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1. METOAOJIOI'A CBOPA NOKA3ATEJIBCTB

MeToabl, HCNOJIL30BAHHBIE 115 c00pa / celeKIMH J0Ka3aTeJIbCTB:

[Touck myOnukanuii B CIEMUATU3UPOBAHHBIX IEPUOJUYECKUX I€YAaTHBIX M3JAHUAX C
umnakT-pakropom > 0.3;

[Touck B 37IEKTPOHHBIX 0a3ax JaHHBIX.

ba3bl JaHHBIX, HCN0JIL30BAHHBIX ISl cOOpa / ceJIeKIUM 10KA3aTeJIbCTB:
JlokazarenbHOM 0a30d Uil PEKOMEHAAlMi  SBISAIOTCS MyONMKALMK, BOIIEAIINE B
KoxpaitHoBckyto O6mOmmoreky, 6a3bl manapix PUBMED u MEDLINE. I'myouna mowucka
cocrasisuia 30 Jer.

MeToabl, HCTIOJIBL30BAHHBIE /IJISl AHAJIN3A I0KA3aTeJIbCTB:
e (O030psI OIYOIMKOBAHHBIX METa-aHAIIU30B;

e CucremaTudeckue 0030pbl C TAOIUIIAMU TOKA3aTEIIbCTB.

Metoabl, HCIIOIb30BAHHBIE 1JI51 KAYeCTBA U CHJIBI I0KA3aTeIbCTB:
e KoHCeHCyC 3KCIIEPTOB;

e OIleHKa 3HAYMMOCTH JIOKA3aTEIbCTB B COOTBETCTBHU C PEHUTHHIOBOM CXEMOM
JoKa3aTenbCTB (Tadm. 1).

Tabnuua 1.
PeiiTuHrOBas cxeMa J1JIsi OLEHKH CHJIbI 10KA3aTeJbCTB
YPpOBHU 10Ka3aTEIbCTB Onucanue
1++ Merta-aHanu3bl  BBICOKOTO  KayecTBa, CHCTEMaTHYECKHE  0030pbl

PaHIOMHU3UPOBAHHBIX KOHTponupyembix uccienosanuit (PKW), noun PKU
C OYEHb HU3KUM PUCKOM CUCTEMATHYECKHUX OIIUOOK

1+

KauecTBeHHO MpPOBEACHHBIE METa-aHAIU3bl, CUCTEMATHYECKHUE 0030pbI
niu PKU

1-

Merta-ananussl, cucremaruueckue 0030pbl unu PKU ¢ BeicokuM puckom
CHUCTEMATHYECKUX OIITHOOK

2++

BricokokauecTBEeHHBIE CHCTEMAaTHYECKUE 0030pbl HCCIEAOBAaHUN CTydaii-
KOHTPOJIb WJIM KOTOPTHBIX MCCJIENOBAaHUN C OTCYTCTBUEM HJIM OYEHb
HU3KUM PUCKOM 3(PPEKTOB CMEMIMBAHUS UM CUCTEMAaTHYECKUX OIINOOK
Y BBICOKOM BEPOSTHOCTHIO IPUYMHHON B3aHMOCBSI3H

2+

XOpomo NMpoOBEAEHHBIE UCCIIEN0BAHNS CIIy4ali-KOHTPOJIb NI KOTOPTHBIE
UCCIIEIOBAHUSI CO CPEJHUM PUCKOM 3((}EKTOB CMEIIMBaHUS WM
CHUCTEMAaTUYECKUX OIIMOOK M CpelHed BEpPOSITHOCTHIO MPUUMHHOM
B3aUMOCBSI3H

UccnenoBanus Ciay4ail-kOHTPOJIb WMJIM KOTOPTHBIE HCCIIEIOBAHUS C
BBICOKUM DPHUCKOM J(PQPEKTOB CMEIIMBAHUS WIH CUCTEMAaTHYECKUX
OIMOOK U cpe/iHel BepOsSTHOCTHIO MPUYMHHOMN B3aUMOCBSI3U

w

He ananuTuyeckue uccieqoBaHMs (OHI/IcaHI/I}I CJIY4acsB, CCpI/Iﬁ cnyqaeB)

MHeHue SKCepToB




METO/I0JI0OT U PASPABOTKHA PEKOMEHJAIITAIA

Onucanue METOIUKH aHAJIHN3A 10KA3ATEJIbCTB U Pa3padoTKU PeKOMEHIAlMii:
I[Ipu orbGope myOnukanuid, Kak TMOTCHUUAIbHBIX HCTOYHHUKOB  JIOKAa3aTEIbCTB,
UCIIOJIb30BaHHAs B KaXJIOM HCCIIEJOBAHMM METOAOJOrHS H3ydaiach s TOrO, 4YTOOBI
yOeIUThCS B €€ COOTBETCTBUU MPUHIUIIAM JJOKA3aTeIbHONH MEIUIIUHBI. Pe3ynbraTr u3ydenus
BIIUSUT HA YPOBEHb JI0Ka3aTelIbHOCTH, NMPUCBAUBAEMbIil MMyOJUKALIUK, YTO B CBOIO OYepelb
BIIMSET HA CUJLY, BBITEKAIOLIUX U3 HEE PEKOMEHIALMM.
Metononorndyeckoe u3ydeHue (pOKyCcHpOBajJOCh HA OCOOEHHOCTAX JW3aiiHa HCCIEIO0BaHUSA,
KOTOpBIE OKa3bIBAJIN CYIIECTBEHHOE BIMSIHUE HA KAYECTBO PE3YyJIbTAaTOB U BBHIBOJOB.
C Uenpl0 UCKIIOYEHHS BIUSAHUA CYOBEKTUBHBIX (DAKTOPOB KaXJI0€ HCCIeI0BaHUE
OLICHMBAJIOCh HE3aBHCHMO, KaK MUHUMYM JBYMsI HE3aBUCHMBIMU WIEHAMU AaBTOPCKOTO
KOJUIeKTHBa. Pa3nuums B olieHKe 00CYKJaINCh HAa COBEIIAHUSIX paboyeil rpynnbl aBTOPCKOTO
KOJUIEKTUBA JJAHHBIX PEKOMEHIALUMN.
Ha ocHoBanum aHanm3a J[0Ka3aTeIbCTB IOCJIEIOBAaTeNIbHO ObUIM pa3paboTaHbl pa3zeiibl
KJIIMHUYECKUX PEKOMEHJAUUN C OLEHKOW CHJIBl B COOTBETCTBHUM C PEUTUHIOBOM CXEMOU
pekoMeHnanuii (Tadim.2).

Metoabl, HCII0/Ib30BaHHBIE 1J151 (POPMYJIMPOBAHUS PEKOMEH/IALMIA:
e KOHCEHCYC 3KCIIEpPTOB;

e OueHka 3HAYUMOCTH PEKOMEHJALUNH B COOTBETCTBUU C PEUTUHIOBOM CXEMOM

(Tabmn.2)

Tabmuma 2.
PeiiTuHroBasi cxema JJIsl OIeHKH CHJIBI pekoMenaanumii [13]

YPOBHM 10KA3aTENbCTB Ornucanue

Pexomennanyu OCHOBAHBI:

[0 MEHbLIeH Mepe, Ha OJIHOM MeTa-aHaju3e, CUCTEeMaTHYecKoM 0030pe
nnmn PKU, oueneHHbx kak 1++, HanmpsmMyl0 NPUMEHUMBIX K IEJIEBOU
MONYJISALUUA U JEMOHCTPUPYIOLIUX YCTOMYUBOCTD PE3YyJIbTaTOB

WIIN

IpylIe JOKa3aTelbCTB, BKIIOYAKOIIUX PE3YJIbTaThl HCCIEAOBAHUM,
OLICHEHHBIX KaK |+, HapsAMyr NPUMEHUMBIX K LEJIEBOM MOMYISIUN U
JIEMOHCTPHUPYIOIUX OOy YCTOWYMBOCTh PE3YJIbTaTOB

Pexomenmanmm oCHOBAHBI:

Ha TpYIIE JI0Ka3aTeJIbCTB, BKIIOYAKOIIMX pe3yJbTaThl HCCIIECIOBAHUM,
OIIEHEHHBIX KaK 2++, HaMpsSMYyI MPUMEHUMBIX K IEJICBOU MOMYJISIIUN U
JEMOHCTPHUPYIOMIUX OOIIYI0 YCTOHYHBOCTH PE3yIbTATOB

AN

AKCTPANOJIMPOBAHHBIX OKA3aTEIbCTB U3 UCCIEAOBAHNM, OLICHEHHBIX KaK
1++nmm 1+

PexoMeHanmm oCHOBaHBbI:

Ha TpyNme JI0Ka3aTesIbCTB, BKIIOYAIOIINX pEe3yJIbTaTbl HCCIEAOBaHUM,
OIICHEHHBIX KaK 2+, HaNpsAMYyK NPUMEHUMBIX K LEJIEBON MOIMYISIUU U
JIEMOHCTPHUPYIOMIUX OOIIYI0 YCTOWYUBOCTh PE3YJIHTATOB

1581051

AKCTPANOJIMPOBAHHBIX JTOKA3aTEIbCTB U3 UCCIEIOBAHMI, OLIEHEHHBIX KaK
2++

PexoMeHmanmm oCHOBaHbBI HA JI0KA3aTeJIbCTBAX YPOBHS 3 win 4
W
AKCTPANOJIMPOBAHHBIX JTOKA3aTEIbCTB U3 UCCIEIOBAHMM, OLIEHEHHBIX KaK

2+




HNuaukaropbl 100pokadecTBeHHON KuHMYeckoit mpakTuku (Good Practice Points —
GPPs):

T00pOKayeCcTBEHHAss TPAaKTHKa PEKOMEHIAIMi OCHOBBIBAETCS Ha KBAIH(QHUKAIMH U
KJIMHUYECKOM OIIBITE aBTOPCKOTO KOJUIEKTHBA.

METO/IOJIOT S BATUAN3ALIAN PEKOMEH IALINIT

MeToabl BAJIUAM3AIUN PEKOMEH/IAIHIi:
e BxemHss dkcniepTHas OLECHKA;

e BHyTpeHHSs IKCIIEpPTHAS OICHKA.

Onucanue MeTOANKH BAJTUAMZANUN PEKOMEH AU
Hacrosimmue pekoMeHAauu B MPEIBAPUTEILHOW BEPCHUH OBLTH PEIEH3UPOBAHBI HE3aBUCUMBIMU
SKCIIEpPTaMH, KOTOPBIX MONPOCUIIN MIPOKOMMEHTUPOBATD, HACKOJIBKO KauyeCTBECHHO
WHTEPIPETUPOBAHBI JI0KAa3aTeIbCTBA UM pa3padOTaHbl peKoMeHJanuu. Takxke Obla TpOBEIECHA
SKCHEPTHAs OLIEHKA U3JI0’KEHUSI PEKOMEHIallUi U UX JOCTYIHOCTHU ISl HOHUMAaHUSI.
[IpenBaputenbHas Bepcusi peKOMEHIAIMN MPEACTABISIaCh U 00CYXKIanach Ha 3aceJaHuu
OkcneprHoro CoBeta mo npobiemam Oone3nu [omie u HaydHbIX KOoH(epeHusax HarpoHnanbHOTO
reMaToJI0THYeCKOro o0IIecTBa.
PekoMenganuu 0o0CyXIe€HbI U OJOOpEHBI BEIYIIMMHU CHEHHATUCTAMH MPOQPHIBHBIX
®PenepanbHbIX HEHTPOB PO 1 mpakTHYECKUMU BpadyaMU.

OxoHuaTe/bHasI pelaKIUs:

JUis OKOHYATEeNbHOM pelakUMU M KOHTPOJIS KadecTBa PEKOMEHJAIMM ObUIM MOBTOPHO
MMpoaHAJIU3UPOBAHBI YJICHAMH aBTOPCKOI'0 KOJIJICKTHBA, KOTOPLIC NPUIINA K 3aKIIIOYCHHUIO, YTO BCC
CYLIECTBEHHbIC 3aMEYaHHWs W KOMMEHTAapUM DSKCIEPTOB MPHUHATHI BO BHHMMAaHHUE, PHUCK
CUCTEMATUYECKUX OLIMOOK IpH pa3paboTKe CBEAEH K MUHUMYMY.

[Tocnenanee oOcyx1eHNE U MpaBKa MPOEKTa KIMHUYECKUX peKoMeH1anuil Obuia B ¢eBpane 2014 ¢

Ha 3acenanuu [IpoduabHON KOMUCCHU IO CTICIIMAIBHOCTU «I €éMaToorus» ¢ yTBEPKIACHUEM Ha
3acempanuu [IpodunbHol KoMuccuu 1o cneruanbHocT «I'ematonorus» B HosiOpe 2014,



2. AyrouMMyHHbIe remojinTuueckue anemuun (AUI'A) — rereporernas rpymnmna

ayToarpeccUBHBIX  3a00JIeBaHUH U CHUHIPOMOB, OOYCJIOBIIEHHBIX  pa3pylICHHEM
SPUTPOLIUTOB, KOTOPOE BBI3BAHO HEKOHTPOJIUPYEMOM MPOIYKIMEH aHTUTEN MPOTUB
coOcTBeHHBIX 3puTporuToB. AUT'A Berpedatorest ¢ wactoroit ot 1:41 000 mo 1:80 000 B
THOOBIX BO3PACTHBIX TPYIIAX; COOTHONIEHUE JKCHITUH B MYX4HuH coctaBiser 2:1. [lepBoie
ormmcanus AUT'A otHocsatcs k konmy XIX Beka [1]. W. Dameshek u G. Schwartz (1938)
BIICPBBIC TOJYYWIA OJKCIEPUMEHTAIBHYI0O HWMMYHHYIO T'e€MOJUTHYCCKYIOAHEMUIO
Baxneiimuvu stanamu B uzydeHun AUI'A cramu paspabotrka R. A. Coombs c¢ coasr.
(1945) merona BbIsBICHHS (PUKCUPOBAHHBIX HAa OSPUTPOIMUTAX HEMOJIHBIX TEIJIOBBIX
arrIIOTUHUHOB—IIPSMOTO aHTUTIIOOYJIMHOBOTO TecTa, Ha3BaHHOro mnpoboit Kymbca, a
Takke pabotel J. V. Dacie, NposSCHUBIIErO MHOTHE KIMHMYECKHE U JiabopaTOpHbIE
npoOiieMbl. B Hamieil cTpaHe BHEAPEHUIONPEJICTABICHUNW O JHMAarHOCTHKE, KIWHUKE H
JICYCHUW pa3IudHbIXx BapuaHTOB AWMIA B MOBCEAHCBHYIO KIMHHYECKYIO IPAKTUKY
cnocobctBoBanu ucciaenaosanus M. A. Kaccupckoro, 0. U. Jlopwe,JI. . Unenscona u ux
IIOCJIEI0BATENIEH.

2.1 Knaccudukanus u npuyuHbl pazsutusa AUTA

AUT'A pazgensior Ha MepBUYHBIE (MAMONATHYECKHE) U Oojee pacnpocTpaHEHHbIE
BTOpUYHbBIE, BCTPEUAIOLIMECs MpHU JIpyrux 3adosneBaHusx. Bropuunsie AUT'A wyaime Bcero
COMPSKEHBI ¢ JIMMQOIUTAPHBIMU OMYXOJSMHU, CUCTeMHOW KpacHOoW Boidankou (CKB),
PEBMATOMIHBIM apTPUTOM, a TaKkKe C HECIeUU(UIECKUM S3BEHHBIM  KOJHUTOM,
BPOXKJICHHBIMH HWMMYHOJICDUIIUTAMH, PAKOM TOJICTOW KHIIKH, JIETKHX, JKEIyIKa u
SUYHUKOB, HEKOTOPbIMU HH(peKuusMu. B onHux cinydasx AWUI'A oOHapyXHUBaiT B XOJ€
JUINTENIBHO TeKyIleil 60e3HH, a B PYyTrUX reMOJIN3 NPEeAIecTBYET MPOSBICHUIO YKa3aHHBIX
3a00JIeBaHNi, HEPENIKO 3aTPYyIHSS CBOEBPEMEHHYIO TUarHOCTHKY.

IIo MCEXaHU3MY pa3spymicHus OPUTPOLUTOB BBIACIIAIOT BHYTpI/IKJ'IeTO‘-IHLII\/’I,
BHYTpI/ICOC}/')II/ICTHﬁ U CMEIIaHHBIN BapuaHT I'eMOJIn3a.

Ceponornyeckue CBOMCTBAa ayTOAHTUTEN Jerinu B ocHOBY neneHuss AUI'A Ha derwipe
bopMmBI:

1) c HeMONMHBIMU TEIIOBBIMU arrroTHHUHAMHU (80% Bcex OONBbHBIX);
2) ¢ NOJIHBIMU XOJO0J0BBIMU arrmoTHHUHAMU (12—15% Beex ciyuaes);
3) c TEenI0BBIMU TEMOJIN3MHAMY;

4) ¢ nByx(a3HbIMH X0J0A0BBIMU remMonu3nHaMu Jlonata—IJlanamreiinepa (kpaitHe peakas
U, KaK IpaBWiIo, BTOpUYHas Gopma npu cudmince U BUPYCHBIX UHPEKIUAX). THI aHTUTEN
BOMHOT'OM OIpeAessieT KIMHUYECKUE MPOSBICHUS TeMOJN3a, BHIOOD JICUeHHS U

nporHo3. JlaHHBIX pEeKOMEHJAlM KacaloTcs ABYX IEpBBIX (OPM, MOCKOJBKY 3a Hally
MHOT'OJIETHIOIO TPAKTUKY FeMOJIU3UHOBBIE (3- 1 4- 51 hopMBI )

[Tpuunna passutus AUI'A —cCpblB UMMYHOJOTHYECKOM TOJIEPAHTHOCTH K COOCTBEHHBIM
aHTUT€HaM. MexaHu3M 3TOro mporecca 10 cux nop He usydeH. Ilockoneky AUI'A penkoe
3a0o0JeBaHNe, HE HCKIIOYEHO, YTO TOTOBHOCTh K MOJOOHBIM HapyIIEHUSIM B KaKOW-TO Mepe



00yCIIOBJIEHa TEMU WJIM UHBIMH TeHeTndeckumu nedekramu T-nmumdounrtos. [lokazaHo, 4to
npu AUT'A, Kkak ¥ TpU MHOTHX JPYTHUX ayTOArpecCHBHBIX 3a00JIEBaHHSIX, UMEET MECTO
MOJaBJICHUE CYNpeccOpHOW (QYHKIUM TnuMEPOUUTOB, YTO CHOCOOCTBYET YBEITHYEHUIO
nonynasuu B-mumdonuTos, 00pa3yonmx aHTUTENa MPOTHB COOCTBEHHBIX CTPYKTYp. CphIB
TOJISPAaHTHOCTH HPOHMCXOJHT, KOTAa OHA (POPMHUPYETCS B MPUCYTCTBHHM MAJIbIX KOJHYECTB
aHTUreHa. ToJEpaHTHOCTb, pa3BHUBINAACA IIOCJAE€ KOHTAKTa C OOJBIIMM KOJUYECTBOM
aHTHUTEHA, MPAKTUYECKU He Mcue3aeT. B kauecTBe mpumMepa OOBIYHO MPUBOAST OTCYTCTBUE
ayroarpeccuu nmpotuB aHTUTeHOB cucTeMbl ABO. Pazimmuunbie hopmer AWT'A MOryT UMETh B
CBOCH OCHOBE pa3Hble Beayllue NpUYUHBL. VIMEIOTCs CcBeJeHHs O BBISBICHUU
AHTUIUMQOIUTAPHBIX ~ AHTUTENl WM AHTWIMMQOIMTOTOKCMHOB  TNPH  Pa3IMYHBIX
ayTOMMMYHHBIX 3a0oneBaHusx. [Ipn  B-KJIETOYHBIX OMyXOJSX ayTOAHTHTENA — MPOIYKT
OITyXOJIEBOT'O KJIOHA.

CBoiicTBa ayTOAHTUTEI ONPEIEISIOT 0COOEHHOCTH pa3IndHbIX popm AUTA.

HenosHple ayToarryiOTHHBI BBI3BIBAIOT ArrIIOTUHALMIO 3PUTPOLUTOB TOJIBKO B BOJHO-
COJIEBOM cpefie, B TO BpeMs Kak JIeHCTBUE MOJHBIX MposIBiIAeTcs B J1000i cpene. Henonnbie
TEIUIOBBIE aHTUTENa (UKCHPOBAHBI Ha DJPUTPOLMTAX W B3aUMOJCHCTBYIOT 4Yepes
Fc-pparmentsr mmmyHornoOynuHOB ¢ Fe-pementopamu Makpodaros, m33a 4ero TepseTcs
4yacTb MEMOpPAHbI 3PUTPOLUTA, U3MEHSETCS €€ OMO(U3NUECKOE COCTOSHUE U MPEXKIE BCEro
CBOWCTBA MOHHBIX KaHAJIOB. JTO MPUBOIUT K 00pa30BaHMIOMHKPOC(EPOIIUTOB U PE3KOMY
YCKOPEHHUIO pa3pylIeHUs (CeKBECTPALMK) SPUTPOLIUTOB B CEJIE3€HKE, a MHOTJA U B IIEYCHH.
X0JI0A0BBIE aITIIFIOTUHUHBI BBI3IBAIOT TPAH3UTOPHOE CKIEUBAHUE YPUTPOLIUTOB HA XOJIOE,
4YTO MNPUBOAUT K (UKCAMM U AKTUBAIlMM KOMIUIEMEHTAa Ha HX IOBEPXHOCTU C
HOCJEIYIOIMM MOBPEXJICHUEM MeMOpaHbl. ['e€MONM3MHBI aKTUBUPYIOT KOMIUIEMEHT,
MOBPEXIAIINN MeMOpaHy BHYTpH cocyauctoro pycna. I[lpu stoit dopme AUTA
MH(EKIMOHHBIA areHT MOXET UMETh CXOJICTBO C aHTUT'€HHBIMH CTPYKTYpaMH 3pUTPOLIUTA
WIM Ha NEPBOM 3Talleé HECKOJbKO BUIOWU3MEHSTHh UX, YTO B IOCIEAYIOIIEM MPUBOAUT K
ayroceHcuOunu3anuu. Haubonee wacro B pa3Butuu AWI'A npuHMMalOT ydacTue JaBa
knacca antuten: 1gG n IgA nnm IgG u IgM, a Takke KOMIUIEMEHT, 4TO ONpENesaeT KakK

natodusuosnoruto, Tak u seuenne AUI'A. [gManTutena akTuBHO (UKCUPYIOT KOMIUIEMEHT,
MpU ATOM, Kak mpaBwiio, mpsimasi npoba KymbOca otpunarenvHas. Y NaHHOW KaTerOpHH
OOJNBHBIX CIUICH3KTOMHSI HE TMPHUBOJUT K IMPEKPAIIEHUI0 TeMOJIu3a, IIOCKOJIbKY B
paspyLIEHUH SPUTPOLIMTOB AKTUBHO YYaCTBYIOT (DarolUThI IEYESHH.

2.2 Knunnyeckue u jadopaTopHble nposiiaenuss AUTA

OcHoBHbIE KITMHUYECKHE U TabopaTtopHble mposiBaeHuss AU’ A—nopmouuTapHas aHeMus ¢
OBICTPO HapacTarolleil ciaboCcThI0 U MJIOXOW afanTanuel Jake K YMEPEHHOMY CHUKEHHIO
reMorjao0nHa, OJeIHOCTh M JKENTYIIHOCTh KOXHM U CKIIep, Hepeako cyodeOpuibHas
TeMIeparypa 1 HeOOJIbIIOe YBEIUYeHHEe pa3mMepoB cene3eHku. CruieHOMeranus y naiueHTa
crapme 50—60 ner, kak npaBuio, 3acTaBiseT AymMaTh o BropuuHoi AUI'A, cBszaHHOM C
muMdonposmpepaTuBHbIM 3a60neBaHueM. [Ipyu X01010BOM TreMarrIrOTHHUHOBOM 00JIe3HU
CTETEeHb aHEMUH KOJIeOJIETCsl B IMPOKOM JIMana3oHe, HO, KaK MPaBUJIO, aHEMHsI BbIpakeHa
YMEPEHHO U COIMpPOBOXAAETCS CHMITOMAaMH, CBSI3aHHBIMU C (EHOMEHOM CKJIEUBaHUS



SPUTPOLUTOB, YTO 3aTPYJHSET IPOBEACHUE aHaIu3a KpoBU. [lpn unTeIbHOM OXJIaXKAeHUN
BO3MOXKHO pa3BUTHE cHUHApoMa PeitHo, HeKpo30B U OpoHXOCTa3Ma.

JIabopaTopHoe oOcieoBaHNE BBIBISIET CHIKCHUE YPOBHS FeMOTJIO0MHA, OT YMEPEHHOTO
10 26—36 1/11, 1 COOTBETCTBYIOIIEE YMEHBIICHNE KOJIMYECTBA SPUTPOLUTOB IPH BHICOKOM
peTukynonuro3e. Yucio JEHKOUUTOB M TPOMOOIMTOB OOBIYHO HE HM3MEHEHO, HO IpH
MHTCHCUBHOM T'€MOJIU3€ BO3MOXKHBI JICHKOIIMTO3 C OMOJIOKEHHEM JICHKOLUTapHOU
dopmyIbl, a Takke TPOMOOLIUTO3 UITH TPOMOOIIMTONEHUs. B Ma3ke nepudeprnueckoil KpoBH,
KaKk [paBWJIO, — COYETAHHE MHUKPOCPEPOIUTOB C KPYHHBIMH OPTOXPOMHBIMU
SPUTPOLUTAMH, HO B 3aBUCHMOCTHM OT CBOICTB aHTUTENI MOTYT OBITH XOJIOIOBAs
arraloTHHAIMA W, WHOT/A, MIHMCTONUTHL. KiltoyeBble M3MEHEHHS OHOXMMHUYECKUX
HoKazaTelnei KpoBH: runeponnpyonHeMus (mpeodiasaeT HenpsMas, HeKOHBIOTHPOBAaHHAS
¢pakus), noseimenne aktuBHocTH JIJAIT B chiBopoTke B 2—8 pa3 (B 3aBUCHMOCTH OT
WHTEHCUBHOCTHU FE€MOJIN3A).

NHdpopmaTtuBeH MpakTUYECKH 3a0bITBIA IOKa3zaTelb (IPEIIIECTBEHHUK KpeaTHMHUHA
CBIBOPOTKH )—TIOBBIILIEHHBIH CPEIHUI YPOBEHb KpeaTUHA 3PUTPOLUTOB, XapaKTEPU3YIOIIHMI
crenieHb ux omonoxeHus. [Ipsimas mnpoba KymbGca B OonmpmIMHCTBE CiIy4aeB -
M0JIO’KUTENIbHASI, HO IPYU MAaCCUBHOM T'€MOJIN3€E, a TAK)KE IPU XOJIOJOBBIX U T€MOJU3UHOBBIX
¢dopmax AUI'A, Bbi3BanHbIX IgA niu IgM- ayroanTuTenamu, MoKeT ObITh OTPULIATEIHHOM.
[Tpu remomm3uHOBBIX (popmax AVT'A U TSHKETOM TeMOIMTUYECKOM KpH3€ C aKTHUBAIHEH
KOMIUIEMEHTa  OOHApy)KMBAlOT  IOBBIIIEHHE CBOOOJHOTO  reMOIjIoOMHa  IJIa3Mbl
(reMOrJIOOMHEMHS), TEMHbBIH, OypbIii WM BHIIHEBBIH [BET MOYH (reMOrTIOOHHYpHS),
HOJIOKHUTEIbHBIE ayTO- W IEPEKPecTHble TecThl X5Ma M Caxapo3HbIi; HHKyOauus
SPUTPOLMTOB OOJIBHOTO M JOHOPA B IUIa3ME€ U ChIBOPOTKE OosibHOrO npu 37°C B TeueHue
24—48 4 MOXET MPUBECTH K UX reMonu3y (Tectel Kpocou n Xerrmuana—Maiiepa). B Takux
ClIy4asXx C IOMOUIbI0  MPOTOYHOU LUTOMETPUM  HEOOXOIUMO  UCKIIOYHTH
MAPOKCU3MATbHYIOHOYHYHO HOUHYI0 TreMornobunyputo : [IHI-xmon »spurponuTos,
HEUTPOPUIOB U MOHOLIUTOB (MTPUOOPETEHHBIN AEPEKT KICTOUYHOM MEMOpaHbI, JTUIIAOIIII
€e 3alMThl OT MeMOpPaHOATaKyIOIIEro KOMIUIEKCa KOMIIEMEHTa,—OIpeaesseTcsl o
OTCYTCTBHIO 3Kcmpeccun peuentopoB CDS9, CD24, CDI14, CD66 u CDI16, a taxxe 1o
OTCYTCTBUIO (PUKCUPYIOILETO MX SKOPHOro Oedka B peakiuu ¢ (IIIOOPECHEHTHBIM
asponmu3uHoM [FLAER]). Mmeer 3HaueHue «CHHKEHHE» TalTOTNIOOMHA CBIBOPOTKH. DTOT
(eHOMEH 00YCIIOBJIEH TE€M, YTO TanTOINIOOMH, YK€ NMEePEeHACHIIEHHbI reMOrI00MHOM W3
pa3pyLIEHHBIX SPUTPOLIUTOB, MEPECTAET CB3bIBaTh JOOABICHHBIM B MPOOMPKY MEUEHBIN
reMorsioonH. M3MeHensl O6nodu3nueckue CBOWCTBAa 3PUTPOLUTOB, UX Ae(HOPMHPYEMOCTh
(MIaCTUYHOCTD), MIOTHOCTh ((PUIBTPYEMOCTh) U 3JEKTpodopeTHdeckas NoaBUKHOCTh. K
COXAJICHUIO, 3TU MPOCTbIE TECThl, OYEHb HH(POPMATHUBHBIC JIi JUATHOCTHKH DPAa3HbIX
aHeMUH M KOHTpPOJA A(PPEKTUBHOCTH JICUCHMS, PEIKO BXOIAT B apceHa] KIMHUYECKUX
n1abopaTopuil.

2.3 IndpdepeHunaabHblii 1MArHo3 U o0caeJ0BaHue

Ha mepBrix 3Tamax oOcienoBaHus HEOOXOAMMO OMPEASTUTh—OCTpasi WIM XPOHUUYECKAst
dopma AUI'A y nanHoro OonbHOro. BakHbl aHaMHeCTHYECKHE JlaHHBIE, MO3BOJISIOLINE
UCKIIIOYHUTD HACJIEICTBEHHYIO U BTOPUUYHYIO FE€MOJIUTHYECKYIOAHEMHUIO
JuddepeHnnanbHOAUNATHOCTUYECKHUN TUIaH 00CIeI0BaHUS:



001Irii aHaIu3 KPOBH, B T. 4. TPOMOOIIMUTOB U PETHKYJIOIUTOB (HE MEHEE TPEX pas);
OMOXMMUYECKHUI aHaTN3 KPOBH, BKIIOYAS:

dbpakuuyu OUIUPyOrHa;

aktuBHOCTH JI/IT';

AKTUBHOCTH aMHHOTpaHc(hepas;

o011IMi OeIoK;

CBOOOTHBIN TEeMOTJIOOWH TI1a3MbI M TallTOTJIOONH;

npsimas mpoda Kymoca;

TUTP XOJIOJIOBBIX arrIFOTHHUHOB;

Henpsimast mpoda Kym6Oca (o06s13aTenbHa IpU MHTEHCUBHOM I€MOJIM3€ U MPEIIECTBYIOIMINX
TpaHCPY3USIX IPUTPOLIUTOB);

oOumii ananu3 Mouu (00s13aTeNIbHA BU3yalbHasl OIEHKA [[BETa MOYH);
ornpejelicHue FeMOCHICPHHA, a TAKXKe JKeJle3a, MeJId ¥ F'eMOTrJIO0MHA B MOY¢E;

IMYHKIUA KOCTHOT'O MO3ra (mnepnnasml u MOp(bOJ'IOFI/IH OPUTPOUJIHOI'O POCTKA, KOJINYCCTBO
u MOp(l)OJ'IOFI/ISI J'II/IM(bOLII/ITOB, KOMIIIICKCBI ME€TACTaTUYCCKUX KJ'IeTOK);

TpenaHoouoncus (Mpu HEOOXOAUMOCTH);

UMMYHO(pEHOTUNIHPOBaHHE JUMMOIUTOB (IpH JUMOIUTO3E Nepudpepruueckoil KpoBU U
yIaJICHHOMN CeJIe3€HKeE);

BuTaMuH B12, ¢ponaT 1 roMOIIUCTENH CHIBOPOTKH;

nokaszarenan oOMeHa »xene3a (B TOM uucie TpaHceppuH, (EppUTHH  CHIBOPOTKU H
SPUTPOLIUTOB);

pa3BepHyTasl KoaryJiorpamma + BOJYaHOYHBINA aHTUKOATyJISHT;
peBmarosioruueckue npoOsl (antutena k HaruBHo# JIHK, peBMaTonaHbIit
bakTop, aHTUHYKJICAPHBII (akTop, aHTUTENA K KapIUOJUITUHOBOMY aH
TUTEHY);

UMMYHOTJIOOYyTUHBI CBIBOPOTKH (G, A, M) + KpuorioOynuHbl;
pertreHorpadus nerkux (mpu Heooxoaumoctu KT);
330(aroracTpoayoIEHOCKOMHS;

UPPUTOCKOIUS/PEKTOPOMAHOCKOIHS/KOJIOHOCKOTIINS;



VY3U opranoB OPIOIIHON MOJIOCTH U BHYTPUOPIOMTHBIX TUM(PATHUECKUX Y3JI0B, MAJIOTO Ta3a,
MPEACTATENbHOM JKEJIE€3bl, IIUTOBUIHOM HKEJIE3bI;

pU HEOOXOIUMOCTU—TOPMOHBI LIUTOBUAHOM Kele3bl, IPOCTATUYECKUN crenuduyeckui
AQHTUT€H, OHKOMapKepBhI.

Yacrora omubok npu auarHoctuke AUID'A npesbimaer 30% (nanusie ['HLI).

Huddepennmanbupiii  auarno3 AWMIA  mpoBomaT ¢ JAPYrUMH  3a00JIEBaHMSIMU,
MPOTEKAIOIIMMU C 3JIEMEHTAMU IeMOJIN3a:

B12nedunutHolt anemuei;

napoKcU3MallbHOW HOYHOH remornoounypueit (ITHD);

HACJICJICTBEHHOW C(hepOLIUTAPHON TeMOJIMTUYCCKON aHEMHUEH U IPYTHMH
HACJIEICTBEHHBIMU T€MOJIUTUYECKUMU aHEMUSIMU;

TPOMOOTUYECKON TPOMOOIIMTONIEHNYECKON MyPITypO;

MapIIeBO reMOTJIOONHYpHUEH;

0one3Hbpt0 Buiibcona (BcTpeuaeTcst 1€010T C TeMOJIMTUYECKOTO CUHAPOMA);
HECOBMECTUMBIMHU TPAHC(PY3USAMHU SPUTPOLUTOB (B YACTHOCTH, O€3 yueTra
pe3ycdenoruna);

reTePOMMMYHHBIMH ~ T€MOJIMTHYECKUMH aHEeMHMSIMU (TIEHULWUIMHBL, 11e()aToCIOpHHBI,
cyJib(paHUIaMU/Ibl, BAPYCHBIE U HEKOTOpBIE OaKTepHaibHble HHPEKIIUN).

2.4 Knununyeckue npoodjieMbl U Tepanus

Taxktuka neuenuss AWI'A 3aBucuT B TEpBYIO Ouepenb OT €€ CEepOJIOTUYECKOMN
PASHOBUAHOCTHU U OCTPOTEI TCMOJIMTUYCCKOTO KpHU3a. HpI/I JICUCHUN

KpHr3a nepBU4HON 1 BTopuuHON ANI'A npHHIMNNAIBHBIX pa3IMYnl HET.

HauOonpime ycnexu JOCTUTHYTHI B JIEYEHUH caMOM pacnpocTpaHeHHOH ¢popmbl AUT'A —
C TIOJIOXKHUTENBbHOW TpsiMoi mpobori  KymOca, BBI3BaHHOW HEIMOJHBIMUA TEIJIOBBIMH
arrmoTiHUHaMu. OCHOBHOE COJiep)KaHKe TaHHOTO pa3fiesia KacaeTcsi UMEHHO ATOH (POpMBI.
Csenenusi o apyrux, Oosjee penkux, ceposnorudeckux (opmax AWMI'A pa3po3HEHHBI U
IIPOTUBOPEYMUBBI. B TO BpeMs Kak NepedeHb UCIIOIb3YEMBIX JIEKAPCTBEHHBIX IIPENApATOB HE
UMeEeT CYIIECTBEHHBIX pa3inyuii, 3pdexruBHOCTh Tepanuu npu ANUT'A, BbI3BaHHBIX

TE€MOJIM3WHAMH U XOJIOIOBBIMU arrJIOTHHHHAMH, MEHBIIIE, TOATOMY 3Ty UH
dbopmMariio Mbl HE CTaJI BBIJCISITH B OT/ICTBHBIN pa3iel.
['TIOKOKOPTUKOUAHAS TePATIHS

Ha npotsbxennn noiyBeka He3aBucUMO oT (opmbl AUT'A niepBoii nuHuei



Tepanuu ocraBanuch TIOKOKOPTHKOUIBI (I['K) (MpeaHn30I0H U SKBUBAJICHT
HBIC JI03BI JIEKCAMETa30Ha, TPHAMIIMHOJIOHA, METHIIPEAHU30I0Ha). [Ipn

9TOM HayajibHas J03a MpeIHU30J0HA 3aBHCeNa, KaK IPaBHIO, OT OCTPOTHI IpoIecca.
OO6menpunsaTas HadayibHast jg03a — | Mr/kr B cytku (50—80 Mr/cyTt). YBenuueHue a03b1
npeaau3onona g0 2 wmr/kr/cytr (90—160 wmr/cyt) He yaydmiaeT pe3yibTaThl JICYCHHS,
OpuBOJs K OBICTPOMY pAa3BUTHIO XapaKTEPHBIX TSDKENBIX oOciokHeHui. IlepBblit
TeMOJINTUYECKUN KpH3, KaK TMpaBWIIO, yIAeTcs KynHpoBaThb. B TeueHWe IBYX HeEIENb
npeKpalnaeTcs najieHue reMoriodnHa, ucuaezaer runeprepmusi. Uepes 3—4 Henenn ypoBeHb
reMOTJIO0MHA MOKET JTOCTUTHYTh HOpMBI. CTpemiieHHe K OBICTPOMY YMEHBIICHHUIO JI03BI C
MOMEHTa HOpMall3allud remMorioOuHa wu3-3a mobOounoro pevctBus 'K (kymmnrowsn,
CTEpOHMJHbBIC SI3BbI, apTepHalibHas TUIEPTEH3Us, YrpeBas Cblllb C (POpMHUPOBAHUEM
THOMHUYKOB Ha KOXe, OakTepuanbHble WH(MEKIMH, caxapHblii auaber, OCTeonopos,
BEHO3HbIE TPOMOO3bI) BCErAa MPHUBOIUT K penuauBy remonusa. CHIKaTh 03y
MPEeIHU30JI0HA HAYMHAIOT Mo 5—10 Mr 3a 2—3 gHS W OPOJOIKAIOT 10 TEX MOop, MoKa
cyrouHas Jo3a He jpgocturer 25—30 wmr. Jlamee oTMeHa mpemnapata HpPOBOJUTCS
3HAYUTENBHO MemjIeHHee — 110 2,5 mr 3a 5—7 nueii. Ilocne moctukenust 403bl HUKe 10—
15 Mr Temm OTMEHBI OJDKEH OBIThH eile OOJbIlIe 3aMeUIeH. Takas TaKTUKa MPEAIoiaracT
POJOKUTEILHOCTD IPUEMA IPETHU30JI0HA B TeUeHUE 3—4 MecCsI1IEB.

IIpn MeHbIIEN NPOAOHKUTEIBHOCTH TMOMACPKUBAIOIIEH TEpalMd PELUAUB TE€MOJIM3a
npakTu4ecku Hem30exeH. CTOWKON peMICCHUH TOCTUTAIOT TOJIBKO Y 7—22% nanueHTos [2].
[Tpu GonpHIeH NIUTENBHOCTH JICYSHHS YUCIO KIMHMYECKUX PEMUCCHIA MOXKET YBEITHYUTHCS,
HO HapacTaloT U HexenarenbHble ABaeHus. [loBropHbie Kypcel 'K Hepenko naroT MeHbIINN
3pdeKT, B TO BpeMs KaK OCJIOKHEHHs IPEBPAIIAlOTCA B TEPANEBTHUYECKYIO NpoOsieMy,
KoHKypupymomyto ¢ camoid AUT'A. OCHOBHON MPUYMHON CMEPTU TaKUX OOJNBHBIX SBISETCS
HE TeMoiM3, a TpoMOo3bl, TpoMOOIMOONINHU, OakTepualbHble U TPUOKOBBIE HHQEKINH
(TTHEBMOHHUS, YPOCETICUC, CENTHUECKUI SHAOKAPIUT).

Juarno3 permausupymomei popmsl AUI'A, a TouHee pe3UCTEHTHOCTH K MEPBON JIMHUHU
Tepanuu, GpakTHuecku GopMHUpYETCs ocie MepBoro e peunausa remonusa. [lpu AUTA ¢
xononoBeiMU arrmoTuHUHaMu ['K, kak mpaBuio, Manod(p¢eKkTuBHbI, a HEOOBSICHUMbBIE
Kosie0aHusl YPOBHEW SPUTPOLIMTOB M TeMOrJo0MHA, Yallle TeXHUYECKUE, KOPPEKTUPYIOTCS
npu 37°C (mpumep: sputpouutst — 0,7 x 1012/1, mocne corpeBanus KioBeTol — 2,9 X
1012/51, 9TO IpeAOTBPATUIIO HEOOOCHOBAHHYIO TPAHC(PY3UIO SPUTPOLIUTOB).

B nuteparype Mano cBefeHH O MyJIbCTepanuu MeTHInpeann30aoHoM (10—30mr/kr/cyT)
i nexkcametrazoHoMm (40 mr/kr/cyt) npu AUT'A [3, 4], HO Tako# MOIXO UCTIOIB3YIOT MPH
CKB u ngpyrux KojuiareHo3ax. MeTuianpeqHu30iI0H o0blyHO BBOAAT mo 1000 mr/cyt B
TeyeHue 2—5 nHel (kak mpaBmiio, 3 aHeid). B MupoOBOH mpakTHKE MyJbCTEpaInio, Kak
NpaBUJIO, MIPUMEHSIOT Ul OOpbIBa TeMoiiu3a Ha nepBoM stane Tsbkenoil AUIA, a 3atem
BO3BpalIaoTca K 00biyHOMY nepopanibHomy npuemy 'K, onucannomy Bbliie. Pe3ynbratsl,
nonyueHusie B OBI'Y THI[ y 28 mnamuentoB (ot 18 mo 72 ner), mokasaiu, YTO
MHOTOKPAaTHBIE IyJIbCOBBIE TPEXIAHEBHBIE BBEACHMS METWINPEAHU30J0HA 3HAYMTEIBHO
YBEJIMYUBAIOT YacCTOTYy PEMUCCHUH U YMEHbBIIAIOT PUCK OCJIOXHEHUH IO CPaBHEHHUIO CO
CTAaHJAPTHBIM PEXKUMOM TropMoHoTepanuu (Tabm. 1 m 2). Kpome Toro, coOCTBEeHHBIE



HaOJIOACHUS BBIIBUIIM, YTO MOHUTOPUHI TaKMX MOKa3aTesled, Kak HOpMaiau3aus GpaKkiuu
He3penbix perukynomuroB (IRF — Immature Reticulocyte Fraction), cpemnero ypoBHs
KpeaTuHa SPUTPOLUTAX, QUIBTPYEMOCTH U PACHpPEIENICHHs] SPUTPOLUTOB MO IUIOTHOCTU
WIA  3JeKTPO(OPETHUECKOW TMOABMKHOCTH, HAapsly C BOCCTAHOBJICHHWEM YpPOBHEU
reMOTJI00MHA, SPUTPOLUTOB, PETUKYIONUTOB M aktuBHOCTU JIJAI' maer Oosee crporue
KPUTEPUN TOJIHOU peMuccuu. IlepeunciieHHbIe NOMOIHUTENbHBIE IT0KA3aTEIN aKTUBHOCTH
reMOJIN3a JOCTUT AN HOPMBI TOJIBKO I0CIE 6—8 KypCOB IIyJIbCTEPAINH.

BTropasi ¥ TpeThsl THHUH TePANUH
CiieH KTOMUSA

VYnaneHue ceine3eHKM B KauecTBE BTOPOM JMHUM TEpaluM IPOBOAAT OOJIBHBIM Kak C
UIMONATUYECKUMHU, TaK U ¢ BTOpuuHbIMH (opmamu AUI'A, xotopeie Oonee 4 mecsies
BBIHYX/ICHbI IPUHUMATh MPEJHU30JIOH, a TAKXKE B CIIydae OTCYTCTBUS PEMUCCUU B TEUECHUE
1—2 ner npu Apyrux BUAax JICYEHHUS.

JlnurenpHyro peMuccuio noiydaroT Oonee yem B 60% ciiydaeB, W JIMIIb OCTAOLIASCS
cnabomnoNoXuTeIpHON mpsiMas mpoda KymOca He MO3BOJSET CUMUTATh STUX OOJIBHBIX
BbI30pOBEBIIMMHU. B oTiimune ot AUI'A ¢ HENOJHBIMU TEIJIOBBIMUA ArrIIOTHHUHAMH, MPH
XOJI0JIOBOM TeMarrJlOTHHUHOBON 0O0JIe3HHU M TeMOon3UHOBBIX popmax AUT'A ¢ yyactuem B
reMojn3e KOMIUIEMEHTa BEpOSITHOCTh OE3pelMAMBHOrO TedeHus oyeHb Mana. B 20%
CIy4aeB YJAeTcsl JOCTHYb YMEHBIICHHUS TSDKECTH TEeMOJMTUYECKUX KPHU30B M 0O0bema
MEIMKAMEHTO3HON Tepanuu.

OrnpezeneHne MecTa IPEMMYILIECTBEHHOTO pa3pyILIEHUs 3pUTPOLMTOB, MeueHHbIX 51Cr nnmn
99mTcTeokcMMOM, IOBBIIAET OOBEKTUBHOCTH IMOKA3aHHMI K CIUIEHIKTOMHH. [lociaemnmuii
METO/I CONpPSDKEH C MEHBUIEH JIy4eBOM Harpy3kod W 3aHMMaeT BCero |—2 naHs, 4To
MPUEMIIEMO B HEOTJIOKHOU CUTYAIINH.

CrineHaKTOMHUSI, KaK MpaBuio, dQ¢GeKTUBHA MPU MOBBIIIEHHONW CEKBECTPAIMH SPUTPOIIMTOB
B cCeJe3eHKe M Majo TepClneKTHBHA TMpU AaKTUBHOM (uUKcallud METKU B TICUCHH,
cBoiicTBeHHOM X0010BbIM AUT'A (puc. 1).

Pucynok 1. Metka ayrospurpountoB 99mTcTeokcumom mpu pa3audHbIX GopMax reMonsa

JUIsL ollpesienieHusl Mecta ux ceksectpauuu. A. Hopma. b, B. Pa3zpymenue spurpountos B
ceseseHke. ['. CexBecTpanyst 3pUTPOLIMTOB B IIEYEHH.

Tabmn 1. Pe3ynbratsl Tepanuu METUITIPETHI30JI0HOM 00MpHBIX AUT'A.



Kon-Bo

Pe3yabTaThl JIe4eHUsA [[po10mKUTENIBHOCTD
OOJIBHBIX (ve0)
METHJINPEIHU30I0HOM [pemuccum (Mec
P n=29 (%)
IlepBas mosiHast
12 (41%) 9-96
pemMuccus
YacTuunasa
15 (51%) 6-12
pemMuccust
OTBeT Ha
2 (8%) 1-2
TEPANUIO

IToxa3zaHus K CIVIEHDKTOMUH

BepudurupoBannsiii quaraos peuuaupos AUTA.

[TporuBonoka3anus k HazHaueHUto ['K (caxapHplii quabeT, 0cTeonopo3s).

He Tonbko neyeOHas1, HO U JUArHOCTUYECKAS IIeJIb ONIEPAIIUH.

Bricokast cexBecTpanys SpuTPOLIUTOB B CETIE3EHKE U OTCYTCTBUE €€ B MIEUCHHU.
IIpoTBONOKAa3aHUSA K CIJIEHIKTOMMHU

BolpakeHHasi CEKBECTPALIMs S3PUTPOLIMTOB B MIEUYEHH.

JnuTenbHbINA TPUEM BBICOKHUX /103 MTPEAHU30JI0HA K MOMEHTY IIPUHSATHUS PEILICHMUS.
NH(peKkoHHbIE 0CI0KHEHUS.

Boicokuii TpoMOOreHHBI PHUCK (KOMIUIEKC HEOJAronpHUsATHBIX MOJUMOP(HU3MOB T'€HOB
CUCTEMBl CBEpPTHIBaHMs, aHTU(OCPOIUIUAHBI CHHIPOM, Bo3pacT Oonee 60 er,
TpoMO03MOOIMYU B aHAMHE3€, MepIaTeIbHasi apuTMus).

KommiekcHass coMaTH4ecKasl IIaToI0THsl.

[TpenonepanuonHas moArotoBka nmpu octpeix popmax AUI'A TpebyeT 3aMeCTHTEIbHBIX
TpaHcy3uil OTMBITBIX 3puTpounToB. [Ipu TuTpe npsamoit npodsr Kym6ea 6omnee 1:4 Bcerga
HaJ0 TPOBOAUTH WHAMBHUAYaAJIbHBIN MOAOOp MTOHOPCKOM KpoBU. Bompeku ObITyromemy
MHEHUIO, 3aMECTUTEIbHbIE TPAHCPY3UH IPUTPOLIUTOB, KaK MPABUIIO, HE COMPOBOKIAIOTCS
OCJIO’)KHEHUSIMH, €ClIU 3TO He xosonoBast AUT'A.

B mocieoneparioOHHOM TEPUOJE YaCThIM  OCIOKHEHHEM SIBIIAETCS  aCIUICHUYECKHI
TPOMOOIIMTO3, MOCTUTAONMI Makcumyma kK 6—21-my grro (500—1800 x 109/m).
[Tepcuctupyromiuii TPOMOOIIUTO3 OTMEUACTCsS Yy BCEX IAIUEHTOB C COXPaHSIONICHCS
anemueit u 3asucut (P <0,001) ot ee Tsxectu [5].



[TocnenctBusi TpoMOOIIUTO3a — TPOMOO3bI MOPTAIBHONW CHCTEMBI M COOCTBEHHBIX BEH
IICYCHU, MCCT YCTAHOBKM BCHO3HBLIX KaTCTCPOB, BEH HIDKHHX KOHEYHOCTEH WU
TPOMOOOMOONMH  JIETOUYHOM apTepuH. OTH OCJIOXHEHUS OXHUAAeMbl TPU BBICOKOM
TPOMOOTEHHOM pPHUCKE.

®akTOpbl pUCKa TPOMO030B:

MPOJOHKAIOIIUNCSA TEMOJH3;

MOKUJION BO3pPAcT;

IHoka3zaHus K CIVICHIKTOMMH

BepuduuupoBanusiit nuarno3 perunusos AUTA.

[IporuBonoka3anus k Ha3HaueHuto ['K (caxapubiii 1uabeT, ocTeonopos).

He Tonpko neyeOHast, HO U AMArHOCTUYECKAs 1€ OTepaIiH.

Bricokast cekBecTpaliys SpUTPOLIUTOB B CENIE3EHKE U OTCYTCTBHE €€ B IICUCHH.
IIpoTuBONOKAa3aHMUSA K CILIEHIKTOMUM

BripakeHHasi ceKBeCTpanus SPUTPOIIUTOB B ITEYCHHU.

JUtnTenbHBIN TpUEM BBICOKHX /103 MPEIHU30JI0Ha K MOMEHTY IPUHSATHS PEIICHHS.
Wb eknoHHbIe 0CTOKHEHUS.

Bbicokuii TpoMOOreHHbI pPHCK (KOMILJIEKC HEOIarompHUsTHBIX MOJUMOP(PHU3MOB TI'€HOB
CHUCTEMBl CBEpTHIBaHUS, aHTU(POCHOIUNUIHBIA CHUHAPOM, Bo3pacT Oosee 60 e,
TpoMO03MOOINH B aHAMHE3€, MeplaTeIbHast apUTMUS ).

KommiekcHass comaThdeckas maToJIOTHSL.

[TpenonepanuonHas moAroroBka mpu octpbix popmax AUI'A TpebyeT 3aMecTUTEIbHBIX
TpaHcy3Huil OTMBITBIX 3pUTporuTOB. [Ipu THTpE npsimoii mpoOsl KymOca 6onee 1:4 Bcerna
Ha/l0 TMPOBOJAUTh WMHIMBHUIYaJbHBIH 1MOAOOP TOHOPCKON KpoBH. Bompeku ObiTyromemy
MHEHHIO, 3aMECTUTEIbHbIE TPAHCHY3UH SPUTPOLIUTOB, KaK MPAaBUJIO, HE COMPOBOKIAAIOTCS
OCJIO)KHEHUSIMH, €CIIU 3TO He xosonoBast AUT'A.

B mnocneonepallioHHOM MEpPHOAE YaCThIM OCJOKHEHUEM SBISETCS ACIUICHUYECKUI
TPOMOOILIUTO3, JOCTHraroIuii Makcumyma k 6—21--my axio (500—1800 x  109/m).
[Tepcuctupyrommii  TpOMOOLIMTO3 OTMEUaeTcs y BCeX MALUMEHTOB C COXpaHsIoLencs
anemueil u 3aBucur (P <0,001) ot ee Tsxectu [5].

[TocnencTBust TpoMOOLIMTO3a — TPOMOO3BI MOPTAILHOM CHUCTEMBI M COOCTBEHHBIX BEH
MEYeHU, MECT YCTAaHOBKM BEHO3HBIX KAaTeTEepOB, BEH HIDKHUX KOHEYHOCTEH W
TPOMOOAIMOOJIMMA JIETOYHOW apTEepUU. OTH OCIOXKHEHHUS OXHUIAAEMbl TIPH BBICOKOM
TPOMOOTEHHOM PHCKE.

®akTOophI pUCKa TPOMOO30B:



MPOAOJIKAIOIIUNCS TeMOJIN3;

HOXHJION BO3pPACT;

OCTpbIe HHMEKIUH C JICHKOIIUTO30M;

MapKepsl aHTU(HOCPOIUITUIHOTO CUHIPOMA;

HeOIaronpusTHbIE TOTUMOP(U3MBI TEHOB CUCTEMBI CBEPTHIBAHUS KPOBU

(mporpomMOuHa, wWHrHOMTOpa AaKTHBaTOpa IUla3MHHOTeHa, (akropa V  JleizeH,
¢ubprHOTEeHa, METUIICHTETPAruaAPOdOIaATPEYKTA3HI U JIP. ).

[Ipu runeprpoMOonNTO3€ B paHHEM IOCICONEPALIMOHHOM IMEPHOJE Ha3HAYaloT Kak
ne3arperantbl (Tpom6o ACC, 100 Mr B cyTku, u/mim kionuaorpen, HauuHas co 150—300
MT B CYTKU B T€UeHHE 3 IHEH, 3aTeM 37,5—75 MT B CYTKH), TaK ¥ NPOQUIAKTHIECKUE JO3BI
HU3KOMOJICKYJISIPHBIX TeIIApUHOB.

JnurenpHas cyOdeOpuibHas TemrepaTypa, HEe pearupyrolias Ha aHTUOMOTHUKH, - YaCThIN
CIyTHUK HEPACIO3HAHHOTO BEHO3HOTO TpoMmOo3a. [Ipu muarHocTrke TpoMO03a MOpTaTbHON
cuctembl (mommuieporpadusi COCYAOB OpPIONIHOW IOJIOCTH) WM JAPYroro BEHO3HOTO
TpoM0O03a PEKOMEHIYETCsl KPYIIIOCYTOYHOE BBEACHHWE TemapuHa co ckopoctbrol000 en/u
(24 000 en/cyT) mH(pY30MaTOM, IO KOHTPOJIEM KOAryjaorpaMMsbl U 0oJjiee MHPOPMATUBHBIX,
HO TOKa MaJjopachpOCTpaHEHHBIX (YHKIIMOHAIBHBIX TECTOB: TPOMOO3JIACTOrPaMMBbI U
CKOpOCTH pocTa cryctka. [Ipu coxpaHsromeiicss runepkoaryisiiiy 103a renapuHa MOXET
OobITh TIOBBIIeHA 10 1500—1800 en/u. BBenenue HenpepbiBHOE, B TeUeHUE 3—4 HENEb.
[Ipu paccaceiBanuu TpPoMOOB (KOHTpOINbHAs Jomruieporpadus COCyIOB MOPTaIbHOMI
CUCTEMBI) OCYIIECTBIISIOT TIEPEXOJ] HAa HU3KOMOJCKYJSPHBIA TemapuH (Hampumep,
HaaponapuH, 0,6—1,2 mu/cyt, unu sHOKcanapuH, 40—160 mr/cyr), a B gampHednIeM Ha
BapdapuH, 5 mr B neHb, nojx koHTpoiem MHO. Ceeaenuit o npoduaakTUUECKOU pPOIH
MEePOPATLHBIX aHAJIOTaX HA3KOMOJIEKYIIIPHBIX TEIIaPHHOB MTOKA HE MPEICTABIICHO.

[Ipy TsKEOM aHEMUH, CIMIIKOM JUIMTENIBHOM TEpanuy IPEIHU30JIOHOM Uy IMOXKHIBIX
MTALEHTOB B IOCJIEONEPALOHHOM IIEPUOJIE HEPEIKO BO3ZHUKAET ATEJIEKTA3 JIEBOIO JIETKOIO
C TTOCJEAYIOIIEH HIKHENOJIEBOM THEBMOHUEH.

Jns nckimouenus nogauadparmManbHO reMaToMbl UM abcrecca uenonb3yor Y 3.

B mnocnennue roapl, ¢ BHEIPEHHEM 3HJIOCKONMYECKON XHUpYypruu, Hed(p(HEeKTUBHOCTh
CIUIEH?KTOMUH, 00yCIIOBIICHHAs MIPUCYTCTBUEM N00ABOYHOMN CEJIE3€HKH, CTaja PEAKOCTBIO.
Tem He MeHee, HEOOXOJMMO BCEI/la OLEHUBATh JIaDOpaTOpHbIE apTe(aKThl, CBONCTBEHHbIE
nepudepudeckoir kpoBu: Tenbua Ko, (QparMeHTHPOBAHHBIE SPUTPOLUTHI U MEJIKUE
nedexThl Ha uX MeMOpaHe, SAPOCOoepKaIINe KIETKU KPaCHOTO Psiaa, CUACPOLIUTHI.

HNMmyHocynpeccuBHAas Tepanus

NMmyHOAenpeccaHThl U IIMTOCTAaTHYECKHE TpenapaThl Ha3HAYalOT MAlMEHTaM MOKUIIOTO
BO3pacTa (1epBasi WM BTOpast JIMHUS TEpaluy) U MauueHTaM ¢ peunauBupyronmmu AUTA
B KadecTBe TpeTbel JinHuM Tepanuu. Yactora orBera coctaBiuser 17—50%, HO B Haei



KJIMHUKE MBI HE MOJIydald TaKuX pe3yiabTaToB. Kak mpaBuiio, NpuMeHsOT Lukiaopochamus,
a3aTUONPUH, MEPKAINITOILYPUH UJIM TUOT'YaHUH, peAKO — Ipu XononoBoil AUT'A —

BUHKPUCTUH M XxJopamOyuun. Ha HavaipHOM »JTame JedeHHs peuuauBa IeMoJIn3a
BO3MOXXHO uX coyeranue ¢ ['K, KOTopple MOCTENEHHO OTMEHSIOT B TeueHUE 2—4 HEZElb.
OnTuMalibHbBIE PEXXUMBI U ITTUTEILHOCTD TEPANIUU HE ONPEAEIICHBI.

[uxnodochamua oO6byHO HazHawarOT B jno3e 400 mMr B JeHb WiIM 4epe3 JeHb. EcTh
eMHUYHBIC COOOMICHUs 00 YCIIEITHOM HCIIOJIb30BAHUU BBICOKHX J103 3TOro mpemnapara (10
mr/kr/cyt B Teuenue 10 guelr wim 50 mr/kr/cyr B TedeHue 4 AHEW): pemuccus Obuia
MPOJODKUTENLHON U amiack 4—29 mec [6]. Mbl He UMeeM aHAJIOTMYHOTO COOCTBEHHOTO
OTIbITA.

A3aTHONPHUH HA3HAYAIOT NPU YMEHBIICHWM CTENEeHW aHeMuu B no3e 1—2.5 mr/cyr Ha
qmrtensHblid nepuoa (4—6 wmec). IlonnepxkuBaromias Tepanus (25 Mr udepe3 JAeHb) B
HOCIEIYIOIEM MOXKET IPOAOJIKATBCA OT 4 MecsAleB 10 5—6 JeT, OJHAaKo, [0 HalleMy
OTIBITY, ITOT Mpenapar NPUXOJUTCS OTMEHATh U3-3a HAapyILIEeHHUs (PYHKIUH [TEYEHH.

BHyTpuBeHHBIII IMMYHOTJIOOYIHH U M1a3Madepe3bl OKa3bIBAIOT YMEPEHHBINH U

OUYCHb KOPOTKHUH 3((HEKT M HEe SBISIOTCS CAMOCTOSITENbHBIME MeTonamu Teparnun AVTA.
BHyTpuBeHHBIII IMMYHOTIO0YIIHH BBOAT B 103¢ 0,4—2 I/KT B CYyTKH B TeueHHE 3—5 JHEH.
[TpomomxuTeTbHOCTh OTBeTa cocTaBimsier 10—4 ngHel, peako Oomee 3 Hemenb W B
OOJBIIMHCTBE CIIy4aeB BpsA JM OIpaBAbIBA€T CTOMMOCTb JIaHHOTO BHJAA TEPaIUH.
[TokazanueM K TakoM Tepamuu MOXKeET ObITh TOJBKO TsDKelas HMHGQEKUus WId ee
npoduiaktuka y nereid. [IpoBeaenue miasmadepe3oB Hanbosee MPUHITO MPU XOJIOA0BON
reMarrIlOTUHUHOBOM O0JI€3HM, OIHAKO MOJHOCTBHIO JIMKBUIAMPOBATH CUMITOMBI OOJIE3HU HE
yZlaeTcs HHUKOTAA, a YMEHBIIEHHWE TUTPA XOJIOJOBBIX AarrjIfOTHHUHOB COXPAaHSETCS HeE
JoJplie Mecsita. Bo BpeMs mpoueaypsl HEOOX0MMO TOCTOSHHO MO/10IPeBaTh

U3BIIEYCHHYIO KPOBb, YTOOBI M30€XaTh arriiOTHHAIIMU DPUTPOIUTOB. Y TaKUX OOJIBHBIX
Hapsily C TPOTHUBOIPUTPOIUTAPHBIMHU BBISABISIOTCS AKTUBHBIE aHTUIMMQOIHUTAPHBIC
ayTOaHTHUTENa, HaNpaBJIeHHbIe MPoTUB T-mumdonuToB. MHorna, miazMadepes coueTarmT ¢
muMponuradepesom.

2.5 HoBble npenaparsbl

[Muknocnopun (CangummyH Heopan) MokeT MPHUBOIUTH K PAa3BUTHIO PEMHUCCHH y paHee
PE3UCTEHTHBIX OONBHBIX [7—9]. OgHAKO YHUCIIO OMUCAHHBIX CIy4aeB HEBEIMKO—OKOJO
necsatu. [lpemapar HasHavanum auMOO B BUJAE MOHOTEpANUM, JUOO B COYETAHUH C
MPETHU30JIOHOM I JTaHA30JI0M, IIPU 3TOM HadallbHbIE J103bI CYLIECTBEHHO Pa3nyaliuCh.
[Ipr HU3KON TOAAEPKUBAIOIICH J03€ LMKIOCIOPUHA B TEUYEHHUE IMTEILHOIO BPEMEHH
BbIpaXCHHbIE TOOOYHBIE SIBJIEHUS OTCYTCTBOBaNU. Emilia ¢ coaBT. jieuniu Tpex MaiueHToBs,
Ha4YMHAs ¢ 5 MI/KT/CyT B 2 npuema. Yepes 6 nHel 103y MUKIOCTIOPUHA CHU3UIU JI0

3 Mr/KT/CyT, NManee moaaepkuBaiid B KpoBu KoHIeHTpamuto 200—400 |r/mit.

JluteparypHble NaHHBIE CBHIETEIBCTBYIOT O BO3MOKHOCTH JJTUTEIBHBIX peMuccuin (1—2
rojia) y paHee pe3UCTEHTHBIX OOJIbHBIX, B TOM YHUCIJI€ MPU BTOPHUYHBIX M T'€MOJIU3UHOBBIX



dbopmax AUI'A, a Taxke cunapome Dumepa—DIBaHca. TpeOyeTcss MPOIOILKUTETbHAS
noaepkuBatomas repanusi. OJTHaKO ke ObLITU U HeYy1adH.

Hanazon B mpaktuke jedeHuss AMI'A Tak W He Hamea MMUPOKOTO MNPUMEHEHHS. JTOT
mpernapar Ha3Hadaj il Ha IIUTENbHBIM mepuon B go3e 200 Mr/cyT ¢ MOCIEOyIOIUM ee
yBemmmueHueM 10 400 mr/cyt u Gomnee mpu Xopolel rnepeHocuMocTd. Yacto 310 Oblia He
MOHOTEPAIHUSL. HecMmoTpss Ha TO, 4YTO c€OOOWIATIOCH O JIOCTHKEHUU PEMUCCUU
MPOJOHKUTEILHOCTRIO JI0 5 JIET y PE3UCTEHTHBIX OOJBHBIX C HIMOMATHYECKOW (hopMOit
AUT'A B 77% cnydaeB u ¢ BropuuHoit opmoit AUT'A—-s 60% ciyuaes [10], nanazon maio
ucnonb3yroT B JedeHun AUI'A. 3a mocnennue 10 et Obliu enuHUYHbBIE MyOauKanum [11].
Tem He MeHee, MHTepeC K Mpernapary Moka MOoJIHOCThIO He yTpayeH.

Purykcumab (MaOTepa) — peKOMOMHAHTHBIE MOHOKJIOHAJIBHBIC AaHTHTENA K KJacTepam
muddepeHrpoBky 3penbix B-mumdonutoB (antuCD20)—cTanu Ucnonab30BaTh B JICUEHUU
CHayaja pe3UCTEHTHBIX BTOPUYHBIX, a 3aTeM uanonatudeckux AUI'A, Toiapko B mocienHue
5—10 ner. Yacrora pemuccuii gocrturaer 55—80%, mpuyeM OHU OTMEYAIOTCS HE TOJIBKO
npu AUT'A ¢ TemioBbIMH arrilOTHHWHAMHU, HO W Tpu XosonoBbix ¢opmax AUL'A. (D)
[lepBoHAuANbHEIH pexkuM Tepamuu—375 Mr/m? 1 pas B Hememo B TeueHune 4 Hejelnb.
OHaKo PEMUCCHUIO YAAeTCs MOJIYYUTh MOCcie ABYX BBeAeHu (1i u 8if mHu Kypca),

Kak 370 Jjoka3zaHo B uccienoanusx ®I'BY 'HL M3 (tab:. 2).
B nocrennee BpeMst BO3POCIIO pa3HOOOpa3He PEIKMUMOB JICYCHHUS 10 KPATHOCTH U J103aM.

Taxk, B 2010 roxy (Penalver F. e.a.) nedenne putykcumabom (375 mr/m?- Ne 4) 36 6onbHBIX
¢ pesuctenTHON hopmoit AUT'A 3aBeprmnock y 22 u3 vux (61 %) moanoit pemuccueii (1-
86 mec) um yacTuuHOM, Oonee 1 roma y octanbHbIX. CIUIEHIKTOMHUpPOBAaHHbBIE OOJIbHBIE
NoKa3ajlu Jy4IIMd OTBET, YeM HeCIUIEHIKToMHUpoBaHHble. JledeHne Purykcumabom
MOKAa3aJ0 XOPOLIMI OTBET Kak y OOJbHBIX C TerioBbiMH aHTuTenamu AUICA, Tak u c
xoso10BbiMH. B TO xe Bpems Barsellini W. C coast.(1012) npumenunu putykcumad y 23
O6onpHBIX B 1o03e 100 Mr, coxpaHuB KpaTHOCTb BBeleHHs. OtTBeT coxpansics y 90%
OoJbHBIX uepe3 6-12 mec.

PC3YHI>T3TI/IBHOCTI) JICUCHUA B PA3PO3HCHHBIX HCCICAOBAHUAX CTaJla MOBOJOM K JBYM
MHOT'OLICHTPOBBIM PaHAOMU3HUPOBAHHBIM KIIMHUYCCKUM HCCICIOBAHUAM, KOTOPBLIC CUIC HE
3aBepUIeHbl, B TOM YHUCIE, JABOWHOMY-CIENOMY, IUIanedo-KOHTpoiupyeMomy, 3 dassl,
IPOIOJDKUTEIBHOCTBIO 3 roja.

B skcnepuMeHTax M KIMHMYECKOH MpakTHUKe, B TOM 4YHCIIe Hamleld COOCTBEHHOH, OBbLIO
nmokaszaHo, uyto unucio B-mumdoruror CD20+, CD19+ B nepudeprudeckoit KpoBH yKe MOCIe
NEpBOTO BBEIEHHUS IpenapaTa pe3K0 CHIKAETCS M HEPEeIKO OHM BOOOIIE MepecTaroT
onpeaenaTecsa. BoccTaHoBIeHNE HaunHaeTcs yepe3 4—6 MecsleB, BO3BpAIIEHUE K HOpME
IIPOUCXOIUT uepe3 9—12 mecsieB nocie 3aBeplieHns TEpaum, YTO HE BCETa COBIAJAET C
pPELMIMBOM T€MOJIN3A.

Ta6a 2. Pesyabtarsl Tepanuu Putykcumadom 6oibHbIx AUTA.



Kon-Bo
PesyabraTsl deuenns AUT'A IIponomKUTENBHOCTD
OOJBHBIX
Putykcumabom pemuccuu (Mec)
(n=26)
IlepBasi mosiHasi peMuccusi 17 (68%) 9-87
YacTuuHasi peMUCCHS 8 (28%) 6-79
IHoBTOpHAsi peMuccHsA 7 (37%) 12 -18

HekoTopsie MOMOKUTETbHBIE CTOPOHBI JCUCTBUS PUTYKCHMaba MHPU ayTOArpeCCHBHBIX
3a00JICBAHMSX HAYMHAIOT MPOSIBIATHCS TOJIBKO CeHYac, 0 Mepe HAKOIUICHUSI [UTUTEIbHBIX H
MOHOIICHTPOBBIX KJIMHUYECKUX HaOmonennit (uucio OonpHbIX—O00see 1000) (C, D).
[IpeuMyIIecTBO Tepanud PHUTYKCHMAaOOM 3aKJII0YacTCs B BO3MOXKHOCTH TPEKPAICHHS
TIO/IICPYKUBAIOIIETO JICUCHHUSL.

3HaUMMBIX OCJIOKHEHHWH MpH BBEICHWHW Mpenapara He Habmomamu. Kpome Toro, y
B3pPOCJIbIX MAlMEHTOB HE OTMEYAIOCh YBEIWYECHHS 4aCTOThl MH(MEKIIMOHHBIX OCIOKHEHUH,
XOTS OIHWCAHBbl €IUHUYHBIC CIy4au TSKENbIX 00OCTpeHHil BUpYyCHBIX remaTtutoB B u C.
Hetsoxensie OakTepuanbHble MH(EKIIMU BO3HUKANU TONBKO Yy 16% HAMIMX MalMEHTOB U
BCerja KyMUPOBAUCh HA3HAYEHHEM AaHTHOWOTHKOB, a y JETei, COrjlaCHO MHPOBOIi
MpaKTUKE, BEACHUEM UMMYHOTJIO0yJIMHA.

Hano IIOMHHUTb, YTO pI/ITYKCI/IMa6 IIPOHUKACT HYEpC3 IUIAUCHTY U B MMOJTHOMH MEpe
BOSI[GIZCTBYGT Ha B'J'II/IM(I)OI_II/ITBI joaa.

B nepuon 6epeMeHHOCTH aKylepaMy pa3pelieHbl, IOMUMO PEIHU30JI0HA,
TOJBKO JIBa HMMYHO/ICTIPECCAHTA — A3aTHONIPHH M IUKJIOCIIOPHH.
2.6 Ouenka 3¢ (PeKTHBHOCTH JeHeHHUs!

[IpaBuibHass u cBoeBpeMeHHass juarHoctuka AWI'A ¢ HENoiaHbIMH — TEMJIOBBIMU
arrIIOTUHUHAMM ~— oOeclieurBaeT aJeKBAaTHYIO TAaKTHKY JIEUEHUS M BOCCTaHOBJIEHUE
reMaToJIOrMuecKux mokaszaTenedl uepe3 3—5 Hedenb. [Ipu3Haku ynydllleHHs COCTOSHUS
00JLHOTO, YMEHBIIIEHNE «aHEMHUYECKUX» KajJo0 HaOt0/1aloTcs B TEUEHUE MEPBOU HENENH
JIeYeHHMs], TTOBBILICHNE YPOBHS IreMOrio0MHa — TosbKo 4yepe3 7—10 nHeil. AneKBaTHOCTb
TEpaluyl MOXHO OLIEHUTHh 110 HOPMAaJH3allMd YpPOBHEW T'eMOIJO0MHA, PETUKYJIOLMTOB,
OounupyOuna, aktuBHoctu JIAI. Kpome Toro, mocne crabuim3anuu mokaszarenen
reMorpaMMbl  JKeJaTelbHO BBIOpPAaTh JUIi MOHMTOPHUHIAa OJUH MJIM  HECKOJBKO
JIOTIOTHUTEIIbHBIX TIOKa3aTesiel akTUBHOCTH TeMouin3a: GpaKIUio HEe3pebIX PETUKYIOIUTOB
(IRF) (mpum HanMuuu KIMHUYECKOTO aHalu3aTopa), CpPeJHUN YpOBEeHb KpeaTuHa
SPUTPOLIMTOB, a TaKXKe ToKa3aTeJd OUOPU3NYECKMX CBOWCTB OSPUTPOLMUTOB —
nehopMupyeMocTd, GUIBTPYEMOCTH, JIEKTPO(OpeTHIecKoil MoABMXHOCTUH. B mporecce
JeYeHHUs] KOHTPOJbHBIE HCCIIEOBAHUS TeMOrpaMMbl U OHMOXMMHYECKHX IOKa3aTese
IIPOBOJST HE peke 3 pa3 B MECHI, 110CIIE€ JOCTHKEHHSI peMUCCUM — Kaxkaple 1,5—2 Mmecsna.



Kpurepum orBera

Kputepun pemMuccuu: MOTHOE BOCCTAHOBIICHUE MMOKA3aTeNIel TeMorpaMMBbl (TeMOTIIOONH
> 120 r/n, peruxynouutsl < 20%), ypoBHs HenpsiMoro Ounupybuna u axtuBHoctu JIJI
MPOIOJDKUTEIBLHOCTBIO HE MEHEE 2 MECSILIEB.

Kpurepun yactuuHoit pemuccun: reMoriioouH > 100 1/11, peTUKYIOUUTH MEHEE ABYX HOPM,
YpOBEHb HENPSAMOro OmiaupyOuHa 25 MKMOJIB/JI U HUXKE TMPOAOIKUTEIHLHOCTRIO HE MeHee 2
MECSLEB.

OTCYTCTBI/IG OTBCTAa Ha TCPAIIMIO KOHCTATUPYIOT IIpHU HE3HAYUTEIILHON IOJ0KUTSIBHON
JUHAMHKE UK OTBETEC NPOAOJIKUTEIIBHOCTEIO MECHEC 1 mecsa.

[lpn nmocTwkeHHM KIMHUYECKOW PEMHCCHHM TOJMHBI KIMHWUYECKUH aHalu3 KpPOBU
HEOOXOMMO JeJaTh €KEMECSIYHO; OINpeelieHne YpoBHA OuiaupyOuHa, aktuBHocTH JIJI,
MOHHUTOPUHT (UIBTPYEeMOCTH U Je(pOPMUPYEMOCTH, KpeaTHHA SPHUTPOLMTOB H/HIIH
UMMYHO(EPMEHTHOE ONpeAeieHne KOJIMYECTBa HMMYHOTJIOOYIMHOB Ha MeMmOpaHe
SPUTPOLIUTOB — KaXKJbIe 2 MecsIa; npsamyro mpody Kymbca — kaxapie 3—6 MecsIes.

OumoOKY M He00OCHOBAHHBIE HAZHAYCHUSHA

['unepauarnoctuka AWI'A mnpu orpunarensHoil mnpobe KymbOca, korga auartos
YCTaHABIMBAIOT TOJIBKO MO BBHICOKOMY COJIEP’KaHUI0O UMMYHOTJIOOYJIMHOB Ha MOBEPXHOCTH
OPUTPOLINTA, BBIIBICHHOMY HWMMYHO(DEPMEHTHBIM MeETOJOM (IpH HHOEKIHSIX |
MEXaHUYECKOM T'€MOJIU3€ TECT MOXKET OBITh MOJIOKUTEITHHBIM).

Haznauenue npeqHu30I0Ha IPU TeMOJIMTUIECKON aHEMHUHU C HEJIOKA3aHHOM ayTOMMMYHHOM
npupogoii. Hambonee wacto sta ommbka Bcrpewaercs npu [IHIT u Bl2nedunurHoit
aHCEMMUU.

HpOBeI[eHI/Ie HpO6HOFO KypCa OO0 Haydajlla O6CHC)10BaHI/ISI 6OHLHOFO, HCAACKBATHO HHU3KHUC
J03bI U TJINTCIIbHAsA 6GCKOHTpOJ'II>Ha$[ TCparug NpeaIHNU30JI0HOM U UMMYHOACIIPECCAHTAMMU.

YnopHoe JieueHue npeHu30JI0HOM Oojiee 4—6 Mecs1eB IpU OTCYTCTBUM PEMHUCCHU.

OTcyTcTBHE KOHTPOJIS 3a YUCIOM TPOMOOLIMTOB M y4deTa TPOMOOTE€HHOro puUcCKa (B TOM
qucie FeHeTHYeCKUX (pakTopoB TpOMOO(DUINN) TTOCIIE CIIIIEHIKTOMUH.

HeoGocHoBanHOe Ha3zHaueHWe MpH xojoJoBbiX ¢opmax AUI'A T'K u cruieHskTomum,
KOTOPBIE PEJIKO OKa3bIBAIOTCS 3 (HEKTUBHBIMHU.

Henoonenka  BO3MOXKHOCTM ~ BO3HMKHOBeHHMs mnpu  pemuccun AWUIA  nppyroit
pacrpocTpaHeHHOI aHeMuH (Hampumep, xenezoaeduuutHol unu B12nepunurHoii).

2.7 llporpamma Tepanuu AUT'A, pazpadorannas 8 ®I'BY I'HIl M3



B THII B TedyeHwme MHOTHMX JIET CYIIECTBOBaja KIMHUKOJA0OpaTOpHAsl TpyImIa,
obecnieunBaromas AUGGEepPeHIINATBHYI0 TUATHOCTHKY TeMOJIUTHYECKUX aHeMUW. Beul He
TOJIBKO HAKOIUJICH ombIT Bepudukanun auarHoza AWIA, HO u pa3paboTaHbl HOBBIE
IpOTpaMMbl KOHTPOJII aKTUBHOCTUM TE€MOJIM3a U JIEYCHHUS OOJBHBIX C PE3UCTEHTHBIMU
dopmamu AWI'A, BBI3BaHHBIMH TEIUIOBBIMH arrjlOTHHHHAMH. Pacimmpenue cnekrtpa
71a00paTOPHBIX HCCIENOBAaHUM, UCIOIb3YEMbIX JIJISl OLICHKH Pe3yJbTaTa JIEYCHUsI, OTKPHLIO
BO3MOKHOCTE BBISIBIISITE MPEIBECTHUKU peuunBa AUT A u MPOBOJUTH
NpEeAYNPEAUTENIBHYI0 TEpalnuio, HE JIONyCKas IeMOJIMTHUYECKOro kpusa. Takod noaxon
BOCCTAHABIIMBAET Ka4eCTBO KHU3HU OOJBbHBIX U 00ECIIEUNBAET UX COLMAIBHYIO aJaNTallHtIo.

AJNroputM BeieHNUs1 00JbHBIX C OCTPBIMU M Pe3UCTeHTHbIMU (popmamu AUT'A

IlepBas nuHUs Tepanuu BHepBble BbIsIBICHHOM AWMI'A, B TOM 4HuCiIE C OCTPbIM TE€YEHHUEM,
WM IOBTOPHOTO TEMOJIUTHYECKOTO KpU3a — MYyJIbC-Tepanus METHIPEIHU30JIOHOM.

Breibop no3er mpenapata (5—10 Mr/kr) ompenensieTcs OCTPOTOW pa3BUTHS TE€MOJIHU3a,
CTENEHbI0 aHEMUH, HAJIMYUEM COMYTCTBYIOIIEH MaTOJOTUMM (runeproHnyeckas Oosiesns 1
CTENEHHU, caxapHbli auaber, HHQPEKUUOHHBIE OCJIOXKHEHHs), BO3pacTOM, a TaKxKe
OCJIOXKHEHUSIMHU paHee POBOIUMOM IITFOKOKOPTUKOUIHOM Teparum.

Metunmnpenau3oiaoH BBoIAT B 1o3e 500 mr (peako 1000 mr) BHyTpuBeHHO KareiabHO (1,5—
2 4) B TeueHue 3 AHeW, mHorga 4—35 nHel. B Hauvane nedyeHuss MPOBOIAT ABa Kypca
MyJIbCTEPANIUU C HHTEPBAIOM 5—7 JTHEH, He AOoMmycKas YCUIICHHs TeMOJTU3a.

OddexT nepBhIX IBYX KypCOB ONpeAeseT NalbHEHIIYI0 TAKTUKY JICUCHHUS.
1. [Ipu mogaBIeHUH TEMOJTH3a TPOBOJIAT elle 4—6 aHaJTOTUYHBIX KYpPCOB.

B otcyrcTBHE mpu3HAKOB BO30OHOBIEHHUS TE€MOJIM3a MEPEPHIB MEXIY MOCIEAYIOIUMU
KypcaMy MOCJI€0BATENbHO YBEINYUBAIOT /10 2, 3 U 4 HEJelb.

2. Ilpu HekynmupyeMoOM TreMoJiM3€ IOCJe JABYX HauyalbHBIX KYpPCOB METHJIIIPEIHU30JI0HA
CTaBSIT BOIPOC O MPOBEACHUU CIJICHIKTOMUHU C YYETOM IPOrHo3a ee 3(PPEeKTUBHOCTH WU
JIPYroy allbTEepHATUBHOM TEPAIMH.

YV GOJIBHBIX C COMYTCTBYIOIIUMU 3a00JICBAaHUSIMU — CaXapHBbIM T1a0eTOM,

apTepuaJlbHOM TUIEPTOHMEN — II0Ka3aHa KOPpPEKUUs JO03bl CaXapOCHWKAIOIIMX,
TUIIOTEH3UBHBIX IMpernapatoB. B kadecTBe CONPOBOJUTENBHOM Tepalmuu IMOKa3aHo
npUMeHeHue npenaparoB kanus (Acnapkam, [lananrux, mo 1—2 tabnerke 3 pasa B JieHb),
H206n0xaTopoB; mpy MOBBIIEHUH YPOBHSI MOYEBOM KHCIOTHI HAa3HA4alOT aUIONypPHHOI,
100—200 mr B CyTKH.

Onno w3 Hamboiee pacHpOCTPAHEHHBIX U CEPhE3HBIX OCIOXKHEHHM Mocie MpOBeIeHUs
CIUICHPKTOMUU — acIlJIeHu4ecKuil TpoMOouuTo3. I[losToMy B 3aBUCMMOCTH OT CTENEHU
pHUcCKa TpoMO030B MPOBOJIUTCS npoguIaKTUKa Jie3arperanTamu u/unm
HU3KOMOJIEKYJISIPHBIMU TellapuHaMHU, KaK yka3aHo Bblue. [Ipu Tpomborurose 6omnee 1500 x
109/1 BO3MOXHO HazHaueHUe TUApokcuModeBHHBbI, 1000—1500 Mr/cyT, moj KOHTpojeMm
reMOIpaMMBbI 2 pa3a B HEJIENIO.



[Ipy pe3uCTEHTHOCTH K CIUICHOKTOMHUHW WJIM aJIbTEPHATUBHOW Tepanuu TOKa3aHa Teparus
putykcumabom (MabTepoii).

IHoka3anus 151 HA3HAYEHUSI PUTYKCMMAa0a:
pesucteHTHbIe GopMbl AUT'A ¢ HapacTalomuM KOJTHYECTBOM Pa3IMIHbBIX OCIIOKHECHUN;

HCIICPCICKTUBHOCTD CIVICHOKTOMHU — BBIAABJICHUC IOBLIMICHHOTO IMCYCHOYHOI'0 MHACKCA
CEKBecTpaluu 3puTpouuToB (puc. 1, I');

MIO’KWJION BO3pPacCT C BBICOKOM CTEIIEHBIO PHUCKA OCJIOKHEHHW IEpBOM M BTOPOH JIMHUI
Tepanuu.

IIpoTBoONOKAa3aHAHUSA K HA3HAYEHHUIO PUTYKCHUMAada:
HEIMEPEHOCUMOCTD Iperapara;

akTuBHBIN renatut B u C;

ocTpasi BUpyCHas WJIM OaKTepruaibHas HHPCKIUSI.
O6ocHOBaHMe KYPCOBOIi 103bl pUTYKCHMA0a

B ocHoBe n1exuT 00IIENPUHATHIA YeThIPEXHEACIbHBIN KypC PUTYKCUMada ¢ pa3oBOi 10301
375 mr/m2 B 1, 8, 15 u 22# nuu. lo Havana xKypca u Ha 7/—8-i JIeHb Kypca IMPOTOYHOM
muToIIoOpuMeTprei onpenensot konmuectBo B-ndp CD20+, CD19+ B nepudepuueckoit
KpoBH. [Ipu cHMKEHMM 3TOr0 MpoLEHTa 10 YpoBHs MeHee 1% Ha 7—~8ii neHb Tepanuu Kypc
OTPaHWYMBAIOT JBYMsI BBEIeHHsMH Tipenapata. Eciam mpoment B-np CD20+, CD19+,
CHHM3MBILIHKCH OT UCXOJJHOT'O YPOBHSI, BCE )K€ ocTaeTcs Oosee

1%, Kypc Je4eHHs BKJIIOYAeT BCE YEThIpE BBEJCHUS pUTyKCcHUMaOa.

OcHoBaHuEM IJIs1 IIOBTOPHOI'O Kypca pI/ITYKCI/IMa6a SABJIIIOTCA AOKJIMHHUYECKUEC ITPHU3HAKU
peuuauBa T1cMoJiM3a, OHNpCACIACMBIC [0 AWHAMHUKE CTaHAAPTHBIX J'Ia60paT0pHI)IX
nokasaresnel — reMorjaoOuHa, SpUTPOLUTOB, peTHUKyIouuToB, JIJI', OunnpyOuHa, a TaKxke
no pesynbratam npuHATeIX B ['HI[ Gonee 4yBCTBUTEIBHBIX METOAOB MOHUTOPHUHIA—
pacIpeesIeHUI0 SpUTPOLUTOB 0 TUIOTHOCTH, UX Ae(POpPMUPYEMOCTH, (paKIUu HE3pEebIX
perukynouutoB (IRF) w/mmm cpeaHemMy ypOBHIO KpeaTHHAa SPHUTPOLUTOB, KOJIUYECTBY
UMMYHOTJIOOYTMHOB HAa MEMOpaHe SPUTPOIIUTOB.

Ecnu mocie mnpoBeAcHUs IMyJIBCTEPANUU, CILNIEHOKTOMHHM WM HMMMYHOCYIIPECCUBHOU
TE€panuu JOCTUTHYTA PEMUCCHUs, ITOKa3aHa JJIUTENbHAsA NIOAJEPKUBAIOLLAs Tepaus BILIOTh
JI0 TIOJATBEP)KJIEHUS PEMHUCCHM JOIOJHUTENBHBIMU METOaMU KOHTPOJIA TeMoJin3a (Ipuem
[TnaxBenumna, 200—400 Mr B CyTKH, HE MEHEe 6 MecCAILIEB).

ITocne poctwxkenuss >¢¢exra Tepanuu PUTYKCUMaOOM BCe paHee pPEe3UCTEHTHbBIE
6onmbHbie  AUI'A  He TpeOoBamu KakoW-mubOo mojaepkuBaromiet tepanuu. [lpu
BO3HMKHOBEHHHU yrpo3sl penuauBa AMI'A moBTopHOEe BBeAeHHE pUTyKCcMMaba Bcerja



OKa3bIBANOCh A(PGEKTUBHBIM M HEPEAKO J1aBajo OoJiee MPOJOKUTENbHBINA OTBET, YEM MPHU
IIEPBOM Kypce.

3 3akiaouenune

Pazpaborannas B I'HI[ nporpamma neuenus AVI'A, BEeposATHO, B JadbHEHIIIEM MPETEPITAT
ornpeziesieHHbIE U3MEHEHHs] U MOXKET ocnapuBaTbca. Ho Ha naHHOM 3Tare OYeBHIHBI €e
MIPEUMYIIIECTBA [0 CPABHEHUIO C paHee UCIOIb3yeMbIMU CTaHIaPTaAMU, KOTOPBIE COXPAHSIOT
CBOE 3HAYCHHE B KIIMHUYECKOU MPaKTHKE.

[IpencraBnennas MoaudunupoBaHHas TnepBas JuHus Tepanmun AWI'A B Buue mysnbe-
Tepanuu MEeTUINPEAHU30JIOHOM 00JIa1aeT CASAYIOIUMHU PEUMYILECTBAMU:

JAHHBIA PEXUM JICUCHUsS He ycrymnaeT no 3ddextuBHOCTH cTaHmapTHOW Tepanuu (41%
HOJIHBIX peMuccuii mpotus 7-10%);

YMCHBIIACTCA 4aCTOTa OCJIO)KHGHPIP'I, CBOMCTBEHHBIX FJ'IIOKOKOpTPIKOHI[HOIZ TCpalinu,

OTIEPATUBHOCTH pelIeHUs] 00 M3MEHEHWU TaKTUKU Tepanuu B oTcyTcTBUE 3(ddekra ot 2—3
KypCOB ITyJIbCTEPAInH.

HeoOxonuMo  mpoJO/KUTH — HAKOIUIEHUE  IOJIOKUTEIBHOTO  ONbITa  IPUMEHEHUs
puTykcuMaba B KaueCTBE TEpaludu BTOPOTO/TPETHEro psifia y OOJBHBIX C PE3UCTCHTHBIMHU
dopmamu AUT'A, yuuThiBast epCeKTUBHOCTD MOIYYEHHBIX PE3YIbTATOB.

Purykcumab otinnyarot:

JOCTIIKEHHUE TIOJIHBIX PEMHCCHHA 0€3 TOJICPKUBAIONICH Tepanmuy IMPH PE3HCTEHTHBIX
AUT'A;

Xopoliasi IEpeHOCUMOCTb;
OTCYTCTBHE UMMYHOT€HHOCTH;

BO3MOXXHOCTH TMOJYYEHHsI OTCPOYEHHOTO 3 dekTa uepe3 2—3 MecsIa;
BOCIpou3BoauMas 3H(PEKTUBHOCTh — MOBTOPHBIE KYPCHI TaK K€ YCIEIIHBI, KaK MEPBHIii;
MOBTOPHBIN A(DHEKT MOKET OBITH 00JIEE TUTEIHHBIM;

BO3MOYKHas aJbTEPHATUBA CIUICHIKTOMUU Y MOXKHUIIBIX;

MEePCHEKTUBA CTaTh HOBBIM CTAHJAPTOM JICUEHHS X0I0/10BbIX AVT'A;

OTCYTCTBUE YBEIMYEHHUS 4YacCTOTHl OaKTepUAIbHBIX W TEPIEeCBUPYCHBIX HH(EKIMHA Y
B3POCJIBIX.

Takum oOpa3om, pUTyKcuMad 3aHsUl YK€ CBOIO HHINY B JI€UEHHUU PE3UCTEHTHBIX (opM
AUT'A un xonogoBeix AUT'A. Ilpu AUI'A ¢ XOn0IOBBIMH aHTUTENAMH, BO3MOKHO, 3TO
OyZIeT mpenapar IepBoro psjaa.

MOHI/ITOpI/IHF AKTUBHOCTH TIE€MOJIM3a Oac€T, BO-IICPBBIX, YBCPCHHOCTbL B JOCTHIKCHHU
pPEMUCCHH, BO-BTOPLBIX, BO3MOXHOCTb PACIO3HATH HpI/I6J'II/I)KCHI/IC peuuanBa U HOpPCPBaATb



HaQHHaIOHIHﬁCH remonn3. B urore takTmka BECACHUA OOJILHEBIX B PEMUCCUN MCHACTCA —
MOABHUJIaCh BO3MOKHOCTb HC JOTOHATHL, a MNPCAYIIPCIKAATL Pa3BUTUC T'CMOJIUTUYCCKUX
KpH30B, COXpaHAd U BO3Bpallasa Ka4€CTBO KU3HU IMTalIUCHTOB.
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