tepamuu MOXKET COIPOBOXAATLCS Pa3BU-
THEM peuuauBa AA 100 Mporpeccupylolleil oTpulaTeIbHOW TMHAMUKON
reMaToJIOTMYeCKUX IoKa3aTeseil. YCIellHoe BeaeHe O0epeMeHHOCTU TpuU
AA TpeOyeT 4eTKOro B3aMMOJEHCTBUSI TeMAaTOJIOroOB, aKyllepoB, TpaHCPy-
3MO0JIOTOB U HeoHaTonoros [1, 2].
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B ocHoBe maroreHeza AA JexaT HapylIEHUS WMMYHHOW pPeryisiluu
KPOBETBOPEHMUSI, KOTOPbIE MPUBOIAT K JECTPYKIIMM T€MOIMOITUYECKUX KIle-
TOK-TPEAIIECTBEHHUL] W Pa3BUTUI0O KOCTHOMO3TOBOW HEIOCTAaTOYHOCTHU
[3, 4]. TTepecTpoiika UMMYHHOWM W 9HAOKPUHHON CUCTEM MPU OEpeMEHHOCTH,
TMO3BOJISIIONIAS COXPAHUTD TOJEPAHTHOCTh UMMYHHOI CUCTEMbI MaTEPU K aH-
TUTEHaM T1ofa, udydyaetrcs. [lpeamnosaraercs, 4To BO BpeMs OEpeMEHHOCTH
MaTepUHCKas UMMYHHas CUCTEMa MepecTpauBaeTcs ¢ MPOBOCHATUTEIbHOTO
orBera Th1/Th17 tuna na Th2/T-reg KJIETOYHBII OTBET, CIIOCOOCTBYST pa3BU-
TUIO TOJIEPAHTHOCTU U YCIHEIIHOMY BbIHAIIIMBAHUIO TUIOA, KOTOPbINA SIBJISIET-
cs JJI1 MaTepu a/UIOTPAHCILIAHTATOM BCJIENCTBUE MPUCYTCTBUS aHTUTEHOB
orua [5, 6]. [Ipu AA HapylIaeTcss COOTHOIIEHWE Pa3IMYHbIX T-KIETOUYHbBIX
CyOnmomnyJsiLivii, B YACTHOCTU, MPOUCXOAUT CHUXKEHUE DYHKIMOHATBHON aK-
TUBHOCTU U yMeHbllIeHUe KoaudecTBa T-perynsitopHbix (T-reg) kietok [7].
OO0cyXIaeTcsi BOBMOXHAS CBSI3b MEXIY HAPYIIEHUSIMA TOPMOHAIBHOM pery-
JISUWU, UMEIOLIMMU MECTO MPU OEPeMEHHOCTH, U aria3ueil KOCTHOTO MO3ra
[5]. OnHako Heu3BeCTHO, CBSI3aHbI JIM 3TU U3MEHEHUsI C Pa3BUTHUEM KOCTHO-
MO3TOBOIM HENOCTaTOYHOCTU MPU OEPEMEHHOCTU JTMOO CBSI3U C MATOTEHE30M
AA 1 6epeMeHHOCTbBIO HET. B psie cirydaeB MosiBJIeHUE MAHIIUTOIIEHUYECKOTO
cUHIpoMa Ha (oHEe OEPEeMEHHOCTU MOXKET ObITh CBSI3aHO ¢ AA, KOTOpas He
ObLIa IMArHOCTUPOBAHA OO HACTYIUIEHUsI OepeMEeHHOCTU. B peakux cirydasx
OINKCAHO BOCCTAHOBJIEHNE KOCTHOMO3TOBOTO KPOBETBOPEHUS TTOCIIE POOPA3-
pewmeHus [5].

[lnarHocTUKa annacTU4eCcKoM aHeMUM BO BpeMS
6epemMeHHOCTH

BepeMeHHOCTh y 3M0POBBIX XKEHITUH MOXET MPOTEKaTh C YMEPEHHON aHe-
MUEl M He3HAYUTENbHOM TpombouuTonenueit (> 100,0 x 10%/m) [5]. Tlpu
CHIDKCHUHN 3THX ITTOKa3zaTeseil (KoHIeHTpamus remorioomHa < 100,0 r/m,
tpoMmGouuTsl < 100,0 x 10°/11) Ha poHe GepeMeHHOCTY HEOOXOIUMO 00CIe-
JOBaHWE IJIST UCKITIOYEHUST COIMYTCTBYIONIETO 3a00JIeBaHMsI, B TOM YKCIIe U
AA. TlosBieHne M HapacTaHWE TAHIIUTONIEHUU TPU OEPEeMEHHOCTU Tpe-
OyI0T 0cO0OrO0 BHUMAaHUs W TIIATEJILHOTO OOCJIEMOBAaHUSI TeMaToyiora |
aKymiepa.

JuarHo3 AA ycTaHaBIUBaeTCS HA OCHOBAHWUM OOIIETIPUHSTHIX KPUTEPU-
eB: aHeMMs (KoHIeHTpaumst remormoomHa < 110,0 r/m), HEUTpOICHMS
(<2,0 x 10%/n) u tpombonmroneHus (< 100,0 x 109/:1), a Takxe 10 JaHHBIM
aHAJM30B Tiepudepruueckoil KpoBU, pe3yJibTaTaM CTePHAJIBHOUN ITyHKIIUU
(TMUTIOKJIETOYHBIN KOCTHBIN MO3T, OTCYTCTBHUE W 3HAYUTEIbHOE CHUXKEHUE
KOJIMYECTBa METAaKapvOLUTOB) U TpernaHoOuorcuu (rmpeodiaagaHue KUpo-
BOT'O KOCTHOTO MO3ra, OTCYTCTBUE (hMOpo3a u Muesoauciiazuun) [8]. Perie-
HUE O BO3MOXXHOCTHU BBITIOJTHEHUST TPETIaHOOMOTICUY TeMATOJIOTH TIPUHUMA-
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0T COBMECTHO C aKyllepaMM C YYeTOM CpPOKa OepeMEeHHOCTH, TIyOUHBI
MaHIUTONEHUU U BBIPAXEHHOCTU T'€MOpparnyeckoro cuHapoma. B 1o xe
BpeMsl [ MOATBEPXKAEHUS AuarHo3a AA HEoOXOIUMO TUCTOJOTUYECKOE
WCCIIeJOBAaHNE.

HuddepeHManbHblil JUaTHO3 MPY MOAO3PEHUU Ha AA TTPOBOAUTCS CO-
IJIACHO aJITOPUTMY 0OcCJieOBaHuUs, TTpeAcTaBieHHOMY B «KimnHnueckux pe-
KOMEHAAUUSIX MO NUArHOCTUKE U JICYEHUIO aruiacTU4YecKou aHemuu» |[8].
B 3aBucuMOCTU OT BBIPAXEHHOCTU TPEXPOCTKOBOW LIUTOMEHUU BBIAEISIOT
HETSIKEYI0, TSKEYI0 U CBEpXTSLKeayto AA [8].

ITpu pa3zButun AA y 6epeMeHHbBIX JOCTATOYHO YacTo (Y TPeTU OOJIbHBIX)
MOXET HaOJI0AaThCs IBYXPOCTKOBAsS LIMTONEHUS (aHEMUSI U TPOMOOIUTO-
MEeHUsI) C HOPMaJIbHbIM WJIX YMEPEHHO CHUXXEHHBIM KOJUYECTBOM HEUTPO-
¢unos [5, 9]. [Ipu nuarHoctupoBanuu AA Ha poHe OGEepPeMEHHOCTU OCIOXK-
HEHMSsI, KaK TMPaBUJIO, ObIBAIOT CBS3aHbI C MPOSIBICHUSIMU aHEMUYECKOTO
CUHAPOMA, KPOBOTEYEHUSMU U KPOBOUBIUSHUSIMU PA3JIUYHON JIOKa-
Ju3zanuuu, UHbeKuUsIMU (OaKTepualbHBIMU, BUPYCHBIMU, TPUOKOBBIMMU)
[1, 8, 9]. KnuHuueckasi cUTyalysi MOXET OCJIOXKHSTBCS Pa3BUTUEM MPEIK-
JIaMTICUY/ 9KJIaMIICUM, MaTOYHBIMU KPOBOTEUCHUSIMU B TPEAPOIOBOM Tie-
puoae, BO BpeMsl POJOB U MOCIEPOTOBOM MEPUOMAE, MPEXKAEBPEMEHHBIMU
poiamMu, BHYTPUYTPOOHOU CMEPTHIO MIIOJA, CEIICUCOM Y MaTepu U y pebeH-
ka [9, 10].

VY 60—70% 6onbHbIX AA mpotekaet ¢ [THI kj1oHOM (KJIOH IMapoKcH3Ma-
JIbHOU HOuHOW remarypuu). [THI-kj1oH npencrasisier co00i KIeTKU, KO-
TOpbIE SBISIOTCS MOTOMKAMM CTBOJOBOU KPOBETBOPHOI KJIETKH C MyTa-
nueii reHa PIGA, B pe3yJibTaTe KOTOPOU HapyllaeTcs IKcnpeccus Mmemopam-
HbIX 0eAK08, 6 MOM Hucae 3auWUaruux KAemKku om paspyuwieHus beikamu
cucteMbl koMmrieMeHTa [11]. B momoGHO# cuTyauuu Hapsiay ¢ CUMITOMA-
MU KOCTHOMO3TOBOW HETOCTATOUHOCTU OBIBAIOT MPOSIBICHUS BHYTPUCOCY-
auctoro remosnusa. Ilon BosaelicTBHEM MPOBOUUPYIOMIUX (aKTOPOB,
TaKUX KaK WHGMEKIUU, MOXET Pa3BUThCSI TeMOJUTUYECKUI Kpu3. B cioyya-
sx 6epeMeHHOCTU Y 60JIbHBIX AA, TipoTekatomeil ¢ [THI' cunapomom, oco-
OyI0 OMacHOCTb MPEACTABJISIOT Takke TPOMOO3bl Pa3JIMYHOU JIOKAJIU3a-
muu [11, 12].

ITHI" xJIOH BBISBASIIOT METOAOM MPOTOYHOW LUTOMETPUU, ONPENESIOT
akcnpeccuto CD55 u CDS9 nHa sputpountax, CD24/FLAER Ha rpanymno-
mutax u CD14/FLAER Ha moHonurax nepudepudeckoii kposu [11]. Paz-
mep IMTHT xoHa MoxeT BapbHpoBaTh OT MeHee 1% (MUHOpPHbBIE KJIOHBI) 10
90% wu Bbime. OT pa3Mepa KJIOHA 3aBUCHUT BBIPAKEHHOCTh KITMHUYECKHUX
MPOSIBJIECHUI BHYTPUCOCYIUCTOTO FEMOJIN3a U PUCK PA3BUTUS TPOMOOTHYE-
CKUX OCJIOXKHEHUM.
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MpUHLMNbI TEPANUK annacTUYECKOW aHeMUM
BO Bpems 6epeMeHHOCTH

CoBpeMeHHBIC TTPOTOKOJIBI JICUeHUsI OOJNBHBIX AA BKIIIOYAIOT B CEOST KOM-
OMHMPOBaHHYIO MMMyHOcynpeccuBHYyI0 Tepanmio (MCT) anTutmMonmTap-
HBIM TiH0o0ymuHoM (ATI), IWUKIOCIOPWMHOM W/WIM TpaHCIUIAHTAIIHIO
koctHOTO Mo3ra (TKM). Yka3zaHHas crparerusl BeAcHUST OOJIbHBIX AA BBI-
COKO3(PEKTUBHA W TIO3BOJISICT TIOJIYIUTh ITOJOXUTCIBHBIA OTBET Y
80—90% GonbHBIX [1,8]. OgHAKO 3TU TepamneBTUYECKUE ITOAXOAbI HE PEKO-
MEHIYIOTCS TIpW couyeTaHUM AA M OepeMEHHOCTH M3-3a BBEICOKOTO PHCKa
Pa3BUTHS TSKEIBIX OCTOXHEHUN M TOKCHUECKOTO BIUSHUS Ha TIJI0I MMMY-
HOCYIIPECCUBHBIX pexkumoB [1, 2, 5]. UckimoyeHne CcOCTaBIsIET Teparus
OUKJIOCIIOPUHOM, Ha3HauYeHMWE KOTOPOTO MOXKET OBITh PEKOMEHIOBAHO
B Il TpuMecTpe GepeMeHHOCTH, Ha cpoke rocie 19—20 Henenb 6epeMeHHO-
CTH B CJIyJac ITOSBJICHUS HEOOXOTMMOCTH BHITIOJHEHMS TPaHC)Y3Uii KOM-
TMTOHEHTOB KpoBH [2, 5, 9].

Kax mokazanm KIMHWYECKHE MCCICHOBAHUS ITOCICIHUX JIET, BKIIOUE-
HIE aTOHUCTAa TPOMOOIIO3THHOBEIX PEICIITOPOB 3ITPOMOOITIara B IIporpam-
MY JIedeHUST OOJIBHBIX AA TT03BOJISIET YaydmnuTh pe3yabTaTel MCT y 6071b-
IIMHCTBA OOJILHBIX, ITOJYYUTh CTAOMIBHOE TeMAaTOJIOTHICCKOE YIyJIIeHIE
1 peMuccuio 3aboneBaHud [13, 14]. DaTpomboriar MoXeT ObITh 3 (DEeKTH-
BEH KaK B COUECTAaHWU C MUKJIOCIIOPMHOM, TaK 1 IIpU MOHOTepanuu. B au-
Tepatype IpeACTaBIeHBI Pe3yabTaThl KIMHNICCKUX UCCIIeTOBAaHNMA, YKa3bl-
BaloIMe Ha BO3MOXKXHOCTD M 0€30ITaCHOCTh MCITOJIb30BaHMS 3JITpoMOOITara
y OepeMeHHbIX XeHIIMH, crpamaromux WTII [15,16]. OgHako maHHbIE
KIMHUYECKUX MCCIeTOBaHUN 10 3¢ (EeKTUBHOCTHA M OE30TIaCHOCTH TIpUMe-
HEHUs 3JITpoMOoIIara Ipu JIe9eHNN OOJBHBIX AA B Iepuon 6epeMeHHOCTH
OTCYTCTBYIOT. OTIyONMKOBaHBI ¢IMHUYHBIC CIIydadl MCIIOJIb30BAaHUS 3TOTO
npenapara npu couyetanun AA ¢ 6epeMeHHocCThIO [5, 10, 15]. Kakux-1160
CephE3HBIX OCIIOXKHECHUN TP MMPUMEHEHUH JITpoMOOIIara B Iepuoa oepe-
MEHHOCTH HM y MaTepH, HU ¥ TIJI0Aa OTMEUeHO He 0bu10. OTHAKO OMHUCAHO
CHMXXEHHE Beca Iiofa Mpu MpUMEHEHUU dJTpoMbonara Bo BpeMsl Oepe-
MeHHocTH [15].

Llemecoobpa3HbIM U TOCTATOYHO 3(PDEKTUBHBIM, C YIETOM ITOKa3aHUMA K
Ha3HAYCHUIO, SIBJISICTCSI IPUMEHEHUE B TIepHOI 0epeMEeHHOCTH MHTUOUTO-
pPOB KOMITJIeMeHTa (3KyIn3ymMad — MOHOKJIOHAJIbHOE aHTUTeNIO0 K C5-KoMm-
TMOHEHTY KOMIUIEMEHTA) B CIydJasX cOUeTaHMUSI OepeMeHHOCTH ¢ AA, TIpoTe-
karorei ¢ [THI -cuHapoMoM M BEIpaXkKeHHBIMU IIPOSIBICHUSIMA BHYTPHUCO-
cymucroro remonusa [11, 12].

OCHOBHBIM METOIOM JICUCHHUS OCTaeTCs 3aMECTUTENIbHAs Teparus
TpaHCPY3USIMH SPUTPOLIMTAPHON B3BeCHM M TPOMOOKOHIIeHTpaTa. IToka3a-
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HUSIMU K TIPOBEIECHUIO TeMOTpaHChy3Uil SIBIsSETCS CHUXEHUE KOHLIEHTpa-
mun remornoomHa < 80—100 r/1 m KoiamyectBa TpomboumToB < 20,0—
30,0 x 109/n [1, 2]. C uebio CHUXKEHNS PUCKA PA3BUTUSA aJUIOCEHCUOMIIN -
3alUU K JOHOPCKUM 3PUTPOLIUTAM U TPOMOOLUTAM PEKOMEHIYETCSI MPOBe-
JIeHUEe TeMOTpaHC(y3Uil ¢ UHAUBUAYATbHBIM MOJ0OPOM JOHOPOB IO 3PUT-
POLIMTAPHBIM, JEHKOLIMTAPHBIM U TPOMOOLUTAPHBIM aHTUTEHAM.

Bb160p aHTMMUKPOOHBIX MpenapaTroB MPU Pa3sBUTUU WHOEKIMOHHBIX
OCJIOXKHEHUI JOJKEH MPOBOAUTHCS C YYETOM MOTEHUUATIBHOIO pUCKa UX
MpUMEHEeHUs Npu 0epeMeHHOCTH (rpui. 1, Tabiu. 2).

Crenyetr OTMETUTD, YTO PEIlIEHUE BOMPOCA O COXPAHEHUU OEpeMEHHOCTHU
U BbIOOpE MeTojAa JIeYeHUSI JOJKHO OCYIIECTBISATHCS KOJUIETUAbHO, MpU
Y4acCTUU TeMaTOJIOTOB, aKyILIepOB U APYTUX CHEUUATUCTOB MYJbTUIUCIIUII-
JINHApHOUW KOMaHJIbI, a TAKXKE C YYETOM MHEHUS OOJIbHOU U €€ XeJaHUs Co-
XpaHUTb 0EPEMEHHOCTD.

Merton u BpeMs poaopaspelieHus (CaMOCTOSITe/IbHbIE POJbBI WM Kecape-
BO CEUEHUE) AOJKHBI ObITh BBIOPAHBI C YUETOM aKYLIEPCKUX U TeMaTOJIOTH -
YECKMX MOKA3aHWI U MPOTUBOIIOKA3aHUN. B cilydasgx HAIMYMs reMaToorTu-
YECKUX M/WIN aKyIIepCKUX MTPOTUBOTIOKA3aHUI K CAMOCTOSITETbHBIM poJiaM
(B ODKCTPEHHBIX CUTYalUSIX, TIPU TSKEJON U CBEPXTSDKEI0ol AA, mpu HHDEK-
LIMOHHBIX U TEMOPPATUYECKUX OCIOXHEHUSIX) PEKOMEHIYETCS BBIIIOJHEHUE
KecapeBa cedyeHusd. [Ipu 3ToM Ha Bcex ATanax onepalyu Wik CaMOCTOSTENb-
HBIX POJIOB JOJXHA OBbITh 0OecrieueHa MOJHOLEHHAsS 3aMeCTUTEIbHAS TEMO-
KOMMOHeHTHas Tepanus [2, 5]. LleneBbie peKOMEHIOBAHHbIE 3HAYEHMUS T10-
KaszaTesieil TPOMOOLIMTOB 0 U BO BpPeMsl ONEPATUBHOTO POAOPA3PEUICHUS
cocraBisiioT > 50 x 10%/n, remorno6una — > 80 r/1. B ciaydae passurus
TeMOPParnyecKOro CUMHAPOMa HEOOXOAUMO BBIMOJHATH TPaHC(Y3UU TPOM-
OOKOHIIEHTpaTa 1 Mpu 0oJjiee BHICOKMX TMOKAa3aTessiXx TPOMOOILIMTOB.

ITocne pomopaspeleHus, Kak MPaBUJIO, COXPAHSIETCS HEOOXOAUMOCTh
JeyeHus AA. Beibop MeTola Tepanuu 3aBUCUT OT TSKeCTU AA, COXpaHSIO-
1Ieiicsd 3aBUCUMOCTU OT TpaHC(y3Uil KOMITOHEHTOB KPOBU, HAJIUYUSI WH-
(heKIIMOHHBIX OCTTOXHEHUI, a TAaKXKe BO3MOXKXHOCTH MPOBEACHUS TAKUX Me-
Ton0B JieueHuss Kak TKM unu komounupoBanHast UCT [1, 5, §].

OnbIT BeieHMS 6epeMEHHbIX C anacTUY4ECKON
aHemuen B Orby «HMHUL rematonorum»

Mun3apaBa Poccun

B teuenue 10 aer (2012—2023) nox HabmoaeHueMm B ®PI'BY «<HMMUII rema-
tonorun» Munsapasa Poccun Ob110 16 GepeMeHHBIX XKeHIIUH ¢ AA. Meau-
aHa BO3pacTa Ha MOMEHT OUarHOCTHpoBaHUsS AA cocrtaBwmia 25 net (18—
33 rona). C HeTskenoil AA ObIJTI0 12 OONBHBIX, € TsKeI0i AA — 4 OOJIbHBIX.
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VY 6 u3 16 GOJMbHBIX AMATHO3 MPUOOPETeHHOM AA ObLT YCTAaHOBJIEH Ha
(poHe OGepeMeHHOCTM. MeauaHa cpokKa recTalliM Ha MOMEHT YCTaHOBKM
nuarHo3a AA cocrasuia 21 Hememo (8—35 Henenb). Y 7 u3 16 GepemeH-
HOCTb HACTYIWJIA MpPU MOJHON peMuccuu mnocie koMouHupoBaHHoit MCT
¢ npumeHenueM ATI w mukinocnopvHa, ' y 3 u3 16 — B COCTOSIHUM
pedpakTepHoro teueHuss AA u orcyrctBus orseta Ha MCT.

B ucxone 6epeMeHHOCTH y 15 M3 16 GONMBHBIX POAUIUCH 310POBbIE IETH.
PonopaspenieHue npoBOAWIOCh MPEUMYIIIECTBEHHO MyTEM KecapeBa ceye-
Hus. EcTecTBeHHbIE POJbI ObUIU Y KEHIIUH B MTOJHOW PEMUCCUU U CHSTBIX
¢ Tepanuu. BelmosiHEH oguH abopT Ha paHHUX cpokax (12 Henenb), BBULY
pa3BuTus peuuarBa AA Ha ¢poHe MPOBOAUMMOI Tepanuu UUKIOCTIOPUHOM.

OpHa 6onbHas noru6sa B pe3ysibrate pa3BUTUS UHGOEKIIMOHHBIX OCIOX-
HeHuii Ha (oHe pedpakTepHoro K MCT teueHus Tsxenoir AA yxe mocie
OINEPaTUBHOTO POAOPA3PEIICHUS.

Tpem OGosbHBIM ¢ 21—22-i1 Hemenu rectaliv MPOBOAMUIIACH Teparus
LIMKJIOCTIOPUHOM, Ha (oHEe 4Yero yMeHbllIalach YacToTa TpaHChy3uid
KOMIIOHEHTAMU KPOBHU.

B oTiiuue oT XeHIWH, Y KOTOPbIX AA AWarHOCTUPOBaHa BO Bpems Oe-
PEMEHHOCTH, TUIAHUPOBATh OEPEMEHHOCTD YK€ C YCTAHOBJIEHHBIM JUATHO-
30M AA HEOOXOAMMO OCO3HAHHO, B COCTOSIHUY MOJIHOW PEMUCCUU U MOCIIE
otMeHbl UCT. B Takom ciyyae MOXHO U30eXaTh Pa3BUTUS PELIUAUBA U TIO-
TPeOHOCTU B reMoTpaHchy3MOHHOU Tepanuu. B Haieil koropre 007b-
HBIX — y KEHIIMH B peMUccUuu AA — GEpeMEeHHOCTh MpoTeKaia 0€3 0CI0X-
HeHuii. OnHaKo peuuauB AA U BO3BpaT K TPaHC(PY3MOHHOU 3aBUCUMOCTHU
pa3BWIUCh y BceX 3 OOJBHBIX C OEpeMEHHOCThIO, HACTYNUBIIEH BHE
pEeMUCCUU.

Heobxonum MHIMBUAYAIbHBINA MOAXOA K KaXI0W OepeMeHHOI 00IbHOMI
¢ AA, TpeOyIoIINii CJTaXXeHHOU paboThl MYJIbTUAUCIUIITIMHAPHON KOMaH/IbI
Bpaueil, s obecriedyeHUs: ONTUMATbHOU TpaHCGhY3MOHHOW MOMAEPXKKU, a
TaKXe C LEeJbl0 yuyeTa KIMHUYECKMX OCOOEHHOCTE U XapaKTepUCTUK
(BKITIOUAs aKylIepCcKHe, TMHEKOJOTMYECKHEe) B KaXKIOM CIydae.
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TPOMOOLMTONEHUS U 6EPEMEHHOCTb

CuHIPOM TPOMOOLIUTOIIEHUH peructpupyercs y 5—10% GepeMeHHbBIX KeH-
IIMH 1 OBIBacT OOYCJIOBJICH PSIIOM IIPUUMH KaK reMaTOoJI0THIEeCKOTO, TaK U
HereMaToJIoThYecKoro cBoiicTa [1]. CpemgHee comepskaHMe TPOMOOIIUTOB Y
OepeMEHHBIX JKCHIIMH HIDKE, YeM y HeOepeMeHHBIX. CHIDKEHHE 3TOTO T10-
KazateJsist mpuMepHo Ha 10% Bo BTOPYIO IOJIOBUHY O€pEMEHHOCTH OIIpeae-
JISIETCS TEMOAMJIIONMEH, TTOBBIIIEHHON aKTUBallMell M KIIMPEHCOM TPOMOO-
LIATOB, a TAKXKe CeKBecTpalyeil TpoMOouTOB B TianeHTe [2]. IlepBuuHas
nmMyHHas TpomoonutoneHust (MTII) Bo BpeMst 6epeMeHHOCTH IeOI0TUPY-
eTy 1 m3 10 000 xkenmmH. Y 6epemenHbix ¢ UTII B aHaMHe3e MOXET pa3BU-
ThCSI PEUMAMB MU obocTpeHue 3aboneBanud [1, 3].

TpombouuTonenus Huxe 80,0 x 10%/1 y 6epeMeHHOI TpeOyeT IpoBejie-
HUSI KOMITIEKCHOTO obcnenoBanus (1o anroputMy mist UTID) mna oudde-
peHnuanbHol nuarHoctTuku mexny UTII u cienyommumu 3a001eBaHUSIMU
COCTOSTHUSIMU Y OepeMeHHBIX [1, 4, 5]:
recTallMOHHAs TPOMOOILIMTOIICHUS;

MIPEe3KIAMIICHS;

HELLP-cunapowm;

OakTepraNbHbIC MHOEKIINN;

BupycHble nH(pekun (BUY-unbexkums, BUpycHble TenaTuTsl, WHOEK-
IIMY, BEI3BaHHBIC BUPYCOM DmmTeiiHa—bapp, IMTOMEraIoOBUPYCOM);

e o 0 0 0 =
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TpoMOoLUTONIeHUs ToTpebsieHns Beaenacteue [IBC-cuHapoma;
TpoMboTrueckas Tpomoouutronenuueckas nypmypa (TTII);
reMoauTuko-ypemudeckuit cunapom (I'YC);

cucteMHas KpacHas BoiayaHka (CKB);

antudochomumnuaHbiii cuapom (ADC);

JIeKapCTBEHHAasi TPOMOOIUTOINEHUS;

6071e3Hb poH Buinebpanga tumna I1B;

HacJeICTBEHHbIE TPOMOOUTONATUH;

3a00JIeBaHUsI CUCTEMbI KPOBETBOPEHUSI.

Ocob6ble yKkaszaHusa no guddepeHunanbHOMy auarHosy
TPOM60OLMTONEHUU BO Bpemsl 6epeMeHHOCTH

AJNTOPUTM IMATHOCTUYIECKOTO OOCICIOBaHMS OEpEeMEHHBIX C TPOMOOIIUTO-
TIeHUel CXOIeH C TaKOBBIM g Bcex manueHToB ¢ UTII, ogHako audde-
PEHIIMANBHBIN AMAarHo3 BKIIIOYACT 3a00JIeBaHMSI, KOTOpHIC HaOJIIOIAI0TCS
TOJBKO BO BpeMsI 0epeMEeHHOCTH, HAIIpUMep TeCTAlMOHHYI0 TPOMOOIIUTO-
TIEHMIO, TIpedKiIaMIichio/sknamncuio, HELLP-cuHaapom.

lectauroHHass TPOMOOLIMTONEHUS OOHapyxKuBaeTcs mpumepHo y 10%
KCHIIWH, TIPH 3TOM KOJMYECTBO TPOMOOIIMTOB OOBIYHO HE CHUKACTCS
nuxe 100,0 x 109/71, ouens penko — Huxe 80,0 x 10%/1. OHa perucrpupyer-
cs Ha TMO3THMX CPOKaX OCPEMEHHOCTH, B OOJIBITMHCTBE CIyIacB CaMOCTOSI-
TEJIbHO KYIMPYETCs TIOCIIe pOIOB, JICUCHUs He TpeOyeT 1 He OITacHa pa3BU-
THEM TPOMOOILIMTOIIEHMN Y HOBOPOXIEHHBIX [2, 6, 7].

WUTII Ha mo30HMX cpoKax recTalliy TPYAHO OTJIAUYUTH OT MHBIX TPOMOO-
nutoneHuii, Ho npu WUTII KonnuecTBO TpOMOOLMTOB Yallle HUXKE PErucT-
pUPYEMOTO IIPU recTaluMoHHON TpoMOouuToneHuu. Jduaranosz UTII y Gepe-
MEHHBIX XEHIIWH CTaBIT IyTeM MCKIIOUCHMS APYTUX MATOJOTHUI Ha OCHO-
BaHNY aHAMHECTHUYECCKUX JTaHHBIX, PE3YIbTaTOB (PU3NKAIBHOIO 00CIen0Ba-
Hus 1 ctaHgaptHoro it U TIT koMIuiekca 1abopaTOpHBIX MCCIICIOBAHMUIA.

Omxako mpu auddepeHINaIbHON IUAaTrHOCTUKE TPOMOOILIMTOIICHUMA Y
OepeMEHHbIX HEOOXOAUMO YAEISITh 0c000€ BHUMAaHUE UCKIIIOYEHUIO MUK-
POAHTMOMATUICCKIX M KOATYJIOTAaTUUEeCKNX PACCTPOMCTB, a TAaKKe TTopaxKe-
HUI TTIeYeHU MPU OCPEeMEHHOCTH, YTO TPeOyeT MPOBEACHUS MOIIOJTHUTEb-
Horo obciemoBaHus [8§—10].

Mopdonornueckoe ucciemoBaHne Ma3Ka IeprucepruIeckKoil KpoBU HEOO0-
XOOMMO [JISI WUCKIIOUeHMST TpomMoOoTmdeckoir MmKpoaHrumomatuu (TTII,
I'YC), compoBoxnmarorieiicsi ¢hparMeHTallMeil SpUTPOLUTOB (IIIM30IIUTO3);
coYeTaHME KOAryJISIMUOHHBIX HapymeHuit (IBC-cuHapoM), TOBpesKICHMS
MapeHXUMBI TIeYeHNH (TTOBBIIIEHNE aKTUBHOCTH TpaHCAMUHA3) U TeMOJIN3a
MOXET yKa3blBaTh Ha Apyroe rnartogorundyeckoe cocrosuue — HELLP-cuna-
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poMm. JIoTnoJIHUTENbHBIE Ja0OpaTOPHbIE McCaea0oBaHMs (Tada. 1), B TOM YMC-
ne pist uckmodeHuss CKB u ADC, ciemyer mpoBOAUTh BEBIOOPOYHO, OCHO-
BBIBASICh HA UICTOPUU TPOMOOIIUTOTIEHU I, KPOBOTEUeHMIT, TpoMOO3a 1/Win
OTSATOLIEHHOTO aKyIIepCKOro aHaMHe3a (MoTepus IJIoAa), a TakxkKe MPUHU-
Masl BO BHUMaHMeE Apyrue KIMHUYeCcKUe 1 JabopaTopHble JaHHble [8—11].

Tabmuna 1. PekomeHmayemblie
BpeMsi GepeMEHHOCTH

uccjacaoBaHud IIpnu TpOM60]_[I/ITOHCHI/II/I BO

HasBanue ucciaenoBaHus

O0ocHoBaHHE HEOOXOJUMOCTH TeCTa

OAK ¢ mopdoJiorueit TpoMOOLIMTOB
0 Ma3Ky TepudepnIeckoil KpoBU

Tpy MakpOTPOMOOLIMTONIEHNN —UCKITIOYEHUE HaCIe/I-
CTBEHHBIX TPOMOOLIUTOTICHUIA.

OTSATOLICHHBINM CeMEIHbI aHaMHE3 U U3MEHEHUE
MOpGhOJOTUY TPOMOOILIMTOB — HCClIeIoBaHUs (DYHK-
LIMOHAIbHOM aKTUBHOCTM TPOMOOLIMTOB (arperarusi
TpomMOoLTOB ¢ AP, KoJsareHOM, PUCTOMULIMHOM
1 UMMYHO(GEHOTUITMPOBAaHUE TPOMOOLIMTOB), TeHE-
TUYECKOE TECTMPOBAaHMWE Ha HACIEACTBEHHYIO TPOM-
OOLMTONEHUIO, UCKIIOYeHUe Oosie3Hu GoH Buiieo-
panma turia I1B. O6HapyXeHNWe IMU30LMTOB YKa3bl-
BaeT Ha MUKPOAHTUOIATUIO TIPU TEMOJIU3e

Petukynouutsr

Perukynouuros npu remonuse, HELLP-cunapome

CkpuHuHroBast Koaryjorpamma (I1B
um AYTB, ¢ubpuHoren)

VYnnunenue AYTB nipu Hanuuuu TpoMO0O30B U/Wu
3aMepieil 6epeMeHHOCTU B aHAMHe3e — I10/103pe-
Hue Ha ADC, HeOOXOAUMBI TECThI TSI UCKIIOUEHMSI
(aHTUTENA K KapAUOJIUITMHAM, aHTUTeNIa K Oe-
Ta-2-IJIMKOMPOTENHY, BOJYAHOUYHBIA aHTUKOATYJISTHT)

TleyeHouHble IPOOLI (OMIIMPYOUH,
JIAT, ACT, AJIT, I'TT, D)

WcknoueHue remonusa (ounupyou, JIIAT). [Mpu
MOBBIIIEHUN aKTUBHOCTU (DEPMEHTOB ME€YEHU U Te-
Mosiuze — nopo3dpenue Ha HELLP-cunapom

TMTokazarenu GpyHKUMM IUTOBUIHON
xenesbl (TTT, T3 u T4) u antuTena
K TUPEOIePOKCHIA3e

HckinoueHue naTtojJoruy MUTOBUAHOM XKesle3bl 1
AyTOUMMYHHBII TUPEOUIUT

BWY, renarutel C, B

Wckmouenue BUY-undbexuuu, renatutoB B u C

AKTMBHOCTb METAJITIONPOTEA3bI
ADAMTSI13

I'VYC u TTII Moryt BriepBble PEruCTPUPOBATHCS BO
BpeMsi OepeMEeHHOCTU

Uckimouenue atunuyHoro ['YC ¢ ayroaHTuTenaMu K
KOMITIOHEHTaM KOMILJIeMEeHTa

AHTUHYKJIeapHble aHTUTeNa, aHTUTe-
sa k aBycnivpaibHoit JIHK, antutena
K KapAMOJMIIMHY, aHTUTea K Oe-
Ta-2-TJIMKOTIPOTEHHY, BOTYAHOUHBII
AQHTUKOATYJISTHT

HckitoueHue CUCTEMHBIX 3a00JeBaHU COCTMHUTE-
ot TKanu (CKB u mp.)

Tectbl Ha Helicobacter pylori

IMpoBoasiTcs Mpu aHaMHe3e TPOMOOLIMTONEHUU 10
0epeMEeHHOCTH
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Tabmuma 1 (okoHuaHue). PekomeHayeMble McCenoBaHus TIpU TPOMOOLIM-
TOTIEHUM BO BpeMsl GEpeMEeHHOCTH

Hassanue uccienoBaHus O0ocHOBaHKE HEOOXOIUMOCTH TECTA

MMMYHOTIOOYTMHBI CHIBOPOTKHU Kpo- | KonnvyecTBeHHOE ompeneieHre UMMYHOTJIOOYTMHOB
BU cieayeT POBOAMTh OOJIBHBIM € TPOMOO3aMU WIIH
roTepeil TIona B aHaMHe3e U ISl UCKITIOUeHUsI Tiep-
BUYHOTO MMMYHOICGhUIIMTA

AHTUTPOMOOITMTAPHBIC aHTHUTENA Hanmnure aHTUTPOMOOIIUTAPHBIX aHTUTET HE MO3BO-
JisieT TPOrHO3UPOBaTh YPOBEHb TPOMOOIIUTOB Y HO-
BOPOXKIEHHOTO

UccnenoBaHne KOCTHOTO Mo3ra WccnenoBanue KOCTHOTO MO3ra He PeKOMEHIYeTCs,

€CJIM OTCYTCTBYIOT aTUIIMYHBIC MPU3HAKH

AnddepeHumnanbHbid auardos UTI
C JXM3HEYrPOXalLW1MM COCTOSHUSAAMU B aKyLLepCcTBe

Bo BpeMs1 6epeMeHHOCTH BO3MOXHO pa3BUTHUE 10001 (pOpMbI MATOJOIUHU,
COMPOBOXIAIOIIEHCS TPOMOOUTONEHUE. YUUTHIBAsE OTCYTCTBUE €IMHOIO
noareepxaatoiiero tecta st MUTII, Ha 3Tane OIMarHOCTUKU BIIEPBbIE BbI-
SIBIEHHOW TPOMOOLIMTONIEHUM y OepeMEeHHBIX BaxKHO B IMEPBYIO OYepelb
HUCKJIIOYUTD KU3HEYIpOXKalollue OCJIOXHEHUsI, TpeOyIolIre MpPOBEASHMS
YPreHTHBIX TeParneBTUYCCKUX MEPOIPUSITHIA.

CBOEBPEMEHHOCTh JAMArHOCTUKM OCJIOXHEHUM OepeMEHHOCTH, COIPO-
Boxaaronuxcs TMA, uype3BblYaiiHO BaxkHa BBUIY 3HAYMTEILHOTO TTOBBIIIIE-
HUSI pucKa MaTepMHCKOIN cMepTHocTu [12, 13]. B yactHOCTH, OmHOI U3
MPUYMH CMEPTEii, CBSI3aHHBIX ¢ OEPEMEHHOCTBIO, SIBJISIETCS TAKOE OCIOXKHE-
Hue, Kak npeskiamicus. [IpeskiiaMrcus— 3To MyJIbTUCUCTEMHOE aTOJI0-
rMYecKoe COCTOSIHME, BO3HUKalolee rmocie 20-ii Hemenu 6epeMeHHOCTU 1
XapakKTepu3ylollleecsl MPOTrpecCUpylolleil apTepuaibHONM TUIMEPTEH3UEH ¢
npoteuHypueii 0,3 r/cyt u Boie. Tsoxenas npeakiamicus 1 HELLP-cuH-
JIPOM COIpPOBOXKAaOTCs TpoMbouuToneHueir BcaeacTsue TMA. B Hactos -
1ee BpeMsl He CYIIEeCTBYET aTOTeHETUYECKOTO TepareBTUIeCKOro Moaxona
MpU TIPEIKJIAMIICUU, M €IMHCTBEHHBIM METOIOM JICUCHUs SIBJISIETCS POIO-
paspemieHue [12—14]. OCHOBHbBIMU MPUYMHAMU MAaTEPUHCKO CMEpPTU B
clydae CBOEBPEMEHHO BBIITOJTHEHHOI'O POAOPAa3peIeHUs SIBISTIOTCS YXKe Tak
Ha3bIBaeMble «MMUTATOPbI IPEIKIAMIICUM», COCTOSIHUS, KIMHUYECKU U J1a-
0GOpaTOPHO CXOXME C MPEe3KJIAMIICUEll, OMHAKO MMEIOIINe IPYrue Mpudu-
HBbI, & COOTBETCTBEHHO, TPEOYIOILIME NHBIX TepaleBTUUYECKUX Moaxoa0B [13].
KinuHuko-nabopatopHoit ocodeHHOCThIO 1000t TMA Bo BpeMsi GepeMeH-
HOCTU gBisieTcss TpombouuToneHus (MeHee 150,0 x 109/1 unu cHUXeHUE
KOJIMYeCTBa TPOMOOLIMTOB OoJiee YeM Ha 25% OT MCXOAHOI0) B COUETAaHUU C
MMKPOAHTHOIIATUYECKON T'eMOJUTUYECKON aHeMMell (ITOBBIIIEHUE aKTHB-
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Hoctu JIAT', cHUXXeHue ypoBHS reMoriaoouHa, musonurtos). [Ipu HELLP-
CUHAPOME MAAaHHBIA CUMITOMOKOMIUIEKC YCYTyOJIsIeTcsl HapacTaHUEM
AKTUBHOCTU TpaHcaMUuHa3. KinHUYeCKU JaHHbBIE COCTOSTHUS XapaKTepusy-
I0TCSI TTOJIMOPTaHHOU AUCGhYHKIUEN BCAEACTBUE MUKPOCOCYAUCTBIX TPOM-
6030B. O0bEM BOBJIEUEHUS Pa3HBIX OPraHOB U CUCTEM MOXKET ObITh pa3iny-
HbIM, HaubOosiee yacTo nopaxatorcd nouku u IHTHC [14, 15]. OcHOBHBbIE
Buabl TMA Bxmouator TTII, karacrpoduueckuit AOC u atunuunsiii ['YC.
DTU COCTOSIHUSI MOTYT BO3HUKHYTh KaK BHE OEpeMEHHOCTH, TaK U Ha €e
(one. B psane ciydyaeB Tpurrepom pasBuUTUsi, K mpumepy, atunuuHoro ['VYC
MOXET SIBUThCS MpeakiiamIicusi. B mobom ciyyae mist obecredyeHrus Makcu-
MaJIbHO BO3MOXHO OJIarONpPUSTHBIX UCXOJOB TpeOyeTcsl cKopeiliee yTou-
HeHue Buga TMA. [l 2Toro ucciaeayercsl coaepkaHue B KpOBU MeTaslio-
npoteazbl ADAMTSI13 (o6HapyxeHue aktuBHoctu ADAMTS13 B miazme
kpoBu MeHee 10 % siBnsieTcst ocHoBaHUeM it nuarHoctuku TTII) u aHTH-
dochonununueix antuten (IgM, IgG x kapauoaunuHy u K Oera-2-riu-
KOIPOTEUHY, BOJTYAHOUHBbIN aHTUKOAryasHT). [Ipyn HAIM4YUK MOJOXKUTEb-
HOTO TecTa Ha aHTUdochoIUNUIHbIe aHTUTeNa Tpu TMA naHHOe coCTosI-
HUe paccMaTpuBaeTcs Kak kaTtactpoduueckuit ADC [16]. Ilpu orpuia-
TeJIbHOM pe3ynbTaTe U oTcyTcTBUU Aedunimta ADAMTSI3 y poaryibHUALBI
C TMPOTPecCUpPYIONIMMU KIMHUKO-T1a00paTOpHbIMU Mpu3Hakamu TMA
nuarHoctupyercs atunuynbiii ['YC.

BaxXHOCTh MOJHOTHI U CBOEBPEMEHHOCTU AUATHOCTUYECKUX MEPOIPUSI-
TUI COCTOUT B OMpPeNeeHUN MPEeU3UOHHON Tepanuu, KOTopas OTJINYaeT-
cd B 3aBUCUMOCTH OT Ho3osioruu. [1pu passutuu no6oro suga TMA B oT-
CyTCTBUE aJI€KBATHOTO TEPANEeBTUYECKOTO BO3IECUCTBUSI PUCK HEOIAronpu-
SITHBIX UCXOJOB OEPEMEHHOCTH KaK IJISl MaTepU, TaK U JJIs TJIOJA YPE3BbI-
yaifHo BbIcOK. [1pu muddepeHmaatbHON TMarHOCTUKE TPOMOOLIMTONIEHUU
BO BpeMsl OEpEeMEHHOCTH HEOOXOAMMO YYUTHIBaTh 00se3Hb (oH Buiie-
o6panga tuna [IB, ocobeHHO eciiu B aHaMHe3€ MalWeHTKU WU POACTBEH-
HUKOB 3a(pUKCUPOBAHBI aHOMaJbHble KpoBOTeueHUsd, wiu JieueHue MUTII
He mpuHecao pe3ynbTata. CBOEBPEMEHHO YCTAHOBJIEHHBIN JUAarHO3, MPO-
BOJIMMBIE JieueOHbIe Y MPOMWIAKTUIECKAE MEPOTIPUATUS MO3BOJISIOT U30e-
XaTh OCJIOXHEHUI BO BpeMs ponoB y 6epemenHbix ¢ TTII [17, 18].

BeneHne 6epemMeHHOCTH Yy eHLWuH ¢ UTTI

bepemenHocTh 60nbHBIM UTII He mpoTUBOMOKa3aHa, HO JOJKHA MPOTeE-
KaTb B COCTOSSHMU KinMHU4Yeckoin komneHcauuu WMTII (orcyTcTBUe remMmop-
parMyeckoro CUHIApPOMa M KOJWYECTBO TpombOoumToB He MeHee 50,0 x
10%/n1), qocTUTHYTON Ha Mpeabplaynux stanax tepanuu. [Tpu UTIT Heabss
pepbIBaTh OEPEMEHHOCTh 0€3 aKyIIePCKUX MOKA3aHUI TOJBKO U3-32 TPOM-
OOLUTONEHUN U reMopparmyeckoro cuaapoma [10, 11].
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Bce xeHmmubl ¢ UTIT u gpyrumMu TpOMOOLUTONEHUSIMU TOJIXKHBI HAXO-
JIUTHCSI IO COBMECTHBIM HaOJIOJEHUEM Y TeMaToJI0Ta U TMHEKoJIora, a me-
pen pomamu — y akyliepa U aHecte3uoJsora. B mpouecce HabmoneHus Ha
MepBbIii MJIaH BBIXOJUT aKyIIEPCKUIA CTaTyC, 3aTEM COCTOSIHUE OepeMEHHOM
(reMopparnyeckuii CUHIAPOM, KOJIUYECTBO TPOMOOILIMTOB, COMYTCTBYIOIIME
3aboneBanus) [1, 10].

Ha npoTtsixxeHuu moutu Bcero nepuoaa 6epeMeHHOCTH 0€30MacCHbIM CUU-
TaeTcs CTabWIbHBIA ypoBeHb TpoMOoLuToB He MeHee 30,0 x 109/11, eciiu HeT
reMOopparuyeckoro CUHApOMa U He TUTAHUPYIOTCS KaKue-I1u00 BMellaTeb-
cta [10, 19, 20]. B konue III TpumecTtpa u B poaax TpPOMOOUUTHI CleaAyET
MO IePXUBATh Ha ypoBHe > 50 x 10°/11.

TpoMOOLIMTONIEHUST MOXET COXPAHSThCS TOCJE PONOB, B CBSI3U C YEM
TpedyeTcs TUIATeIbHbII KOHTPOJIb, 0OCOOEHHO 3a XXEeHIIWMHAMU, [EPEeHECII-
MU CIUIEHAKTOMUIO. HacToTa AMHAMUYECKOTO HaOJI0eHUsS OepeMEHHO C
TPOMOOLIMTONIEHNEN ONpeneaseTcss KTIMHUYECKUM COCTOSTHUEM MallueHTKU
U BO3PACTAaEeT CO CPOKOM OepeMeHHOCTH. [1pu rectalluOHHON TPOMOOIUTO-
nenuu u UTII B I u Il TpumecTpax 6epeMeHHOCTH MEPUOANYHOCTb HAOIO-
JIEHUs y TUHEKOJIOTa U MOHUTOPUHT MOKa3aTejell KPOBU — JOJKHBI CO-
cTaBsATh 1 pa3 B Mecsll, nociie 28-il Henean — 1 pa3 B 2 Hexeslu, a mocjie
36-ii Hegenn OepeMEeHHOCTH — exXeHeaeabHo [9, 10].

B cnyyae 6epemenHocTH y KeH1MH ¢ UTIT B COCTOSIHUM peMUCCUUN WU
KJIMHAYECKOW KOMITEHCALIUU CJIEAYeT MPOBOIUTH TOJBKO AUHAMUYECKOE
HabmoneHue. ZKeHMHAM ¢ TsKesioil peaucteHTHOU opmoit UTIT HeoO-
XOJUMO JieueHUue N0 OepeMEeHHOCTU, a TUIAHUPOBATh HACTyIUJIEHUE Oepe-
MEHHOCTHU HYXXHO Ha MEePUOJ] PEMUCCUU WU KIMHUKO-TeMaTOJIOTUYECKOU
KomneHcauuu [10, 11].

NokasaHusa K Tepanuu 6epemMeHHbix ¢ UTT

Ilenb Tepanmuu — MOBBIIIEHUE KOJTUIECTBA TPOMOOIIUTOB 0 MUHUMAJTbHO-
TO YPOBHSI, 00eCTIEeUMBalOIIero 6€30MacHOCTh BHIHAIIMBAHUS U POOPA3pe-
IIEeHUSI.
[MoxazaHust K Ha3HAYEHUIO TEPaTIUN:
e TeMOpparuyecKuii CMHAPOM Pa3INIHON CTEMEHU BBIPAXKEHHOCTH;
e TtpombouuToneHus MeHee 20—30,0 x 109/1 6e3 reMOpparn4eckoro CUHI-
poma.
ITpu xonnyectse TpomGoLuToB 30—50,0 x 109/71 1 oTCYyTCTBUM reMoppa-
TUYECKOTO CUHIpPOMA MOKa3aHO aKTUBHOE NMHaMuuyeckoe HabmoneHue [10,
11].
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JleyeHue 6epemeHHbIx ¢ UTI

IMpenaparsl, mpuMeHseMble A Tepanuu 6epeMeHHbix ¢ UTII, Te ke, uyTo
U y XEHIIMH 0e3 OepeMEeHHOCTU: INIIOKOKOPTUKOUABI B PA3IMYHBIX T03U-
pOBKax, BHYTpUBEeHHBI nuMMyHoriaooyauH (BBUT), ux coueranue, criieH-
9KTOMUSI, KOTOpasi MpoBoaUTCS peako B Il TpuMecTpe myTeM namnapocKonu-
YeCKOro J0CTyNa C MpeaBapuTebHON BaKIIMHALIMEN B COOTBETCTBUMU C Ha-
LUOHAJIbHBIMU peKoMeHaanusamu [10 11].

B I u Il TpumecTpax 6epeMEHHOCTH Y KEHIIMH C BIIEPBbIE TMAarHOCTUPO-
BaHHoit UTII u mpu pelmanBax mpeanouYTUTEIbHBIMU IIperapaTamMu SBJIs-
1orcss BBUT u rmokoxkoptukouasl. BBUI nmoBbiiaeT ypoBeHb TPOMOOIIM-
TOB ObICTpEE, YeM TTIOKOKOPTUKOUIIBI, OMHAKO YaCTO BBHI3BIBACT JUIIb Bpe-
MEHHBII 3 (eKT, M03TOMY Ha3HAYaeTCs AJISI CPOUHOTO TOBBIIIEHUST YPOB-
HS TpPOMOOIIMTOB BO BpeMsl KPOBOTEUYEHUSI WJIM DPOIOB. B oTmenbHBIX
chydasx Tpedyercsa BBeaeHue BBUT nnsg nompmepxkaHus 6e30macHOro ypoB-
HSI TPOMOOLIMTOB Ha IMPOTSKEHUU Bceit OEpeMeHHOCTH U OCOOEHHO MpU
MOATOTOBKE K poaaM, Korga HEoOXOAMMO OBICTPO ITOBBICUTH YPOBEHb
TpoMboLuTOB [19—22].

BBUI BBomaT B ogHOKpaTHO# go3e 400 Mr/Kr, cyMMapHasi 103a oInpe/e-
nsercst a¢deKToM, KOIMYeCTBO BBeIAeHUI BapbupyeT oT 2 go 5. [o-
KOKOPTUKOUIBI HazHayaloT B no3e 0,5 MI/Kr/CyT BHYTPb C AajJbHEHIIei
KOppeKLMeid M03bl 10 MUHUMAJIBHOW C IeJbl0 KYIMMPOBAaHUS TreMoppa-
TMYECKOrO0 CUHIPOMAa M TOBBIIIEHUSI KOJMYECTBA TPOMOOIIMTOB 10 0e30-
nacHoro yposHsa — 30,0 x 10%/n u Beimre. B 11 TpuMecTpe 6epeMEHHOCTH
B KauyecTBe 3KCTPEeHHOU moMoiuu Ipu HeabdektuBHoctu BBUI u rio-
KOKOPTUKOMIOB BO3MOXHO IPOBEACHUE JAMapOCKOMUUYECKOM CIIEHAKTO-
muu [9, 11, 23, 24].

CoxpaHeHue WM ycyryoseHue TpomoounToneHuu B 111 Tpumectpe u He-
MOCPEICTBEHHO Mepe poaopa3pellieHueM TpeOyeT MHTeHCUDUKALIMU TTPO-
rpamM Tepanuu: BBeaeHue BBUI B KypcoBoii o3¢ 2 r/Kr, pacnpeaeaecHHON
Ha 2—5 uH@y3uil, WU TJTIOKOKOPTUKOUIHAS Teparnusl CpeIHUMU UM Ma-
JIBIMU 103aMU KOPOTKUMU Kypcamu. CIUIEHIKTOMUS B 3TOT NIEPUO HETIPH -
meHuma [10].

[To pesynbraTaM HEKOTOPBIX MCCJIENOBaHUI ycTaHOBIeHa d(hdeKTUB-
HOCTh M XOpollasl MepeHOCUMOCTh BHYTpUBeHHOro aHTh-RhO(D)-ummy-
Horjo0ynuHa y Rh-ToJ0XUTeAbHBIX XKEHIIMH, KOTOPBIM HE MPOBOAMIIACH
CIUICHAIKTOMHUSI, OJHAKO 3Ta TepalMsl CBs3aHa C MOTEHIIMAJIbHBIM PUCKOM
reMoJin3a y 6epeMeHHOI KeHIIMHBI WK Tioga [25].
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BeneHune 6epemeHHbIX eHLWwuH ¢ UTT ¢
PE3UCTEHTHOCTbIO K Ha4yaNbHOM Tepanuu

IMammeHTKaM ¢ pe3MCTEeHTHOCThIO K HayaJbHON MOHOTEpANuu WA CHUXKE-
HUEM ypoBHs TpoMGouuToB Huxe 30,0 x 109/, HeCMOTPA Ha MPOBOANMOE
JIeueHue, peKOMeHAyeTcss KOMOMHUPOBAaHHAs Teparus: BHICOKHUE JO3bl Me-
TWINpenHu3ogoHa B couetaHuu ¢ BBUI wiu azatnonpunom. Llukiocro-
PUH 1 a3aTUOMPUH 0€30IaCHO MPUMEHSIOT Y OEPEMEHHBIX XXEHIIUH C OPTO-
TONMMYECKMMU TpaHCIIaHTaTaMKW OpraHoB [26, 27]. JaHHbIe TpemaparTsl
MoryT ObITh 3 dekTuBHbI y namueHToB ¢ UTII, pedpakTepHbIX K Ipyrum
BapuaHTaM Tepalnuu, OAHAKO YPOBEHb TPOMOOLIMTOB MOBBIIIAETCS OTCPO-
YEHHO — CIYCTSI HECKOJIbKO Helesb.

CorjlacHO COBPEMEHHBIM MEXIYHAPOIHbIM PEKOMEHAALIMSIM, arOHUCTHI
TPOMOOITOATUHOBBIX PELIENITOPOB MOXHO paccMaTpuBaTh KaK BapuMaHT Te-
panuy Ha MO3MHUX CPpOKax OepeMEeHHOCTH, KOraa ApYyrue BapUaHThl Tepa-
nuu HedbdekTuBHbI [11, 28, 29].

PutykcumMab npuMeHsieTcsl 10 U BO BpeMsl OEpeMEeHHOCTU, OJHAKO Jieye-
HUYe JaHHBIM MperapaToM CBSI3aHO ¢ PUCKOM IMeprHaTaIbHON U HEOHATab-
HOM MMMYyHocyrpeccuii 1 uHgexuui [30].

JleyeHue npyrumMu MMMYHOJENpPecCaHTaMU, BKJIOYasl pacTUTEbHbIE all-
KaJouabl U MUKobeHomaTa MOMEeTUI, CBSI3aHO ¢ PUCKOM TePaTOTreHHOCTH,
B CBSI3M C YeM 3ampelieHo Nnpu 6epeMeHHocTH [31].

[Tpu yBenuyeHUU KPOBOMOTEPU B pojax WU OJmKalIieM IOCAepono-
BOM mepuojge B 1,5 paza Oosblie (PU3MOIOTMUYECKON U MPU OTCPOUYEHHBIX
KPOBOTEUEHUSIX MOKa3aHa coyeTaHHas Tepanus BBUT u rirokokopTukou-
JaMU, a TaKxKe BBeJeHUe cBexke3daMopoxkeHHoit miaa3mel (C3I1) B 00beMe He
meHee 1000 mu [9, 10].

[Tpu HaIMYUU JOTMOJHUTENbHBIX (DaKTOPOB PUCKA Pa3BUTUSI TPOMOO30B
y 6epeMeHHBIX ¢ TPOMOOLIUTONIEHUSAMM, HarpuMep rpu ADPC, 1 HeoOXoau-
MOCTU MPOBEACHUSI aHTUKOATYJSITHOU Teparuu C 1eJblo NpohWIaKTUKU
BEHO3HBIX TPOMOOIMOOJMIT TPOMOOLIMTH PEKOMEHIYeTCsl IMOAACPXKUBATh
Ha yposHe Boime 50,0 x 109/

ITpumenenue HITBC npoTuBomnokazaHo AJs1 MOCAEPOAOBOM WIU TTOCe-
ONEPALIMOHHON aHAJbIE3UM y XKEHIUUH C yPOBHEM TPOMOOLIMTOB MEHEe
70,0 x 109/1 B CBSI3M C TIOBBIILIEHHBIM PUCKOM TEMOPPArnyeCcKUX OCIO0XKHE-
HUW.

Anroput™m BeaeHus OepemMeHHocTM M pomoB mnpu MTII mpencraBieH
Tadm1. 2.
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Bbi6op cnocob6a pogopaspelueHus

Crioco0 popopa3spelieHus onpeaesisieTcs: aKylepCKUMU, a He TeMaToJI0T -
yecKuMu nokaszanusmu [10, 11]. Jast HopMalabHOTO poaopaspelieHust 6e3
KPOBOITOTEPH HEOOXOAMMO KOJIMYECTBO TPoMOOLMTOB Bhime 50,0 x 109/71.
WUTII npu 6epeMeHHOCTU He SBISIETCS MPOTUBOIIOKAa3aHUEM JJIsl ITPOBeIe-
HMA KecapeBa CE€YeHMs IpU ypoBHEe TpombouuTtos Gosee 50,0 x 10%/n
[1, 11].

06e360n1MBaHue

DrnunypajibHasi aHeCTe3MsI BO3MOXHA MPU KOJIMYECTBE TPOMOOIIUTOB BHIIIIE
80,0 x 10%/n. Jlo mpoBedeHNs aHECTE3NN HEOOXOAMMBI TLIATENLHBINA cOOp
aHaMHe3a C YTOYHEHHEM IIPOSIBIIEHUII TIeMOpPParudeckoro CHHApOMaA
M OlieHKa mokasareneii koaryiaorpammsbl (Bkiatoudasi [1B, AUTB u ypoBeHb
¢ubpuHoreHa) [32].

OnTtuMaiibHasl cxeMa BeIeHMS POJOB JOJIKHA OBITh OCHOBaHA Ha aKy-
LIEPCKUX MTOKA3aHUsIX.

Tabmuua 2. AnropuT™M BeAeHUS OEpeMEeHHOCTH U ponoB y 6onbHbIX UTII

I Tpumectp

OrcyTcTBHE remMoppa-
IHYeCKOro CHHIPOMa,
KOJIHYECTBO TPOMOO-

mutos > 30,0 x 10°/a

T'emopparnyeckuii CHHIPOM MM KosmdecTBO TpomGoumuTos < 30,0 x
x 10°/a

JlnHamMuueckoe Ha-
ooaeHue

BBUT, 0,4 r/kr — OT 2—5 BBeICHUI 10 MAaKCUMATBHOU O3BI 2 T/KT.
I'mokokoptukouel, 0,5 Mr/Kr uian Majbie 103bl 10—30 Mr npeaHu3o-
JIOHA B CYTKM BHYTDPb

II Tpumectp

OrcyrcTBUE remMoppa-
IHYEeCKOr0 CHHIPOMA,
KOJINYeCTBO TPOMOO-

mutos > 30,0 x 10°/a

T'emopparuyeckuii CUH]I-
POM WIH KOJIMYECTBO
TpomoOoumuToB < 30,0 x
x 10°/n

KpoBoTeuenue

JlnHamuueckoe Ha-
OsoaeHue

BBUT, 0,4 r/kr — ot
2—5 BBemeHMIA 1O MaK-
CUMaJIbHON KypCOBOM
JI03bI 2 T/KT.

T J1I0KOKOPTUKOUIBI,
0,5 MI/Kr win majble
no3bl 10—30 mr npej-
HM30JI0HA B CYTKHU
BHYTpb

BBMUT, xypcoBas no3a2 r/Kr (3a 2 BBele-
HUS).

[ JTIOKOKOPTUKOUIBI, TTYJIbC-TEPAITHS: Me-
tunnpenHusonon, 500 mr B/B, 3 BBexde-
HMSI, WIK JekcaMeTa3oH, 40 mr B/B,

4 BBeseHUSI.

BBUT + ri1toKOKOPTUKOUJIBI.
CruieH3KTOMUS (J1arapocKommyecKas)
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Tabmuna 2 (okoHYaHWe). AJITOPUTM BeIEHUSI OEPEMEHHOCTM U PONOB Y

oompHbIX UTII

III Tpumectp
OrcyrcrBue remoppa- |Iemopparmyeckmii cuna- | Ilepen ponopaspeme- | KpoBoreueHnue
THYECKOT0 CHHAPOMA |POM WJIH KOJHYECTBO HHEM
TpoméonuToB < 30,0 x
x 10°/a
JlnHamMuyeckoe Ha- BBUT, 0,4 r/kr — Murencudukarmst BBUT.
omoneHue 2—5 BBelEHUI MO Ky- |Mporpamm: [mokoxkopTUKOUIBL,
nupoBaHus remopparu- | BBUI, 2 r/kr (Kyp- |mysbc-Teparnusi: Me-
YECKOTO CHUHAPOMA. coBast 103a). TUJITIPETHU30JIOH,
T IIOKOKOPTUKOUIBI, I'mokokoptukounsl, |S00 mr B/B, 3 BBele-
0,5 Mr/Kr uau mMajble |IMyJbC-Teparnus: HUSI, WK IeKcame-
no3bl 10—30 Mr npea- |MeTWINpPeIHU30JI0H, |Ta3oH, 40 Mr B/B,
HU30JI0HA B CYTKHU 500 mr B/B, 3 BBene- |4 BBemeHUSI.
BHYTPb HMs, win nekcame- |BBUT + mioko-
Ta3oH, 40 mr B/B, KOPTUKOUIBI.
4 BBeeHMSI. C3I1, > 1 5.
BBUT + rmokokop- |IlepenuBanue Tpom-
TUKOMIBI + arOHU- | BOKOHIIEHTpaTa
CThI TPOMOOTIOATH-
HOBBIX PELENTOPOB
Poapt
Temopparueckuii CHHAPOM HJIM KOJIM4ecTBO TpombomuTos < 50,0 x 10°/n
(mepen poaopaspenieHueM)
BBUT.
[JTI0KOKOPTUKOWIBI TTAPEHTEPATBHO.
BBUT + rioKOKOPTUKOU/IbBI.
C3I1, > 1 .
[MepenuBaHue TPOMOOKOHIIEHTpATA

Puck pasBuTHsi TPOMGOLUTONEHUN
y HoBOpOXaeHHoro. Kopmnenue pebeHKa

VY 10% marepeii ¢ UTII poxnaercst peOEHOK ¢ KOJIMYECTBOM TPOMOOIIMTOB
MmeHee 50,0 x 10%/n1, ay 5% — c 6osee ry60Koi TPOMOOLIUTONIEHUEH — Me-
nee 20,0 x 109/1. TeM He MeHee BHYTPUYEPENTHbIE KPOBOM3INAHKS (PUKCHU-
pytorcs penko — B 0—1,5% caydaeB [1, 11]. B HacTosiiee BpeMsT 4eTKUX
KPUTEPUEB MPOTHO3a HE CYIIECTBYET, U Pa3BUTHE TPOMOOIIUTOIIEHUHU Y HO-
BOPOXIEHHOTO HEIMpEeACKa3yeMO HU MO0 KOJUYECTBY TPOMOOLIMTOB, HU I10
YPOBHIO aHTUTPOMOOLIMTAPHBIX AHTUTE] Y MaTepPU.

HauGonee BeposiTHON MPUYMHON Pa3BUTUS TPOMOOLIMTOIICHUM Y HOBO-
POXICHHOTO SBJSIETCSI NMPOHUMKHOBEHUE AaHTUTPOMOOLIMTApPHBIX aHTUTEN
MaTepu, CoJAepXKalluXcsl B TPYITHOM MOJIOKE, B KPOBb peOEHKa C MOCIeyi0-
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el JecTpyKuuein TpoMOOUUTOB. B 1ob3y UMMYHHOTO XapakTepa TpoM0o-
LUTONEHUU HOBOPOXIEHHOIO CBUIAETENbCTBYET MOBBILLIEHUE YPOBHS TPOM-
OOLIMTOB y peOeHKa IMocie OTMEHbI I'PYIHOTO BCKapMJIMBaHUSI Ha HECKOJIb-
Ko nHei [33, 34].

Takum o6pazoM, MpU COXpaHEHU U TPOMOOLIUTONIEHUH B TeueHue 1-i He-
JeJIM 'y HOBOPOXIeHHbIX oT Matepeit ¢ UTII moka3zaHo nmpekpailieHue rpyi-
HOro BCKapmyiMBaHUs. EAMHCTBEHHBIM MPU3HAHHBIM B HACTOSILEE BPEMS
(haxkTOpOM TMpPOrHO3a TPOMOOLIMTONEHUU Y HOBOPOXKAEHHOTO SIBJSIETCS Ha-
JiInyre TpOMOOLIMTONEHUM Y TIpebIayIlero pedbeHka.

KoHcynbTMpoBaHue 6epemeHHbIX ¢ gnarHosom UTTI
W JeHLWuH ¢ UTT, pasBuBUBLLENCA BO BpeMmS
b6epemMeHHOCTH

KeHiuHbl geropoaHoro Bo3pacta ¢ UTIT nomkHb ObITH MHGOPMUPOBAHbI
o ToM, yto UTII mpakTuyecku He SBJIsSIeTCS MPOTUBOMOKA3aHUEM K Oepe-
MEHHOCTHU, HO IS OJIarONoOJyYHOrOo BbIHAIIMBAHUSI U POAOPA3PEIICHMUS
OHM JOJIKHBI OBITh MO MOCTOSIHHBIM HAOIIOJEHUEM CIEeLMaUCTOB U CO-
OJrfoIaTh BCE TPEANCAaHUsT Bpaydeil.

Benenuem xenummmH ¢ UTII, xenarommx 3abepeMeHeTb, U OepeMeHHbIX
C BIIEpBble AUArHocTupoBaHHOU U xpoHuyeckoil MTII mokKHbBI COBMECTHO
3aHUMATbCS aKyllIep-TUHEKOJIOT, UMEIOIIUIA OMBIT BeleHUs OepeMeHHOCTel
BBICOKOTO PUCKA, U TEMATOJIOT, UMEIOIIUI OMbIT BeneHus nauueHton ¢ UTII.
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[naBa 16.
Tpomb0oTHYECKas

TpomboLMTONEHMYeCcKan nypnypa
N 6epemMeHHOCTb

BBeneHue

Tpombotmyeckass TpoMmbomuroneHmdeckas myprypa (TTII) — opdan-
HOoec 3a0olieBaHME, TIPOSBISIONICeCS HEMMMYHHOM TpOMOOIIMTOIIC-
HUE#, MUKPOAHTHOITATHICCKOM TeMOJIMTUUECKOI aHeMHEl 1 HapyIIeHNEM
(yukunii opraHoB u cucteM. B ocHoBe matorenesa TTII nexxnt pyHKIIMO-
HaJbHBII WIM  KOJMYECTBEHHBIH  Oe(UIINT  METaJIONMPOTEHHA3EI
ADAMTSI13, pacuiernigionieil BEICOKOMOJIEKYISIpHBINA dakTop dhoH Bui-
JnebpaHja.

Hwuarno3 TTII ycraHaBiMBaioT OpU BBISIBIEHUU B IIa3Me KPOBU aKTUB-
Hoctu ADAMTSI13 < 10%. IMpuunHamu Hu3Koit aktuBHocTu ADAMTS13
MOTYT OBITh HapylleHue ceKpeluun Jubo (GpyHKUUMU 3TOro pepMeHTa B pe-
3yabTaTe MyTaumu reHa ADAMTSI3 nipu eposxcdennot TTII (cuHIpPOM
Ammoy—IllyaeMana) 1100  BBEIpaOOTKA  aHTUTENI, WHTAOMPYIOIINX
ADAMTSI13, ipu npuobpemennoui TTII [1, 2]. K pazsutuio TTII npusomst
pa3IMIHBIC 3TUOJIOTUYECKHE (hAaKTOPHI, CPeOd KOTOPBIX MOTYT OBITh WH-
(bek1msa, ayroMMMyHHBIE 1 OHKOJIOTMIECKIE 3a00JIeBaHNs, TpaBMa, XUPYpP-
TUYECKHe BMEIIaTeIbCTBA, JICKaPCTBEHHBIE ITPeTlapaThl, HO OCOOCHHO YacTo
B KauyecTBE BO3MOXHOTO 3THOJIOTUUYECKOro (haKTopa BBIACIISIOT OepeMeH-
HOCTB, KOTOpast MOXKET SIBJISIThCSI TPUTTEPOM KaK IIPpH HaCJIeACTBEHHOM, TaK
u 1ipu nipuodpeteHHou gopme TTII.
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DeHoMeH yacToro MposiBieHus TepBbix cumnroMoB TTII Bo Bpems
OepeMEeHHOCTU OOBSICHSETCS TeM, YTO AaXe y 3A0POBBIX XeHIIWH B I u
IIT TpumecTpax, a Takxke B paHHEM MOCAEPOJOBOM IEePUOJe MPOUCXOAUT
MOBbIIIIEHHOE BhICBOOOXKAeHME (hakTopa (hoH BuiiebpaHaa u yMmeHbllIeHUE
aktuBHoctu ADAMTSI13. B psae ciiyyaeB aKTUBHOCTb 3TOro ¢hepMeHTa
yMeHbILIaeTcss BO BpeMsi 6epeMeHHOCTH 10 21—29% [3, 4]. AKTUBHOCTD
ADAMTSI13 B KpOBU MOXET YMEHBILIATHCSI BO BpeMsi OEPEMEHHOCTU U O,
neiictBrueM actporeHoB [5]. TloaToMy npu uMmerolieicss reHeTU4YecKou
MPeapacoIOXeHHOCTH U/Uin TosiBaeHun aHtuten kK ADAMTSI3 3a60-
JIeBaHUE HEPEIKO BIEPBbIe KIMHUYECKM TPOSIBIISIETCS Y XXEHIIIUMH UMEHHO
BO BpeMsl OEpEMEHHOCTH, MPUYEM YacTO — Ha MO3JIHUX CPOKaX OepeMeH-
HocTH [6].

IMTo maHHBIM (DpPaHILy3CKOTO TOCYAAPCTBEHHOTO PErvcTpa TPOMOOTHUYE-
ckux MukpoaHruonaruit [7], cpeau 772 6onabHbix TTII 3a6oneBaHue ObLIO
ACCOLIMMPOBAHO ¢ OepeMeHHOCTBIO Y 62 (8%) xeHuH. [1o JaHHBIM UTAJb-
STHCKOTO peructpa [8], 6epemeHHOCTb siBUIach TpurrepoM TTII B 15 (3,9%)
u3 491 cinyvasa 3aboseBaHusi. Kutaiickue aBTOpbl [9] BBISIBUIM OepeMeH-
HocThb B KauecTBe Tpurrepa TTII B 3,64% ciydaeB. CortacHO TaHHBIM pe-
ructpa wmwrata Oxkiaxoma (CIIIA), 6epemennbie cocraBmwii 13,3% (10 u3
75) Bcex 6onbHbIX TTII [10]. [TockoibKY O€pEMEHHOCTD SIBJISIETCS] TPUITE-
poMm TTII TOABKO y XKEHILMH, YacTOTa 3TOr0 3TUOJIOTHUYECKOro (akTopa,
MpUBsI3aHHAs K TIOJTy OOTbHBIX, 3HAUUTEILHO Bo3pacTaeT. Cpenu XeHIINH,
o6onbHbIX TTII, yactora 3a6oyieBaHMSI, aCCOUMUPOBAHHOTO ¢ GEpeMEeHHO-
cThIO, coctaBuia 6,5% B Utanuu [8], 11,7% — Bo ®panuuu, 5,7% — B Ku-
Tae, 21,7% — B Oxkiaxome [10]. DTa yacToTa CTAHOBUTCS €Ille BHIIIE, CCIIN
paccMaTpuBaTh OEPeMEHHOCTDb KaK 3TUOJOTUIECKUI (PAKTOP TOIBKO Y KEeH-
LIMH AeTOpoaHOro Bo3pacta: B OkilaxoMe oHa coctaBuia 27,8% [10]. Ilo
JAHHBIM POCCUMCKOTO perucTpa, 0epeMeHHOCTh 0Ka3adach CaMbIM YacThIM
tpurrepom TTII B 38% Bcex ciydaeB 3a6ojieBaHUsS WK Y 55,5% KEHIINH,
6osbHbIX TTII [11]. 3a6oneBaemocts TTII, accouunpoBaHHOl ¢ GepeMeH-
HOCTBIO, COCTaBuJja 7 cliyyaeB Ha MUJUJIMOH polioB B roa B U3paune [12], a
Bo @panimu 3a aBa roga npu npunsatuu 8909 pomgos TTII Obina BeIsIBICHA
y 4 xeHiuH, To ecth B 0,04% cayuaes [13].

ITpu cpaBHenun teuenuss TTII y 6GepeMeHHbIX U HEOEpPEMEHHBIX XEH-
IAH PETPOIYKTUBHOTO BO3pacTa yCTAHOBJIEHO, YTO JJAOOpAaTOpHBIE TTOKA-
3aTesii, a TakKe 4YacToTa Pa3BUTHUSI TPOMOOTMYECKON MUKPOAHTHOMATUU
OpPraHOB Y HUX HE Pa3INvaJIiCh, 3a UCKIIOUEHUEM 00Jiee 4acToro Tmopaxe-
Hus cepaua y 6epeMmennbix ¢ TTIT (25% nporus 3,3%; p = 0,007) u Gonee
YacTOro JIETAJIbHOIO Mcxoma cpeau O0epeMeHHBbIX (16,7% nporus 0%; p =
=0,007) [12].

Huskas mimasmeHHast aktuBHocThb ADAMTS13 accoumupyeTcs ¢ 0Ciox-
HEHHBIM TeueHneM OepeMeHHOCTH. CHIDKeHHas B | TpuMecTpe akTUBHOCTD
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ADAMTSI13 menee 25% B 2,9 pa3a MOBBIIIAET PUCK OCJIOXHEHHOTO TeYe-
Hus TTII y 6epeMeHHBbIX, a pUCK BbIKUAbIIIA — B 1,2 paza. Haiuuue aHTu-
Tel K ADAMTS13 noBbiiaeT puck ociaoxHeHHoro tedyeHust TTII npu Ge-
peMeHHOCTH B 6,6 pa3a, pucK BeIKuabia — B 4,1 pasza [14]. Y 6epeMeHHbBIX
¢ npuodbpereHHoit TTII puck npeskiiamncuu mouytu B 10 pa3 Bbeille 1O
cpaBHEHUIO ¢ o0l momnyJstueit (3,2% npotus 31,3%), a pUCK TSKeI0i
npeakjaamicuu Beie B 15 pas (1,2% nportus 18,8%) [15].

Bo3HukHOBeHUE Yy OepeMEHHbIX TPOMOOLIMTOTIEHUN, TeMOPPATUIEeCKOro
CUHAPOMA, aHEMWU, TEMOJIU3a, OPTAaHHOW MATOJIOTMU HEPEAKO MPUBOAUT
K owmubouHoit muarHoctuke HELLP-cunapoma, AUCCEMUHUPOBAHHOIO
BHYTPUCOCYAUCTOIO CBEPThIBAHUS, MPEIKIAMIICUN, OCTPOI XXUPOBOU AUC-
Tpoduu medeHu [16], 4To MOOYKmaeT aKkyliepoB MpepBaTb 6epeMEHHOCTh
«[M0 MEIUIMHCKUM TMOKa3aHUsIM», OCOOEHHO C Y4eTOM TOro (akra, 4To
MPUYMHY YKa3aHHBIX U3MEHEHUI He BCceraa yaaeTcs TOYHO U ObICTPO ycTa-
HoBUTh. Ellle 6ojiee npaMaTUUYeCK MOXET CKJIaAblBaThbCS CUTyallUsl, €Clu
YKa3aHHbIE CUMIITOMbBI BIIEPBbIE BBISBJISIOT HA MO3IHUX CTAAUAX OepeMeH-
HOCTH JIM0O cpa3zy Mocjie SKCTPEHHO BBIMOJIHEHHOTO POIOpa3pelieHus, IpU
HEIOCTaTOYHOM BPEMEHU Ha IMarHOCTUYECKUe Mpoueayphl. B atux ciayya-
X JIUIIb COXPAHEHWE CUMIITOMATUKHU TOCJE POMIOB 3aCTaBJSIET MEPECMOT-
peTh AMAarHo3.

Onnako TTII — aT0 moTeHUMANbHO KypabeabHOe 3a00jieBaHUE, U TIpa-
BUJIBHO BBIOpaHHAs TaKTHUKa JIEYEHUS TO3BOJISIET COXPAHUTh OepeMeH-
HocTb. [To3aHss u ommbouHas nuarHoctuka TTII 1ub6o HeBepHO BHIOpaH-
Hasl TaKTUKa BeIEHUSI OEPEMEHHBIX — 3TO MPOOJEMbI HE TOJIBKO OTEYECT-
BEHHOI MeIWIMHBI. BO MHOTMX cTpaHaXxX OMbIT AUATHOCTUKU U BEACHUS Oe-
pemeHHbIX ¢ TTII HeBenMK, UMEIOTCSA JUIIb €IAHUYHBbIE KIMHUYECKUE
Habmonenus [17—22]. CornacHo peructpy mrata Oxinaxomsl (CIHA) [15],
¢ 1995 mo 2013 r. mabmoganu 10 xenwmun ¢ TTII, y Kotopbix 0bU10 16 Oe-
peMmeHHocTei. OOOOUIEHHBIE PE3YIbTAThl U pa3padOTaHHbIE PEKOMEHIALIUN
Mo BeAeHUI0 6epeMeHHOCTH y XeHIIUH ¢ TTII uMeroTcs JIuiib B HEMHOTUX
crpaHax [6, 14, 23—25].

06wne npuHLUNLI BeAEHUA 6epeMEeHHbIX
C TPOM60THYECKON TPOMOOLUTONEHNYECKOW Nypnypou

I1pu BbIsIBIEHUU Yy OepeMEeHHOI TPOMOOLIMTONIEHUM, HEUMMYHHOTO TeéMO-
JIN3a, IIU30IIUTOB HEOOXOAWMO MCCIENOBATh TUTA3MEHHYIO aKTMBHOCTH
ADAMTSI13. B cayyae ompenefieHus] y OepeMEeHHO HU3KOW aKTHUBHOCTH
ADAMTSI13 (< 10%) HeoOXonMMOo McciIe0BaTh Mja3My Ha HAJIMIUe UHTU-
oupytommx ADAMTSI13 antuten. BouigBieHne MHTUOMPYIOLIMX aHTUTEN
orpenesieT TaKTUKY JISYSHHUs M TIPOTHO3 3a00JIeBaHUSI.
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bepemennsbie ¢ HacneactBeHHO TTII MoryT mojyyarth JieueHUE TOJbKO
TpaHCy3UsIMU TLIa3Mbl, UX KpaTHOCTb yBeauuuBaetrcst B III Tpumectpe.
bepemennsbie ¢ npuodpereHHoi TTII mOMKHBI MOTyYaTh JEYEHUE TI1a3MO-
OoOMeHaMM U TJIIOKOKOPTUKOWAHbIMU TopmoHamu Ilpu nomo3peHuu Ha
TTII onpaBraHHO KCTPEHHOE HavyaJlo Teparuu, 10 NOoJy4YeHUs pe3yabTaTa
ucciienoBaHus Ha akTUBHOCTL ADAMTS13.

TaKTUKa BeeHUsA 6epEMEHHDBIX C BPOXAEHHOW TPOMOOTUYECKOU
TPOMOOLMTONEHUYECKOW Nypnypon

Bpoxnennyio TTII cienyer 3amono3puTb y OOJbHON € KIMHUYECKUMU
MPOSIBICHUSIMU TPOMOOTUYECKON MUKPOAHTHOIIATUH, Y KOTOPOU HE OIIpe-
NEISIeTCs VUM MMeeTCsl OUYeHb HM3Kast akTuBHOCTb ADAMTS 13, He BbISB-
ngotea nHruoupytommue ADAMTSI13 anTtutena, auardHo3 yCTaHOBJIEH
B JIETCKOM BoO3pacTe Jinbo 3abojeBaHuE Oe0IOTUPOBAIO Y KEHIIMHBI BO
BpeMs repBoii 0epemMeHHOCTH. PpaHIly3cKue aBTOphI [26] BBISIBUIN BBICO-
KYIO 4acTOTy BpOXKAeHHOI (popMbl y 6epemeHHbIx ¢ TTII, B nx Habmom€e-
HUsIX 9Ta 4yacToTa coctaBuia 24%. 1o maHHBIM (PaHIY3CKOrO perucrpa
[7], cpenu xenmuH, y Kotopbix TTII MaHugectupoBama Bo BpeMs MepBOii
OGepeMeHHOCTH, BpoxaeHHast (hopMa BbIBIsLIach B 45% ciydyaeB, a mpro0-
peTeHHast — B ocTaBIIMXCS 55% ciydaeB. B poccuiickoit Koropre 60/IbHbIX
oHa cocrtaBwia 40%, npuyeM y BceX malueHTOK ¢ BpoxaeHHoi TTII 6o-
JIe3Hb MaHuGecTUpoBaiia Bo BpeMs 1epBoit bepemenHoctu B II—III tpu-
Mectpax [11]. DTo elie pa3 moguepKUBaeT HEOOXOAUMOCThL 00S13aTEILHOTO
cpoyHoro obcnenoBanus xkeHiuHbl ¢ TTII, guarHocTUpoBaHHON BO Bpe-
Ms MepBoii bepeMeHHOCTH, Ha Hanuuue nHruomropa ADAMTSI13 u rene-
TUYECKHE MYTalliM, MTOCKOJBKY OT 3TOrO 3aBHUCHUT AajbHEHINas TaKTUKa
JICYCHUSI.

Crnenyer MOHUMATD, YTO TPU HAMW4YUM MyTauuu reHa ADAMTS 13 mox-
HO HE IOCTUYh OJH3MMHON peMHuccHu (HOpPMaau3allud aKTUBHOCTU
ADAMTSI13), a tpaHcdy3um Taa3Mbl HOCIT 3aMECTUTEJbHBIM XapakTep,
TO3BOJISIST TIOBBICUTHh aKTUBHOCTE ADAMTS13 mo 6e301macHbIX 3HAYSHUN U
noctuyb KimHuueckoi pemuccuu TTII. [TosTomy 1ienbio Tepanuu Hacae -
ctBeHHO# (popMmbl TTII aBnsgercs mocTMXeHUE, TIPeXae BCEro, KIMHUYE-
CKOU peMUCCHUMU.

IMepuon moayxn3au ADAMTSI13 cocrasnsier 2—3 nHa [27], npu 00o-
CTPEHUU TPEeOYIOTCS eXeTHEeBHBIC TpaHCHY3WM IUIa3Mbl B TEeUeHUE 7—
10 gHeit, uToOBI HOCTNYL Oe3omacHoro ypoBHs ADAMTSI13. bepemeHHbIM
¢ cuagpomoM Ammoy—llynemana pekomeHnoyiotes [24, 25] tpaHcdy3um
C3I1 npodunakTrudecku pa3 B 2 Hemeau B o3¢ He MeHee 10 MJI/KT OT Ha-
CTyIUIeHUsI OepeMeHHOoCTH 10 20-1i Hemeu, YTOObl mMoaaepKaTh aKTUBHOCTD
ADAMTSI13 He meHee 15% BHe 00OCTpeHMUSI.
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[MpodunakTuyeckue TpaHchy3uu MIa3Mbl Kaxabie 2 Heaeau 3hheKTUB-
Ho npeaynpexaatoT peuuaussl TTII [19]. Hauunas ¢ 20-i1 Henenu wiun B
cllyyasix, KOrja KOJIM4eCTBO TPOMOOLMTOB ocTaeTcs Hike 150 x 10%/1, or-
MeyvaeTcs nosbilieHrue akTuBHOCcTU JIAT, Tpancdysuun C3I1 npoBoasT exe-
HenesnbHO. PerynsgpHble npodunaktudeckue tpaHchysuu C3I1 npomoka-
10T 10 6-i1 Hegenu nociie poaos [25, 28]. IIpu 3ToM HEOOXOAUMO MOHUTO-
pupoBaTh IUTa3MeHHYl0 akTUBHOCTb ADAMTSI13. TlomoGHast TakTuka,
npuMeHeHHas y 23 xeHIuH ¢ BpoxaeHHoil TTII, y koTopsix 6bu10 53 Ge-
PEMEHHOCTH, MO3BOJWIA HE AOMYCTUTh MATEPUHCKOW CMEPTHOCTU U B
37 (80%) ciyuyasix poouTh 310pOBOro pedbeHka, ObL10 15 moreps mwioga [25].

IMpu cpaBHEeHMM NBYX TpyMIT OEpeMEHHBIX C HACJIEeICTBEHHOU (PopMoii
TTII, B onHOI M3 KOTOPBIX MPOBOAUIU MPOodUIaAKTUYECKHE TpaHChy3uu
TUIa3Mbl, & BO BTOPON — HE MPOBOAWIM, YCTAHOBJIEHO, YTO >XUBBIX HOBO-
POXIEHHBIX ObUIO 0OJIbLIE B IEPBOI, YeM BO Bropoii rpymre (97,1% mpo-
B 50%, p = 0,027) [29]. B rpymirie 6e3 TpaHchy3uii TU1a3Mbl YUCIIO CIyYaeB
AHTEHATAJIbHOW THOeIN IUToAa ApaMaTUYeCKU YBEIWYMBAIOCh mocie 20-i
Heneau 6epeMeHHOCTH [29].

l'ucTonornyeckoe uccienoBanue 28 MIALEHT, MOJIYYEHHBIX TTOCTIE POIOB
JKEHIIMH, cTpagalomx HacaeactBeHHoi TTII, mokasano, 4To Bce IIalleH-
Thl UMEJIM MOBPEXICHMS, BbI3BaHHbIE yMeHblIeHrueM mepdysun. B 100%
CJIy4aeB BBISIBJISLIM OTJIOXEHUS (PUOpHUHA B MHTEPBUJIE3HOM MPOCTPAHCT-
Be, B 89% — CHHLMTHAIbHBIE Y3€JKU B BOPCUHKAX IUIALEHTHI, B 50% —
aBacKyJISIpHbIE BOPCUHKM U CyOXOpMOHMATbHBIE (hDMOPUHOBBIE TPOMOBI, B
28,6% — BHyTpuILIaLieHTapHble MHGapKTH [30]. O0ILIee KOIMYECTBO U3Me-
HEHUI B TUTAlleHTE Y XEHIIWH, KOTOpbIe OBbLIM JIeUeHBI TpaHCQY3UIMU
TUTa3Mbl, HE OTJIMYAJIOCHh OT TAKOBBIX, KOTOPBIE HE MoJyyanu rmiazmy. OnHa-
KO 3TU MU3MEHEHUsI ObIITM MEHEe BhIPAKEHBI B TJIALIEHTE Y TeX KEHIUH, KO-
TOpbIE TOAYYaIu TIa3My, MO CPaBHEHUIO C TeMU, KOMY HE MPOBOIWIU
TpaHchy3un TiazMbl. DakT yMEeHBIIEHWST BHIPAXXEHHOCTA M3MEHEHW TIJ1a-
LIEHTHI Y JICYEHHBIX TJ1a3Moi 6epeMeHHbIX ¢ BpoxneHHoil TTII, ocobeHHO
Ha paHHUX CpoKax OEpPeMEHHOCTU, OTMETWIU U Apyrue aBTopsl [29]. Beigs-
JICHHBII (eHOMEH OOBICHSAIOT TEM, 4YTO HauOoiblIasg CeKpenus
ADAMTSI13 tpodobiactoM u sHAOTENINEM (HDETATBHBIX KPOBEHOCHBIX CO-
cynoB HaOmonaercs B I TpuMmectpe 6epeMeHHOCTH, CTTIOCOOCTBYSI MUTpALlUU
¥ MHBa3uu Tpodobiacta, HEOOXOAUMBIM JJIS1 TpaHCGHOPMALIMK CITUPATbHBIX
apTepuii U anekBaTHOU nepdy3un miaueHTsl [30].

ITpu ananuse crateli, omyOJMKOBaHHBIX B 0a3ax gaHHbIXx PubMed u
MEDLINE, B KOTOpbIX ObLIM MPUBEAECHBI Pe3yJbTaThl POJOpA3peIICHUS
35 6epeMeHHBIX XXeHIIUH ¢ BpoxaeHHoi dopmoii TTII [23], Beiaeasiu Ts-
KeJIble, YTPOXAalolUe XU3HU OCJIOXHEHUsT 0epeMEHHOCTU, TIPU KOTOPBIX
TpeOoBaJlach CPOYHAs TOCHUTANU3ALUS, U JIETKAE OCJIOXHEHUS. YCTaHOB-
JIEHO, YTO TIPU HAJIMYNU TSKEJTBIX OCTOKHEHU (aHEMUsI, MHCYJIBT, CYyI0pPO-
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¥, KOMa, BbIpaXeHHass TPOMOOLIMTOINEHUS W Jp.) MAaTepUHCKas CMEpT-
HOCTb cocTaBuiia 6%, BbIXUIU 33% HOBOPOXAEHHBIX. [1py JIErKUX OCIOX-
HEHUSX (TpaH3UTOPHAs TPOMOOILIMTONIEHUS) He ObUIO MAaTEPUHCKOM CMEpT-
HOCTU, HO BbDKMIM Juiib 40% HOBOpOXIeHHBIX. [Ipu oTcyTCTBUM
OCJIOXKHEHUIT BO BpeMsi OE€pEeMEHHOCTH BbDKWJIM BCE POAUBIIUECS TETHU.

Takum obpazom, y 6epeMeHHbIX ¢ BpoxaeHHo# dopmoii TTII tpancdy-
3UM TUIa3Mbl BBITIOJTHSIOTCS 70 MAOCTUXEHUS KIMHUYECKOW PEMUCCUH,
npoduiakTUIeckre TpaHCHy3UU TIa3Mbl JTOJKHBI ObITh TTPOJIOJIKEHBI TI0-
cJie JIOCTVDKeHUSI KTUHUYECKO PEMUCCUU, TO €CTh TP HOPMAJIbHBIX 3Ha-
YEHUSIX KOJMYECTBA TPOMOOIIMTOB KPOBU, akTUBHOCTHU JI/II' 1 KOHLIEHTpa-
LIUU TeMoTJI00MHa, mpruyeM 10 30-ii HeieJiu OHU BBITOJHSIOTCS pa3 B 2 He-
nenu, nociie 30-i Hegenu — exeHeneabHo. Eciu cyliiecTByeT yrpo3a BoJjie-
MUYECKOU Teperpy3ku y OepeMeHHOH, OCOOEHHO Ha MO3AHUX CPOKax
OepeEMEHHOCTU, BMECTO TpaHCGhY3Uil TJIa3Mbl MOTYT BBIMOJHSTHCS MPOLIE-
Iypbl T1a3MoobMeHa. Takas TakThKa MO3BOJMIA MOATOTOBUTh K poJaM U
0e30MacHO BBIMOJHUTH poOIOpa3pelleHre y OepeMeHHBIX C BPOXACHHOM
dopmoii TTII.

TpaHcdy3nm ceexe3amopoXeHHoW nnaamsl, 10 Mn/kr

Qo Ke) e} Qo Qo o) e} Ke) e} 0000000000000 00000
I T I I I I I I I I T T I I I IITTITITITITIITTITIT
Qo o O 0 O O O O O 000000C0U00OOVOOOOUQ
[a0] m m [a] [a0] m m m m [aagaagaagagaEagaEaiagagagagaiagagagagagn)
o o o o o o o o o rrercrrcCCC o
o o 0 OO O o o o o ooaooaoaoaoaoaoaoooooocoaooa
o [s2] [s2] (a2}
2 2 2 2
Fa Fa Fa Fa
< < < <
] [ ] ]
I I I I

N T T T T N T T |
9 1011121314 151617 18 192021 22 23 24 2526 27 28 29 30 31 32 33 34 35 36 37 38 39 40

Hepenu 6epemeHHOCTM

_._
ol
wl
N
ol
ol
<
ol

Pucynok 1. Anroput™m BelaeHUs OEpeMEHHOCTU Y HaLll/ICHTOB C BPOXIEHHOI
TTII. Lieap — KOJUYECTBO TPOMOOLIMTOB KpoBH > 150 x 10%/1, npu MeHblIeM
KOJINYECTBE YBEJWYMBAIOT KPATHOCTh M 00beM TpaHCDY3Mil TIIa3Mbl, MpU He-
00XOIMMOCTH M30eXaTh BOJEMHYECKON Meperpy3kyd IMPOBOAST TeparneBTUYe-
ckuii masmoo6meH. Ilpu Komuectse TpoMGouuToB > 50 x 10%/1 mobasnsior
HU3KOMOJIEKYJISIpHBIN renapuH (OAMH M3 CIEAYIOUIMX MpernapaToB: SHOKcamna-
pUH, NalTeNnapuH, HaaponapuH, bemumnapuH). [Tocae ponos TpaHcdy3uu mias-
MBI IIPOJIOJIKAIOT B TeueHue 4 Heneslb. Hb — remorno6uH; Plt — TpoMOOLIMTEI;
RBC — spuTpOLIUTHI.
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TaKTMKa BeeHMs 6epeMeHHbIX C NPUOOGPETEHHOM
TPOMO6OTMYECKOW TPOMOOLUTONEHUYECKOW Nypnypou

ITpu npuoodperennoit TTII y 6epeMeHHBIX Liedb JIeUEHUS OTJIMYAIOTCS OT
takoBoil mipu BpoxkaeHHoit TTII. Llenbio nedyeHust npuodperenHoit TTII y
OepeMEHHBIX SIBJISIETCSI JOCTMXXKEHUE He TOJbKO KJIMHUYECKOM PEMMCCUU,
HO U pemuccuu no aktuBHoct ADAMTSI13. Tlpuobperennaa TTII y oe-
PEMEHHBIX MOXKET IPOTEKaTh KpaliHe CKOPOTEUHO U APAMAaTUYHO, II03TOMY
nedyenue TTII HaUMHAIOT Y HUX «I10 TTOAO3PEHUIO», JaxKe IO MOATBEPKIC-
Hust nuarHosa TTII, To ecthb A0 MoaydyeHUsl pe3yabTaTa MCCIEeIOBaHUS
1a3Mbl Ha akTuBHOCTh ADAMTS13.

[lepBbIM, 3KCTPEHHBIM, METOIOM M KpPAeyroJbHbIM KaMHEM B JICYCHUM
TTII gBnsieTcs miIa3Moo0OMeEH, KOTOPBIN IMO3BOJISIET YIAJIUTh MYIbTUMEDPHI
(akropa pon Bunnedopanga, unruourop ADAMTS13, cBOOOAHBII TeMOTI0-
OMH, TPOMOMH, BOCNOJHUTH AT ADAMTSI3 1 ObICTPO YyIyYIIUTH CO-
crossHue 00JbHBIX [31—33]. O0beM 1 KpaTHOCTb IJIa3MOOOMEHOB OIpeneisi-
1otcd TskecThio TedeHus: TTII. Ipu HeoOXoaAMMOCTH BO3MOXHO MPOBEACHUE
MpOoLIeaYp TUIa3MOOOMEHa €XXEeTHEBHO U axKe MBaKIbl B CYTKU. Y OepeMeH-
HbIX ¢ ipuodpereHHoi TTII mpoueaypbl Mmi1a3MooOMeHa BBIMOIHSIOT 10 10-
CTYDKEHUST KIMHUYECKON peMHUCCHM, MPOMUIAKTUYECKUE IL1a3MOOOMEHBI
JOJXKHBI OBITh MPOAOIKEHBI MOCJIE TOCTHKEHUST KITMHUYECKON PEMUCCUH, TO
€CTh IIPYM HOPMAaJIbHBIX 3HAYCHUSIX KOJIMYECTBA TPOMOOIIUTOB KPOBU, aKTUB-
Hoctu JIII' m KOHLIEeHTpaluMu reMorioouHa, npuyeM a0 30-ii Hempenu oHU
BBITIOJTHSIOTCS pa3 B 2 HeAenu, nocie 30-if Heaenm — eXeHeaeabHO.

[Ipy mpoBemeHUM YaCThIX IPOILEAYp IUIa3MOOOMEHa Ha IPOTSKEHUU
JIJIATEJILHOTO BPEMEHU MOXKET BO3HUKHYTH ITpobJjieMa 00ecrnedyeHUsl cocy-
aucroro gocrymna. C 2ToM 1e/Ibl0 MOXET ObITh MPUMEHEH IepMaHEHTHbIM
IUanu3Hbii Katetep [11, 34].

JleyeHue TOJBKO MIa3MOOOMEHAMM HE MO3BOJISIET JOCTUYb KJIMHUYECKOM
pemuccuu. Ilo maHHbIM uccaenoBaHus [35], B KoTopom 38 OepeMeHHBIX C
TTII neuynnu TOJBKO TJIa3MOOOMEHAMM, MPEIKIAMIICUS COXpaHUIach B
24% ciydyaeB, KecapeBO cedeHMe ObUIO BBINMOJHEHO B 34%, CIIOHTaHHBIC
abopThl — B 29%, nuHayluupoBaHHbIe a00pThl — B 11%, aHTeHaTaJlbHAs TH-
6eb 11ona ob1a B 21% ciaydaeB. IToatomy npyroii omnrueii tederust TTIT y
OepeMEHHBIX SIBJISIETCS Ha3HAYCHUE TIIOKOKOPTUKOCTEPOUIHBIX TOPMOHOB,
KoTtopble rpu npuodpeteHHoi TTII mo3BonsIOT MOAaBUTH MPOAYKIIUIO aH-
titea K ADAMTSI13. JledeHue TIIOKOKOPTUKOUIHBIMU TOPMOHAMU HEO0-
XOIMMO coveTaTh ¢ IiasMoooMeHamu [11, 36]. Ilpu Ts:KeaoM TeYeHUH,
reMopparu4eckoM CUHIPOME, BbIpaXKeHHON TPOMOOILIMTONIEHUM M aHEeMUU
MOXKET OBITh Ha3Ha4yeHa ITyJIbC-Teparus METUIIPEIHU30JI0HOM IIJIsI ObICT-
pPOTo JOCTMKEHMS YJIYYIICHUs, 3aTeM Ha3HadaeTCs IPEeIHU30J0H B 03¢
0,5—1 mr/kr.
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ITo naHHBIM poccuiickux ucciaenonateneii [11], y 6epeMeHHbIX ¢ TpUOO-
petreHHoil opmoit TTII eyeOHbIEe MEPOTIPUSTUS B BUAE HA3HAYEHUS TJIIO-
KOKOPTUKOUJIHBIX TOPMOHOB (Tipu BriepBbie BbisiBIeHHOW TTII, BbIipaxeH-
HOW TPOMOOILIMTONEHUN — MYJbC-Tepanusl METWINPEIHU30JIOHOM, 3a-
TeM — B 7103¢ | MT/KT Ha MPOTSKEHUN BCeil 0epeMeHHOCTH), a TakKXKe pery-
JISIpHbIE TUIa3MOOOMEHBI (IO [MOCTUXEHUS KIUHUYECKOU pPeMUCCUU
eXeTHEBHO, 3aTeM — pa3 B 2 Hefe U 10 26-ii Hefeau 6epeMeHHOCTH, TOCTIe
26-if HemeM — eXEHeIeJbHO) TMO3BOJIMIN COXPAHUTh KIMHUYECKYIO pe-
MUCCUIO 10 POJOB.

[MepenuBaHusl KOHLIEHTPATOB TPOMOOUUTOB y GepeMeHHbIX ¢ TTII mpo-
BOJSIT TOJILKO MPU YyTPOXKAIOLIEM KU3HU TeMOPPAarnyeckoM CUHAPOME, TO-
CKOJIbKY UX TpaHcdy3us NpoBoauT K yxyauieHuto teuenust TTII u yBenu-
YrBaeT YacToTy peuuauBoB [37]. [Ipu focTUXEeHUN KIUMHUYECKOTO yayyle-
HUS WIU €CJIU YAAETCS JOCTUYb PEMUCCUU, TPOAOJIKAIOT JIeUeHUE TJ1a3MO-
ooMeHoM 10 20-ii Hegenu OepeMEHHOCTUM pa3 B 2 Heneau, jaajnee —
eXeHeJeJIbHO 10 6- Hemeau mociie poaoB. [1pu yBelMYeHUM KOJTMYECTBA

["nioKoKopTVKOMAbI B NepecyeTe Ha NpeaHU3onoH, 0,5—1 mr/kr/cyT,
NpW TSHKEIOM TeHEHUM MyNbC-Tepanust MeTUNNPEeAHN30NTIOHOM
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Hepenn 6epemeHHOCTH

Pucynok 2. Anroputm BeleHust GepeMeHHOCTH Tipu TipuobpereHHoi TTII.
Henp — aktuBHOCTE ADAMTSI3 > 20%, KOIM4eCTBO TPOMOOILIMTOB KPOBU
>150 x 10%/1, Tpu MeHbLIEM KOJIMUECTBE — YBEJIMUUBAIOT KPATHOCTH TEpPAIIEB-
TUYECKUX TUIa3MOOOMEHOB U J03bl MTIOKOKOPTUKOUJIOB, BO3MOXHA MYJIbC-TE-
panus. Ipu xonnuectse TpoM6o1MTOB > 50 x 10%/1 106ABISIOT HU3KOMOJIEKY-
JIApHBINA TenapuH (OAMH M3 CIEdYIOIIUX MpernapaToB: dHOKcaMapuH, AajiTerna-
pUH, HagponapuH, bemunapuH). [Tocie ponoB TepaneBTUYECKUE TJIa3MOOOMeE-
HBI IPOAOJIKAIOT B TeueHue 4 Heneab. Hb — remornooun; Plt — TpoMOOLUTHEI;
RBC — spuUTpOLUTHI.
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TpoMGoLuTOB Gosiee 50 x 10%/1 ¢ NMpodMIAKTUYECKOH LEeNbI0 Ha3HAYAIOT
HU3KOMOJIEKYJsIpHbIe renapuHbl. Heo6xoauMo MOHUTOPUPOBATH IJIa3MEH-
Hyto aktTuBHOCTH ADAMTS13 exemecsuHo. Llenb — nonaepxaHue akTUB-
Hoctu ADAMTS13 6osee 10%.

TakTuka ponoBCIOMOXEHUS, BUIL 00€3001MBaHUs 3aBUCST OT MPOBEIEH-
HBIX JIeYeOHBIX MEPOTIPUSATUI U COCTOSIHUSI, B KOTOPOM XEHIIWHY TOJTOTO-
Buu K poram. Cam no cede auarHo3 TTII He o3HavYaeT HU HEOOXOIUMOCTHU
MPEXIEBPEMEHHOIO MPEePbIBaHNSI OEPEMEHHOCTU, HU ONMEePaTUBHOIO POIO-
paspeweHus. [locie 1OCTUXEHUSI KTMHUYECKOW PEMUCCUU U B Cilyvyae OT-
CYTCTBUS aKYILIEPCKUX MPOTUBOIMOKA3aHUN pPEKOMEHIYeTCs MpOBeIeHUe
BarvHaJIbHBIX CPOYHBIX POJIOB Ha CpoKe OepeMeHHOCTU 37—42 Henenu, pu
KOTOPBIX BO3MOXHO WCIIOJb30BaHUE 3MUAypaibHON aHecte3uu. [lpu co-
XpaHEHUU TPOMOOUUTONEHUN, OTCYTCTBUU TMOJHOU KJIMHUYECKOU peMuc-
CUU PEKOMEHJYETCs BBIMOJHEHUE KecapeBa CEYeHUSI B YCJIOBUSAX OOUIEi
aHecre3uu [38].
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naBsa 17.
HacneactBeHHble Koarynonatum

U 6€peMEHHOCTb

Bo BpeMst OepeMeHHOCTH CHCTeMa TeMOoCTa3a IIpeTepIieBacT 3HATNTEIbHBIC
(u3nomornueckre M3MeHeHNsI. DTU M3MEHEHMS HaIlpaBJIeHB Ha MOIACP-
KaHue (PYHKINHU IJIALIeHTH W IPeIoTBpalleHNe OXMIAeMOTO KpOBOTEUE-
HUS TIpu pomax. ['eMocTaTmyecKuii GajmaHC 3M0POBBIX OCPEMEHHBIX XEH-
IOMH CMEINAeTCSI B CTOPOHY TUIICPKOATYJISIIINN M XapaKTePU3yeTCsl TOBHI-
IIeHWEeM aKTUBHOCTU OOJBIIMHCTBA (haKTOPOB CBEPTHIBAHUSI KPOBU, CHU-
JKeHMEeM aKTMBHOCTM AaHTHKOATyJISHTOB U YrHeTeHueM (pUOpHUHOIM3A.
O1eHKa mapaMeTpoB FeMOoCTa3a JOKHA OIPEAe/ISIThCS C YIETOM TpUMECTpa
o6epemeHHOCTH. [lo Mepe IporpeccupoBaHMUSI OepeMEHHOCTHA aKTUBHOCTH
dakropos ceepteiBanus kposu I (FI), VII (FVII), VIII (FVIII), X (FX), XII
(FXII), cdakTopa Bumneopanna (VWF) HapacTaeT 1 ocTaeTCs ITOBBIIICHHOM
Ha mpoTseKeHun 8—12 Hemenb mociie poaoB [1, 2]. AKTUBHOCTh (DaKTOPOB
ceepteiBanmst Kposu 11 (FII), V (FV), IX (FIX), XI (FXI) u XIII (FXIII)
HE3HAYUTEJIPHO ITOBBIIIACTCS WJIM OCTAaeTCs] HEM3MEHHOM BO BpeMsI HOpMa-
JIbHOI 6epemeHHOCTH [3]. HekoTopble TaHHBIE CBUIETEIBLCTBYIOT O CHUXKE-
Hum aktuBHoctu FXIII Bo BpeMs GepemeHHoCcTH [4, 5].

M3meHeHne TeMocTasza y 6epeMeHHBIX ¢ HACJIeACTBEHHBIMU KOAaryaola-
TUSIMA UMEET CBOM OCOOCHHOCTHU. TaK, y XXEHIIWH C TSKEIBIM Ie(PUITATOM
TOTO WUIM MHOTO (paKTOpa CBEpTHIBAHUS KPOBM (IIPU TOMO3UTOTHOM Bapu-
aHTe TeHEeTUYECKOro aAedeKTa) Ha MPOTSKeHNN 0epeMeHHOCTH aKTUBHOCTD
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COOTBETCTBYIOIIETO (haKTOpa OcTaeTcss HU3KOM. B ciyuae cpemHeTskenoit
Wi JIeTKoil (dhopMmbl 3a0osieBaHUST (MPU TETEPO3UTOTHOM TEHETUYECKOM
nedexre) akTUBHOCTh (DaKTopa MOXET JOCTUTaTh CYOHOPMaJIbHBIX U HOP-
MaJIBHBIX 3HAUEHWH, YTO BO MHOTUX CJydasix He MO3BOJISIET Bepubuiimpo-
BaTh JMArHO3 BO BpeMsl OEpeMEHHOCTH.

CiieyeT yuuThIBaTh, UTO CTeleHb Aedunnta akropa He Bceraa Koppe-
JIUPYET C TSKECThI0 KIIMHWYECKUX MPOSIBICHUM (TeMOpparndeckKuM CUH/I-
pomoM). Yem menbie aktuBHocTh FI, FV + FVIII, FX, FXIII, tem 6osee
TSDKEJIbIN KTMHUYeckuil peHoTur. B 1o ke BpeMst oTMeuaeTcs cyiabast Kop-
pensinus Mexay aktuBHocThlo FV, FVII u knuHuyeckum dpeHoturnom. Ot-
CYTCTBYET KOPPEJISIIIUS MEXTY BhIpakeHHOCThIO nedunnra FXI u knuHude-
CKUMMU MPOSBICHUSAMHU [6].

Y >KeHIIIWH ¢ HACJIEACTBEHHBIMU KOATYJIOMATUSIMU TTPOOJIEMBI PETIPOAYK-
TUBHOTO BO3pacTa MOTYT OBITh CBSI3aHbI C HEBbIHAIIMBAHUEM OEpEMEHHO-
CTH, KPOBOTEUEHMSIMU BO BPEeMSI POJIOB U B IMOCTIEPOIOBOM TIEPUOJE, PUC-
KOM poxjaeHusl 60JbHOTO pedeHka [7].

[MocneponoBbie KPOBOTEUSHUS SIBISIIOTCS BEAYIIeH TPUUIMHON MaTepUH-
CKOWl cMepTHOCTM B oOImei momynsiun. Du3nosiorniyeckoil cumraercs
KPOBOTIOTEPsI BO BPeMsI €CTECTBEHHBIX poaoB 10 500 MJI, TpU OTIepaTUBHBIX
ponax kpoBonoTreps gonyctuma B npeaenax 1000 mi. B obuieit monyasuuu
POJIBI OCTIOXKHSTIOTCS TIEPBUYHBIM (B TeueHUE 24 9acoB Mocjie pOIOB) KPOBO-
TeueHreM B 4—6% cilydyaeB U BTOPUYHBIM (B MHTEpBalie uepe3 24 yaca Io-
cJie POIOB U 10 6 Hemelb Mocjie PoaoB) KpoBoTeueHWeM B 1—3% ciyvaes.
AKyNIepCcKO-TUHEKOJOTUYECKMMU (haKTOpaMy prcKa KPOBOTCUECHUN SIBIISI-
[OTCSI: MHOTOBOJII€, MHOTOIUTOIHASI OEpeMEHHOCTh, MAaKPOCOMMSI, MUOMa
MaTKU, BHYTPUYTPOOHas MHGEKIus, aHoMaus 1uiaueHTsl [8]. Hacnenct-
BEHHBIE KOATYJIOTIaTUN 3HAYUTEIHLHO TTOBBIIIAIOT PUCKU MAaCCUBHOW KPOBO-
moTepu, TeM 6oJiee B COYETAaHNM C aKyIIEPCKUMU HeOIaronpusITHEIMU (pak-
Topamu [7, 9]. TmiaTeapHOE HaOMOAEHUE 32 KEHIIUHON ¢ HACIEACTBEHHOMN
KoaryyonaTueil JTOJKHO TPOUMCXOAWTh B TeUeHHME 6 Heleslb MOocje POIOB
[10]. Boibop crnocoba pomopaspellieHusl OCYLIEeCTBASIETCS M0 aKyIIepCKUM
mokazaHusM. HeoOXoanuMo yuuThIBaTh, YTO 3aTSKHBIE PO, POMBI C MTPU-
MEHEHMEeM BaKyyMHOM 3KCTPaKIIMU TUIOAA WY HAJOXEHUEM IIUIIIIOB CBSI-
3aHBI C HAUOOIBIITUM PUCKOM BHYTPUUEPEITHOTO KPOBOM3USHUS Yy PeOEH-
Ka U pa3BUTHUEM TeMOpPPArnyecKux OCJIOXHEeHUl y marepu [3, 7].

Hst mpenynpeskaeHus akylepcKuxX Heyaad M pa3BUTHUSI KPOBOTCUCHU
TpU TSKEJBIX (hopMax HaCJIeACTBEHHBIX KOATYJIOMaTUil TToKa3aHa 3aMeCTH-
TeJIbHAasl WJIM TeMOCTaTUIeCcKasl Teparusi BO BpeMsl OepeMeHHOCTH, obecTie-
YeHHMe TeMOCTa3a Ha TIepUol PoIopa3pelieHrs 1 TTocienytomas mpoduiak-
TUYeCcKasi 3aMeCTUTEJIbHAsl Tepamnus B TOCIepopoBOM Tepuone. B ciydae
Jerkux (popm 3a00IeBaHUST U OTCYTCTBUSI CIIOHTAHHOTO TEMOPPArndecKoro
CUHIIpOMa TTOKa3aHO TPoBeieHNE TTPOMIIAKTUIECKON 3aMeCTUTETbHOI Te-
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panuu ¢ UeIbl0 poAopa3pelleHrs U B MOCIAepoJoBOM nepuozae. B HacTos-
111ee BpeMsl B cllydyae OTCYTCTBUSI JOCTYITHOIO KOHIIEHTpaTa (hakTopa CBep-
THIBAaHUSI KPOBU aJIbTEPHATUBHBIM BBIOOPOM SIBJISIETCSI CBEXKE3aMOPOXKEH-
Hag masma (C3IT) [7]. C3I1 saBasieTcss yHUBEpPCaIbHbIM UCTOUYHUKOM BCEX
(bakTopoB cBepThIBaHUST KPOBU. B psifie ciiydaeB MOXET OBbITh UCITOTb30BaH
MO0 HEYTBEPXKACHHBIM IMOKa3aHUSIM BMTAaKOTr ajbda (aKTMBUPOBAHHBIN).
TpaHekcaMoBasi KUCJIOTa TPUMEHSIETCST Y OepEeMEHHBIX KEHIIWH ¢ HacJle-
CTBEHHBIMU KOAryJoNaTUsIMU; BOTIPOC, CBSI3aHHBI C PUCKOM pa3BUTHUS
TPOMOOTUYECKUX OCJIOXHEHWH, OCTAaeTCsl MUCKYTabeabHbIM. [IpoTuBOIO-
KazaHWeM K Ha3HAYeHWIO TPAHEKCAMOBOW KUCJOTHI SIBJISIETCSI HaU4ue
TpoM0030B B aHaMHe3e [7, 11—14].

PernonapHast aHecTe3us y KEHIIWH C HACAEJACTBEHHBIMM KOAryJIOMaThsi-
MU OOYCJIOBJIUBAET TIOBBIIIEHHBIE PUCKU PA3BUTHUS SMUAYPATbHOU WU
CIIMHHOMO3TOBOI TeMaTOMbl BO BpeMs BBEIEHMSI WU yHaJeHUs Karerepa.
B GONBIIMHCTBE CiTyyaeB 3TH OCIOXHEHUSI aHECTe3MU BO3HUKAIOT TIPU HEy-
CTAHOBJIEHHOM MarHo3e HacjlelICTBEHHON KoaryjonaTtuu. Eciu y XeHIu-
HBI TMarHo3 BepudUuLIMpPoOBaH, MpoBeleHue Oe30MacHO perMoHapHON aHe-
CTE3MHM BO3MOXHO Ha (hoHEe aleKBaTHOU MTPOGMMIAKTUIECKOM 3aMEeCTUTEIb-
Hoil Teparmu. Kaxnpiii ciydail MODKEH OBITh OIICHEH WHAMBUIYATLHO.
Ilpy HEBO3MOXHOCTU OOECIeUYeHUsI TeMocTa3a pPEeruoHapHas aHeCTe3Us
npoTuBoIioKazaHa [7].

HoponoBasi MMarHOCTHKA BKJIIOYAET WHBAa3WBHBIC M HEMHBAa3UBHBIE Me-
toael [11, 15]. K MHBa3UBHBIM TMArHOCTUYECKUM MPOLEAYpaM OTHOCITCS
OuoTICHSI BOPCUH XOpMOHA, aMHUOIIEHTE3 U KOPIOIleHTe3. brorncus BopcuH
XOpHUOHA MPOBOAUTCS Ha cpoke 6epemeHHOCTU 8—12 Hemenb. [lomydeHue
TKaHU XOPUMOHA OCYIIECTBIISIOT MyTeM IyHKIIMU MaTKU 4yepe3 TepeaHIoo
OpIONIHYIO CTEHKY WJIM 4Yepe3 BJarajuile W MKy MaTKu MyHKIIMOHHOM
urjaoi. Beibop mMecTa MyHKIIMU 3aBUCUT OT OCOOEHHOCTEN PacIoOXeHUSs
XOpHMOHA B MaTKe. AMHUOIIEHTE3 BBHITIONHSIETCS Ha CPOKe OepeMEeHHOCTH
16—21 Hemenss W mMoapasymMeBaeT MYHKIWIO aMHUOTHUYECKON OOOIOUKH
TUTO/Ia Yepe3 TEPeTHIO OPIONTHYIO CTEHKY XEHIITUHBI C LETbI0 TIOJTyYeHUS
OKOJIOTUIOJHBIX BOJ U TOCEAyIollero uccienoBanus. KopaoueHrtes ocy-
LIECTBISIETCS Ha CPOKE He paHee 18 Hemenb OEpeMeHHOCTH U Moapa3yMeBa-
€T 3a00p MyMOBUHHON KPOBU TYTEM IMPOKOJIa MTYHKIIMOHHOW UTJION cocyna
mynoBuHBL. [lepeunciieHHble WHBAa3WBHBIC TMPOLEAYPHI BHITTOTHSIOTCS Ha
(oHe KoMIIeHcalMKU reMocTa3a B YCJIOBUSIX aKylIepCKO-TUMHEKOJIOTHYECKO-
ro crauuoHapa moj KoHtpojem Y3M [15]. Matepuan ajisi reHETUUEeCKOro
WCCJIEIOBAaHUSI JOCTABJSIETCS B TEHETUYECKYIO JJaOOPaTOPUIO.

[Tpu rerkom KMMHWYeCKOM heHoTUTIe 3a00JIeBaHNUSI MHBA3WBHASI TIpeHa-
TaJlbHAs AUATHOCTHKA OOBIYHO He MpoBoautcd. OHa uenecoodpasHa B CIy-
yae, ecJii U3BECTHO, YTO 00a POIUTENS SIBJISTIOTCS] TeTePO3UTOTHBIMU HOCH -
TEJISIMU WJIU OOJIbHBI (IUTSI HACTEICTBEHHBIX KOATyJOTIaTU ¢ ayTOCOMHBIM
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TUTIOM HACJIEAOBaHUS), WIN B CJIydae, eC/Iv XKEHIIWHA SIBJISIETCS] HOCUTE b~
Hullell X-CUEeMJIeHHBIX KOaryJIonaTuii uin My>XX4nHa 060jieH remoduineil, a
ceMeiiHas mapa IJIaHUPYeT POXICHUE TOJBKO 30POBBIX NETEH.

B HacTosiiee BpeMsi B KITIMHUYECKYIO MTPAKTUKY BHEAPSIETCS HEMHBA3UB-
Hoe mpeHataibHOe TectupoBaHue (NIPT), ocHoBaHHOe Ha aHalu3e BHeE-
knetouHort JJHK mionma, uupkynupyrolieir B KpoBU OEpeMEeHHON KEHIIU-
Hbl nocie 10-it Hepenn GepemeHHoctu [16, 17]. B oyaymem NIPT moxer
CTaThb PacCMpOCTPAaHEHHBIM WHCTPYMEHTOM TMpeHaTAIbHOW AUAarHOCTUKU
MOHOTE€HHBIX 3a00JI€BaHUIA.

[MpopsiBOM B 001aCTU PEMPOAYKTOJIOTMU CTAJO SKCTPAKOPIOpaTbHOE
orutogoTBopeHre (DKO). Dra mpolenypa MO3BOJSIET POAUTLCS 310POBbIM
JIETSIM B CEMbSIX, TJIe UMEIOTCSI TeHETUYeCcKre 3a00IeBaHus, B TOM YMCJIe Ha-
clieACTBeHHbIE Koaryaonatuu. B atom ciyyae DKO uenecoodpasHo ¢ Lebio
MPOBEICHUS MPEAUMITIAHTAIIMOHHOMN TeHeTUYEeCKOW TMarHOCTUKU U OTOOpa
9MOPUOHOB 0€3 TeHEeTUYeCcKOro aedeKra sl TOCIEAYIONIei oACaNKH.

bone3Hb BunnebpaHpa

bonesnbr Bunnedpanna (bB) — HacneacTBeHHasi KoarysoraTusi, BO3HUKA-
[o11as1 BCJAEACTBUE TeHETUYECKU 00YCIOBICHHON (DYyHKIIMOHAJIBHOW HEMOJI-
HOLEHHOCTU WU KoJnvecTBeHHoro aeduiura vVWFE.

BB BbI3BIBaeTCH MyTauusiMu B reHe VWF, kogupyooumeM MyJbTUMEPHbBII
6enok VWF. benok vWF jiokanu3oBaH BHYTpU TPOMOOLIMTOB, B SHAOTEIUN
U TUTa3M€ U UTPAEeT BaXKHYIO POJIb KaK BO B3aUMOAECHCTBUU TPOMOOIIUTOB C
TMOBPEXIEHHON CTEHKOU cocyla, TaK U B TPAHCTIOPTUPOBKE W CTAOMIM3a-
muu FVIIL. T'en VIWF nokanu3oBaH Ha KOPOTKOM Iuteue 12-if XpOMOCOMBI
(12p13.2) [18]. B mnuHHOM muiede 22-i1 XpOMOCOMBI IPUCYTCTBYET YaCTUY-
Hblll niceBnoreH VWF (22q11.2) [19], koTopslil 1yOaupyeT 4yacTh MOCIENO0-
BatesibHOCTH TeHa VIWF ¢ tomonorueit 97% v BHOCUT BKJIAJ B CIIEKTP MyTa-
1WA, TpuBOAAIIMX K pa3BuTuio bB 3a cueT reHHol KoHBepcuu. K HacTos-
1eMy BpeMeHU U3BecTHO Oosiee 250 mytauuit reHa vWF.

C uenpo MpeHaTaTbHOU NUAarHOCTUKU BO3MOXKHO MPOBEACHUE MOJIEKY-
JISPHO-TEHETUYECKOW NUAaTHOCTUKU HapyuieHuid reHa VWF nipy Hanuyuu
CeMEeHOTO aHaMHe3a KPOBOTOYMBOCTU WJIM MOATBEPKAECHHOTO 3aboJieBa-
HUS Yy POACTBEHHUKOB MepBoi JuHuu. LlenecoodbpazHa KOHCyabTalUs Te-
MaToJiora U TeHeTHKa.

CymectByet 3 Tuna bB: Tumnsl 1 u 3 xapakTepusyroTcss NpeuMylIeCTBEH-
HO KoJuuecTBeHHbIM aeduuutoMm VWF 1 B meHblueit crennienu FVIII, pns
bB tuna 2 xapakrepHa pyHKIMOHATbHAsI HEMOJHOUEeHHOCTh VWF. 2-if Thn
BB umeer yethlpe MoATUIA, BBIACIEHHBIX B COOTBETCTBUM C OCHOBHBIMU
naToreHeTUYecKnuMu MexaHusmaMu aedexktoB VWF: tunm 2A o0ycioBieH
CHUDKEHUEM COIEpXAaHUS BBICOKOMOJEKYISPHBIX MyJbTUMEpPOB VWF
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BCJIEICTBUE TOBBIIIEHHONH 4YBCTBUTENbHOCTH K ADAMTS-13, Tun 2B —
nosbiieHueM adpdunnoctu VWF k peuentopam GPIb Tpom6ouuToB ¢ us-
OBITOYHBIM CBsI3bIBaHMEM VWF ¢ TpomOouuTtamu, Tun 2M — CHUXEHUEM
puctouetuH-kKodaktopHoit aktuBHoctd VWF (VWF:RCo) npu Hopmasb-
HOM KOJIMYECTBEHHOM cofepxanuu aHtureHa vVWF (ag-vWF) u tun 2N —
cHuxeHueM acbduHHoctu K FVIII.

BB uare Bcero HacaenyeTcsi MO ayTOCOMHO-AOMUHAHTHOMY TUITY, OfHA-
Ko 111 BB tuna 3 u 2N Bo3MOXeH ayTOCOMHO-PELIECCUBHBINM TUM HACIEA0-
BaHUs. BB MOXeT BcTpeuaThCs KaK y MyXXUMH, TaK U Y XXEHIIUH C OMUHAKO-
BOM 4acTOTOM.

Hapymenue dyukuuii vVWF, BpoxaeHHble nedheKkTbl, n1ehUlnT CUHTE3a
€ro MyJbTUMEPOB WU YCWICHUE MPOTEOJU3a MPUBOAAT K CIIOHTAHHBIM U
MOCTTPAaBMAaTUYECKUM KPOBOTeUeHUsIM. TunuuHeiMu 111 bB xinmHuyecku-
MU MPOSIBJIEHUSIMU SIBJISIIOTCSI KPOBOTEUEHUS U3 CAU3UCTBIX 000I04YeK (aec-
HEeBble, HOCOBBbIE, JYHOUYKOBbIE IOCJ€e yAajieHWsi 3yO0OB), MeHOpparuu,
CIMIOHTAHHbIE U MPOBOKALMOHHBIE T€MAaTOMbI MSTKUX TKAHE pa3JIuuHbIX
JIOKAMN3aluii, KPOBOTEYEHUS TMPU MPOBEICHUU XUPYPTUYECKUX BMeEIla-
TEJIbCTB U UHBA3UBHBIX NHMarHoctTuyeckux npouenyp. [Ipu bB tuna 3 u t4-
KeJIOM KJIMHUYECKOM T€YEHUH Y psila MallUeHTOB BO3HUKAIOT TeMapTPO3bl,
KEJyTOYHO-KUIIIEYHbIE KPOBOTEUEHUS, TEeMATypuu, KPOBOUIIUSIHUSA B
TOJIOBHOW MO3T.

B mpouecce recraiuu cucteMa reMocTasa MpeTeprieBaeT TUIepKoaryisi-
LIMOHHBIE CABUTHU TJIA3MEHHOTO T€MOCTa3a ¢ MOBBIIIEHUEM KOHILIEHTPALIuU
vWF B 2—3 pa3za (mo 300—475%) [20]. Kpome TOro, poabl SIBJISIIOTCSI CTPEC-
COBBIM (pakTOpOM, TTpuBOASIINM K Bbixony VWF u3 supotenus. [locne po-
noB coaepxkanue VWF mporpeccMBHO cHMXaeTcsl B TedeHue 6—10 yacos,
YTO MOXET MPUBECTU K MOCIEPOJOBBIM, B TOM YKCJIE OTCPOUYEHHBIM Ha 3—
5 IHEeil KpOBOTEUEHUSIM.

ITpu HabGmoneHun O6epeMeHHBbIX XeHIIMH ¢ bB HeobxonuMo UMeTh MH-
dopmanuio o tune bB, Britouas aktuBHocth FVIII u vVWF, a Ttakxke o co-
nepxanun ag-vWF, aktusHocts FVIII 1 vWF B ma3zme KpoBU MalMEHTKU
0 HacTyruleHus1 6epeMeHHOCTU. BepuduimposaTts nuarHo3 bB Bo Bpems
OepeMEHHOCTU TMPU HATUYUU XaPaKTEPHBIX TEMOPPATMYECKUX MPOSBICHUN
yIaeTcs B PEAKMX ClydyassXx — B OCHOBHOM MNpu rniybokom neduumte VWF
u FVIIL

Cnenyet yuuThiBaTh, uto npu bB noatuna 2B, mis KoTopoit xapakTepHO
CHUZKEHUE YHCJIa TPOMOOLIMTOB, TPOMOOIIUTOIIEHUSI MOXET YCYTYyOUTHCS BO
BpeMsi OEpPEMEHHOCTH M3-3a MOBBIIIEHHOW MPOAYKIIMUA aHOMAJIbHbBIX MPO-
MEXYTOUHBIX MyJTbTUMEPOB VWF, KOTOpbIE CBI3BIBAIOTCS C TPOMOOLUTAMU
W UHIYLUPYIOT CIOHTAHHYIO arperamuio TPOMOOILIUTOB.

ITpu nerkux u cpegHetsikensix hopmax bB (tum 1, Tunm 2) KoHLeHTpa-
g VWF B ma3zMe KpoBu o0bIvHO Bo3pacTtaeT K 11 Tpumectpy 6epeMeHHO-
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CTU, B HEKOTOPBIX CIydyasix 10 HOPMaJIbHBIX 3HAYEHUIA, U HA 3TOM JTare 3a-
YaCTyl0 OTCYTCTBYET HEOOXOAMMOCTh MPOBENECHUSI TeMOCTaTUYECKON Tepa-
nuu. B I u Il TpuMectpax 6epemeHHOCTH KOHIIeHTpauus VWF noBbiliiaeTcs
HE3HAYUTEJbHO, YTO YBEJIWYMBAET PUCK CAMOIPOM3BOJBHOIO abopra co
3HAUUTENbHOU KpoBomnoTepeit [21].

B ornnume OT maluMeHTOK ¢ MEepPBBIM TUIIOM 3a00JieBaHUs MPU BTOPOM
tunie bB coxpaHsieTcs BBICOKWI PUCK pPa3BUTUS KPOBOTEUEHUS B POAAX
BCJIEICTBUE COXpaHsoUlerocs kauectseHHoro nedekra vVWF, HecMoTps Ha
€ro BbICOKMI KOJMYECTBEHHBI Mmoka3artelb [22].

ITpu Tsxenvix gopmax bB aktuBHocTh VWF BO Bpemsi 6epeMeHHOCTU
BO3pacTaeT HeAOCTaTOYHO. B ciyyae BO3HMKHOBEHUSI KDOBOTEUEHUI C Te-
MOCTaTUYECKOM 1IeJIbIO y 9TUX MALlMEHTOK CIeAYyeT UCMO0JIb30BaTh KOHILIEHT-
patel FVIII, conepxaiue vVWF. [lo3a KOHILIEHTpaTa OIpeaeasieTcsl B 3aBU-
CUMOCTH OT Tuna kpoBoteueHust U aktuBHocTU FVIII u vWF y maniueHTKu.
Hns onpenesieHUs] TAKTUKU MPOBEACHUS 3aMECTUTEIbHOM Tepanuu B poaax
npu BB pexomennyercs koHTponb AYTB, aktuBHoctu FVIII u vWF,
ag-vWF Ha cpoke recrauuu 28—30 Henenb Beibop crnocoba pomopasperiie-
HUS (€CTECTBEHHBIE WU OMEPaTUBHBIE POJIbI) OCYIIECTBISETCS MO aKyllep-
ckuM nokazaHusiM. Eciu oxxunmaercs poxiaeHue pedeHka ¢ bB, pekomenno-
BaHO BbIOpaTh HanboJee aTpaBMaTUYHbIN criocod. KecapeBo ceueHue Mox-
HO npoBoauTh npu aktuBHOocTU FVIII He Menee 50%. [Ijis HOCTUKEHMS Te-
MocTa3za npuMeHsoT koHueHtpatel FVIII + vWF. Bakyym-skcTpakuus
SIBJISIETCS OTTACHOW W HE JOJIXKHA MPOBOIUTHCS B OTHOLIEHUHU IIJIONOB, y KO-
Topbix ono3peBaercs bB. [IpuMeHeHUe aNuaAypaIbHONM aHECTE3UU TOMyC-
KaeTcs npu noaaepxkaHun aktuBHoctu FVIII Gonee 50%.

B cnyyae ectecTBEeHHOro poaopa3pelieHUus PEeKOMEHAYETCS BBeIeHUE
koHueHtparta FVIII + vWF ¢ HauasoM peryisipHOi pogoBOii 1eSITETbHOCTH
(10—40 ME Ha 1 kr macchl TeJla MallMeHTKU B 3aBUCUMOCTHU OT Tuia bB u
KJIMHUYECKOTO TeUeHUs 3a00JIeBaHUs), fajlee — MOCTe OTAEAeHUS Moce-
ma (15—20 ME/kr) u uepe3 8—12 gacoB mocie pomoB (20—25 ME/kr).
B TeueHue nepBbIX TpEX THEN Mocie poaoB 00s3aTEIbHO MTPOBEICHNE CIie-
muduyeckoit 3amectutenbHON Tepanun: 10—30 ME/kr 1—2 pa3a B cyTku
B 3aBUCUMOCTHU OT HAJIWYUS WIN OTCYTCTBUS FEMOPPArnyeckoro CUHApoma
W pe3yabTaTtoB JlabopaTtopHoro MmoHutopuHra. llenesBbie 3HaueHuss AUTB
MPU HEBO3MOXHOCTHU MpoBeneHus KoHTpoJd aktuBHoctu FVIII u vWF —
He 6ojiee 45—50 cexyHn (pu KoHTpoJie — 10 35—40 cexyHna). B nanbHeit-
1IeM PeKOMEHAYEeTCSI TMHAMUYEeCKOe HAOI0JeHrEe 3a MAallMeHTKOW B Teye-
Hue 5—7 AHel U MpoBeJeHUe 3aMeCTUTEIbHON Tepanuu B ciydyae HeoOXo-
JUMOCTU WIM HA4YaJl0 PEryJsipHONM MNpoGUIAKTUYECKOU Tepanuu Ipu
Tskesoir dopme bB. B kauecTBe HJOMOTHUTEIBHOW reMOCTAaTUYECKOU Te-
panuu BO3MOXHO MCTIOJb30BaHUE TPAHEKCAMOBOU KMCIOTH B A03ax 1,5—
3,0 r B CyTKH.



257 InaBa 17. HacneacTBeHHble Koarynonatuu v 6epeMeHHocTb

ITpu onepatuBHOM pomopa3pelieHur 00s13aTeIbHO MPOBENEHUE CIEL-
(uueckoii 3aMectutenbHOI Tepanuu koHueHTparamu FVIII + vWF ¢ nep-
BBIM BBEIEHMEM 3a 4Yac 0 Havyana BMmelnareabctBa (20—40 ME/kr B 3aBu-
cuMocTHu OT TuMa bB u KIMHUYecKoro TeueHus 3a0ojieBaHus ), najiee — Mpu
yiuBaHuu panbl (10—15 ME/Kr) u yepe3 6—8 4yacoB mocjie OKOHYaHUSI
omeparun (20—25 ME/kr). B TeueHune 1—2 mociacoInepaliMOHHBIX CYTOK
npoBefeHue crneuudUIecKoi 3aMeCTUTEbHON Tepanuu ¢ BBEAEHUEM KOH-
uentpara FVIIT + vWF B no3e 15—20 ME/kr 2 pa3a B cyTku, Ha 3—5-¢ 1o-
cneonepanmoHubie cyTku 20—30 ME/kr 1 pa3 B cyTKu U Jjajiee CUTyal[MOH-
HO B 3aBUCUMOCTH OT HaJWYUS FeMOPParnyeckoro CUHApoma u jadoparop-
HbIX mapaMmeTpoB. Pekomenayercs koHTpojb AUTB, aktuBHoctu FVIII,
VWEF, ag-vWF, I1TU, dudbpunorena. [1pu HeBO3MOXHOCTH AMHAMUYECKOTO
moHuTopuHra aktuHoctu FVIII, vWF, ag-vWF HeoOxoauM exemaHeBHbI
koHTpoJb AYTB ¢ nopaepxaHueM LieeBbIX 3HaUeHU He Oosee 45—50 ce-
KyHA (npu KoHTpoje — 10 35—40 cekyHn). B nanbHeiilieM peKOMeHIyeTcs
JUHAMUYECKOEe HaOMIofAeHNE 3a MAlUMEHTKOW W MPOBEJECHUE 3aMECTUTEb-
HOU Tepamuu B cay4ae HEOOXONMMOCTU WU HAYAJIO PEryIsspHON mpodu-
JIAaKTUYECKOU Tepanuu npu Tsxenoil dopme bBB.

PexomeHnyetcs HabmofeHWe 3a maleHTKaMu ¢ bB B cramnmonape mo-
cJie pOJIOB B TeUeHUe 7 THEM.

ITocne pomopaspenieHUs peKOMEHIOBAHO OTOOpaTh OOpa3el MyrmOBUH-
HOI KpOBU B MPOOUPKY C LIUTpATOM HaTpus s onpenencHuss AUTB, ak-
tuBHoctu FVIII, vWF u ag-vWF. Ilpu oueHke pe3yabTaTOB HEOOXOAUMO
YUYUTBHIBATH BO3PACTHBIE OCOOEHHOCTHU. JI0 MOMEHTa AUArHOCTUKU y HOBO-
POXIEHHBIX C OXuaaeMoil bB xenaTesbHO BO3AEPXKATHCS OT BEHEITyHKIIUIA
(Tosbko g auarHoctuku BB), 3a6opa 00pa3loB KaMWIISPHONW KPOBU U
JPYTUX WHBAa3WBHBIX MaHUTTYJISIINIA.

lenetnyeckuii pruck HacinemoBanust bB cocraBnser 50% He3aBUCHMO OT
noua rioga. [lockonbky BB B O0MbIIMHCTBE CilydyaeB HACIEIyeTCs MO ayTo-
COMHO-IOMWUHAHTHOMY TUITYy, 3a00JieBaHNEe MOTYT HACJIeIOBaTh IETH 000UX
nosioB. TeM He MeHee JOPOAOBYIO AMarHOCTUKY BB 00bIUHO HEe TTPOBOISIT,
TMOCKOJIBKY PUCK Pa3BUTHS KPOBOTEUEHUI Y HOBOPOXIEHHBIX B OOIBIIAH-
cTBe ciyyaeB HeBesMK [23]. TIpoBeaeHue npeHaTaabHOW TUATHOCTUKHU 1ie-
JIecoo0pa3Ho B cllydyae HAJIMYMS CBEIEHUM O TSKEJI0M KIIMHUYECKOM Teue-
Huu bB B cemeiiHOM aHamHe3e.

bB tuna 3 MOXHO TMarHOCTUPOBATh Cpa3y Xe IMOCJe POXICHUST MO 00-
pasily MyMOBUHHOW KPOBU, OJHAKO Bepudukanus 6omee nerkux ¢dopm bB
Y HOBOPOXXIEHHBIX MTPAKTUYECKU HEBO3MOXHA, MOCKOJIbKY KOHIIEHTPALUS
VWF Ha mpoTsskeHUM MepBhIX 6 MecsleB Moce POXIACHUS Y IeTeil MTOBbI-
meHa. HopMasibHBIN pe3yabTaT TecTa MOXET MacKUpOBaTh JIETKYIO0 (hop-
My BB. B Takux cinydasx obciaenoBaHue pebeHKa caeayeT OTIOXKUTh Ha 6—
12 mecsueB [24].
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HacneactBeHHbIn aeduumnt hakTopa cBepTbiBaHUSA
KpoBu VIl n IX

[lnanupoBaHue CeMbM IIPU OTSITOILEHHOM aHaMHe3e M0 TeMOMUIuU J0JI-
JKHO HAYMHAThCS C 0OpallleHus] XKEeHIIMHbI UM CEMEMHOM Maphl K TeMaTo-
JIOTY, OLIEHK! HEOOXOJMMOCTU IPOBEIECHUS TOMOJHUTEIBHOTO 00Caen0Ba-
HUSI, B TOM YUCJI€ MIPOBEACHUS T€HETUUYECKOI0 KOHCYIbTUPOBAHUS.

HacnencrBennsiii pepurnur FVIII (reMmodmims A) U HacaeaCTBEHHBIN
neunur FIX (remodunust B) — X-cuerieHHsie 3a0oneBaHusl, cxemMa Ha-
cjeI0BaHus MpeAcTaBieHa Ha puc. 1.

X-cuenneHHoe peLieccrBHOE HacriefoBaHue X-cuenneHHoe peLieccuBHOE HacnegoBaHve
Orteu; 300poB Ortel: 6oneH
MaTb: HocuTenb Martb: 3gopoBa

LA
fi) b b

3popoBbii  Joyb —  BonbHou  3popoBast 3popoBbii  Ooys — 3popoBbii - 3popoBast
CbIH HocuTeNb CbIH 004b CbIH HoCcUTENb CblH 0o4b

Pucynok 1. Hacienosanue X-cueruieHHoro 3a60eBaHus. JleekTHbIN TeH BbI-
JiesieH O6eJIbIM LIBETOM, HOPMaJIbHbII T€H — YEepHBIM. Y 0OJIbHOTO reModuiineit
MY>KYUHBI CBIHOBBSI BCET/Ia 3MOPOBHI, a BCE TOYEPH SBIISIIOTCS HOCUTETbHUIIAMU
Ne(EeKTHOrO reHa. ¥ XXeHIIMHbI-HOCUTEJIbHULIbI BEPOSITHOCTh POXAEHUST 0O0Ib-
Horo chiHa cocrasisieT 50%, nodyepu-HocuTeabHULILI — 50%.

OlleHKa COCTOSIHMSI XKEHILMHBI, TUIAHUPYIONIel OepeMEeHHOCThb, POJACT-
BEHHUKHU KOTOPOW CTpamaioT reModuineli, 1oJKHa HAYMHAThCS ¢ oOpalie-
HUS K remaTtosiory. Heo6xoamMMo BBISICHUTD CJEAYIOLIMEe BOIIPOCHI: SIBISIETCS
JIM >KeHIIMHA HOCUTEbHULIEN, UMEEeT JIM KeHIIMHA KIMHUYEeCKUe TPOosIBIie-
Hug remobwmu (kpoBoTedueHus ). [Ipu HEOOXOAUMOCTHU CJIEAYET MPOBECTU
JJabOpaTOPHOE WCCIIENOBAaHME CUCTEMbI T€MOCTa3a, BKJIIOYas OMpeneseHue
AYTB u mnazmenHoil aktuBHoct FVIII unu FIX. ZKeHIUHBI, Y KOTOPBIX
otell 00JieH reMouareit, Win XKeHIIWHBI, Y KOTOPbIX 2 uUau 0ojiee ChiHA
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00JIbHBI reMouaret, ABISIOTCS 0OOJUTraTHBIMU HOCUTEbHULIAMU. 2KeHIIK-

HbI, Y KOTOPBIX 10 JUHUU MaTepu HE MeHee OJHOIo POJACTBEHHMKA CTpaaa-

0T TeMouaneit, Uau XEeHIIMHbI, Y KOTOPbIX reModuineii 60JeH TOJbKO

OJWH CBhIH (APYTrMX POACTBEHHUKOB MYXKUMH, CTpajaloliux reMouinei,

HET), SIBJSIOTCSI BO3MOXHBIMU HocuTedbHULIAaMU. C 1Leablo onpeaeeHus

HOCUTENbCTBA TeMOGMWINU TMPOBOAUTCS TE€HETUYECKOE UCCIeIOBaHUE.

MoxeT ObITh MCIOJIb30BaHA TMpsiMasli TeHeTUYeCcKasi JMarHoCTUKa — TOMCK

MyTallMii B COOTBETCTBYIOLIEM I'eHe — WM KOCBEHHasl reHeTuveckas aua-

THOCTUMKA — CeMeWHbIi aHanu3. JJisi IMarHOCTMKWA Ha HOCUTEIBCTBO HEO0-

XOAUMO HaJIM4KMe 00pa3loB KPOBU OOJBHOTO TeMO(UIneil B ceMbe.

ITo pe3ynbTaTaM reHETUYECKOTO MCCIEIOBAHUS MPOBOAUTCS T€HETHUYE-
CKO€ KOHCYJbTUPOBAaHUE B KOHKPETHOW CEMbE C OMpEAECJICHUEM DPUCKOB
poxXaeHus1 00abHBIX TeModuauneit nereit. C XXEHILIMHONW WX CEMEeMHOM na-
poit 1OMXKHBI OBITH OOCYXKIEHBI BOMPOCHI JOCTYMHBIX BApUAHTOB MpeHaTa-
JIbHOTO TECTUPOBAHUS W JaJbHEMNIIEH TaKTUKU B Cllydyae IMOATBEPXKIACHUS
3a0osieBaHud y IUIoAa. B ceMbsix C OTSTOILLEHHBIM aHAMHE30M IO reModu-
JIUM TIJITAHUPOBAHWE CEMbU W POXIEHUE NETel BO3MOXHO CIEIYIOIIAM
o0pazoM:

e 3ayaTue €CTeCTBEHHbIM MYTeM W IpeHaTajlibHasl AUarHOCTMKA BO BpeMs
OEpPEMEHHOCTHU C BO3MOXKHOCTBIO MPEPBIBAHUS OEPEMEHHOCTH, eclik Oy-
JIeT AUAarTHOCTUPOBAHO 3a00JIeBaHUE Y TJIONA;

e 3ayaTue eCTECTBEHHBIM ITyTEM, OTKa3 OT MpPeHaTaIbHOIO TECTUPOBAHUS U
MPUHSATHAE PUCKA U TOCAEACTBUI POXIEHUS OOJBHOTO pebeHKa;

® UCMOJIb30BaHUE METOAOB BCIIOMOTATENIbHBIX PEMPOAYKTUBHBIX TEXHOJIO-
TUil C TIpOBeAECHUEM TPEeIUMITIaHTAllMOHHON T€HETUYECKON TUarHOCTU -
KU C OTOOPOM 30POBBIX SMOPUOHOB;

® UCMOJb30BAaHUE METOAOB BCIIOMOTATENIbHBIX PEMPOAYKTUBHBIX TEXHOJIO-
TUI C MCIOJIb30BAHUEM JOHOPCKOW SIMLIEKJIETKHA WM CIIEPMAaTO30M/1a;

e OTKa3 OT POXIEHUSI COOCTBEHHBIX AeTei (BapuaHT YCHIHOBJIEHUS).

Ha pelieHue BIUSIOT 3THUYECKUE, KYJIbTypHbIe, MOpPaJIbHbIE ACIEKTHI,
TSKECTb FeMO(UINU Y YJIEHOB CEMbU, TUYHBIM U CEMENHBIN ONBIT, CBSI3aH-
HbIl ¢ 3a00neBaHueM. [loyyuB MOMHYIO MEAUIIMHCKYIO MH(pOpMaLIUIO, ce-
MeliHas mapa MpUHUMAaeT pelieHue o 6epemeHHocTu [11, 25].

B nonasistionieM OOJBIIMHCTBE ClydyaeB reMo(uins, Kak CIEMJIEHHOEe C
MOJIOM 3a00JIeBaHUE, TIPOSIBISETCS Y MYXXUUH, a XEHIIUHBI SIBJISIOTCS Oec-
CUMNTOMHBIMU HOCUTeNbHUIIaMU. HOo B peakux ciydasix reMo@uyinsg Mo-
KET KIMHUYECKU MPOSIBISATLCS M Y KEHIIMH, MO3TOMY JIaHHbIe aHAMHe3a O
KPOBOTOYMBOCTU U UCCJIENOBAHUE MapaMETPOB KOAryJlorpaMMbl, BKJIIOYAsI
aktuBHoCcTh FVIII unu FIX, asnsiorcsa 3HaunMbiMu. K konmy 111 Tpumect-
pa 6epeMeHHOCTH MO KIMHUYECKUM U JJAOOPATOPHBIM TaHHBIM, BBITTOJHEH-
HBIM Ha cpoke 34 Henenu 6epeMeHHOCTH, HEOOXOAUMO MTPUHSTh PEIIEHUE O
HEOoOXOIMMOCTU MPOBEICHUS 3aMECTUTEIbHOU reMOCTaTUYECKOU Tepanuu
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Ha MEepuoA POAOpa3pelieHUs C LEAbl0 MPeaynpexaeHus MocaepoJOBOro
KPOBOTEUYEHUS.

YV HocutenbHul remopunun A aktuBHocTh FVIII Bo Bpemst 6epeMeHHO-
CTU MOXET COXPAHSTCS HU3KOW, ObITh B HOPME WJIU TMOBBILIATHCS, HUBEJIU-
py4 3a6oseBanue. [Tpu HocutenbcTBe reModuanu B aktuBHocTh FIX mias-
MBI BO BpeMsi 6epeMeHHOCTH 00BIYHO He MeHsieTcs [26, 27].

Pucku kpoBoTeueHUIT HA paHHUX CPOKaxX OEPEeMEHHOCTU U BBIKUIBIILIEH
Yy XEHIIUH — HOCUTEJIbHUIL reMobuwinu HeusBecTHbl. Ha Oonee mo3gHux
Cpokax OepeMEeHHOCTU PUCK KpPOBOTEYEHUI He yBeauuuBaercsd. OQHAKO
VHBa3UBHbIE MpEHaTaJIbHbIE AUATHOCTUYECKUE TECThI, MpepbiBaHUe Oepe-
MEHHOCTU U CAaMOIPOU3BOJBHBINA BBIKUIBIII MOTYT OCJIOXHSITHCSI CEPbE3-
HbIMU KpoBoTeueHussmMu [11, 28—30]. Bo Bpemst 6epeMeHHOCTU B CBSI3U C
nosbilieHMeM akTuBHocTU FVIII HocuTenbHuuam remoduanu A peako
TpebyeTcs HazHaueHue KoHueHTpata FVIII, B To BpeMsl KaK HOCUTEJIbHU-
aM remounuu B ¢ MCXOMHBIM HU3KUM 3HAYEHUEM ILJIa3MaTUYECKON aK-
tuBHocTU FIX mpoBoautcs 3amectutenbHas tepanus. [IpeamnoyTutenbHbI
pPEKOMOWHAHTHbBIE Mpenapatsl [7].

Br160p criocoba ponopaspenieHus OCYIIECTBISIETCS MO aKyIIEPCKUM T10-
Ka3aHUSM.

C HavasioM ponosoii nestenbHocTy ipu aktuBHOCTU FVIII nnu FIX me-
Hee 50% HeoOXOAMMO OCYILECTBUTH MHGY3MIO COOTBETCTBYIOLIETO (pakTopa
CBEpPTHIBaHUSI KPOBU. Pacuer 1036l U pexxruMa BBEJEeHUS Tpernapara 3aBUCST
OT UCXOOHOUW aKTUBHOCTU AeDUIMTHOrO (hakTopa CBEPTHIBAHUS KPOBU U
aHaMHe3a MO0 KPOBOTOYUBOCTH.

BbI3bIBaIOT 3aTpyqHEHUS W BOIMPOCHl 00€300JMBaHUS MALMEHTOK C Ha-
CJIEICTBEHHBIMU KOaryjJonatTusiMu B pojax. [lpuMeHeHUe perMoHapHOMN
AQHECTE3UM Y TAKUX MALIMEHTOB COMPSIKEHO ¢ MOTEHUIMAIbHBIM PUCKOM 3IH-
JIypaJbHOTO WJIM CIMHHOMO3TOBOTO KPOBOU3IUSHUS, KOTOPOE MOXKET MpU-
BECTM K HEOOpaTUMbIM HEBPOJIOTMYECKUM TMocieactBusM. [Ipu oGecrieue-
HUU KOAryJsILIMOHHOTO TeMocTa3a U JocTukeHuu aktuBHoctu FVIII wnu
FIX 6onee 50% pernoHapHas aHecTe3usl He IIpOTUBOIOKa3aHa [27, 31—32].

Y HOBOPOXIEHHOTO ¢ TeMOMWINEN BO3MOXHO pa3BUTHE KedaaoreMaTo-
MbI, BHYTPUYEPEITHOTO KPOBOUBNIUSIHUS. BakyyMHas sKCTpakus, HAJIOXe-
HUE IIUIOB, 3aTSKHBIE POJBI MOBBIIIAIOT TEMOPPArnyecKue PUCKU KakK y
maTtepu, Tak u y roaa [33—37].

ITpu 3apaHee M3BECTHOM CTaTyC€ HOBOPOXIAEHHOIO WU MPU BBICOKMX
pUcKax poXAEeHUST OOJBHOrO pebeHKa HEeOOXOAUM MYJIbTUAUCHUILIAHAP-
HBII MOAXOHA C TMpUBJIeYeHUEM remartosiora. [IymoBUHHYIO KPOBb ClIeIyeT
coOpaTh B LIMTPATHYIO MTPOOUPKY MJISI UCCIIEIOBAHUS MTapaMETPOB KOATyJI0-
rpaMMbl. [TyHKIIMY BEH, BHYTPUMBIIIEUHbIE MHBEKIINY, BAKIIMHALIUY, [IUD-
KYMIM3UIO CIEAYET OTJIOKUTH O UCCIEIOBAHUS MMapaMeTPOB Koaryjiorpam-
Mbl U PEIIEHUsI BOMPOCca O HEOOXOMMMOCTA HA3HAYEHUS 3aMECTUTEIbHOMU
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Teparuy Ijisg TIPOBEACHUS HeOOXOMMMBIX MHBA3WBHEIX TIpolenyp. [1pu 3a-
0ope KpOBU U3 IATKU CJIeTyeT 00eCTIeunTh KOMITPECCUIO B 00J1aCTU UHBEK-
MU B TeyeHue 5 muHyTt [11, 27].

AxtuBHocTb FVIII, B otinuune ot FIX, GbicTpo Bo3BpalliaeTcst K MUCXOIHO-
My 3HAQUEHMIO TTocie ponoB. HocuTeIbHUIIBI TeMOMDUINN UMEIOT TTOBBIIIIEH-
HBbIe PUCKU KaK MEepBUYHBIX, TAK ¥ BTOPUYHBIX KPOBOTCUCHUII, MX YaCTOTa
nosbiiaercs 10 22% u 11% coorBerctBeHHO [26, 27, 38]. B nmociaeponoBom
reprojie PeKOMEHI0BaH eXeIHEBHbBIM KOHTPOJIb ITOKa3aTesieil Kkoaryjaorpam-
MBI U TIPOBEACHNE 3aMECTUTEIbHON TEpaTnu C 1eJIbI0 TIOIEPXKAHUST aKTUB-
noctu FVIII uan FIX He menee 50% B Teuenune 3—5 gHeii. B mocieponoBom
repuojie MpU OOMJIBHBIX JIOXUSIX JIOTOJTHUTENIBHO TIOKa3aHO Ha3HaueHUe
TpaHEKCaMOBOW KMCJIOTBhI B CTAaHAAPTHBIX J03aX.

HacneacrBeHHbIN aeduumnt GubpUHOreHa

DuOpUHOTEH MPEACTABISIET COOOM TITMKOTIPOTEUHOBBIN KOMIUIEKC, COCTOSI-
Uit u3 3 map uaeHTUYHbIX ueneit (Aa, B u y), 3a cuHTe3 Kaxaon u3 Ko-
TOPBIX OTBETCTBEHHBbI COOTBETCTBYWOIIME TeHbl (FGA, FGB, FGG), nokanu-
30BaHHbIe Ha IJMHHOM Iuiede 4-ii xpomocoMmbl (4q31.3, 4q31.3, 4q32.1).
HacnenctBeHHble HapyllleHUS cuHTe3a (DUOPUHOreHa HMEIT ayTOCOM-
HO-PELIECCUBHbBIN WUJIU ayTOCOMHO-AOMUHAHTHBIN MYyTh Mepefayu, He CBS-
3aHHBIN ¢ moioM [3].

AdubpuHoreHemusa — neduuut GubprHOreHa, Mpu KOTOPOM OTMEUAELT-
csa ciemoBast (MeHee 0,1 r/71) KOHIEHTpaus GUOpPUHOTEHA B TIIa3Me.

l'unodubpruHoreHemuss — neuuut GUOpPUHOTEHa, TPU KOTOPOM OTME-
YaeTcsi CHUXeHWe KOHIIeHTpaluy (pudoprHoreHa B ruia3me menee 1,8 /.

TunonucudbpruHoreHeMusi — codyeTaHue aeduiMra U aedekra Guodpu-
HoreHa [40] .

Heob6xonnMo nuMeTh B BUAY, 4TO MposiBiAeHUEM aeduliuta pudbpuHoreHa
U ero QyHKIMOHATBHBIX 1e(EKTOB HapsAy ¢ KPOBOTEUEHUSIMU MOTYT OBITh
v TpoM0Oo3HhI [3, 39, 41].

AKYIIEPCKUMU U PEMPONYKTUBHBIMU OCJIIOKHEHUSIMU, 00YCIIOBJIEHHBIMUA
neduimtom GUOpUHOTEHA, SIBSIOTCS CaMOTIPOU3BOJIbHBIE A00PTHI, OTCIOM -
Ka IJIALIEHThI, KPOBOTEUEHUSI B pOAaX W MOCIEPOJOBbIE KpOBOTeUeHUS [3].

BeneHue 6epeMeHHOCTH 3aBUCUT OT KOHLIEHTpauuu hbudpUHOreHa, aHa-
MHeE3a M0 KPOBOTOUMBOCTU U TPOMOOTUYECKUM OCIOXHEeHUsIM [3, 42, 43].

Hctounnkamu ubpuHOTEHAa MOTYT OBITh KOHLIEHTPATHl (PMOPUHOTEHA,
CBexXe3aMopoXeHHas TutazMa, kpuonpeuunurtaT. B Poccuiickoit ®Penepa-
LIMU HE 3aperuCTPUPOBAHbI KOHLIEHTpaThl (puOprHOreHa. B kpuonpenunu-
TaTte KOHUEeHTpauus puOprHOreHa Bhlllie, 4YeM B IU1a3Me. B onHOM enuHuLe
Kpuonpeuunurara (nmpuodauzutenabHo 40 M) conepxkurcsa He MeHee 140 mr
(ubpuHoTreHa [44].
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ITpu acdubpuHOTEHEMUU BO BpeMs MPOTrPECCUPOBAHUST OEPEMEHHOCTU
KOHUEHTpauusi ¢pubpruHOreHa He U3MEHSIETCS U ocTaeTcs cienoBoil. [Toka-
3aHa 3aMEeCTUTE/IbHAs FeMOCTaTUYecKasi Tepanusl C LeJbl0 MOIAepPXKaHUSs
KoHIeHTpauu ¢udpuHoreHa 0,5—1 r/1 Bo Bpemst 6epemeHHOCTH U 1,5 1/
npu poaopaspelieHUur. becCUMINTOMHBIM XEHIIMHAM ¢ runodudpuHore-
HeMuel crneuududeckKoe JeUyeHUue He TpedyeTcsl, MOKa3aHO JUHAMUYECKOe
HabmoneHue. OObIYHO MPU MPOTrpecCUpPOBaHUU OEPEMEHHOCTH KOHILIEHT-
pauus (puOpUHOreHa BO3pacTaeT W MOXET [IOCTUTaTh HOPMaJbHBIX
3HAYEHUA.

XKenmmHam ¢ runodubOpuHOTEHEMUE W aHAMHE30M, OTSTOLIEHHBIM
TpoM0OO3aMH, clieAyeT pacCMOTPETh BOMPOC O MPOBEAECHUU NpodUIaKTHYE-
CKOIi Tepanmuu HU3KOMOJIeKyJsspHbiMU renmapuHamu (HMI). B ciyudae u
reMOpparuueckoro CUHApPoMa, U TPOMOOTUYECKUX OCJIOXHEHUI MOKa3aHO
nposeaeHue Tepanuu HMI Ha (dboHe 3aMecTUTENbHOW reMOCTaTUYeCKOM
Tepanuu KpPUOIMPELUITUTATOM.

Crioco6 poaopaspellieHusl ONpeaessieTcss aKyllepcCKUMU MOKa3aHUSMU.

HacneacrBeHHbIn aeduumnt hakTopa cBepTbiBaHUSA
KpoBwu |l

HacmencTBeHHBINM meULIUT MPOTPOMOMHA WIM (paKTOpa CBEPTHIBAHMUS
kposu 11 (FII) aBngeTca camoif peakoil HacaeACTBEHHO KOaryaoIaThei.
T'en FII noxkanu3oBaH Ha 11-if xpomocome (11pll—ql2), mosToMy Hacie-
JOBaHue 3a00JIeBaHUS SIBJISIETCSI ayTOCOMHBIM U HE CBSI3aHO C IOJIOM [6].
Bo Bpems OepemeHHocTu akTuBHOCTH FII 3HauuTenbHO He MeEHSET-
ca [1-3].

Bo BpemMs GepeMEHHOCTH Yy XEHIIMH C HACJICACTBEHHBIM AC(PUIIUTOM
FII onucansl KpoBoTeueHUS B | TpuMecTpe, BEIKUIBIIIN, KPOBOTEUCHUS BO
BpeMsI pOAOB, B IIOCAEpOAOBOM mepuope [45, 46]. OnucadH eIMHUYHBIA
cay4yaii cybapaXHOMTAILHOTO KPOBOMBIMSHUS Y OCPEMEHHOMN XKEeHIIMHBI
Ha cpoke 24 Henenu. B ciygae tsxxenmoro neduumrta FII m oTaromieHHOTO
reMopparndyecKMMM ITIPOSIBIICHUSIMU aHaMHe3a IIeJIeCO00pa3HO BeIcHUE
OepeMeHHOCTH Ha (hOHE MPOBEICHUS 3aMECTUTEIBHOM Tepaltm KOHIICHT-
paToM mpoTrpombuHoBoro komiuiekca (KIIK). LleneBoe 3HaueHUE aKTUB-
Hoctu FII cocrasisier 20—30%, ¢ o701 Liesbio mokasaHo Beegenune KITK B
no3e 20—40 ME na | xr maccel Tena [6, 42, 43]. YuursiBas IJIATEIbHBIN
nepuon noayseiBeaeHus FII, moBropHbie BBeneHust KITK ocymecTBasiioT-
csI Kaxnaple 3 IHS, IPU IJIATEIbHOM IMpodIaKTUIecKoi Tepanuu — 1 pas
B Henemo. KITK gBasiioTcsl moTeHUIMaIbHO TPOMOOTeHHBIMU Mpenapara-
MU, II0O3TOMY HEOOXOIUM JTa00pPaTOPHBIM MOHMTOPHWHT IJISI ONpPEICIICHMS
OINTUMAaJIbHOM YacTOoThl BBeAeHUs. [Ipu Jerkux ¢opmax 3abojieBaHUS,
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B OTCYTCTCTBUE HEOOXOOAMMOCTU MNPOGUIAKTUYECKON 3aMECTUTEIbHON
Tepanuu BO BpeMsl OEPEMEHHOCTU, C LEbI0 pOoJOpa3pelieHUus] MOKa3aHo
BBeneHue KITK B moze 20—40 ME/Kr ¢ HayaJioM pOJIOBOU NESITeIbHOCTH
WIM TIepell MPOBeIeHUEM OMepaTUBHBIX poaoB. [locienyiolee BBeaeHUE
yepes 48 yacoB 10—20 ME/kr nns nognepxanust aktusHoctu FII He me-
Hee 20% [47].

¥V 310poBoro HoBopoxxAeHHOTO akTUBHOCTH FII mocturaer pedepeHCcHbIX
3HAYEHUI B3POCIBIX Yyepe3 6 MecsilieB, MO3TOMY MpPH MOAO3PEHUU Ha Jier-
kue ¢dopmbl HacieactBeHHoro aedunura FII nenecoobpazHo NMpoBOAUTH
JUATHOCTUKY OJIMKe K TOA0BaJIOMY BO3PACTy. Y HOBOPOXIEHHbBIX KJIMHUYE-
CKUMU MPU3HAKaMU 3a00JieBaHUS SBJISIIOTCS KPOBOTEUEHUE U3 TyTTOBUHHO-
ro OCTaTkKa, BHYTpUYEPEIHble KPOBOU3NMUIHUS [42].

HacneacrseHHbIn aeduumnt hakTopa cBepTbiBaHUSA
KpoBu V

I'eH, oTBeTCTBeHHEIN 3a CMHTE3 (pakTopa cBepThiBaHUs KpoBu V (FV), mo-
Kann3oBaH Ha 1-if xpomocome (1g24), mosToMy HaclemoBaHME 3aboJeBa-
HUS SIBJISIETCS ayTOCOMHBIM U He cBg3aHO ¢ ToyioMm [51—53]. Tlpu nedekre
nByx ajuienieid FV (roMo3uroTHast MyTaiusi M KOMIAyH/-TETePO3UTOTHAST)
akTUBHOCTh FV CHUXeHa 3HAaYnTe/IbHO (BILIOTH A0 MeHee 1%), npu nedek-
T€ OIHOTO aJUIelisI aKTUBHOCTh FV cHIKeHa He3HAYNTEIbHO I YMEPEeHHO.
B ciayyae TOMO3MTOTHOM MyTallMd y OTHOTO M3 POAMTENICH PUCK IIepeaadn
IMOTOMCTBY cocTaBisieT 50% He3aBUCHMMO OT Iojia. B ciiyuae rerepo3uror-
HOI MyTaIluM Y OTHOTO M3 POAUTEJICH PUCK IepeIadyn TOTOMCTBY COCTaBIISI-
eT 25% He3aBUCHUMO OT I10JIA.

YuutheiBast, uTo akTUBHOCTh FV BO BpeMst OepeMeHHOCTU HapacTaeT He-
3HAUYUTEILHO WJIM OCTaeTCs CHIDKEHHOI Ha MPOTSDKEHWU BCell 6epeMeHHO-
CTH, DWAaTHOCTHKa HacjeacTBeHHOro meduiura FV Bo BpemMs GepeMeHHO-
¢t Bo3MoxkHa [1, 2]. Heobxonmmo yuYuTuIBaTh aHaMHe3 3a00JIeBaHUS U Ce-
MEUHBIN aHAMHE3.

IIpu nedpuuure FV onucaHbl MOBTOPHBIE BBIKWIBIIIN, MPEXICBPEMEH-
HBIE POAbI, KPOBOTEYEHUS BO BpeMs U Tocie ponos [3, 51, 52].

LeneBoe 3nauenue aktuBHocth FV cocrasmster 15—25%. B muposoit
npakTtuke mpemaparsl FV orcyrcTByoT. C 3aMeCTUTENIFHONM TeMOCTaTHue-
CKOM 11ebio ocyiiecTBisiorcss TpaHcdysuu C3I1, koTopast SBISICTCS HC-
touHnkoM FV. Jlo3a 1 9acToTa BBEACHMS 3aBUCUT OT 0a30BOI aKTUBHOCTHU
FV, uanuBunyanbHbIX (papMaKOAUHAMUICCKUX HAHHBIX M IEpHUOOA ITOIY-
BoiBegeHust FV (12—36 uacoB). B ciyuae pomopaspemenust goza C3I1
cocTaBysieT 15—25 M Ha 1 kT macchl Tena manneHTky. Jamee C3IT 10 mur
Ha 1 KT Maccel Tea B TeUeHUEe 3 AHe# Kaxmble 12 gacoB. B ciaydae omepa-
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TUBHOTO pOJOpa3pelleHuss HEOOXOANMO MPOAOJIKUTh Teparuio 10 3aXKUB-
JieHus paHbl [3, 42, 43].

ITpu nerkom aepunure FV u oTcyTcTBUM aHaMHe3a MO KPOBOTOUUMBOCTHU
reMocTaThuyeckasl Tepamnusi IpoBOAUTCS MO (PaKTy KPOBOTEUECHMUSI.

Y HOBOPOXIEHHBIX BO3MOXHO KPOBOTeUEHUE M3 MyMOBMHHOTO OCTaTKa,
OINUCAaHbl €AMHUYHBIE CIYyYal BHYTPUUEPETHOTO KPOBOM3IUSIHUS. [lnarHo3
Y HOBOPOX/IEHHOTO YCTaHaBAMBAETCS MPU aHalM3€e MyNOBUHHON WU TTepu-
depuueckoit kpou. HoBopokneHHbIM ¢ akTUBHOCTBIO FV MeHee 15% cie-
JyeT poBoaAuTb Y3 U rooBHOro Mo3ra B MepBbI€ THU XU3HU C LEIbI0 UCK-
JIIDYEHUSI BHYTPUUEPEIMHOTO KPOBOUBIUSHUS. YUUTHIBAsI, YTO aKTUBHOCTb
FV B TeyeHue nepBoro mMecsiiia XuW3HU YBEJIUUYMBAETCS, TMAarHOCTUKY Jier-
Kux (opM 3aboseBaHus 1iejecoodpa3Heil MPOBOAUTL OJIMXKEe K TOI0BAIOMY
Bo3pacty [42].

HacneactBeHHbI coveTaHHbIN aedUUMT GaKTopoB
ceepTbiBaHuA Kposu V u VIl

HacnencteeHHbIl coueTaHHbIN AehUIUT (HAaKTOPOB CBEPTHIBAHUSI KPOBU V
(FV) n VIII (FVIII) odycnosnen nedexkramu B reHax LMANI (lectin man-
nose binding 1) u/unu MCFD2 (multiple coagulation factor deficiency 2),
OTBETCTBEHHBIX 3a cuHTe3 OeakoBoro kominiekca LMAN1—MCFD?2, ko-
TOPbI OCYIIECTBIsIET BHYTpUKIeTOUHbI TpaHcropT FV u FVIII [53]. T'en
LMANI noxanuzoBaH Ha 18-ii xpomocome (18q21), reH MCFDZ2 noxkanuzo-
BaH Ha 2-ii XxpomocoMe (2p21), u HacliemoBaHue 3a00JeBaHUsS SIBJISIETCS
ayTOCOMHO-PELIECCUBHBIM 1 HE 3aBUCHUT OT ToJia [54].

Ecnu onvH 13 poauTesneil cTpamaeT HACJAEICTBEHHBIM COYETaHHBIM Je-
¢uuutom FV u FVIII (To ecTh MMeeT roMO3UTOTHYIO MYTalldl0), TO PUCK
repeaadyy MoToMCTBY 3aboseBaHust cocTaisieT 50%. PeGeHOK MOXET ponu-
TbCsl OOJIBHBIM C BEPOSITHOCTBIO 25% B ciiyyae, eclii pOAUTENU SIBISIIOTCS
TreTepPO3UTOTHBIMU HOCUTENSIMU 3a0oJieBaHUs. [1pu HATUYMKM TeTEePO3UTOT-
HOI MyTallMy y OJHOIO U3 POIUTENICH 3aII0103pUTh 3a00JIeBAaHUE U €T0 Ie-
penady IOTOMCTBY HEBO3MOXHO BBUAY OTCYTCTBMS KJIMHUYECKUX IPOSB-
JICHUIA.

B TeyeHune 6epeMeHHOCTHY B YCIOBUSIX (PU3MOJOTMYECKON TUITepKOaryisi-
1My akTuBHOCTh FV 1u1a3mel He u3MeHsieTcs, Torna Kak aktTuBHOCTh FVIII
MOBBIIIAETCS, B CBSI3M C YEM NMAarHOCTMKA HACJIEeICTBEHHOIO COYETaHHOIO
nepunmuta FV u FVIII Bo Bpems 6epeMeHHOCTH 3aTpylHeHa, U B 9TOM CIy-
yae 0COOEHHO BaxKHBIM SIBJISIETCS CEMEMHBIN aHamHe3 [55, 56].

Cas13b HacnencTBeHHoro couetanHoro nedunura FV u FVIII 1 HeBbiHa-
IIMBaHUS OEPEMEHHOCTU He MokazaHa. OQHaKO reMopparuyeckue OcCioX-
HEHMsI BO BpeMsl POJOB M B IOCJAEPOIOBOM MEPUOAE SIBSIOTCS YaCTbIM
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COOBITUEM, TTO3TOMY HEOOXOAMMO 3apaHee MIAHUPOBATh FTEMOCTATUYECKYIO
Teparnuio Ha nepuoj poaopaspetneHus [57, 58].

Llenecoobpasno onpeneneHue aktuBHoct FV u FVIII B konue 111 tpu-
MecTpa OepeMEHHOCTU, B 3aBUCUMOCTU OT MoKa3aTesieil — omnpeaesieHue
03 U peXrMa BBEACHUS FeMOCTaTUYECKUX MPenapaToB.

HacnenctBennsniii couetannblii nepunutr FV u FVIII He aBasercsa npo-
TUBOIMOKA3aHUEM K €CTECTBEHHBIM pojgaM. Criocod pogopaspelieHus onpe-
JEJISIOT aKylepbl-ruHekosioru. LleneBoe 3HaueHue Ha mepuod poaopaspe-
meHust aktuHoct FV cocrasisier 15—20%, FVIII — ne menee 50%. Ha
CeromHsIIHuM aeHb B Poccuiickoit Penepalini TOCTYITHO OOJIBIIOE Pa3HO-
o0pa3ue MIa3MaTUYeCcKUX U peKOMOMHaHTHBIX KoHleHTpaToB FVIII, B TO
BpeMsl Kak MOCTYMHbIX KoHIleHTpaToB FV Hu B Poccuiickoit Menepanun,
HU 3a pyoexoM He cyuiecTByeT. Mcrounukom FV u FVIII asaserca C3I1.
Tpancdysuu C3IT MoxeT ObITh HETOCTATOYHO /11 BOCCTAHOBJIEHUST aKTUB-
Hoctu FVIII, mostoMy uenecoobpa3HO JOMOTHUTENIbHOE BBEIECHUE KOH-
ueHntpata FVIII. TTokazano BBenenue C3I1 B no3e 15—25 mr Ha | Kr Macchbl
TeJla Mepell ECTECTBEHHBIMU WM ONIEpaTUBHBIMU polaMu, najee B mose 10
MJI/Kr 1 pa3 B 12 yacoB B TeueHue 3 JHEH TOC/IEe €CTECTBEHHBIX POJIOB IS
noaaepxaHus neyneBoro 3HauyeHus aktuBHoctd FV u FVIII. T1pu Heo6xo-
JIVMOCTHU JAOTOJHUTENbHO BBoIAT KoHIleHTpaT FVIII, 10—30 ME/kr 1 pa3 B
CyTKHU. B ciiydae onepaTUBHOro pomopaspeuieHus CieayeT MPOAOIKUTh Te-
panuio 10 3aXkuBJIeHUs paHbl [3, 42, 43, 57].

ITpu HeaddexktuBHOCTM C3I1 WM pa3BUTUU AIEPTUYECKUX PeaKIUAN
BO3MOXHO Ha3Ha4YeHWE BMNTAKOT ajibda (AKTUBUPOBAHHOTO) BHE YTBEPX-
JNIeHHbIX MoKa3aHui [58, 59].

C y4eToM yMEPEHHOTO 1 JIETKOTO KJIMHWYECKOTO (heHOTUIIa 3a00JIeBaHUS
npeHaTajbHas IUarHOCTUKA OOBIYHO He mpoBoauTtcs. OHa 1enecoodpasHa
B CJIyyae, €C/Ii U3BECTHO, YTO 00a pOAUTENS SBISIOTCS T€TEPO3UTOTHBIMU
HOCUTEIIMU WJIU O0JIbHBI [54].

Y HOBOPOXIEHHOTO HACleACTBeHHbIN coueTaHHbI Aepunut FV u FVIII
MOXET OBITh JTMATHOCTUPOBAH MPU UCCIETOBAHUU MYyMOBUHHON WIW MEPU-
(epuueckoii kpoBu. CpegHee 3HaUeHUE aKTUBHOCTU FV 'y 310pOBBIX 1OHO-
IIEHHBIX HOBOPOXKIEHHBIX COMOCTABUMO C TAKOBBIM y B3POCJBIX U HECKO-
JIKO HapacTaeT B TeUEHUE MEePBOM HeNeaU KU3HU, 3aTeM OCTaeTCsl CTaOu-
JIbHBIM Ha TIPOTSDKEHUU TIepBhIX 6 MecsiiieB [60]. CpenHee 3HaUYeHUE aKTHB-
Hoctu FVIII npu poxaeHnn 310pOBbIX HOBOPOXKACHHBIX TAKOE Xe, KaK U Y
B3pocibiX. AKTUBHOCTh FVIII B TeueHMe nepBhIX 6 MecsIIIeB MMeeT TeHICH-
LU0 K CHIKEHUIO. Y 3M0POBBIX HOBOPOXIEHHBIX akTUBHOCTh FV u FVIII
MOJIOKUTEJBHO KOPPEJIUPYET CO CPOKAMU POAOPAZPEIICHUST U MaCCOM Tesla
Mpu poxaeHun [61].

HacnenctBennsiii couetannsiii nedpunutr FV u FVIII penko conpoBox-
JaeTCsl KPOBOTEUEHUEM Y HOBOPOXKIEHHBIX, B HEKOTOPBIX CIIydasix BO3MOX-
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Ha kedanoremaroma [57]. HeoHatanbHble BHyTpUYEpEeNHbIE KPOBOU3US -
HUS IpU 3TOM 3aboJieBaHUM He onucaHbl. CooOLIeHU 0 MPOBEAEHUU MPO-
(punakTUUECKOU 3aMeCTUTEIbHON Tepanuu y HOBOPOXIEHHBIX HET [42].

HacneacrBeHHbIN aeduumnt hakTopa cBepTbiBaHUSA
Kposu VII

HacnencTeenHslil nedunut gakropa cBeptbiBanus Kposu VII (FVII) — ru-
TMOTIPOKOHBEPTUHEMUSI — SIBIISICTCSI HamOOJIee PacIpOCTpaHEHHBIM CpeIn
peaKNX HacleACTBeHHBIX Koarymomnatuii. ['en FVII nokanu3oBaH Ha 13-t
xpomocome (13q34), mosToMy HaclieZoBaHUE 3a00JIeBaHUS SIBJIICTCSI ayTO-
COMHBIM U He cBs3aHo ¢ mmosioM [62]. [pu nedekre nByx amneneii FVII (ro-
MO3UTOTHASI MyTallMs WM KOMIAYH-TeTepO3UTroTHas) akTuBHOCTh FVII
CHMKEHA 3HAYMTEJIbHO, Ipu JedekTe omHoro amieias aktuBHocTb FVII
CHIDKEHA HE3HAYMTEIbHO WIM yMepeHHO. HeoOXommmo yYMTHIBAThH, 4TO
Mexay akTuBHOCTbIO FVII u KiIMHWYecKUMU TpOSIBJICHUSIMU cjlabasi Kop-
pensuust: pu Tsokeaom aedunute FVII kniuHudeckue mposiBieHUsT MOTYT
OBITh MUHHUMAJIBHBI, TOTHA KaK IIPU HE3HAYUTEIHHOM Oe(UIINTe TeMoppa-
TMYECKUI CUHAPOM MOXKET OBITh MHTEHCUBHBIM [3, 6, 46, 63].

YV GepeMeHHBIX KEHIIWH ¢ TeTepO3UTOTHBIM TedeKToM akTuBHOCTL FVII
HapacTaeT, IpPU roMO3UroTHOM jgedekre U TsKenaoMm neduuure FVII —
oCTaeTcs HU3KOM Ha BCeM IIPOTSLKEHUM OepeMeHHOCTH |[3].

IIpu wacnencrBeHHoMm paeduuute FVII ommcanbl KpoBOTeYeHUSI BO
BpEMSI POMOB, BBIKMIBIIIM HAa PAHHUX CPOKaX, OCJIOXHEHHbIE KPOBOTEYE-
HUeM, Koraa emle aktuBHocTh FVII He Hapacrana [3, 64]. Y xxeHIuH ¢ T4-
KeabiM aeduuuToM FVII u oTdromeHHbIM aHaMHE30M 10 KPOBOTOUYMBO-
CTH PUCK ITOCIEPOAOBOr0 KPOBOTeUCHUS HaMOOIbIMii. Puck KpoBoTeue-
HUS Ha paHHMX CPOKaX Yy TeTepPO3MTOTHBIX JKEHIIIWH BBINIC, YeM Ha MO3[-
HUX, TaK Kak aktuBHOCTb FVII emme He HapacTaeT MO reMOCTaTHYECKOTO
ypoBHsI [64].

LeneBpiMu 3HaueHUAIMU sABIsgeTca akTuBHOCTE FVII 15—20%. Ilpena-
paToM BBIOOpA SIBIISIETCS 3NTAKOT ajlb(a (aKTUBUPOBaHHBIN). MHBEIMU 10-
CTYITHBIMU 3aMECTUTEIbHBIMHM T€MOCTaTUICCKUMHU TIpeTiapaTaMiy SIBIISTIOT-
csa mnasMartudeckuit konuenTpat FVII, C3I1, KIIK. XKeHmuHaMm, KOTO-
pBIM TpeOyeTcsl OoIlepaTMBHOE POIOpa3pelIecHre MM KOTOPhle MMEIOT B
aHaMHe3¢ KPOBOTEUYCHUs, IMOKa3aHa 3aMCCTUTENIbHAS TepaImus SITaKoT
anbda (aKTUBHUPOBAHHBIM) B mo3¢ 15—30 MKT Ha 1 KT Macchl Tejla ¢ Hava-
JIOM PeTYJISIPHON POIOBOI HESATEIBPHOCTH M IIOCIEOyIONINEe Kaxmble 4—
6 yacoB B TeueHue 3 gHei. 2KeHIMHBI ¢ HEOTATOLIEHHBIM aHAMHE30M I10
KPOBOTOUMBOCTH WM TUIAHHUPYEMBIMH €CTECTBEHHBIMHM pOXAMH HYKIAIOTCS
B TeMOCTaTUYECKON Tepamuu 10 (haKTy KPOBOTCUCHMS: SITAKOT ajbba
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(akTuBUpOBaHHBIN), 15—30 MKr/Kr, WM TJIa3MaTUYECKU KOHIIEHTpaT
FVII, 10—40 ME/xr [42].

AxtuBHOCTh FVII y 310pOBBIX HOBOPOXIEHHBIX HApacTaeT B MEPBbIE
6 MecsILeB XU3HU, YTO HEOOXOAMMO YUMTHIBATh MPU AUATHOCTHUKE 3ab01e-
BaHUs. Y HOBOPOXIEHHBIX ¢ Aeduuutom FVII Bo3aMOXHBI BHYTpUUepen-
Hble KPOBOMBJIMSIHUSI MJIM KPOBOTEUYEHUS M3 MYyMOBUHHOTO OocTaTka [66,
67]. C ueibio UCKIIOYEHUST BHYTPUIEPEITHOTO KPOBOUBIUSIHUS 11€J1€CO00-
pazHo nposeneHue Y3U. Ilpu Tsaxenom nebuuute FVII u remoppa-
TUYECKOM CUHAPOME Ha3HayaeTcs MIuTelbHas NpoduiakTuieckas Te-
panus 3nTakor ajnbda (aKTUBUpOBaHHBIM) B 03¢ 30 MKT/KT 3 pa3a B HeJle-

a0 [68, 69].

HacneactBeHHbIn aepuunt pakropa cBepTbiBaHUSA
KpoBu X

I'en FX nokanusosaH Ha 13-i1 xpomocome (13g34), moaTomMy HaciaegoBaHUE
3a00JIeBaHUs SIBJISIETCS ayTOCOMHBIM U He CBsI3aHO ¢ mojoM [70].

Bo Bpemsi HOpMajibHOI OEPEeMEHHOCTH aKTUBHOCTh (haKTOpa CBEpPThIBa-
Hus kpoBu X (FX) mosbimaercs [1—3]. [Ipu ymMepeHHOM WU JIETKOM Jie-
¢puumTe FX nipu nporpeccupoBaHum 6epeMeHHOCTH aKTUBHOCTh FX MoxeT
HapacTaTb. [1pu Tsxenom aepuunte FX (roMO3UTrOTHBIN FreHETUUECKUIA e~
(exT) akTUBHOCTH FX ocTaercsi Ha HU3KUX 3HAYCHUSX.

VYV XeHIIMH ¢ HacleACTBeHHbIM aeduruTom FX ociaoxHeHusMu Oepe-
MEHHOCTH SIBJISIIOTCSI TOPOIOBbIE KPOBOTEUYCHUSI, PETPOILIAIICHTAPHBIE I'e-
MAaTOMBI, CIIOHTaHHBIE aOOPThI, MPEXIACBPEMEHHbBIC POJbI, MOCIEPOIOBBIC
KpoBoTeueHus [71—75].

Heobxomumast remoctatnyeckast aktuBHocTh FX cocraBisier 10—20%. Ile-
puona nonyxuznu FX cocraBiasger 20—30 yacoB. DTH OCOOEHHOCTH CJIEAyeT
YYUTBHIBaTh TMPU MPOBEACHUU 3aMecTuTeNnbHOl Tepanuu. B Poccuiickoit
denepaliuy M30IMPOBaHHBIN KOHIIeHTpaT FX He 3apeructpupoBaH. Mcronb-
sytotrcst KITK, B coctaB Kotopeix BxoauT FX. B ciayuae Tsokenoro mepuunra
FX u oTsironieHHOro aHaMHe3a 1o KPOBOTOUMBOCTH 1I€JIECOO0Pa3HO BeICHUE
o6epemMeHHOCTH Ha ¢oHe 3amectuTeabHoi Tepanuu KITK, 20—30 ME Ha 1 kxr
Macchl Tesla 2—3 pasa B Heneso. Ha nepuon pomopaspelieHus ToKa3aHo BBe-
nenne KITK B moze 20—40 ME/Kr ¢ uenbio mocTukeHus akTuBHOCTH FX
He MeHee 40%. B nocnenytonue 3 nHst KITK BBomsiT B no3e 10—20 ME/kr
C LebI0 JOCTVKeHUsT akTuBHOCTH FX, paBHoit 30% [3, 42, 43].

VY 310pOBBIX HOBOPOXKIEHHBIX aKTUBHOCTh FX HU3Kasi 1 HapacTaeT B Te-
yeHMe rocaeaytomux 6 mecsies [70]. Y HoBopoxkIeHHBIX ¢ neduiurom FX
Haun0OoJiee YaCThIMU MPOSBICHUSIMU SIBJISIOTCSI KPOBOTCUCHUS U3 ITyTIOBUH-
HOro OCTaTKa, KPOBOUBJIMSIHUS B LIEHTPAJIbHYIO HEPBHYIO CUCTEMY, KEJIy-
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JNIOYHO-KUIlIeYHble KpoBoTeueHUs. LlenrecoodpasHo BeinmoaHeHue Y3U
TOJIOBHOTO MO3ra Uil UCKJTIOUEHUS] BHYTPUYEPEITHOTO KPOBOUIIUSIHUS [6,
42, 75].

HacneacteeHHbIn aeduumnt dakTopa cBepTbiBaHUA
Kposu Xl

WMHoe Ha3zBaHue 3Toro 3adosieBaHuss — remodunus C. HacinemoBaHue re-
mopunuu C, B oTinuue ot reMmopunun A u B, He cBsizaHo ¢ mojioMm. ['eH
FXI pacnioyioxxeH Ha AMCTaIbHOM KOHIIE JJIMHHOTO Iijieya 4-if XpOMOCOMBI
(4q35), u 3aboneBaHue SIBISETCSI ayTOCOMHO-peliecCuBHbIM. PacmpocTtpa-
HEHHOCTD 3a00JIeBaHUST BBICOKAsI CPEIM €BpeeB-alllKeHa3!, a TAKKe B PErH-
OHax, Iie JOMYyCTUMBI POICTBEHHBIC Opaku [76, 77].

I'emopparnyeckuit CUHAPOM HE KOPPEJMPYET CO CTEeINeHblo aeduuuTa
daxkTopa cBepTthiBaHusl KpoBu XI (FXI) n yacto HenmpeackazyeM: y OJHOTO
M TOrO Xe TMalMeHTa OH MOXET OTCYTCTBOBaTh ITOCJIC OIHOI omepaluu 1
pa3BUThCA Mocie caenytomiei [43]. Y mauMeHTOB C TSKeIbIM Ae(PULIMTOM
FXI moxer HaOmomaThCsl yMEpPEeHHBIN TreMopparMyecKuil CUHIPOM WU
Jaxe OTCYTCTBME KPOBOTEUYEHMS, a IMPU YMEPEHHOM AeUIIUTE — OOUIb-
Hble KpoBoTeueHus [78]. Bo BpeMst HopMaibHOI 0epeMeHHOCTU JaHHbIE 00
akTuBHOCTH FXI NMpOoTMBOPEYMBEI: CYIIECTBEHHO HE MEHSIETCs, He3HAUUTe-
JIbHO yBeJMuMBaeTcs uiu cHuxkaetcs [79, 80]. ITpu 1abopatopHoil AuarHo-
CTHUKE CJIEAYeT YYUTHIBATh, YTO CKPMHUHIOBBIE MapaMeTpbl KOaryJlorpam-
MbI, B ToM ynciie AUTB, MoryT octaBaTbCs B HOpMe, TOTAa KaK MOCIEAyIo-
mee ornpeneneHue aktuBHoctu FXI mokaswiBaeT ee cHuxkeHue [81].

IIpu nacnencrBeHHoM aepuuute FXI B TeueHue GepeMEHHOCTH MOTYT
BO3HMKATh KPOBOTEUEHMSI, KOTOPbIE Yallle BO3HUKAIOT IPU HAJIUYUKU JO-
IMOJTHUTEIbHBIX OCJIOXHEHUI, TAKMX KaK OTCI0MKA IJIaleHThI, IPe3KIaMII-
cus [82, 83]. JIpyrumMu akylepCKUMU OCJIOXKHEHUSIMU SIBJISIOTCS KPOBOTE-
YeHMsI TT0C/Ie abOPTOB, B TOM UMCJIe MEAUIIMHCKUX, U poloB. YacToTa camo-
MPOM3BOJLHBIX a0OPTOB Yy KEHILWH ¢ HacleAcTBeHHbIM aedunutom FXI
COMocTaBMMa C TAaKOBOI B 001Ieit monyasuuu. OnucaHbl ciyyau HEOCIOX-
HEHHBIX OEpEeMEHHOCTel y XXEHIIUH C HaCJeICTBEHHBIM Ae(UIINTOM
EXI [79].

Konuentpar FXI He 3apernctpuposaHn B Poccuiickoit ®enepanyn [84—
86]. AnprepHaTBHBIM McTouHMKOM FXI sBisercs C3I1.

KeHIMHBI ¢ KPOBOTEYEHUSIMU B aHAMHE3€ OTHOCSTCS K IPYIIIE BHICOKO-
ro pHUcKa pa3BUTHS MOCAEPOIOBBIX KPOBOTeUeHUIM. bepeMeHHbIe ¢ aKTHB-
HocThio FXI mMeHee 15% Hyxnpatorcst B TpaHcdy3uu C3I1 u3 pacuera 15—
20 MJI/KT ¢ HavyajJoM POIOBOIl NESITeJIbHOCTH WIM TIepell KecapeBbIM ceue-
HueM [42, 87]. Ilepuon nmonysbiBeaeHus1 FXI B mia3me cocTaBisieT 0KOJIO
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60 yacoB, MO3TOMY MOBTOPHbBIE TPaHCHY3UM MOXKHO TOBTOPSIThH Yepe3 48—
72 yaca B no3e 5 mui/kr (C3I1 B mo3e 5 Mui/KT moBbIIIAaeT akTUBHOCTH FXI
B masme Ha 10%) [88].

BepemennbiM ¢ aktuBHOCThIO FXI 15—70% 1enecoo6pa3Ho BBefe-
HUE TPAHEKCAaMOBOU KUCJIOThI C HAYaJIOM POJOBOIA AESITEIBHOCTU MU TIEpeT
kecapeBbIM ceueHuem: 10—15 Mr/kr 2—3 paza B IeHb He MeHee 3 qHeli To-
cJie eCTECTBEHHBIX POJIOB U HE MeHee 5 JHel Tociie KecapeBa ceueHus [42].
ITpu HeobxonuMocT MOXHO coueTath C3I1 ¢ TpaHeKkcaMOBOW KUCIOTOA.

Bo3MoxHO npuMeHeHue anTakor ajibda (AKTUBUPOBAHHOTO) BHE YTBEpP-
KIECHHBIX TOKa3aHWil B go3e 15—30 MKI/KT ¢ Helblo TPOBEACHUS oIlepa-
TUBHOTO pomopasperncHus [79, 89, 90].

[ManenTkn 6e3 KpPOBOTEUEHMS] B aHAMHE3€ W TEpeHecCIne Ooreparuu
0e3 kpoBoTeueHust U 6e3 TpaHcdysuu C3I1 oTHOCITCS K rpyrne HU3KOTO
pucKa pa3BUTHS TTOCIEPOIOBBIX KpOBOTeUueHUI. Takue 0epeMeHHbIe HYX-
JAIOTCS B OJTHOKPAaTHOM BBEIEHUM TPAaHEKCAMOBOW KUCIOTHI B mo3e 10—
15 Mr/KT ¢ HauaJI0M POIOBOIA AESTEILHOCTH WIM TIepe]] KecapeBbIM CEUeHU-
eM [87], manmee TOAbKO MPU Pa3BUTHUU KPOBOTEUECHUS, HO B pe3epBe HEOOXO-
numo nmetb C3I1 He menee 1,0 1.

Y HoBOpoOXIeHHbIX akTuBHOCTh FXI cHMXXKeHa M HapacTaeT B TeueHUE
MEePBBIX 6 MecsIEeB XKU3HU, UTO CJIeAYeT YIUThIBATh MPU AuarHoctuke [60].
CrioHTaHHbBIE KPOBOTEUYEHUSI Y HOBOPOXIEHHBIX He omucaHbl. OmHaKo,
YUUTHIBasE HAMOOJBIIYIO pacpocTpaHeHHOCTh TeModuiuu C cpenu eBpe-
eB-alllKeHa3u W TPaJUIIMOHHOTO TPOBEACHUS MUPKYMIIM3UU Y HOBOPOX-
JIEHHBIX, PUCKU Pa3BUTUSI KPOBOTEUEHUsI TIOC]Ie MHBA3UBHOTO BMEIIIATEIhb-
CTBa BBICOKHU, TMO3TOMY 1I€JIeCOO00pa3HO MpPOBeAeHNE MPOMUIAKTUIECKON
TeMOCTaTUYECKOU Tepanuu TpaHekcamoBoil kuciaotoil wiau C3IT [42].

HacneactBeHHbIN aepuunt pakropa cBepTbiBaHUA
Kposwu XII

Hedunur ¢paxkropa cBeptbiBanus Kpou XII (FXII), Takke n3BeCTHBIN Kak
0osie3Hb XaremaHa, B OOJBIIMHCTBE CJydyaeB HAcCleAyeTcsl ayTOCOMHO-pe-
neccuBHo. I'eH, koagupytomuit cuate3 FXII, nokanusyercst Ha 5-i1 XxpoMmo-
coMe (5g33) [91]. Crextp myTauuii B reHe FXII pasHooOpa3eH, B TOM YHCIIe
nojaumopdusm 46 C/T u T/T accouuupyroTcs: CO CHIKEHUEM aKTUBHOCTHU
miasmeHHoro FXII [95]. Yactora BcTpeyaeMocTu Oosie3HM XaremaHa —
1 ciyyait Ha | MuUIMOH HaceideHus [93].

Kinmnnuueckue nposinenus npu aeduunre FXII yame Bcero oTcyTcTByIoT,
OIHAKO B Psilie CJydaeB BO3MOXHBI KaK TPOMOOTUYECKUE, TaK ¥ reMOpparu-
YecKue TMPOSIBIICHUSI, UTO 00YCIOBIeHO MHOTO(YHKIMOHAILHOU posibio FXII
B reMocTase [93, 94]. bosne3Hb XareMaHa B OOJIBILIMHCTBE CIy4aeB BBISIBJISCT-
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csd CllydalHO MpU TPOBEIECHUM TMPENONEepallMOHHOTO OOCIeI0BaHUS WU
CKPUHUHTA BO BpeMsi bepeMeHHOCTU. [Ipu KoaryJornyeckoM HUcCCiefOBaHUU
BbISIBJIsIeTCS U3oaupoBaHHoe yBeanueHrue AUYTB (6osee 100 cexynn wiu mo-
JKeT He onpeaensatbes npu riayookom aeduumnte FXII) [95]. Takxke Habmona-
etcs yrHeteHue Xlla-3aBucumoro ¢bubpruHOIM3a 1O HECKOJIBKUX YACOB.

Bo BpeMs 6epeMEeHHOCTH U B TOCAEPOIOBOM MEPUOJIE PeaTu3alusi TPOM-
6otuveckux ociaoxHeHuil npu aeduuure FXII Haubosnee BeposiTHa, 0CO-
OEHHO MPU HAJTUYWU TOMOJHUTEIbHBIX TPOMOOGMINUYEeCKUX (haKTOPOB (aH-
TUHOCHONMUNUIHBIA CUHAPOM, T€HETUYEeCKUuE TpoMOOdWInU, OIepaluu,
UMMOOUIM3aLusl, UHPEKLMU, 00e3BOXKMBAHUE U JIP.).

Hedbvuutr FXII MoxeT mpuBOAUTHL K MPUBBIYHOMY HEBBIHAIIMBAHMUIO,
BHYTPUYTPOOHON 3aepKKe pa3BUTHUS IUIOAA, OTCIONKE MIALEHThI, pexe —
K IIOCJIEPOAOBBIM KPOBOTEYEHUSIM [96].

Pa3paboTaHHbBIX MPOTOKOJIOB BeJeHUS OEPEeMEHHOCTU Yy TTALIMEHTOK C Je-
¢uurom FXII He cymiectByetr. OnmyOJMKOBaHbI JaHHBIE TPOBEACHUS MPO-
(unaktuueckoit repanuu HMT u npenapatamu aueTUIcaIuUIOBON KKUC-
qotel [97]. B ®TBY «<HMMUIL] remaronorun» Munsnpasa Poccuu umeercs
onbIT TipoBeaeHusd MoHoTepanuu HMI y mauumentok ¢ medbuumrom FXII
MeHee 1%.

C HayajoM pOJOBOW AESATEIBHOCTU WJIU Tepel KeCcapeBbIM CEYECHUEM
npu Tsekenom nedunure FXIT HeoOxoaumo npoBeneHue TpaHcdysuum C3I1
n3 pacuera 3—5 mii/Kr. B paHHEM TTOCIepOIOBOM TIEprOIEe TTOKa3aHa aHTH-
KoaryisiHTHas npodwiaktuka HMI Ha npoTskeHun 5—7 nHEN ¢ BO3MOX-
HOW TIPOJIOHTALIMEl 0 6 Hellelb MPU HATMYUU JTOTTOJHUTEIbHBIX TPOMOO-
Tudeckux dhakTopoB. MHrubuTopsl hudbpuHOINU3a, TAKWE KaK TpaHEKCaMO-
Basl KMCJIOTa, aMUHOKAPOHOBAs KUCJIOTA, aTPOTUHUH, MpU 60Je3Hn Xare-
MaHa MPOTUBOIMOKA3aHBI.

HacneactBeHHbIn aepuunt paKTopa cBepTbiBaHUSA
kposwu Xl

®daxTop cBepreiBanusa Kposu XIII (FXIII) npencrasnsier co60it KOMITIEKC
JIBYX cyObeaAuHUL A 1 ABYX cyobeauHull B. 'eH cyobeanHULIBI A TOKaIn30-
BaH Ha 6-i1 xpomocome (6p24-p25), reH cyObennMHHULBI B j0KanmM3oBaH Ha
1-i1 xpomocome (1q31-32.1) [98]. 3abosieBaHMEe HE CBSI3aHO C I1OJIOM, SIBJISI-
€TCSI ayTOCOMHO-PELIECCUBHBIM, T€TEPO3UTOTHBIE HOCUTEIN MYTallUil MOTYT
MMETh KJIMHUYECKUe TposiBjieHusi. YacTora 3ab0jIeBaHUSI BBIIIEC TaM, I
JOITYCTUMBI POACTBEHHBIC OpaKu.

Caenenus o6 udmeHeHuun aktuBHocTu FXIII Bo BpeMsi GepeMeHHOCTH
IIPOTUBOPEYMBBI: CYILISCTBYIOT JaHHbIE KaK O HE3HAYMTEIBHOM ITOBBIIIE-
HUM, TaK U CHIDKCHUU aKTUBHOCTHU [3, 4, 99]. XapakTepHbIM aKylIepCKUM
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ocioxkHeHueMm HacieactBeHHoro aeduumuta FXIIT gaBasiioTcs BBIKUIABILLIN
[43]. D10 0OBsicHsIETCS TeM, uTo FXIII nrpaet HezamMeHUMYIO POJib B MPO-
neccax UMIUIaHTauuu. ONUcaHbl MOCAEPOIOBbIE KPOBOTEUEHUS. AKTUB-
HocTh FXIII koppenupyeT ¢ KIMHUYECKUMU MPOSIBICHUSIMU, TO3TOMY TPU
aktuBHocTH FXIII MeHee 3% crenyeT oxXunath TSKEJbI KIMHUYECKUI (e-
HOTUIT U aKyLIEPCKUE OCTOXHEHUS.

3aMeCTUTENIbHYIO0 TeMOCTaTUYECKYIO0 TEPAMUIO 1IeJIECO00Pa3HO HAYMHATH C
5-ii Henenan OGepeMEHHOCTHU C LeNblo MpeaynpexaeHust Boikuabiieir. Llene-
BbIM 3HAYEHUEM BO BpeMsi OepeMeHHOCTH sBisieTcs aktuBHocTh FXIII, pas-
Hag 5—10%, Ha nepuon pomopasperuerust — 30% [100]. Konuenrtpatsr FXIII
He 3apeructpupoBaHbl B Poccuiickoii @enepaniiu. AJTbTepHATUBHBIM UCTOY-
HukoMm FXIII gensrores C3I1 u kpuonpeuunutar. Kpronpeuunurar uMeeT
npeumMyliecTBo BBUAY Bbicokoro coaepxxanusi FXIIT B HeGonbiioM oObeme.
Iepuon monyxuzuu FXIII cocrapisier 6—19 nHeit , 4TO onpenensieT peakyro
YaCTOTY BBeAEHUS MPpU MPOMWIAKTUYECKOM pexume Tepanuu. PacuetHast no-
supoBka C3I1 cocrasnser 10 mi/kr 1 pa3 B 4—6 Heaedb Wi 1 eaAMHUIA KPK-
onpeuunurara Ha 10—20 kr maccel Tena kaxapie 3—4 Hegenu. C 1eablo po-
JIOpa3pelleHus] U MPeaynpekaeHusT KPOBOTEUEHUSI ¢ HAYaJIOM €CTECTBEHHBIX
pPOIOB WM A0 MPOBEACHUS KecapeBa CEeYeHUs HeoOXOoAuMa OJHOKpaTHas
TpaHc(y3UsI TeMOCTaTUYECKUX TPaHC(PY3MOHHBIX CpeACTB [3, 42, 43].

Y HOBOPOXIEHHBIX XapaKTEPHBIM MPU3HAKOM SIBJISIETCS KPOBOTEUEHUE
U3 MyMIOBUHHOTO OCTaTKa, Kedansoremaroma, BHyTpUYEPEITHOE KPOBOU3IIH-
SIHWE, MOTYT OBITb MbIIIEYHbIE TeMaTOMBbI, 3KXUMO3bl [43, 98, 100—102].

C 1espio UCKITIOYEHUS BHYTPUYEPEITHOTO KPOBOU3IUSHUS 11e1eco00pas-
Ho mipoBenaeHue Y3W. Ilpu mabopaTopHOW OTUATHOCTUKE CIEAYET YYUTHI-
BaTh, yTo npu aedunuute FXIII ckpyHUHTOBBIE TECTHI OCTAIOTCS B Mpeneaax
pedepeHCHBIX 3HaueHMii, HeoOxoaumo ornpeaeneHue aktuBHoctu FXIII.
Y 3n0poBbIX HOBOPOXIeHHBIX akTUBHOCTh FXIII H1xke pedepeHCHbIX 3HA-
YEHU B3pOCIbIX U HAPACTAET B TEUCHUE MEPBOI HENleaU KU3HU, YTO CIETY-
€T yYUTHIBaTh MpUu auarHoctuke [S51]. B ciydae, eciu y HOBOPOXIEHHOTO
aktuBHOCTh FXIII MeHee 3%, moka3aHa 3aMeCTUTEbHAS TeMOCTaTUYECKast
Tepanus B pexume NpodunakTUKu Kaxaele 4 Henenu [43].

3aKknoyeHue

C 11eJIbl0 MUHUMM3ALUMU MOTEHUMATbHbBIX MATCPUMHCKUX N HCOHATAaJIbHbIX
OCJIOKHEHUI HE0OX0aUM MYJ'[I)TI/II[I/ICHI/IHI[I/IHapHHﬁ IIoaxoa U TCCHOC B3au-
MoOJeucTBUE aKylcpa-ruHeKkoJora, perpoaykroJjora, remarojiora, TpaHcC-
(I)YBI/IOIIOFa, aHCCTC3MOoJIora-pcaHmmMarojiora, rcHETuKa, HECOHaToJIora. 3a-
6ﬂaFOBp€M€HHOC INIAHUPOBAHUEC N TIIATCIIBHOC IMOHUMAHME IMOTCHLHNAJIb-
HBIX MAaTCPMHCKUX N HCOHATAJIbHBIX OCJIOXXHEHU MOTYT obecrneynTh ONTU-
MaJIbHBIA MCXOI KakK IJIs Marepu, Tak 1 1Jid pe6eHKa.
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[naBa 18.
Tpom6odunua n 6epeMeHHOCTb

JlnarHocTuka u JieueHue TpoMOO(PUIMUECKUX HAPYIIEHUIA B TeueHUe Oepe-
MEHHOCTU — aKTyaJIbHasl IIpodjieMa COBPEeMEHHOTO 3ApaBooxpaHeHMs. [o-
CTATOYHO OTMETUThb, 4TO B 75—85% ciy4yaeB NpUYMHBI HEBbIHALIMBAHUS
OepeMEHHOCTH OOYCIIOBIICHBI TeHETUISCKUMU U MIPUOOPETEHHBIMU AcdeK-
TaMHU TeMOCTa3a TPOMOOTHUECKOI HaIpaBJICHHOCTH — TPOMOOMMIUSIMH.

TpomOopuInM — MOBBIIIEHHASI CKIOHHOCTh K TpOMOO3aM — IIpeAcTaB-
JISTIOT cO0O0M HACICACTBEHHBIC W TIPUOOPETEHHBIC COCTOSHMS, XapaKTepU3y-
foIrecsl Ype3MepHOil CKIIOHHOCTBIO OpraHM3Ma K TpOMOOOOpa30BaHUIO B
pa3IMYHbBIX KPOBEHOCHBIX cocynax [1].

Tpombodpunuu npeacTaBisitoT co00i OOJBIIYIO TPYMITY 3a00JeBaHUN U
CHHIPOMOB, IPUBOIAIINX K Pa3BUTHIO TPOMOO30B. B aKkyIiiepcko-ruaeko-
JIOTUICCKOM MPaKTUKE TPOMOOMDWINKA MOTYT OBITh STHMOIATOIeHETUUECKOM
MPUINHON OecIUIonus, Heyaad MporpaMM 3KCTPaKOPIIOPaTbHOTO OILIONO-
tBopeHUs (BKO), paHHUX IPesMOPHMOHNYECKUX IOTeph, aHTCHATAIBHOU
rubean IUIofa, a TaKke TPOMOOTHMUYECCKUX OCIIOXHEHWI IIpH ITPOBEACHUU
3aMECTUTEIbHON TOPMOHAIBLHOM Teparmm.

Puck BeHO3HBIX TpoMOO3MOOIMUecKnX ocioxHeHnit (BTDO0) y Gepe-
MEHHBIX TIPUMEPHO B IISITH pa3 BBIIIIC IO CPAaBHEHMIO C HeOEpeMEeHHBIMU
JKEHIITMHAMM TOTO Xe BO3pacTa, a HaJIu4dre TPOMOOMDMIUN SBISISTCS TOIIOJ-
HUTEJIbHBIM HeOJIaronpusTHeiM dakTopoM pucka. Oxkono 75—80% ciayyaes
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BTBO Bo BpeMs GEpeMEHHOCTH MPUXOAUTCS HAa TPOMOO3 MIyOOKUX BEH
(TI'B), a 20—25% cnydaeB Ha TpOMO03MO0JIMIO 1erouHoit aprepuu (TDJIA)
[2]. Okono 2% akymepckux TOJIA sBasitotcst datanbHbIMK [3].
bepemMeHHOCTD cBsi3aHa ¢ GU3NOJOTMYECKUMU U AaHATOMUYECKUMU U3Me-
HEHUSIMU, KOTOPbIE MOBBILIAIOT PUCK BOZHUKHOBEHUSI TpoM0O030B. Hopma-
JIHO TIpoTeKawonias 0epeMeHHOCTh XapaKTEepU3yeTCsl UBMEHEHUSIMU B CUC-
TeMe reMOoCTa3a, KOTOpbIe TPUBOIAT K TUIIEPKOATYISILIUOHHOMY COCTOSIHUIO.
ITpu sTOM HabnIOAAETCS 3aMETHOE YCUJIEHUE MPOKOAryJIsTHTHONW aKTUBHO-
CTU, TIPOSIBJISIIOLIEECS] MOBBIIIEHUEM AKTUBHOCTU (PAKTOPOB CBEPThIBAHUS
kposu VII, VIII, IX, XII, ¢akropa Bunnedpanna u ¢udbpuHoreHa, a Takxke
CHUXXEHMEM COepKaHUs (DU3NOJIOTUYECKUX aHTUKOATYJISTHTOB, MTpeuMYyIIe-
CTBEHHO CBOOOAHOTO npoTenHa S. Tak, mpu HOPMaJTbHOM COAEPXXKaHUU CBO-
0OIHOro MpoTerHa S B IUIa3Me KPOBU HebepeMeHHOo xkeHumHbl 70—140%
JornycTuMble pedepeHCHbIe 3HaueHUs1 JaHHOro Oenka B I TpumecTpe Gepe-
MEHHOCTH cocTaBisiior 34—133%, B 11 — 19—113%, B 111 — 20—65% [4].
Kpome Toro, Bo BpemMst 6epeMEeHHOCTU HapyliaeTrcs obiast GuOpuHOIUTU-
yeckasi aKTUBHOCTb. AKTUBHOCTH mNpotenHa C u aHtutpomOuna III mpu
HOPMaJIbHO MPOTeKAaloLIel 0epeMEHHOCTH, KaK MPaBUJIO, HE MEHSIETCS.

AHaTOMUYECKNE U3MEHEHUS, XapaKTepHbIe 111 OepeMEHHOCTH, MPOSIB-
JISIOTCS B YBEJIMUEHUU BEHO3HOTO 3aCTOSI B HUXKHUX KOHEYHOCTSIX M Opra-
Hax Ta3a M3-3a BBI3BAHHOTO MPOreCTEPOHOM paCIIMPEHUs BeH (Bazomuja-
TalliM) U MEXaHUYECKOTO CAABJICHUS HUXHEU MOJION BEHBI U Ta30BBIX BEH
YBEJIMUUBAIOIIEHCS B pa3Mepax MaTKOW, CHUDXKEHUU TOHYCAa BEHO3HOM CTeH-
k1. HemanoBaxHyI0 posib UTpaeT MOBPEXACHUE IHAOTENUS B PE3yJIbTaTe
TpaBMBbI, CBSI3aHHOW ¢ POAOBOM aesaTeabHOCThIO [5]. OnmacHocth BTDO co-
XpaHSETCsl Ha MPOTSLKEHUU 6 Helelb MOocje pojopaspelneHus [2].

Bo Bpemst 6epeMeHHOCTH TPOMOOTUYECKU I PUCK TIPUCYTCTBYET C MIEPBO-
ro Tpumectpa. Puck BTOO yBennuuBaeTcsi o CpoKOM TrecTaliu U JOCTU-
raeT MakCuMyma BO BpeMs pOAOB U MocieponoBoM mepuoae. Pacrpocrtpa-
HeHHOCcTh BTOO Bo BpeMsi 66peMEHHOCTH U B MOCJIEPOAOBOM MEPUOAE U
MOTEHLMATBHO OMacHbIe 151 Xu3HU nocuenctsuss BTOO TtpedyoT olleHKU
pUcKa TPOMOOTUYECKUX OCJIOXHEHUI N0 OEpeMEHHOCTU WM Ha PaHHUX
CpoKax 0EpeMEHHOCTH U, TPU HEOOXOAUMOCTH, HaYaJla aHTUKOATYJISTHTHOM
Tepanuu.

CornacHO pPOCCUMCKUM KIMHUYECKUM PEKOMEHAAIUSIM aKyIlIepOB-THU-
HEKOJIOTOB OIpeaeseHbl (haKTOpbl PUCKA BO3MOXHBIX TPOMOOTUYECKUX
OCJIOXKHEHUI BO BpeMsl OEpeMEHHOCTU U MOCIEPOJAOBOM MEPUOIE, a TAKXKE
CPOKU TIPOBEIEHUS aHTUTPOMOOTHUYECKOW Mpoduiaktuku (taba. 1). Tak,
MpU HAJTWYUU YEThIpeX WU OoJsiee Oa/UIOB aHTEHATAJbHO PEKOMEHIOBAHO
npoBeaeHne MPOMUIAKTAKY HU3KOMOJIEKYISpHbIMU renapuHamu (HMTI) ¢
I TpuMecTpa Ha TIPOTSKEHUM BCell GEpEeMEHHOCTH W B TeUeHUE 6 Hemeslb
nocyie poaos [2].
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Tabmuna 1. AHTeHaTaIbHAsI M MMOCTHATabHAs OlleHKa (PaKTOpOB pucCKa Be-
HO3HBIX TPOMOOSIMOOIMYECKUX OCTOXKHEHUI

IIpeacymecTyiomue (hakTOpPbl pUcKa Bamwist

ITpenwmectyoiiee BTDO (3a UCKIOUEHUEM OIHOKPATHOIO SIM30/a, CBA3aH- (4
HOTO C OOJIBIIUM XUPYPIUIECKUM BMEIIATETHCTBOM)

TTpenwectyoiiee BTDO, cripoBolilupoBaHHOE OOJIbILIMM XUPYPTUYECKUM BMe- |3
LIATeJIbCTBOM

[TonTBepkeHHOE HAJIMYME HACJIEJACTBEHHOU TpoMbodmInu 3

ComnyTcTBylolue 3a00JieBaHus: 3
3JI0KAYECTBEHHOE HOBOOOPA30BaHUE;

MapoKCcU3MasibHasi HOUYHAsl TeMOTIIOOUHYPYS;

MPOTE3UPOBAHHBIC KJIATIAHBI;

cepevyHast HeIOCTaTOYHOCTb;

CHCTEMHasT KpacHasi BOJYaHKa;

BOCTIAJTUTE/IbHAST TIOJIMAPTPOTIATHSI;

BOCTIAJTUTEIBHOE 3a00JIeBaHNE KUIIEUHUKA,

HedpoTHIECKUit CUHIPOM;

caxapHblit nuabet | tumna ¢ Hedponarueii;

CEPIIOBUIHOKIIETOYHAST AaHEMUSI;

HapKOMaHWsI C BHYTPUBEHHBIM BBEJICHUEM HAPKOTUKOB B HACTOSIIECE BPEMSI

CeMeifHBIii aHaMHE3 HECIPOBOLIMPOBAHHOTO TPOMOO3a WM CBSI3aHHOE C BO3- |1
neiictBueM actporeHa BTDO y poncTBeHHMKA MEPBOii CTENMEHU POACTBA

Bospacr > 35 ner 1
OxxupeHue: 1 wnum 2
UMT! >30 = 1; UMT' >40 =2

>3 ponoB 1
Kypenue 1
Bapuko3Hoe pacuiMpeHne BeH HUXKHUX KOHEYHOCTE TSKENOW CTEereHn 1

Akymepckue (hakTopbl pucka

IIpesknamrcust Bo Bpemsi TeKylleil 6epeMeHHOCTH
BPT win 5KO

MHororuionHast 6epeMeHHOCTh

KecapeBo ceueHue B ponax

[lnanoBoe KeCcapeBO CECUYECHUEC

—_ = o | = | ==

BarunaneHOe OIIEPATUBHOC POIAOPA3PCUICHUE, B TOM YUCIIC C IPUMCHCHUEM
POTALMOHHBIX aKyHICPCKUX IIMIIIIOB

[MponomxurenbHble poabl (> 24 4acoB)

IMocnepoaoBoe KpoBoTeueHue (> 1 JMTpa Wiau nepejruBaHue KPOBU)

1
1
TTpexneBpeMeHHbIe ponbl < 37-il HeAeU MPU JaHHON OEpPEeMEHHOCTHU 1
1

MepTBOpOXIeHNE B HACTOSIIYIO0 OEPeMEHHOCTh

IIpexoasimue dakTopsl pucka

w

JItobGast xupypruyeckasi rpoleaypa Bo BpeMsi 0epeMEHHOCTU WJIU MOCIEPOaI0OBO-
To reprosa (3a MCKIIOUEeHUEM HAJIOXEHUS IIBOB Ha MPOMEXKHOCTb Cpa3y IMocie
POJIOB), HAMPUMep arnmeHA3KTOMUS, OCIEPOA0OBasi CTEPUIN3ALINS
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Taommuna 1 (okoHUYaHMe). AHTeHATaJbHas M ITOCTHATaJIbHAS OllcHKa (haKTo-
POB PHCKa BEHO3HBIX TPOMOO3IMOOINIECKIX OCIOXHCHUN

IIpeacymecTBytomue (hakTOpbl pucKa Bamwist
Heykportumasi psota 3
CrI'd (tonbko I Tpumectp) 4
CucreMHast UH(MEKIIMS B HACTOSILIEE BpeMs 1
OrpaHuyeHue MOABUXKHOCTU, 00€3BOXMBaHUE 1

I PaccunthbiBaeTcs Mo Becy MAlMEHTKU 0 GepeMEHHOCTH.
BPT — BcnomoratenbHasi penpoaykTuBHasi TexHojoruss; UMT — wuHaekc macchl Tena;
CI'Sl — cuHIPOM TUIEPCTUMYJISILIMUA SUYHUKOB.

Hcxonst u3 BIIEU3I0XKEHHOTO, HanboJiee 3HAYMMBIMU (paKTOpaMM pucC-
ka BTDO Bo Bpems 0epeMeHHOCTH SBJISIETCSI HaAWUME TPEAIIEeCTBYIOINX
TI'B n/unu TOJIA B aHaMHe3e, a TaKXKe TTOATBEPKIeHHAsT HAacJIeACTBeHHAS
TpoMboduaus. CiaemyeT OTMETUTb, UYTO IO KpaliHelW Mepe OIWH BUI Ha-
CJIeICTBEHHOI Tpomboduaun obHapyxuBaercs: y 20—50% KeHIIMH C
BTBOO, cBsizaHHBIMU ¢ OepeMeHHOCTBIO [6]. Puck BTDO 3HaunTenbHO yBe-
JINYMBAETCS y OEpEeMEHHBIX MPU COYETAaHMU HECKOJbKMX BapUaHTOB TeHe-
TUYECKOI MM TIPUOOPETEHHON TPOMOODUINN.

CrnoxHoIt 3amaueit 1e4eOHOM MPaKTUKU OCTAaeTCs BHIOOP HEOOXOIUMBIX
MUATHOCTUYECKUX MCCIAeAOBAaHUNM M MOA00pP aneKBaTHOM Tepamuu TpoMOo-
9MOOJIMYECKUX HapylleHuil y 6epeMeHHbIX. ONMH 13 TIaBHBIX BOIIPOCOB,
Ha KOTOPBIII HEOOXOIMMO NaTh OTBET: HAMO JIM MPOBOAUTH UCCIECAOBAHUS
10 IMAarHOCTUKE TpoMOO(UINii mpu 6epeMeHHOCTH U B KaKOM oObeme [7].

HanGonee yactele BapraHThI TpoMbodwnmii [1, 7, 8]:

e CHMXeHHUe coaepxaHus aHturpomouna III, nmporemna C, mporenHa S;
e Mmyrauus reda dakropa V (Jleiinen) — F5 1691G, npuBoasiias K pe3u-

CTeHTHOCTM hakTopa V K aKTUBHpPOBaHHOMY mpoTenHy C, U MyTauuu

reHa nporpoMbuHa — F2 G20210A, F2 Thr165Met, npuBoasine K 1mo-

BBIIIICHUIO aKTUBHOCTH ITPOTPOMOMHA;
® TUIIEPTOMOILIMCTCUHEMMUS;

e anTudochomumuaHbii cuaapom (ADPC).

CoryiacHO TOMYJSIIIMOHHBIM HUCCIENOBAHUSIM, PACIIPOCTPAHEHHOCTD Te-
HeTnyecknx ¢opM tpomobodwinu u ADPC B mupe cocrtasisgeT oT 15% no
20% [9]. Haubonee pacrpocTpaHEHHBIMU HACJICACTBEHHBIMM TPOMOOMU-
IusMu, TipeapacrojaraomuMu K BTDO B eBporeiickol MOMmyasiiuy, sB-
JISTIOTCSI TeTepO3UTroTHBIE (hopMbl MyTaruu F5 1691G u F2 G20210A, xorto-
pbie MPUCYTCTBYIOT MPUMEPHO Y 5% 1 2% 310pOBBIX CYObEKTOB B ITOITYJISI-
1IMK, COOTBETCTBeHHO. PacmipocTpaneHHOCTs MyTanuii £5 (Jleitnen) wim F2
Y >KEHIIMH ¢ TPOMOOTUYECKUM aHaMHE30M BO BpeMsl OepeMEHHOCTH U T10-
CJIEpOAOBOrO MeprUoAa HAMHOIO BBIIIE M COCTaBJsIeT IpuMepHo 28% u 8%
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COOTBETCTBEHHO. OaHaKO pUCKU BO3HUKHOBeHUss BTOO B popomoBoM u
MOCJIePOJOBOM TMEPUOIaX y XKEHIUWH, FeTePO3UTOTHBIX MO MyTalusaMm F5
(JletipeH) unu F2 v He UMEIOLIMX TOTOJHUTENbHBIX (haKTOPOB pUcCKa, 3Ha-
YUMO HUXKE IO CPaBHEHMIO ¢ OepeMEHHbIMU XEHIIMHAMU C TOMO3UTOTHBI-
MU WIM KOMOMHUPOBAHHBIMU TeTepOo3UroTHbiMU F5 (Jleitnen) u F2 myra-
LIUSIMU, Y KOTOPBIX abcomoTHBIN pruck BTDO nmocturaer 14% [6, 10].

Crenyet UMETb B BUJY, UTO MPU O€peMEeHHOCTU HEOOXOAUMO YUUThIBATh
U BEPOSITHOCTb BOBHUKHOBEHUSI MPUOOPETEHHBIX MPEXOASIIIUX TPOMOODU-
JiM4eckux (pakTopoB — HANpUMEp, CTYLIEHUE KPOBU MPU TOKCUKO3€E C pe-
HUAWBUPYIOIIMMU 3MHU30aM1 PBOTHI U 00€3BOXKMBaHUEM; MTaTOJOTHUYECKast
npubaBKa Beca; UMMOOWIM3ALUS B JOPOJOBOM MEPUOAE U MP.

ITpu nono3peHun Ha TPOMOOMWIUIO U i1 ONPEAETICHUSI TAKTUKU Bee-
HUSl OepeMEeHHOCTU HaMU pa3paboTaH cieayloluil anroputM (puc. 1).

ITpu cbope aHamMHe3a BBISICHSIOT, ObUIM JIM TPOMOO3bI B MPOIILJIOM U BO
BpeMsl HacToslleil OEpeMEeHHOCTH, a TakKXe YTOUHSIOT TPOMOOTUYECKUIA
aHaMHe3 y OrKaiux poacTBeHHUKOB. Ocoboe 3HaueHe UMEET Haauuue
TPOMOO30B y POICTBEHHUKOB MEPBOI JUHUMU B Bo3pacte miaaiie S50 yeT.
[Tpu BTOpOIi M MocienyIUX 0epeMEHHOCTSX TUIATEIbHO U3Y4aloT aKy-
LIepCKUil aHaMHe3 (TPYIHOCTU HACTYIUIEHUS OEpeMEHHOCTU, HAJIMYUE Ca-
MOTIPOU3BOJIbHBIX BBIKUABIIICH, HEpa3BUBAIOIIMECS OEPEMEHHOCTH, MPEX-
JIeBpeMEHHasl OTCJIOMKa HOPMaJIbHO PACOJIOKEHHOU TUIalleHThl, aHTeHATa-
JibHas1 TMbeb oA U 1p.).

O0s13aTeTbHO HAa3HAYAIOT OOIIMIA aHATU3 KPOBU U KOATyJOJOTUYECKUE
uccinenoBanus: AUTB, nporpomoun no Ksuky, MHO, TpoMOuHOBOE Bpe-
Ms, dubpuHoreH, D-numep. JlanbHeillee BeaeHue 06 peMeHHOCTH 3aBUCUT
OT aHaMHe3a.

bepemeHHble ¢ 0TCYyTCTBMEM TPOMO030B
MU OTAINOWEeHHOro akKyllepCcKoro aHamHesa

OTCyTCTBUE OTSTOIIEHHOTO TPOMOOTUYECKOTO aHAMHE3a, HOPMaJIbHbIE TT0-
KaszaTeau O0IIero aHajau3a KPOBU U KOATyJIOTPaMMBbI TTO3BOJISIIOT OTPaHUY M-
ThCSI TOJIBKO PETYJISIPHBIM HaOJIOeHUEM 32 OepeMEeHHOI; 00cIe10BaHUE HA
TpoMOOPWINIO U TPOPUITAKTUYECKYIO TEPAITUI0 TPOMOO30B B 3TOM ClIydae
HE TIPOBOJSIT.

[Tpu ob6HapyXeHUN TUTNIEPKOATYJISIIMOHHBIX HAPYIIEHUI reMocTa3a y na-
LIUEHTOK 0€3 OTATOIIEHHOTO TPOMOOTUYECKOTO aHAMHE3a HEOOXOIUMO Ha-
3HaUYE€HUE aHTUKOAryJssHTHoW mnpodunaktuku HMI u obGcienoBaHue Ha
TpoMOoduiuio ¢ onpeneneHueM antutpomobuna III, nporeuna C, nmporeu-
Ha S, mytauuii renoB F5 (Jleiinen), F2 G20210A, F2 Thr165Met, romonuc-
TenHa, BOJIMAaHOYHOTO aHTWKoarynsHra, [gM/IgG k kapauonununy u Ge-
Ta-2-rnukonporeuny-1 [7, 8, 11].
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3abop KpoBU A TPOBEAEHUST 00CIeI0BaHUS HA TPOMOOMWINIO HEOOX0-
JUMO TIpOU3BeCcTU 10 nepBoro BBeaeHus HMI [13].

B ciayyae oTcyTcTBUSI TPOMOOMUINU U KOATYJIOJOTMYECKUX HAPYIIEHUMA
Mpu KOHTpoJie yepe3 2 Hemeau npoduiaktuiyeckyto tepanuto HMI mpe-
KpalllaloT ¥ MPOAOKAIOT HAOMI0AeHE 32 OEpEMEHHOIA.

[Mpu coxpaHeHUU TUTEPKOATYISIIIMOHHBIX HAPYIICHWI, TTPEBBIIIAIOIINX
pedepeHCHbIe 3HAUYEHUS IS TaHHOTO CpOKa OEPEMEHHOCTH, Y MAllUeHTOK
C OTCYTCTBMEM HACJIEACTBEHHON TpoMOOGWINK Lieaecoo0pa3HO MPOao-
xuTh npobwiaktuky HMI'. B nocienyonieM KOHTPOJIb OOLIEr0 aHaiIu3a
KPOBHU U MoKa3aresieil KoaryJaorpaMmMbl BBIIOJHAIOT 1 pa3 B 4 Henenu. Hop-
Mau3alusl paHee M3MEHEHHBIX KOaryJoJJOrMYecKUX MoKa3aTeseill Mo3BOo-
JISIET IPEKPATUTh AaHTUKOATYJISIHTHYIO TEPAIUIO U MPEANnoJiaraet TOJbKO AU-
HaMMuyeckoe HaboneHue 3a bepemMeHHo. Eciu nmpu3Haky runepkoaryisi-
LIMA OTCYTCTBYIOT MPU PETYISIPHOM HAOIIONEHUU, MPOPUIAKTUYECKYIO Te-
panuio TpoMOO30B HE MPOBOMSIT.

ITpu moaTBepx)aeHUU TPOMOOMPUINU TaxXe B OTCYTCTBUE TMITEPKOATyJIsi-
LIMOHHBIX HapYIIEeHUI TeMocTa3za 00s3aTebHO MTpoBeaeHue Tepanuu HMT
B NMPO(PUIIAKTUYECKOM pexume B | TpuMecTpe 6epeMeHHOCTH Y BCeX Mallu-
€HTOK U Jjajee — y OOJbIIMHCTBA OEpPEMEHHBIX B TeUeHUE BCeil OepeMeHHO-
CTU U B TOCIepomoBoM Tepuone. PemeHue Bompoca 0 HEOOXOMMMOCTHU
nponoxenus tepanuu HMID B I1—III TpumecTpax, a Takxke KOPpPEKIIUS
JI03 U pexXuMa BBEIEeHUS Mperapara MpUHUMAETCS Ha OCHOBAHUU MOHUTO-
puHra Y3UM GepeMeHHOCTH, AOTIIEPOMETPUM U KOAryJorpaMMbl MalMeHT-
K#. JIUTENBbHOCTh TPOBEACHUS AHTUTPOMOOTHMYECKOW MNpOdUIAKTUKA
MocJie POAOB 3aBUCUT OT BUAA TPOMOOMWINU U COCTABISET OT S—7 MHEM A0
6 Hemenb.

bepemeHHble ¢ TPOM6030M B aHaMHe3e, B TOM Yucne
C OTArNOLWEeHHbIM aKyllepCKMM aHaMHE30M

YkazaHue Ha TpoM0O3 B aHAaMHe3€e IIPU €r0 OTCYTCTBUU B HACTOSIIIEE BPe-
M — ocHoBaHuMe s HaszHadeHus HMI B mpodmiaakTuyeckux mo3ax
Ha MPOTSKCHUM BCeli OCpPeMEHHOCTUM U 00s3aTeJIbHOTO OO0CJIeIOBaHUS
Ha TpoMOOGMIMIO B ciIyyae, ecliM TaKoe 00C/ieqoBaHUE He MPOBOIMIIOCH
paHee.

Koppexkuus no3 u pexxuma BBeaeHust HMI' y 6epeMeHHBIX ¢ TPOMOOTH-
YeCKMM aHAMHE30M IIpU OTCYTCTBUM BBISIBICHHON TpOMOOMMIMMU IIPOBO-
JIUTCSI IO MOHUTOPUHTY KOAryJorpaMMbl ¢ OIIEHKON TMHAMUYECKOTo u3Me-
HeHust AYTB, nporpombuna o KBuky, ¢pudbpunoreHa nu D-gumepa. Ilpu
coxpaHsomemcs ykopoueHun AYTB, yBenmueHum mnpoTpoMOMHA BbIllIe
pedepeHCHBIX 3HaYeHUil u D-nuMepe, COOTBETCTBYIONIEM (DU3MONIOTUYE-
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CKUM HOpPMaM ISl CpOKa TecTalluu WIU CHUXXAIOUIEMCS MO CPaBHEHUIO C
HWCXOAHBIM YPOBHEM, TponosikatoT npoduiaktuky HMI. B tex ciayvasx,
Koraa D-aumep pe3ko yBeanuuBaetcs (B 1,5—2 pa3a 1o cpaBHEHMIO C Mpe-
JOBUIYIIMM 3HAuY€HUEM) WIM PEerucTpupyercs runep@uOpuHOreHeMusi, He
COOTBETCTBYIOIIASl CPOKY OEpEeMEHHOCTU IPU OTCYTCTBUM BbISIBIEHHBIX
npuunH, 1o3y HMI' moBelaioT 10 TepaneBTUYECKOM. J103bl U peKMMbI
BeeaeHuss HMT cwm. B Ta6u. 2. JJoNOJHUTENbHBIMUA MapKepaMu U3MEHEHUS
pexumMa Teparnuu SBJISIOTCS MapaMeTpbl COCTOSTHUS TUIALIEHTHI MO TaHHBIM
Y3U, a Takke MaTOYHO-IIALEHTAPHOIO U (heTOIUTALlEHTAPHOTO KPOBOTO-
KOB MO JAaHHBIM [OMNIUJIEPOMETPUU, OOBEKTUBHOIO OCMOTpa MALUEHTKU
(HanuuMe OoTeKOoB, MoBbilieHUe AJl, MpubaBKa Macchl Tejaa U Ap.).

Tabmuna 2. /1036l HU3KOMOJIEKYJISIPHBIX TeTIapuHOB

MHH AxkTtusnoctb | TepaneBruye- |IIpodunakTudeckas cyrounasi no3a |IIpomexyrou-
Xa:Ila cKas 1032 Has no3a (mpu
Bece 5—90 kr)
DHokcanapuH |3,9:1 1 Mr/kr < 50 kr: 20 wmr, 40 mr 2 pasza
HaTpus 2 pasza B cyT- |50—90 r: 40 ™mr, B CYTKU
KU, 91—130 kr: 60 wmr,
1,5 Mr/kr 131—170 kr: 80 wmr,
1 pa3 B cytku|> 170 kr: 0,6 MI/KT B CyTKH
Hanponapun |3,2:1 86 ME < 50 xr: 2850 ME (0,3 mn), 3800 ME
KaJbLIus 2 pa3a B cyT- [50—90 kr: 3800 ME (0,4 M), 2 pa3a B CyT-
K4, 91—130 kr: 5700 ME (0,6 mi), KH
171 ME 131—170 xr: 7600 ME (0,8 M),
1 pa3 B cytku|> 170 kxr: 42 ME/Kr B cyTKu
Hantenapux |2,5:1 100 ME < 50 kr: 2500 ME (0,2 ma), 5000 ME
HaTpus 2 pasza B cyT- |50—90 xr: 5000 ME (0,2 M), 2 pasa B CyT-
KU, 91—130 kr: 7500 ME (0,3 mn), K1
200 ME 131—170 xr: 10 000 ME (1 mn),
1 pa3 B cytku|> 170 kr: 75 ME/KT B cyTKUI

LlesieBoit ypoBeHb aHTH-Xa aKTUBHOCTH (M3MepeHue Yepe3 3 Jaca 1mociie BBeIeHUs mpernapa-
Ta): Wi TepaneBTuyeckux 103 HMI — 0,5—1 antu-Xa en/mi; ais npo@uiakTHIeCcKuX 103
HMTI — 0,3—0,5 antu-Xa en/mi.

ITpu BBIIBIEHUY TOMO3UTOTHBIX MyTaluid F5 u F2, neduniura aHTUTPOM-
ouna III, mporenna C, A®C npoBoxaat tepanuio HMI B j1edeOHBIX 103aX
BHE 3aBUCMMOCTH OT KOHLIEHTpauy D-auMepa Ha IpOTSKEHUHU Beel Oepe-
MEHHOCTU ¥ 6 HeIeb Mociie POIOB, a TaKKe MOTIOTHUTETbHYIO TEPAIio B
3aBUCUMOCTH OT BHAJA TPOMOOGDWUINM.

ITpu BbIIBIEHUU Y O€PEMEHHBIX TUTIEPTOMOIIUCTEUHEMUU TOTIOJTHUTEb-
HO HasHayaloT BUuTaMuHbl By, B, u ponuesylo kucaoTy Ha nepuon Beeil e-
PEMEHHOCTU U MEPUOA TPYAHOro BCKapMiauBaHug [7, 8].
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Ecnu umeercs nedpuuut anturpomouHa III, nHapsny ¢ HMI' Heobxoaumo
BBOAUTH OUMIIEHHBI aHTUTpoMOUH [II ¢ momaepxaHWeM KOHLIEHTpaluu
antutpoM6OuHa I1I B kpoBu He MeHee 60% Ha TIPOTSKEHUM BCell GepeMeH-
HocTtu [1, 7]. I1lpu otcytcTBUM npemnapara aHTUTpoMOuH 11 mpoBoauTcs 3a-
MECTUTEJIbHAS TEPAIMS CBEXE3aMOPOXEHHON TUIA3MOM.

C uenblo Koppekuuu aeduiura nporenHa C Hapsay ¢ jedyeHuem HMT
MPOBOIUTCS JOTOJHUTEIbHAS 3aMECTUTEIbHAS TePANus MpenapaTom 4esio-
Bedeckuii mporeuH C WK CBEXe3aMOPOXEHHON IJIa3MOIA.

IMpu ADC rtepanuio HMI HeoOXoaMMO NOTIOJHUTH TIperapaTtaMu ale-
TUJICAIMUMIOBON KUCIOThI, 75—100 MIr B CyTKM C MOMEHTa MOATBEPKIe-
Hus 6epemenHocTu. [1pu katactpoduueckom ADC nmokazaHo TIpoBeeHUE
ia3MoodMeHa B Oosbiiux obObeMax (1—1,5 obbema LUPKYIUpYOUIEH
ria3mbl). Takke B/B BBOASIT HOPMaJbHBIN YeTOBEYECKUIT MMMYHOTJIO0Y-
JIVH, TIIOKOKOPTUKOuAs! [7, 13].

bepemeHHble ¢ TPOMO6030M B HacTosLLEee Bpems

OcTtpblii TpOMOO3 MOIJIEKUT 00513aTEILHOMY HE3aMeIUTEbHOMY Jieye-
Huo. PekoMmeHayeTcss rocnuTaau3aluss B CTallMOHAp, a MPU Pa3BUTUU
TOJIA — B otneneHue peanumanuuu. Ha3zHaualoT remapuH HaTpus — He-
(bpaxumonuposanublii renapun (HOI) B/B B Bume nH(py3un ¢ MOMOIIIBIO
nHpy3omara B HauanbHOU 103e 1000 ME/4. Hanee noza HOT nmondupaercs
no AYTB, koTopoe A0JKHO ObITh yBEIWYEHO B 1,5—2 pa3a no OTHOLIEHUIO
K KoHTpoJto. s Heiitpanuzaunu HOT B cirydae mepeno3npoBKI UCITOb-
3yIOT MPOTaMUHA CyJbdaT MO cXeMe, YKa3aHHOW B MHCTPyKIMU. BmecTo
H®T MoxHO nconb3oBath HMI B IeueOHBIX 103aX, TOIOUpaeMBbIX IO aH-
Tn-Xa akTuBHOCTU. OHa moyskHa coctaBusath 0,5—1,0 anTn-Xa ex/mi. Te-
panug HMTI npoposxaercss Ha NPOTSIXKEHUU Bceli O6peMEHHOCTU U B TeUe-
HUe 6 Heleslb Mmocie poaoB. ['pymHoe BckapmiiiBaHue mpu Teparmuu HMT
paspelreHo.

Puck renapuH-uHIyLIUPOBAHHOW TPOMOOIMTONEHUU MPU KUCITOIb30Ba-
aHun HMT cymiectBeHHO HUXe, yeM ripu npumeHenun HOT. Tlpomomkn-
teabHOe TTpuMeHeHre HOT Bo BpeMsi OepeMEHHOCTH MOXKET MPUBECTU K
OCTeOoNopo3y U IepesoMam, a Mpu ucnoiabzoBaHuu HMI 3ToT puck oueHb
HeBeuK [2].

ITpu paspemienun BTOO ¢ oTcyTcTBUEM KIWHUYECKOW KapTUHBI U TIO-
JIOXKUTEJbHOW NTUHAMUKON JTabOpaTOPHOTO MOHUTOPUHIA BO3MOXEH Tepe-
BOJI Ha TIpoMexXyTouHyto 103y HMI' no 3aBepuieHusi 6epeMeHHOCTH U B Te-
JeHUe 6 Hemesb T0CIe POMOPa3PEIICHUS.

ITpu pomopaszpenieHUM GEPEMEHHBIX C TPOMOOTUYECKUMU PUCKAMU Te-
panug HMTI npekpaniaercs 3a CyTKU 10 POJOB WX C HAYaJa0M POJIOBOIA Jie-
gareiapHOCTH. [locne ponoB Tepamnusi BO300OHOBIsIeTC ciycTs 12—14 yacoB
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Benenne 6epemMeHHOCTH NPU NPOBEAEHUM NPOTOKONA
3KCTPAKOPNOPanbHOro Ona0f0TBOPEHUS

Puck BTDO nocie BcmoMorateabHbIX PENpoayKTUBHbBIX TexHogoruii (BPT)
YBEJIMYMBAETCSI IPUMEPHO B JIBa pa3a Mo CPaBHEHMIO C (DOHOBOM MOIYJIsI-
nueit 6epeMeHHBbIX [14]. BoJbIIMHCTBO TPOMOOIMOOJUUYECKUX OCIOXKHE-
Huii rociae BPT Bo3HMKaeT y XEHIIMH ¢ CUHAPOMOM THIIEPCTUMYJISIIMU
auyHukoB (CI'A). ¥V xenmuH ¢ 1skenbiM CIS abcomoTHb puck BTDO
yBenmmuuBaeTcst 10 1—4%. Y xenmuH ¢ CI'l pekoMeHIoBaHO 00s13aTe/IbHOE
nposeaeHue Tpomodonpodunaktuku HMIT B mepBoM TpumecTpe GepeMeH-
HOCTU WJIM B TeYeHHUe 3 MecsleB Iocje perpecca KJIMHUYECKONW KapTu-
HbI [15].

B nporokonax DKO mnokazaHo npoBeaeHNe aHTUKOATYJISHTHON npodu-
naktuku HMI omHOBpeMeHHO ¢ HayajJoM CTUMYJISILMM ¢ OTMEHOM Iperna-
parta 3a CyTKM A0 MyHKUMU U Bo30OHOBIeHUeM BBeaeHuss HMI Ha cienyio-
LU NeHb IOCJIe MYHKIMU C 00sI3aTeIbHBIM KOHTPOJIEM KOaryJorpaMMbl
rnepes MepeHoCcoM 3MOPHUOHOB C LIEJbI0 CBOEBPEMEHHOM KOPPEKIIUK 103 1
pexuMma BBeaeHus HMIT mo Mepe HeoOxomumocTu. [Ipu moaTBepxKaeHUU
OepeMEeHHOCTH pellleHre BOIpoca O IPOJOJDKEHUU AaHTUKOArYJISIHTHOM
MpoPUIaAKTUKU TTPUHUMAETCS 10 COBOKYITHOCTM aHaMHECTHYECKUX JTaH-
HBIX, pe3yJIbTaTOB MOHUTOPMHIA KOAryJorpaMMbl, KIMHUYECKOTO aHalIn3a
KpOBU, HATWYUSI TPOMOODUINH.

O6cnepoBaHue Ha TpoM60dMANIO HA FTane
NOAroTOBKU K 6€PEMEHHOCTH

IMokazaHusiMu K 00CIeIOBaHNIO HAa TPOMOO(MUINIO Ha 3Tarle MOJATOTOBKHU K
OEepeMEHHOCTH SIBJISIIOTCSI:

e BTHOO B anamHe3e;

e BTOO y poacTBeHHUKOB MepBOil TMHUM B Bo3pacTe 10 50 JeT;

e noTeps 1iofa nocie 10 Heaenb OEpPeMEHHOCTH;

e TsDKesiasi BHYTpUYTPOOHAsT 3ajiepkKKa pa3BUTHS TII0/a WU TIIalleHTapHast

HEIOCTaTOYHOCTh B aHAMHE3¢e;

e TIPUBBLIYHOE HEBBIHAIIIMBAHUE;
e npesknamicus, HELLP-cunapowm;
e Oecrutofue Tpu OTCYTCTBMU BBISIBICHHBIX TTPUYMH.

OO0cnenoBaHue XEHIIUHBI HA TPOMOOMUINIO 10 HACTYIUIEHUS] OepeMeH-
HOCTHM TIpY HAJIMYUM TIOKA3aHW SIBJIIETCS MPEANOYTUTETbHBIM, TaK Kak
(uzmonornyeckne M3MeHEHUsT reMocTa3a Mpyu OEpeMEHHOCTH U B paHHEM
MOCJIEPOIOBOM MEPUOJIE 3aTPYIHIIOT MHTEPIIPETAILINIO PE3YJIbTaTOB aHAIM-
30B.



289 Tnasa 18. Tpom6odUNNA M GepeMeHHOCTb

Jiutepatypa

10.

11.

13.

14.

15.

1. BacunbeB C. A., Maproaun O. B., Mouceesa T. H., Anb-Panu JI. C. PekomeH-

ALy MO AMAarHOCTUKE U JIeUeHHUI0 TpoMOO30B Mpu TpoMboduausx // Anro-
PUTMBI TUATHOCTUKMA M ITPOTOKOJIBI JIeYeHUsT 3a00JeBaHUIl CHCTeMBbl KpOBU /
non pen. B. I'. CaBuenko. M.: Ilpakruka, 2018. T. 1. C. 391—400.

. Poccuiickue kiamHuueckue PEKOMEHOALINNA. BeHo3Hble OC/IOXXKHEHUSI BO BpEMA

OEpEeMEHHOCTU U TOCAEPOAOBOM nepuoae. AKyuiepckasi Tpom6oamoonus. Poc-
cuiickoe 001IecTBO akyliepoB-ruHekosioros, 2022. 87 c¢. URL: cr.minzdrav.
gov.ru/recomend/723 1.

. Heit JA, Kobbervig CE, James AH et al. Trends in the incidence of venous

thromboembolism during pregnancy or postpartum: a 30-year population-based
study. Ann Intern Med 2005; 143(10):697—706.

. Dahlbick B. Vitamin K-dependent protein S: beyond the protein C pathway. Se-

min Thromb Hemost 2018; 44(2):176—184.

. Chan WS, Rey E, Kent NE et al. Venous thromboembolism and antithrombotic

therapy in pregnancy. J Obstet Gynaecol Can 2014; 36(6):527—553.

. Gerhardt A, Scharf RE, Greer 1A, Zotz RB. Hereditary risk factors for throm-

bophilia and probability of venous thromboembolism during pregnancy and the
puerperium. Blood 2016; 128(19):2343—2349.

. Makauapus A. 1., bunanse B. O., baiimypagosa C. M. u ap. [Ipodunakruka

MOBTOPHBIX OCJIOKHEHUI OEpeMEHHOCTH B YCI0BUSIX TpomMooduiuu. M.: Tpua-
na-X, 2008. 152 c.

. Manyxun U. B., banyna M. B., 3unuenko U. B. u ap. Poibs romouncTenHa npu

cuHapome notepu miona. [pobdraemsr perponykiuu 2008; 14(1):90—94.

. Makanapus A. ., buuanze B. O., baiimypanosa C. M. u np. Autudocdonu-

MUIHBIA CUHIPOM — MMMYHHasi TPOMOOGMWMINS B aKyIIepCTBE U TMHEKOJIOTHMU.
M.: Tpuana-X, 2013. 484 c.

Skeith L. Preventing venous thromboembolism during pregnancy and postpar-
tum: crossing the threshold. Hematology Am Soc Hematol Educ Program 2017,
2017(1):160—167.

Coriu L, Ungurtanu R, Talmaci R et. al. Thrombophilia and thrombotic events
in pregnancy: single-center experience. J Med Life 2014; 7(4):567—71.

. lImakoB P. I'., Kupromenkos I1. A., ITeiperoB A. B. u ap. MccrnenoBanue cuc-

TEMBI F€MOCTa3a BO BpeMsl 0EpEMEHHOCTU U I10CJIE POIOB. AKYIIEPCTBO U I'MHE-
kojiorus 2015; 4:1—2.

Asherson RA. The catastrophic antiphospholipid syndrome (Asherson's syndro-
me). Johannesburg, 2005.

Rova K, Passmark H, Lindqvist PG. Venous thromboembolism in relation to in
vitro fertilization: an approach to determining the incidence and increase in risk
in successful cycles. Fertil Steril 2012; 97(1):95—100.

Thomson AJ, Greer IA; Royal College of Obstetricians and Gynaecologists.
Thromboembolic disease in pregnancy and the puerperium: acute management.
RCOG Green-top Guideline 2015; 37b. URL: www.rcog.org.uk/media/
wj2lpco5/gtg-37b-1.pdf.



E. M. CbicoeBa, P. B. MoHomapes, E. A. JlykuHa

[naBa 19.
bone3Hb oOwe 1 6epemeHHOCTb

OoLwme ceBepeHUs

Bonesnp [Nome — 310 opdharHHOE 3a00IeBaHNE M3 TPYIITBI HACICICTBCHHBIX
(bepMeHTOTIATHIA, pa3BUBalOIIeeCs BCICACTBUE Ne(PUIINTA aKTUBHOCTU KIC-
noii B-D-rmoko3uaassl (TIII0KOIepeOpo3nIa3bl) — JIM30COMHOTO (hepMeH-
Ta, KaTaJU3UPYIOIIETo TUAPOIN3HOE paclleIIeHNe TIIOKO3WIIepaMuIa Ha
HepamMua u Taoko3y [1]. CHMXeHMe aKTMBHOCTHU ITIOKOIEpeOpOo3nIashbl
MPUBOOUT K HAKOIUICHHWIO HEYTWIM3MPOBAHHBIX IIPOAYKTOB KJIETOYHOTO
MeTaboaM3Ma B Ju3ocoMax Makpodaros. CiaeacTBUeM TaHHOTO IIpollecca
SIBIISIETCSI HAapyIIeHe MaKpodaraabHO-3aBUCUMON PEeTYIISIIINI KPOBETBOPE-
HUSI, CTUMYJISIIIUS TIPOBOCITAJIUTENIFHOM aKTUBHOCTH MaKpodharoB M yBEIM-
YeHNe MX aO0CONIFOTHOTO KOJIMYECTBA B MeCTaX «(pM3MOJIOTHISCKOIO ITOMay»
(cene3eHka, TeYeHb, KOCTHBIN MO3T), YTO OOYCJIOBIUBACT TUITMIHBIC KITH-
HUYECKNE TPOSIBICHUST «B3pociaoro» I Tuma 6one3Hu [olme: mUTONEHMIO,
TeIaTo- M CIJICHOMETAINIO U TOpakeHNe KOCTHO-CYCTaBHOM CHUCTEeMHI [2].
BenencTBue HapylleHUsST MHOTOUMCICHHBIX PETYISTOPHBIX (DYHKIIMIT MaK-
podaroB IMPONCXOAUT HapYyIIeHNEe MeTaboaM3Ma keje3a [3, 4], TMIIMIHOTo
1 MUHepaJbHOTO oOMeHa [5—7].

Jleuenue 6ome3nu [omre 3aKirrogaeTcss B Ha3HAYCHUN TTOXW3HEHHOM 3a-
MecTuTeabHOI (pepMerTHON Teparmmu (3PT), xapaKkrepusyromeiics BBICO-
Koit adpexTuBHOCTHIO [§—10]. CBoeBpeMeHHOE Havyajlo Teparuy MO3BOJIs-
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€T OCTAHOBUTH MPOTPECCUPOBAHUE 3a00JI€BAHUS U MPEIOTBPATUTH NTOpaXxe-
HUE XU3HEHHO BaXHBIX opraHoB. OMHAKO y B3pOC/bIX OOJbHBIX 3a00JIeBa-
HUE 3a4acTyl0 AUArHOCTUPYETCS Ha CTaAUSIX COCTOSIBLIETOCS MOpPaXXeHWUs
KOCTHO-cycTaBHOU cuctemsl [11, 12].

[MopaxkeHne KOCTHO-CYCTaBHOI CUCTEMBI SIBJISIETCSI OMHUM M3 OCHOBHBIX
MPOSIBJIEHUI 3a001€eBaHUs, HAOIIOAAeTCsl, IO NTaHHBIM UCCIEA0BaHUI pa3-
HbIX aBTOpoB, ¥ 70—100% mnanueHToB ¢ 6ose3Hbio [omre I Tuma u Moxer
HOCUTb HEOOpaTUMBbIN M MHBAIMIU3UPYIOIINi Xapakrep. [IpenmyiiecTBeH-
HO TOpaXxaroTcsl JUIMHHbIE TpyOYaThle KOCTM W TTO3BOHOYHUK. [Ipu 3Tom
OTMeuaeTcs UCKITIOUUTENIbHASI TeTePOreHHOCTh XapaKTepa U CTeTIeHU BhIpa-
JKEHHOCTU U3MEHEHUM KOCTHO-CYCTaBHOW cucteMbl. [12].

Haub6omnee BoipaxkeHHBIN 3(pdekT 3DT 00BIYHO perucTpupyeTcst B Iep-
Bble 4—5 JieT, B TeueHHe KOTOPhIX OKOJIO 80% GOJNIbHBIX TOCTUTAIOT LieJei
nevyeHus [13]. Lens 3OT B nanpHeiilem 3akiIodaeTcsl B OIASPKaHUU pa-
Hee MOOCTUTHYTOTO KJIMHUYECKOTO pe3yjbTaTa, TO €CTh B COXPaHEHUU
OasaHca MeXAy BHOBb HAKOIUJIEHHBIM METaOOJUTOM U MOCTYIUIEHUEM (ep-
MeHTHOTO Tiperapata [9, 14]. B Poccun 3®T crama moctymua ¢ 2007 T.
B Hacrostiiee BpeMst 3apeructpupoBaHo 3 mpenapara mist 3OT: numMurore-
pasa, BeJariwolepasa u TAIUIolepasa.

C 2006 r. mutst tedeHust 60J1e3HM T'ollle TPUMEHSIETCST CyOCTpaTpeayLupy-
romas tepanus (CPT). Daurinycrat — crneuududecKuii ”HTMOUTOP TIOKO-
3UJILepaMUICUHTa3bl, TpuMeHsiercsd B KadectBe CPT npu 6one3nu Toire
I Tuna. B 2014 r. aauriaycrat ObLI 3aperucTpMpoBaH YTpaBieHHeM MO KOH-
TPOJII0O 3a KAueCTBOM IMMIICBHIX TPOAYKTOB M JIEKAPCTBEHHBIX CPENCTB
CIHA (U. S. Food and Drug Administration, FDA), 8 2017 . — B P®. CPT
HalpaBjieHa Ha CHUXEHUE CKOPOCTU CHHTe3a cyocTpaTa Oose3Hu [oiie
TIIOKO3WIIEpaMuia IyTeM MHTMOMPOBAaHUST aKTUBHOCTU (pepMeEHTA TITIOKO-
sunuepamuacuHTasbl. [lanveHtsr ¢ 6onesnbto [ome B Poccuu mosyya-
v mipeniapat ¢ 2006 T. B paMKax KIMHUYECKUX McciaenoBaHuii [15], a ¢
2020 r. — B paMKax TyMaHUTapHOW MpPOTPaMMBI.

Huarno3 6osne3nu ['oie He sABsSIETCS MPOTUBOINOKA3aHUEM TS TJIAHU-
poBaHust 6epemeHHocTH [16, 17]. B nurepaType MHOTO ONKMCAHUI CIIydaeB
OepeMeHHOCTHU Tpu 6oJsie3Hu [omre ¢ 6JaronpusiTHBIM MCXOIOM, JaXe 10
nosiBiieHust cnenuduyeckoro jJedeHus — 3OT. OxHako HEOOXOIUMO YUU-
THIBAaTh BIMSIHUE OEPEeMEHHOCTH, POJOB U JIAKTAllMM Ha TeueHUe 0oJie3HU
lo1ie y >KeHIIWHBI, a TaKXKe TTOBBIIIEHHBINM PUCK OCJIOXHEHWI OepeMeHHO-
CTU Yy XeHIIMH ¢ 6ojie3Hbio TNome [18—20].

lematocruieHOMeraisi MOXKET TPEeNsITCTBOBAaTh HOPMAaJTbHOMY pPOCTY
wrona [19—21]. AHeMust ¥ TPOMOOLIMTOTIEHNST MOTYT TTPOTPECCUPOBATh B
TeueHue O0epeMeHHocTH [21, 22]. [ToBbllIeHHAsT MOTPEOHOCTb B KaJbLIMKU
BO BpeMsl OEpEeMEHHOCTH yBEJIUYUBAET PUCK MPOTPECCUPOBAHUS TTOpaxke-
HUsI KOCTHO-CYCTaBHOU CUCTEMBbI: Pa3BUTHUSI OCTEONEHUM, aCeNTUYCCKUX
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HEKpO30B, MAaTOJOTMYECKUX MepeaoMoB [2, 23]. ¥V nauumeHToB ¢ 60JIe3HbIO
Towe Takxe yacto peructpupyercs aedhuuuT ButamuHa D [2, 23, 24].
Takxe HamO YYUTHIBaTh, YTO MOBBIIIEHUE KOHLEHTpALUU (peppuTuHa B
CBIBOPOTKE MALIMEHTOB ¢ 00Jie3HbIO ['o1ie MOXeT ObITh MPOSIBJICHUEM aK-
TUBHOCTU Oosie3HU Towie [3, 4] 1 MOXET MacKMpOBaTh Haluuue aepuiuTa
xeJesa.

3amecTuTenbHas GpepMeHTHasa Tepanusi BO Bpems
bepemMeHHOCTH

Ony0JIMKOBaHO HECKOJIBKO WCCICIOBAaHWI W 0030pPOB IO IIPUMEHEHUIO
3DT Bo Bpemst 6epemerHocTH [19—23]. HakammmBaioTcss JaHHBIE O TOM,
gro 3DT, mpoBommmasi BO BpeMsI 0epeMEeHHOCTH, MOXET CTaOMIN3UPOBATh
COCTOSTHHE TTAITUCHTKU IIpH (DU3NOIOTHICCKIX N3MCHEHUSIX 0EpeMEHHOCTH
¥ CHU3UTH YaCTOTY OCJIOXHCHUI BO BpeMsI pOIOB U B ITOCICPOIOBOM IEPH-
one [2, 20]. IlokazaHO CHIXEHHME PHCKa CaMOIIPOM3BOJILHOTO abopTa y
KeHIIWH, TToaydaBmmx 3PT, cHIKeHNEe prcKa OCIOXHEHUI BO BpeMsI po-
OB U mociepogoBoM nepuoze [20, 25, 26].

B 0630pe Zimran A. et al. (2009), npoaHanu3upoBaHo TeueHue 416 depe-
MeHHOCTel y 247 XeHIIMH ¢ 00Jie3HbIo [olne. Y XeHIIWH, IOJyJalommx
3DT Bo BpeMsT OepeMeHHOCTH, ITOKa3aHO 3HAYMMOE YMEHBIICHNE JaCTOTHI
CITOHTAHHBIX a0OPTOB, CHMKCHHE DPHCKA OCIOXHEHUU BO BpeMs POIOB,
BKJTIOUAsl KpOBOTeUeHUs [25].

B npyroit pabote mpoaHaIM3UpOBaHbI NCXOIbI OEPEMEHHOCTEI 110 pe3y-
JbTaTaM MEXIYHapOTHOTO peructpa mo 6ose3Hu 'omre (Gaucher Outcome
Survey). B mepuon 1959—2015 rr. 3apeructpupoBaHo 453 6epeMeHHOCTH
y 189 xeniuH. BonbimHcTBO GepemenHocTeir (336/74,2%) nporekaiu
no nospieHus 3MT, 92,9% M3 HUX 3aKOHUYMIUCH POXICHHEM 3H0POBBIX
neteit. 3T npoBoaunack y 117 xeHwmuH (25,8%) Bo BpeMsi GepeMeHHO-
cty, 63 13 HUX MMOJIyYalu UMUIJIOLepa3y, 36 — Bejariaolepasy, 6 — Ta-
JUArIoLepasy, 6 — anbniouepasy, y 6 XeHIIMH IpernapaT HEM3BECTEH.
011 MOJIOXUTENbHBIX UCX0A0B 0epeMeHHOCTH cocTaBuiaa 91,4%. Otcyr-
CTBHUE pa3INuMil B MCXOHaX 0epeMEHHOCTH Y KCHIIWH, HEe MOJYYaBIINX U
noxygaBmmx 3T Bo Bpemsa OepeMEHHOCTH, MOXET OOBSICHSITHCS HETSIKe-
Joit (popmoii 6onesru ['omre y XXeHIIMH, KOTOPhIE CMOTJIHM 3a49aTh W BBIHO-
cuTh pedberka 6e3 3MT. Pemenue o Havayie MU TPOAOKEHUM JICYEHUS BO
BpeMsI OepeMEHHOCTH OCHOBBIBACTCS Ha WH(MOPMHPOBAHHOM PEIICHUN
nanueHTKy [26].
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MpumeHeHuWe cybCTpaTpeayLmpyoLen Tepanmm
BO BpeMsi 6epeMEHHOCTH

WNzyuenne npumeHenuss CPT (aauraycraT) NmpoBOAMIOCH MallMEHTKaM C
o6one3nbio ['omre B pamkax II—III (a3bl KTMHUYECKUX UCCTIETOBAHMIA.

3a Bpems uccaenoBaHus y 18 XXeHIIMH 3aperucTprupoBaHo 19 6epemeH-
HocTeit, 13 GepeMeHHOCTEeN 3aKOHYMIUCH pOXIEHUEM B CpoK 14 3m0po-
BBIX JeTell (omHa ABOWMHS). ¥ BCeX XEHIIWH Tepartus SJIUIIYCTaToM Oblila
MpekpalieHa ¢ MOMEHTA ITOATBEPKACHUS OEPEeMEHHOCTH OO0 OKOHYaHMS
JakTauuu. MeauaHa MPOJOJIKUTEIbHOCTH MpUeMa 3JIUIIYyCTaTa BO BpeMs
OepeMeHHOCTU cocTaBuja 38 nHeil. Y 3 maluueHTOK GepeMeHHOCTh Oblia
npepBaHa (3 MeIUIIMHCKUX abopTa), MOCKOJBbKY O0epeMEHHOCTh SIBJISIIACh
KPUTEPUEM MUCKIIOUEHUS U3 KIMHUYECKOrO MCCAeNOBaHUsI. 3aperucTpu-
poBaH | croHTaHHBIA abopT, | BHeMaTO4YHas1 OEPEeMEHHOCTb U | BHYTpHU-
yTpoOHas THOENb Maoaa Ha cpokKe 37 Hemellb. DTUX JaHHBIX HEJOCTaTOUHO,
YTOOBI CHeJaTh BBIBOALI OTHOCHUTEIHHO 0€30MacHOCTU NMPUMEHEHMS DJIWT-
JlyctaTta BO BpeMsi OepeMEeHHOCTH, HEOOXOAMMO IPOIOJIKATh JajibHeiiliee
HaboneHue u coop JaHHBIX [27].

JlakTaums

3a BpeMms JIAKTALMK Y 3J0POBbIX JKEHIIMH ITPOUCXOIUT roreps 3—7% KocT-
Hol Macchl [28]. O6cyXmaeTcs BOIIPOC O BO3MOXKHOCTUA OIpaHUYEHUS T~
TEJIbHOCTU TI'PYJAHOrO BCKApMJIMBaHUsS XEHIIMHaMU ¢ 0oJie3Hblo l'olie He
GoJiee yeM 6 MecsiLlaMU C LIeJIbI0 MPeIOTBPALeHMS] IIPOrPecCuPOBAHUS OC-
teoneHnu. MIMetoTcs maHHBIE 0 HE3HAYMTEIbHON 3KCKPEIIMU UMUTIIIOIEpa-
3bl B TPYAHOE MOJIOKO M €€ BO3ICHCTBMM Ha HOBOPOXKICHHBIX, MaTepH KO-
topbix nonydaior 3DT Bo Bpems nakrauuu [29, 30]. Bo BpeMmst rpyaHoro
BCKapMJIMBaHUSI (PEPMEHT MepeBapUBACTCS B XKeJIyIOUHO-KUILIEYHOM TpaK-
Te peOdeHKa, YTO MpearnojgaraeT MUHUMAAbHBII PUCK JJIsI TPYAHBIX HOETEH.
He coobmranock 0 HapylIeHUSIX B pa3BUTUM JeTel, MaTepu KOTOPBIX TPO-
nposkaian 3T u kopmuiu rpynbio [29, 30].

Ucxonbl 6epeMeHHOCTHM Y NaLUEHTOK ¢ 601e3HbI0
lowe (co6CTBEHHbIE HAGAAEHUSA)

B P® 3aperucrpuposanbl 137 ciayyaeB 6epeMeHHOCTH Yy 93 KeHIIMH ¢ 60-
ne3nbio ['omre (BKIIIOYast MIOBTOPHBIE OepeMEHHOCTH). Y 2 XXEeHIIWH 00JIe3Hb
Towre GbuTa AMAarHOCTMpOBaHa BO BpeMsl OepeMeHHOCTH. Y 60 KeHIIWH
95 6epemenHocTeit (69%) mporekanu A0 TOro, Kak crajia gocrymnHa 3DT.
Ponamu B cpok 3aBepiimnack 91 (96%) 6epeMeHHOCTh, pOAWIMCH 92 310pO-
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BBIX peOeHKa, Cpeln HUX ONlHaA Tapa Ou3HeloB. [IpexneBpeMeHHbIE POIbI
Ha CpokKe 26 Helmesib 3aperMCTpUpPOBaHbl y 1 XeHIUUHBI (PeOEHOK yMep).
OovH MEAULIMHCKUI abopT (B MEPBOM TPUMECTPE) OCIOXHUICS MACCUB-
HBIM MAaTOYHBIM KPOBOTEUYEHUEM, KOTOPOE MPUBEJIO K aMITyTallud MaTKW;
2 MEeIULIMHCKUX adOopTa BBIMOJHEHBI Ha MO3AHUX cpokax (18 u 22 Henenb).
HauGosiee yacTbiM OCJIOXXKHEHMEM B pofax ObUIO KpPOBOTEUEHUE, KOTOPOE
OBLJIO KyMTMPOBAHO KOHCEPBATUBHBIMU METOIAMU, TOJIBKO Y OMHOM KEHIIU-
HBI TIPOBEJIeHAa aMITyTalus MaTKu. Y 1 XeHIIMHBI TPOBEIeHa CIUIEHIKTO-
MUST Ha CpoKe 15 Hemesb B CBA3M C MACCUBHOM CIJIEHOMeTaJieii 1 MHOTO-
TUIOJHOU O€peMEHHOCThIO (IBOIHS).

Copok aBe 6epeMeHHOCTH (31%) y 33 XEHILMH HACTYIIWIN IOCJIe Hadaia
tepanun 6ose3nu [ome (3DT wim CPT). Pogamu B cpok 3aBepiminch 39
(93%) GepemeHHOCTEN, POAUINUCH 39 3M0POBLIX AETEi. 3aperuCTPUPOBAHDI
2 BHEMAaTO4YHbIX OepeMeHHOCTH (1 — y keHIInHBI, mony4dawotnieit 3OT, 1 —
CPT). ¥ onHo#i XeHIIMUHbBI C HACJAEACTBEHHOU TpoMOopuIneit 3aperucTpu-
poBaHa Hepa3BUBaIIascs OEPEeMEHHOCTh Ha CPOKe 8 Hesesb, TTOBTOpHAS
OepeMeHHOCTh Ha (DOHE aHTUKOATYJISTHTHOW Teparny 3aBepIIvIach PoxKie-
HUueM 310poBoro pedenka. JIBym mammentkam 3T Ha BpeMsi GepeMeHHO-
CTW W JIaKTalluu OblIa mpepBaHa (IO KEJaHWIO KEHIIWH), LeTu JIeUeHUs
6ose3Hu ['ole K MOMEHTY HaCTYTUIEHUST OEPeMEHHOCTH ObUTM TOCTUTHYTHI,
YXYIILIEHUsT cOCTOsTHUST He Habmonanock; 3MT Obl1a BO30OHOBIEHA TTOCIIE
OKOHYaHUS JIAKTaIlUM.

CPT O6b11a npepBaHa MO YCJAOBUSIM TMPOTOKOJA y 3 XEHIIUH (Y OJHOI
KeHIMHBI 2 6epeMeHHocTH Ha CPT), y 2 Gblj1a BO30OHOBJIEHA MTOCE OKOH-
YaHUS JaKTaunu, | >keHIIWHa ObUTa mepeBeneHa Ha 3MT. Pombr y 5 XeH-
IWH OCJIOXHUJINCh Pa3BUTHEM KPOBOTCUEHUI, KyITMPOBAHHBIX KOHCEpPBa-
TUBHBIMHA MCTOIAMMU.

VY 64 (69%) XeHIIMH ObUIM eAMHCTBEHHbIE poabl, V 29 (31%) — moBTOp-
Hble. [[Be TallMeHTKN UMEIOT YeThIpeX JeTelt (Bce OepeMeHHOCTH — 10 Ha-
yajga 3DT), 6 — tpex aereit (10 6epemennocteit 1o 3DT, 8 — Ha 3DT),
21 — 2 nmereii (32 6epemennocTu 10 3PT, 10 — na 3OT /CPT).

PekomeHaaLun No BeaeHNI0 6epeMEHHOCTU U POLOB
Y JeHLMH ¢ 60ne3Hbl0 Mowe

Ilenecoobpa3HO TIaHMPOBATh OEPEMEHHOCTh IMOCJE JTOCTHKEHUS ILeei
JleueHus 6oae3nu Iomre. HeoOxoauM MyabTUAMCLUIUIMHAPHBINA MOAXOM K
BEeIEHUIO OEPEMEHHOCTH: COBMECTHOE HaOJIIOIeHNE W BBIPA0OTKA TaKTUKU
BeeHUSI OEPEMEHHOCTU U POJOB I'eMaToJIOTOM M aKylIepOM-THHEKOJOroM
¢ yyactreM opTtornieaa. Takke Iieiecoo0pa3HoO MPOBeIeHNE TeHETUIECKOTO
KOHCYJIbTUPOBAHUSI.



295 Tnasa 19. GonesHb Folwe 1 GepeMeHHOCTb

ITpu nnaHupoBaHUU GEPEMEHHOCTU HEOOXOIUMO MPOBEACHUE TIIATEb-
HOTO 00CJIeIOBaHMUSI, KOTOPOE TTOMUMO PYTUHHBIX METOIOB JOJIKHO BKJIIO-
4yaTh B ce04:

e UCCJIeIOBaHME KOAryJorpaMMbl (BKJIIOYasi BOJYAHOUHBIM aHTUKOATY-

JISIHT);

e MOJHOE WCCIeNOBaHME IMoKa3aTejaeil MeTaboauM3Ma XKeje3a, BKJIouYast
deppuUTHH, CBIBOPOTOYHOE KEJI€30, MoKa3aTeau TpaHcheppuHa, OOIIyIo
KeJIe30CBI3bIBAIOILYI0 clTOCOOHOCTh ChIBOPOTKU (OKCC) 1 HachllleHre
TpaHcdeppuna xenezoM (HTXK);

rcceloBaHue KOHIIEHTpauuu (onatos U BUTaMuHa B ,;

WcclieloBaHWe KOHIIEHTpalluy BUTaMuHa D

V3U opraHoB OpIOIIHOM MOJOCTHU 151 OLIEHKU CTeTIeHU OpraHOMeTalluu;
neHcutomeTputo, MPT GenpeHHbIX KOCTel AJ1s1 OLIEHKU COCTOSIHUST KOCT-
HOU CUCTEMBI.

Bo Bpemsi OepeMeHHOCTH HEOOXOAMMO TIPOBOJIUTH OIIEHKY CHMIITOMOB
6one3nu lomie B AuHaMuKe (OCCAaNTUYECKU CUHIPOM, CTETIEHb LIUTOIIe-
HUM, pa3Mephl MeYeHU U CeIe3eHKHU 10 NaHHbIM Y3U, naHHble 1abopaTop-
HBIX uccenoBanuii). Heobxonnma KOppekins MeTaboInIecKuX Hapylie-
HUI B CTydae WX BBISBICHUS.

Kenuunel ¢ 60se3Hb10 ['ollle JOJKHBI TOTyYaTh TOCTATOYHOE KOJIUYe-
CTBO KaJIbIIMSI, TaK KaK AeUIIAT KaIbIUS MOXET YBEJIMUYMBATH PUCK Pa3BU-
TUs octeonopo3a. MccnenoBaHuii Uil onpeneaeHuss ONTUMAIbHOIO €Xe-
JTHEBHOTO TTOTPeOIeHNST KaIbIlns XeHITMHAMU ¢ 6osie3HbI0 ['o1ie Bo Bpems
OepeMEeHHOCTH He TpOoBOIWIOCh. [larmeHTKaM ¢ HOpMabHOW (yHKIIMEH
MOYeK W OTCYTCTBMEM HedposnTHaza B aHaMHe3€ HeOOXOAMMO JIOTIOTHU-
TeJbHO Ha3HavyaTh Mperaparhl KajabliMs, OCHOBBIBASICh Ha YPOBHE KaJIbITHS
B KPOBHU.

Jnst momnepxanust ypoBHs BuTamMmuHa D B mipenesnax pedepeHCHBIX 3Ha-
YEeHUI PEKOMEHAYETCS HOTIOJHUTENIbHBIN TTprueM ButamMmuHa D. YpoBHU Ka-
TSI U BUTaMuHa D clieyeT KOHTpPOJMPOBAaTh HE peXe OJHOTO pa3a B
TPUMECTP.

Heobxonnma auarHocTrka 1e(UIIMTHBIX COCTOSTHU: (hOIaTOB, BUTAMU-
Ha B,,, xene3a. I1pu BeIsiBICHUN 1e(DULIUTOB MOKa3aHA UX KOPPEKLIMS: Ha-
3HaueHue MpenapaToB Xejie3a, BATAMUHA B,, (honneBoil KUCIOTHI.

Cpoku ¥ croco® pogopa3pelieHusi BbIOMPAIOT C YYETOM aKyIIePCKUX
MOKa3aHUW U CTETIEHW aKTUBHOCTU Oosie3HU [ole: BBIpaXkeHHOCTh CTUIe-
HoMeranuu (pUCK pa3pbiBa CeJIE3eHKU B pojax), Aedopmaius KocTei Tasa,
tpoMbGouuroneHusa < 30—50 x 109/n. g KoppeKuu ryboKoil TpoMoo-
IIUTOTIEHUN BO3MOXKHO MPOBeeHNEe TpaHChy3Un KOHIIEHTpaTa TpPOMOOIIH-
TOB B pofax. DnuaypajibHasi aHecTe3us npu 6osie3nu [oire He TPOTUBO-
MoKa3aHa, HO KOJMYECTBO TPOMOOLMTOB JOJXKHO COCTaBJISITh HE MeHee
70 x 10%/m.
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HakomnneHHble Ha HACTOSIIMIA MOMEHT HAHHbIE HE CBUICTEIbCTBYIOT
0 Kakux-1mbo TtepaToreHHbIX 3¢ dekrax 3DT nmaxke Tpu TPUMEHEHUU
B | TpuMecTpe 6epeMEeHHOCTU; TAKXKE HET JAHHBIX O KAaKUX-JTMOO0 MOOOUYHBIX
addekrax 3DT, nmpoBoauMOil BO BpeMsi OepeMeHHOCTH [25, 26]. OgHako
peleHue o Havase win npoaokeHun 3T Bo Bpemst 6epeMeHHOCTH 1ieJie-
CO00pa3HO MPUHUMATh UHIAUBUIYAJIbHO, YUYUTHIBASI KIMHUYECKYIO KapTUHY
6one3nu ['ome y KonkpetHoii maimeHTku. [1posenenue 3O T Bo3MOXHO BO
BpeMsi 0epEMEHHOCTU U JIAKTallUU.

B cBsizu ¢ HegocTaTOUHOCTHIO JaHHBIX O BaussHuu CPT npu 6one3HU
Toie Ha ToA peKOMEHAYeTCsl TpepblBaHUE YKA3aHHOU Tepanuu Ha Mepu-
o/l 0EpPEMEHHOCTH U JIaKTalluu.

3aKiyeHue

Bose3nb [omie He siBAsIeTCsT TPOTUBOIIOKA3aHUEM ISl HACTYILIEHUsT Oepe-
MEHHOCTH U He SIBJIIeTCS TTOKa3aHWeM JUIsl ee MpepbiBaHus. Y OOJIbIIMHCTBA
XXKEHUIMH ¢ 0osie3Hblo ['olre 6epeMeHHOCTh U POAbl MPOTEKAIOT 03 OCI0XK-
HeHmit maxke mo Hadana 3DT. [TmarnpoBaTh 6epeMeHHOCTh LIeJIeCO00pa3HO
TocJie JOCTIKEeHUS 1ieseit teueHus 6one3nu [ome Ha ¢pone 3DT. [Iposene-
Hue 3DT BO3MOXHO BO BpeMsi OEPeMEHHOCTH U JIAKTalluM, OJIHAKO BOTIPOC
0 ee TPOJOKEHUN BO BpeMsi OEPEMEHHOCTH M TPYIHOTO BCKapMJIUBAHUS
JOJDKEH pemiaTbecsl MHIUBUAYATbHO. M3-32 HEIOCTaTOYHOCTH CBEACHUN TIO
6e3omnacHoctu npumeHeHust CPT (anurmycrat) Bo BpeMs 6epeMEHHOCTH 11e-
JlecooOpa3Ha ee OTMEHA Ha BeCh Mepuojl OEPEMEHHOCTH U JaKTallNH.
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[punoxeHue 1.

Bo3moXHble pUCKKU ana nnoaa
MPYU NPUMEHEHUN OCHOBHbIX
NPOTUBOOMNYXONIEBbIX NpenapaToB
BO BpeMs 6epeMeHHOCTU

IIpenapatst

Bo3MokHOe BO37€iicTBHE HA IO

I'uapoxkcu-
Kapbamuj

BpoxxieHHble aHOMa MK y OOJIBLIMHCTBA JIeTeil He OOHapYKEeHBI.

B I TpumecTpe onucaHbl pUCKU:

e aHTeHaTaJbHasl TMOesb TUI0Ma;

e MaJible aHOMAJIMKM Pa3BUTHUS TLIONA;

e TPEXIEBPEMEHHBIE PObI.

B II—III TpumMecTpax omucaHo yacToe pa3BUTHE Mpedkiaamicuu [1, 2]

AHTPAIMKJIMHBI

JlayHopyou-
LUH

BposkneHHbIe aHOMATUU Y OOJIBIIMHCTBA AeTell He OOHAPYKEHBI.
Enunaununbeie onucanus [3—6]:

o TIPEKIECBPEMEHHBIC POIBI;

HU3KUU BeC MIPU POXICHUU;

TPaH3UTOPHAST MUEIOCYIPECCHST;

aHTeHaTajlbHasi TMOe/b MI0/1a;

nedopMalnsi KOHEYHOCTEI

neeKT MEXKeTyI04KOBOM MePeropoaKi;

KapIruOMMOTIATHST;

BPOXIEHHbIC aHOMAJIMM Pa3BUTHS TJ1a3 U KOHeYHocTel [7, 8]

Wnapy6u-
LVH

BpoxneHHble aHOMaJIMK Y OOJIBIIMHCTBA AeTeil HEe OOHApPYXKEHBI.
EnvHuuHbIe omucaHus:

e TpaH3UTOpHasl Kapauomuonatus [9—11];

e aHOMaJIMM KOHEYHOCTeH u vepena [5]

MutokcaHT- | BpoxkieHHbIe aHOMaIMK y OOJIBLIIMHCTBA JIeTeld He oOHapyxkeHbI [12].

poH

B I TpumecTpe npuMeHeHUe HE OMUCaHO.
B ITI—III Tpumectpax onucaHbl pucku [13]:
e aHTeHaTaJlbHasl rMbesb TUIoja;

e HU3KMI BEC MPU POXIECHUU;

e TpaH3UTOpHAas Muesnocymnpeccus |14]
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Ipunoxenue 1 (nponorkeHue). Bo3aMoxkHbIe pucKu 1S TUTOJA TIPY TIPUMEHe-
HUU OCHOBHBIX TTPOTUBOOITYXOJIEBBIX TIPEMapaToB BO BpeMsT OEPeMEHHOCTH

IIpenapatsi |B03MO)KHO€ BO3/1eiiCTBHE HA MJIOA

AHTHMETa00MTHI

MeTtoTpek-
car

BpoxneHHble aHOMaJIMKM Y OOJIBILIMHCTBA AeTeil He oOHapyxXeHbl [2, 15].
Puck crioHTaHHOro abopra (10303aBUCHMBIIT) [16].

B I TpumecTpe onucaHbl pUCKU:

e HU3KWII BeC MPU POXICHUU;

e TPAH3UTOPHAsI MUEJIOCYIIPECCHUSI;

e CIIOHTaHHBIN abOPT.

B II—III TpumecTpax onucaHO T€PaTOreHHOE NEHCTBUE U CIICAYIOIINE PUCKU:
o (eTaybHBII AMUHOTITEPUHOBBIN CUHAPOM (aHOMAaJIMU KOCTeil yepera);

e HU3KMI BEC MPU POXACHUMU;

e TAHIIMTOTIEHUS

TuoryaHuH,
MepKarTo-
MypUH

B I tpumecTpe ommcaHo tepatorerHoe aeiictBue (B 30% ciygaes ) [17, 18]:
e pacuierMHa HEOa;

o MUKpPO(DTAIbMUS;

e TUITOIIA3UsI MTOJIOBBIX OPraHOB.

Huskuii Bec npu poxXaeHUU, MaHIUTOMCHUS

Ananoru HYKJI€O3U10B

Llutapabun

BpoxneHHbIe aHOMaIUK y OOJTBIIUHCTBA JETel He OOHAPYKEHBI

[7, 19—21], B TOM uKcIie NIPU UCTOJb30BAHUU BBHICOKOAO3HBIX MPOrpaMM

[6, 27, 22].

B I TpuMecTpe onucaHO TepaTOreHHOe NECTBUE:

e CIMHWYHBIC CITydyad aHOMAaluu TaibleB [23];

e MHOXECTBEHHbIC BPOXACHHBbIC aHOMaIuU (MPU Tepanuu LUTapaOMHOM B
TeueHue Bcell bepeMeHHOCTH) [24].

B II—III TpuMecTpax onucaHO TepaTOreHHOE ACUCTBUE U CICAYIOLINE PUCKU:

e XPOMOCOMHBIE aHOManu [25];

aHTeHaTaJlbHas rubenb mioga [26, 27];

MmaHuUTONeHus [28];

AHOMQJIMM KOHEYHOCTEl MPU HMCIOJb30BAHUU BBICOKMX 103 LUTapabuHa

[51;

e HU3KWIl Bec MPHU POXAECHUM, MAHUUTONEHUs [29], B TOM uMcie MpU UCIO-
JIb30BAaHWU BBICOKMX 103 LutapabuHa [14, 30]

AHaloTH MypUHOB

KnaapubuH |TepaToreHHOCTb M BbICOKAsi BHYTPUYTPOOHAsi CMEPTHOCTb (B 9KCIIEPUMEH-
Tax Ha XWBOTHBIX) [31].
EnunuyHOe KJIMHMUYEeCKOe onmucaHue ycreurHoro npumeHenus B 111 tpume-
cTpe 6epeMeHHOCTH [32]

Daynapa- B ITI—III TpumecTpax eAMHUYHOE ONMKUCAHUE OTCYTCTBHUSI BPOXKICHHbBIX aHO-

OuH MaJIiii Y HOBOPOXKIEHHOTO [6]

ANKWIMpYOIKE CpeacTBa

Iuxinodoc-
dbamung

BpoxneHHble aHOMaJIMKM Y OOJIBbIIMHCTBA JeTeil He oOHapyxXeHbl [19, 33].
OnucaHbl PUCKU:

o TAHIIMTOTICHUS;

e HU3KWI Bec Tipu poxaeHuu [17]
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Ipunoxenue 1 (nponorkeHue). Bo3aMoxkHbIe pucKu 1S TUTOJA TIPY TIPUMEHe-
HUU OCHOBHBIX TTPOTUBOOITYXOJIEBBIX TIPEMapaToB BO BpeMsT OEPeMEHHOCTH

IIpenapatsl | Bo3amMoxkHOe BO31eiiCTBHE HA MO
Xiopamby- |YacToTa BBISIBIEHUS BPOXIECHHBIX aHOMAaIWii cocTtasiseT 00 14% B 1 Tpu-
LA MecTpe GepeMeHHOCTH, He MpeBblinaeT 4% Mpu UCIOIb30BAHUM MX Ha 00-
Jiee TIO3IHUX cpokax [34].
OnucaH «CMHAPOM XJIOpaMOyLMIa», IPU KOTOPOM Yy HOBOPOXAEHHOTO BbI-
SIBJISTIOTCSI aTula3usl TOUeK, «BOTUYbS MAacThb» U aHOMaIUM ckeneta [35]
MNuruduropsl Tonousomepasnr 11
DTOIO3UI BpoxaeHHBIX aHOMaJIWil y OOJIBIIMHCTBA JieTeil He obHapyxkeHo [30].

OmnucaHo TepaToreHHOe AEHCTBUE U PUCKMU:
e TMoTepsi Ciyxa;
e maHLMTONEHUS [36]

Ankajouasl OapBUHKA
Bunkpu- BpoxxieHHbIe aHOMaIuK y OOJIBIIMHCTBA JeTell He oOHapyxeHbl [19, 28].
CTUH B I TpuMecTpe onucaHO TepaToreHHOE NeCTBUE:

e CIIOHTAHHBIN abopT, rumpoiedanus (rubdenb mocie ponos) [25];

o nedext npeacepaus [37];

e MalibopmMaluu moyek [38]
T'II0KOKOPTHKOUIBI
IMpenHuso- |OnucaHo pa3BUTHE paclIEIUHbI T'yObl (3asubsi Ty0a) MpU MCIOJIb30BaHUU B
JIOH, nekca- |l TpuMecTpe GepeMEeHHOCTHU; PUCK MEHbIIIe MPU UCIOIb30BaHUU HEDTOPU-
METa30H, POBaHHBIX TTTIOKOKOPTUKOUAOB (IIPEAHMU30I0H, METUINPEIHU30I0H)
TUAPOKOP-
TU30H, Oe-
TaMe30H
MHrudéuTopsl NPOTENHKNHA3 (THPO3MHKUHA3)

WNuruduropsl BCR::ABL1-Tpo3uHKKMHa3bI

Wmatunu6 |[Ipu npumeHenuu B | TpumecTpe onucaHo TepaTOreHHOE NelicTBUE (aHOMa-
JIMM Pa3BUTUSI CKeJleTa, BHYTPEHHUX opraHos) [39].
OnucaHbl PUCKU:
e CIIOHTAHHBII abopT;
e HU3KWII BeC Ipu poxaeHun [36, 40—45];
e rurocraaus (yacrasi BpoXIeHHass aHOMaJIUsl B OOLUEI TTOTYJIsIIIMN)
Hunotunu6 | BpoxneHHble aHOMaIUM y OOJILIIMHCTBA IeTeil He OOHAPYKEHBI.
OrnucaHo pa3BUTHE y IJI0Aa KPYMHOU MyMOYHOH IpbLKU, MOTpeOoBaBILIEi
npepbIiBaHus GepeMeHHOCTH [41, 46]
Hazatuuu6 | KiimHM4yeckue naHHble OrpaHUYCHHBI.
OnucaHo TepaTOreHHOE NeHCTBUE:
e BOJAsIHKA ruioaa (3 u3 15 onucaHHBIX CIyYyaeB);
e ruapouedanus;
e CIOHTaHHBI abopt [40, 47]
Bo3yrnHu6 |[OueHb Malo KIMHUYECKUX JaHHBIX.

OnucaHo 5 TOHOILIEHHBIX OEPEMEHHOCTE! MpKU OTMEeHe 603yTMHMOA Ha
4—5-it Henene GepeMEHHOCTH, BPOKICHHBIX aHOMAJIUII He oOHapyxXeHo [48]
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Ipunoxenue 1 (nponorkeHue). Bo3aMoxkHbIe pucKu 1S TUTOJA TIPY TIPUMEHe-
HUU OCHOBHBIX TTPOTUBOOITYXOJIEBBIX TIPEMapaToB BO BpeMsT OEPeMEHHOCTH

IIpenapatsi |B03M0)Knoe BO3/1eiiCTBHE HA MJIOA

MHTUOUTOPBI APYTUX MPOTEMHKUHA3/TUPO3MHKIHA3

Wuruburop |EaMHMYHBIE ONUCAHMS OTCYTCTBUSI BPOXAEHHBIX aHOMAJIMIA Y HOBOPOXIEH-
FLT-3 co- |Horo [49]
padeHud

Wurubutop | EmMHWYHBIE ONMUCAHMS OTCYTCTBUSI BPOXICHHBIX aHOMAJIUI Y HOBOPOXIECH-
FLT-3 mu- |Horo [50]
JocTaypuH

Wurudburtop |EnuHuunoe onucanue npuMmeHeHus B II1 tpumectpe, 6e3 mociencTBuii mst
BRAF Be- |miona [51]
MypaheHuno

MHruduTopbl TMpO3MHKKMHA3bl BpyToHa

NopyTnHuo, | BpoxkieHHble TOPOKU Pa3BUTHUS CEPACUYHO-COCYAUCTON CUCTEMBI (JOKJIUHU-
aKajaaOpyTH- |YecKHUe dKCIEePUMEHTHI) [52]
HUO

Wurndurop antuanonto3noro denka BCL-2

BeHnero- TToBbIlIEHHBI PUCK abOpTa, CHUXKEHHOM Macchl Tesa mjioaa (B aKCrepu-
KJ1aKe MEHTaxX Ha XWBOTHBIX) [53, 54].

B Il TpumMecTpe enMHUYHOE OTNMCAaHUE OTCYTCTBUSI BPOXIEHHBIX aHOMAIUI
¢ TpaH3uUTOpHOI B-kieTouHoi numdoneruienneii y ruona [55]

MOHOK/IOHAJIbHbIE AHTUTENA

Putykcuma6 | B I TpumecTpe MOBBILIEHHBI PUCK BBIKUIbIIIA — B OOJBIIMHCTBE CIIyyaeB

IIpY KOMOMHUPOBAHHON Tepamuu [56, 57].

ITpu ucnonb3zoBanuu B I1 u 111 TpumecTpe:

e HET yBEJIMUYEHMS] PUCKA BPOXKICHHBIX aHOMAJIUIA,

e TPAaH3UTOPHOE MCTOILEHWE HEOHATAJTbHBIX B-KIeTOK 6Ge3 pucka yBelude-
HUS 4aCTOThl MHMEKIINIA;

e TIOBBILIEH PUCK TPEXIEBPEMEHHBIX POIOB

KoHbloratbl aHTHTEIO-NIpEeNapaT

BpeHTtykcu- | PanHue abopThl (B 3KCMEpUMEHTaX Ha KMBOTHBIX) [S8]
Mab Beno-
TUH

[Monaty3y- |[AHOMaauM pa3BUTUS (TOKJIMHUYECKUE IKCIIEPUMEHTHI) [S8]
Mab Beno-
TUH

I'emty3yma6 |B II—III TpumecTpax eqmHUYHOE OMMCAaHUE OTCYTCTBUSI BPOXKICHHBIX aHO-
030TaMULIMH |MaJUil Y HOBOPOXIECHHOIO [6]

Jlpyrue npenapatsl

TunomeTtu- |B II—III TpumecTpax eqMHUYHBIE OMUCAHUS OTCYTCTBUSI BPOXIEHHBIX aHO-
JIMPYIONIWIA | MaJInii y HOBOpoOXaAeHHOro [49, 59]

npemnapar
a3alUUTUIMH
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Ipunoxenne 1 (okoHuanue). Bo3aMoXXHbBIE PUCKU [IJIST TUTO/IA TIPU IIPUMEHE-
HUW OCHOBHBIX TIPOTUBOOITYXOJIEBBIX ITPETapaToOB BO BpeMsl 06pEMEHHOCTH

IIpenapatsl | Bo3amMoxkHOe BO31eiiCTBHE HA MO

Petunoun B II—III TpumecTpax BpOXIEeHHBIX aHOMAJUI y OOJBIIUHCTBA AeTell He
TPETUHOUH |0OHapyxkeHo [5, 60—64].

(ATRA, B I TpuMecTpe omnucaHbl TSXeJIble HEBPOJIOTUYECKUE U CEPAEUHO-COCYIU-
MOJTHOCTBIO |CThIe ocioxkHeHust [60, 65].

tpaHc-petn- | B II—III TpuMecTpax ommcaHbl apUTMKS M 3aIepKKa pa3sBUTHsI IuIoga [66]
HOeBasl KHMc-
JloTa)

Tpuoxcun |TeparoreHeH, reHOTOKCUYEH, TPOHUKAET Yepe3 reMaTorialeHTapHbIi Oa-
MbILIbsIKA pwep [67].

CHIXeHMe Beca HOBOPOXAEHHBIX [68, 69].

B II—III TpumecTpax eiMHUYHbIE OMMCAHUS OTCYTCTBUSI BPOXIEHHBIX aHO-
Manuii y HoBopoxaeHHoro [11, 70, 71]

L-acnaparu- | TepaToreHHOCTbh (aHOMaJIMM CKeJieTa) Ha KMBOTHBIX Mojesx [72].
Hasza Huskuit Bec mona [18, 73]

Jlenanuno- | Tskenble XXU3HEYTrpoxXarolue TepaToreHHble 3(hdeKThI.
MU, Tadu- |AOCOJIOTHO MTPOTUBOIIOKA3aHBI BO BpeMsI OEpEeMEHHOCTH
TIOMUJT

Nntepde- |He obnanaer TepaTroreHHbIMU CBOMCTBAMU:

poH anbda |e He 3aperucTPUPOBAHO YBEJIUUEHMS YMCIa BPOXKACHHBIX aHOMAIMUI MO CpaB-
HEHWIO C O0IIel MOMyJISIIMeil TPU UCTIONb30BaHUK MHTepdepoHa anbda Bo
BpeMst 6epemeHHoCTH [74—76];

e TIPW MIPUMEHEHUH OOJIBIINX 103 Y KUBOTHBIX OTMEYAJIOCh OOJIbIIIee YMCIO
CIMOHTaHHbBIX a60pTOB [77]
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MpunoxeHue 2.

Oco6eHHOCTH NPUMEHeHUs
aHTUMMKPOOGHbIX NpenapaToB
y 6epeMeHHbIX HEHLINH

I'pynna npe- |Kateropus puc- |Cnoco6- |/Iannsie o 6e3omacHoctu npumeHennss |OcobeHHoCTH
naparos ka FDA [1] HOCTb MPO- |BO BpeMsi OepeMeHHOCTH MeTad0JIM3mMa
HHUKATh Yye- npemnapara y
pe3 I'TIb OepeMeHHBIX
AHTHOAKTEpHAIbHBIE
[Mennumn- |B Ja HNmerotcs yoenutenbHble naHHble 0 |KoHIeHTpa-
JIMHBI 6e3omacHocTH [2] LIMST MOXKET
CHIXAThCS
Ha 50% Ha
¢doHe yBe-
JIMYEHUS
OLIT u
0COOEHHO-
cTeil Kiu-
peHca Kpea-
TUHUHA [3]
Ledanocno- |B Ha Nmerorcs yoeauTenbHblie gaHHble 0 |KoHIeHTpa-
PUHBI Oe3oracHocTH [4], omnrcaHa CBsI3b  |LIMST B T1J1a3-
MpuUMeHeHUsl 1epTpUakcoHa ¢ Mo- |Me CHUXa-
poxkamu cepaua [5] ercsl B CBSI-
31 C MOBBI-
MEHHBIM
BbIBEIEHUEM
rnoykamu [5]
Kap6onene- [B — sprane- |Her man- |MccienoBaHusi He MpOBOAWIKCE. Het nanHbIX
MBI HEeM, Meporie- |HbIX TTpumeHsieTcs B ciiydae, Korjaa 1mo-
HeM, JOopuIIe- JIb3a OT €ro MPUMEHEHUs MpeBbIlIa-
HeM; €T PUCK ISl Iioa
C — umwure-
HeM




312

WHbOpmaLms 0 puCKax NPUMEHEHMsI NPENapaToB NS OCHOBHOM M CONPOBOAMTENbHOM Tepanuy y bepemMeHHbIX

Ipunoxenue 2 (nponoymkenne). OCOOEHHOCTH TTPUMEHEHUST aHTUMUKPOOHBIX
TpenapaToB y OepeMEeHHbIX KSHIIMH

[10]. KirapuTpoMuIIUH: TPOTUBOPE-
YUBbIe JaHHbIE: B HEKOTOPBIX UC-
cienoBaHUsX B | TpuMecTpe Ha Xu-
BOTHBIX MOJEJISIX — TMOPOKU Pa3BU-
TUSI ¥ 3allepXKa Pa3BUTHUS TLIONA
[10], B Apyrux — OTCYTCTBUE CBSI3U
C TSIKEJTBIMUA TTOPOKAMU Pa3BUTHS
[3, 11], mo3TOMY peKOMEHIYeTCsI
TOJIBKO TOTNA, KOTJa TOJb3a Tpe-
BBILIAET PUCK

I'pynna npe- |Kareropus puc- |Cnoco0- |/lannbie o 0e3onmacHoctu npumenennsi |OcodeHHOCTH
napaToB ka FDA [1] HOCTb MPO- |BO BpeMsi GepeMeHHOCTH MeTabom3mMa
HUKATh Ye- npenapara y
pe3 I'TIb 0epeMeHHbIX
MoHobakTa- |B Ha C ocropoxHocTbio B I Tpumectpe |HeT maHHBIX
MbI (a3Tpeo- [5]
HaMm)
Amunornu- |D Ja MoryT oka3bIiBaTh TOKCUYECKOE Ilepuon mo-
KO3UIBI JeHCTBUE, OCOOEHHO MPU UCHOJb- |JTyBbIBE/E-
30BaHUU B | TpuMecTpe — OT Jier- |HUSA KOPOT-
KMX HapylieHui ciyxa [2, 5] no KW, 4TO
BPOXIEHHOU TYroyXxocTu (CTPenTO- |MPUBOIUT K
MULMH) [4] YBEJIMUYECHUIO
KJIMpeHca
rnpenaparon
U CHIXe-
HUIO MX K-
KOBBIX KOH-
LIeHTpaLMii
[5]
®ropxuno- |[C Ja Ha >XuBOTHBIX MozelisiX Mmoka3zaHa |HeT maHHBIX
JIOHBI Hedpo-, HEHPOTOKCUIHOCTD, Hop-
MUpPOBaHUE MOPOKOB cepila U CKe-
neTa mioga |3, 6]
I'nukonen- |B — Banko- |Her gaH- |BankomuiimH Ge3omaceH, uTo joka- |HeT maHHBIX
TUABI U JIU- |MUIIUH; HBIX 3aHO Ha XWUBOTHBIX MOIEIsX [5, 7,
MOTJINKO- C — TesaBaH- 8]. TenaBaHUMH — Ha XKMBOTHBIX
TIETITU/IBI 1IMH, OpUTa- MOJIEJISIX TIOKa3aHa TOKCUYHOCTD B
BaHLMH, AaJ- BUJE MOPOKOB Pa3BUTUSI KOHEUHO-
OaBaHIIUH creit 1 runorpoduu miona. Opura-
BaHLMH M Jaj0aBaHLUUH — OTCYTCT-
BUE TOKCUYHOCTU Ha XUBOTHBIX
MozessiX. JlTaHHBIX O TOKCUYHOCTHU
y desioBeka HeT [5]
Makponunbl [B — apurpo- |[[da MmMerorcest naHHble o 6e3onacHocT |He meHsieT-
MUWIINH, a3WT- [5]. OpuTpoMUIIUH —eAVUHUYHBIE  [CST BO BpeMs
POMMULIVH; COOOILIeHUsT O KapAUOTOKCUYHOCTU |OepeMEeHHO-
C — kimaput- [9]. AsurpomuriiH Ge3ormaceH, Mmo- |cTH [5]
POMMIIMH TBEPXKICHO Ha XMBOTHBIX MOAEJSIX
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Ipunoxenue 2 (nponoymkenne). OCOOEHHOCTH TTPUMEHEHUST aHTUMUKPOOHBIX
TpenapaToB y OepeMEeHHbIX KSHIIMH

I'pynna npe- |Kareropus puc- |Cnoco0- |/lannbie o 0e3onmacHoctu npumenennsi |OcodeHHOCTH
napaToB ka FDA [1] HOCTb MPO- |BO BpeMsi GepeMeHHOCTH MeTabom3mMa
HUKATDb Ye- npenapara y
pe3 I'TIb 0epeMeHHbIX
Okcazonu- |[C Hert nan- |JIuHe3onua, tenusonun 6ezornacHsl, |HeT maHHBIX
ITUHOHBI HBIX TMOJTBEPXKIEHO HA KMBOTHBIX MOJE-

JISIX; Y KPBIC OMUCAaHbI TUITOTPObUS
Ioaa ¥ HapyluieHue occupuKanmm
rpynuHsl [5, 12]

Terpauuk- |D Ja JlokazaHa TepaTOreHHOCTb Y Jtofeii; |Het naHHbIx
JIMHB M3MEHEeHUe LBeTa KOcTeil U 3y0oB

[5]
Jantomu- (B Her nan- |besomaceH, noka3aHo Ha XMBOTHbIX |HeT maHHBIX
LIUH HBIX monensx [13, 14]
MertpoHuna- |B Ha TIporuBonokasaH B I Tpumectpe, Her naHHbIX
301 Oe3ornaceH HauuHas ¢ Il Tpumectpa

[5], npu BaruHaJbHOM MPUMEHEHUU
OMHUCAHO YBEJIUYCHUE YACTOTHI
MpexXaeBpeMeHHbIX poaoB [15] u
BpPOXIEeHHOM rumpouedanun [16]

Knunna- B Ha Besonacen [5] Her naHHbIX
MWIITH

docdo- B Na Besonacen [17] Her manHbBIX
MWIH

Hutpo- B Besonacen [18] Her naHHbIX
GbypaHbl

Tureuunkiaux | D Ha JlokazaHa TepaTOreHHOCTh Ha Xu- |Her maHHBIX

BOTHBIX MoJeJisiX. OnucaHbl BbIKHU-
OBIIIN 1 UIBMEHCHMEC 1LIBETaA 3y60B y

nereit [5]
MMomumuk- |C Her nan- |/loka3aHa TepaTOreHHOCTh Ha Xu- |HeT maHHBIX
CUHBI HBIX BOTHBIX Mozesax [19]. OnucaHo Ge-

30MacHoOe MpUMeHeHUe Y GepeMeH-
HBIX XEHIIWH, OHAKO BBICOKA Be-
POATHOCTh MOOOYHBIX 3 heKTOB [5]

Tpumeron- |C Ja JlokazaHa TepaToreHHOCTb Ha Xxu- |B III Tpu-
PUM/CYIIb- BOTHBIX MoIeJsiX. [IpoTUBOIOKA3aH |MecTpe
damerokca- B | TpuMecTpe (aHOMaJIMKM Pa3BUTHUsI [TPUBOIUT K
3001 HEPBHOM CUCTEMBI, CepAlla U MoYe- |06pa3oBa-

BBIBOJSILLMX MYTEil), HU3Kasi BEPO- |HUIO Ipsi-
SITHOCTH MTOOOYHBIX 3((PEKTOB HA  |MOTO OMIM-
0oJiee TO3HUX CpOKax GepeMeHHO- |pyOuHa 3a
cru [20, 21] CYET KOHKY-
PEHTHOTO
CBSI3BIBAHUS
¢ OesikaMu

[3]
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Ipunoxenue 2 (okoHuaHue). OCcOOEHHOCTM TIPUMEHEHMS] aHTUMUKPOOHBIX
TpenapaToB y OepeMEeHHbIX KSHIIMH

I'pynna npe- |Kareropus puc- |Cnoco0- |/lannbie o 0e3onmacHoctu npumenennsi |OcodeHHOCTH
napaToB ka FDA [1] HOCTb MPO- |BO BpeMsi GepeMeHHOCTH MeTabom3mMa
HUKATh Ye- npenapara y
pe3 I'TIb 0epeMeHHbIX
Ty0epKy.1o- Het naH- |Be3omnacHble npenapaThl MepBoii Het naHHBIX
cTaTHYecKune HBIX JIMHUU Y OepeMEHHBIX: U30HUA3U,
pudaMnuirH, 3TaMOyTOJ, MUpPa3u-
Hamun [5, 22]
IIpoTHBOrpuUOKOBBIE
A305BI C — ¢nyko- |[a Ha xuBoTHBIX Mozensx u y aoaeit |HeT manHbIX
Ha30J1, UTpa- Jl0Ka3aHa TepaTOreHHOCThb (aHOMa-
KOHa30J1, 1Mo- nuu ckenera) [23]
3aKO0Ha3011,
M3aBYKOHA30JT;
D — Bopu-
KO-Ha30J
OXxuHOKaH- |B — aHuayna- [[da Ha XuBOTHBIX Moaensix AokazaHa |HeT maHHBIX
JIMHBI (GyHIUH, TepaTOreHHOCTh [23]
C — xacno-
GyHTUH, MU-
KayHruH
@ayrmuTosuH | C Na Ha xuBoTHBIX Mozessix noka3aHa |Her maHHBIX
TepaToreHHOCTh [23]. OnucaHbl
cydan 06e301acHOTO UCIOJIb30Ba-
Hus y moneit [24, 25]
[TonueHst B Her nan- |Amdotepuiiud B u ero nunuaneie |Her naHHbIX
HBIX aHajoru 6e3ornacHbl y GepeMeHHbIX
[23]
I'TIb — remarorutatieHTapHbiit 6apbep; FDA — YnpaBineHue nmo KOHTPOJIIO 32 KAUeCTBOM -
LIEBBIX MPOAYKTOB U jiekapcTBeHHBIX cpenctB CIIA (U.S. Food and Drug Administration).
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MpunoxeHue 3.

CumnTomMaTMyecKan neKkapcTBeHHasn
Tepanusi CUCTEMHOro macToLuTo3a
BO BpeMs 6epeMeHHOCTU

I'pynna Jlekaper- | Kare- | ITocieacTBust aias GepeMeHHOCTH CoBMeCTHMOCTD
npenapaTos BEeHHBII ropust C IpyAHBIM BCKAapMJIU-
npenapar | pucka BaHHEM
(MHH) FDA
BrokaTopst Xnopde- |B OTcyTCTBHME MOBBIIIEHHOTO pucka |C 0CTOPOKHOCTHIO
H,- peuenro- |HupamuH BPOXAECHHBIX 1e(eKTOB
OB TIEPBOTO
Il?IOKonelimﬂ Numen- |B OTtcyTcTBUE MOBBIIEHHOTO prcka |C 0CTOPOXKHOCTHIO
TUAPUHAT aHOMaJIMH 11oja
Hudpen- |[B HescHo, onucansbl ciyyau ¢ pac- |['pyaHoe BCkapmiim-
TUApaMUH LIeJMHON HEGa BaHUWE MPOTUBOIO-
Ka3zaHo
Tunpo- C OrcyTcTBME MOBBIILIEHHOTO pucka |He pekomenmyercs
KCU3UH BPOXIEHHBIX 1e(EeKTOB, HO HE
PEKOMEHYeTCsI Ha paHHUX CPO-
Kax 0epeMeHHOCTU
Hokcuna- |C OnucaHbl ciyyau ¢ aedeKkTaMu He pexomeHnyetcst
MUWH HEPBHOI TPYOKHU, TYOBI (3a14bst
ryba), paciueanHoit HEGa, rumo-
TUIa3ueid JIeBbIX OTIENIOB cepalia
Brokaropsl Lerupu- |B OTCcyTCTBME MOBBIILIEHHOTO pucka |C OCTOPOXKHOCTBIO.
H,- peuento- |3uH BPOXICHHBIX 1e(EeKTOB TpebyeT HabII01€-
POB BTOPOTO HUSI 32 TPYAHBIMU
MOKOJIEHUS NIeTbMM Ha TIpeIMeT
COHJIMBOCTH, Pa3-
JIPAXXUTEIbHOCTH
JleBomie- |B OTtcyTcTBHE TOBBILIEHHOTO pucka |He pekoMmenmyetcst
TUPU3UH BPOXAECHHBIX Ae(eKTOB
Jlopata- |B OTtcyTcTBUE TIOBBILIEHHOTO pucka | Hemoctarouno maH-
IUH BPOXAEHHBIX TOPOKOB Pa3BUTHUS; |HBIX

OIIMCaHBbI ClIydyau Tumocraiunu
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IIpunoxenne 3 (oxoHuaHue). CUMIITOMATUYECKAs JIEKApCTBEHHAsI Teparust
CHUCTEMHOTO MacTOIIMTO3a BO BpeMsi OepeMeHHOCTH

I'pynna Jlekaper- | Kare- | ITociiencTBust 1jisi GepeMEeHHOCTH CoBMecTHMOCTD

npenmaparos BEHHBIi ropus C I'PYIHBIM BCKapMJIH-
npemapar | pucka BaHHeM
(MHH) FDA

Biokaropst dexkco- C Het naHHBIX HenocrarouHo maH-

H,- peuenro- |denanun HBIX

OB BTOPOTO

?{oxone:nﬂ [esnopa- |C HexenatenbHble siBieHust B uc- | HenoctarouHo naH-
TaauH CJIeOBAHUSIX Ha XWBOTHBIX HBIX

Biokaropst HumeTtu- |B OrcyTcTBME MOBBILIEHHOTO pucka |He pekomenmyercs

H,- peuento- |nmn BPOXICHHBIX 1e(heKTOB

OB

p ®amoTu- |B OTcyTCTBME MOBBIILIEHHOTO pucka |C 0CTOPOKHOCTHIO
IIUH BPOXICHHBIX 1e(heKTOB
Panutu- |B OTcyTCTBME MOBBIILIEHHOTO pucka |C 0CTOPOKHOCTHIO
IIUH BPOXKJIEHHBIX NeHEKTOB

Crabunuzaro- |Kpomo- |B BesonaceH npu 6epeMeHHOCTH HenocratouHo naH-

pBI MeMOpaHBbI |JIUH HBIX

TYYHBIX KJie-

TiK Kerotu- |C HexenatenpHble siBieHus B uc- |He pekomenayercs
en CJIeIOBAHUSIX Ha KUBOTHBIX

AHntH-IgE Owmanusy- |B OrcyTcTBME MOBBIILIEHHOTO pucka |He pekomenmyercs

AHTUTEJIO Mab BPOXICHHBIX 1e(EeKTOB

AHtaronuct |Monreny- |B OTtcyTcTBHE MOBBIIEHHOTO prcka |C 0CTOPOXHOCTHIO

pelenTopoB Kact BPOXIECHHBIX Ne()EeKTOB

JIEUKOTpUEHA

FDA — VYmpaBienue mo KOHTPOJIO 32 KaYeCTBOM MUIIEBBIX MPOIYKTOB U JIEKAPCTBEHHBIX

cpenctB CLIA (U.S. Food and Drug Administration).
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nagement in a rare disease. Front Oncol 2022; 12:874178. DOI: 10.3389/
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2. Kar S, Krishnan A, Preetha K, Mohankar A. A review of antihistamines used du-
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