HammonannHoe I'eMarosorunueckoe o0mMEecTBO

AUATHOCTHUKA U JIEYEHUE TEMO®NJ/INHA

HaI_[I/IOHaJ'IBHBIC KIIMHUYCCKHUC PCKOMCHIAINU

2014



ABTOpPCKHUI KOJIJIEKTUB:

303y HU.', Ceupun I1.B.?

DKCIEepTHBINA COBET:

CaBuenko B.I'. 1, Pymsinnes AT, 2, Yepuos B.M. 2, Mamaes A.H.° , Biosuu B.B. 3,
AnpapeeBa T.A4, Mowmor A.IT° , 3openko B.1O. l, JlaBBIIKMH I/I.J'I.S, ITeTpos B.IO.3,
[Monsiuckas T.1O.*

L ®BI'Y I'emartonoruyeckuii Hay4HbIi IeHTp M3, r. MockBa

Z(De,[[epaJ'IBHHﬁ HAYYHO-KJIMHUYECKUW LIEHTP AETCKOW reéMaToJIOTUU, OHKOJIOTUH U
UMMYyHoJoruu um. Jimutpust Porauésa M3, r. Mocksa

TBY3 Mopo3zosckas I'Kb JI3M, r. MockBa

* PecryGiKaHCKHMI LIEHTP T10 JIYeHNIO GobHBIX reModumueii, r. Cankt-ITetep6ypr
>HUU remaronoru, TpaHc(y3UOJIOTUY U UHTEHCUBHOMU Tepanuu, . Camapa

6 U
AnTaiickuii rman ['emaTtonornyeckoro HaydHoro mnentpa M3, r. bapaayn



Coaep:xanue

(0311 (0 o) N 11 (5] 21 1 PP 4

JLY (e Y1 (0 (o) o - 5

FnaBa 1. OOIIAT HHQPIOPMALIHIL. ......uutiinniiiiineneeee s sn e e e e e e eae s s e 1 s n e r e e enn e 9
1. L KITHHUUECKAS KADPTHHA. +rrrrrrrrrnnnnrnnnnnnnnnnnnssnnssasss s sessss s ssse s sss s s e e e e nnnennnnnnes 10
1.2 JTAQTHOCTHKA TEMOMIITHEL. ...eeeeeeeeeereeeessensueessenssssssaesssessnneseeeeeteeeeteeeeeeeeseeeeseesssesseesseesbbeneeeeeeeeeeeeeeeeeeeeeees 12

I1aBa 2. JIEUEHHE TEMOMIIIME .........coiieiiieeieee e e e e e e e e e e e e e e e e e e e e e e e e e e e s s a e e e e e e e e e e e e e e e e e e e e e e e e e e e e aaeeeaaaaaa s s s s s aaaaeaaaeaaaeens 13
2. L OPTAHUBALIMS JICUCHHUS ...eeeeeeeeeeeeeaetiatetaetteettttttttt e et taaaaaaaaaaaaaaaaaaaaaaaataattttttttettttttttttaaaaaeaaaaaaaaaaaaaaaaaaaaaeaes 13
2.2 3amecTuTenbHas Tepanusi KOHUEHTPATaMHU (DAKTOPOB: OOIIME MPHHLIMIIBL ....vvvvreesennnennnns e e 15
2.3 3amecTtuTenbHas Teparnus KOHIEHTpaTaMu (DaKTOPOB: JieueHHe KpOBOTeUYeHHH (10 TPEOOBAHHUIO). ............. 16
2.43amMecTHTeNbHAS TEpANKs KOHLEHTPATAMHU (PAKTOPOB: MPOPHIAKTHKA «.vvvvvvverrrrrerrrnnrnnnrnnnnrnnnnnnnnnnnnnnnnnnees 19
2.5 COIMYTCTBYFOIIAS TEPATTHS. «..eeveteretereeteeeeeeeeeeeessessansssessaenaeaeeaetaeeteeeeteetee e et eeeeeee e et eeeeessesaaanaeaeaaeeaaaeeeeeeeees 21
2.6 JleyeHre KPOBOTCUCHUN PABTMUHBIX JIOKATMBALIMH «..eevvveerieeiiiseereeeeeeeeeeseeessessseessnnneeseeeseeeeeeeeeeeeeneeereeneennnes 22

I'naBa 3. JledeHHEe HHIHOUTOPHOM TEMOQMIIME ........ccoiiiieiieeeeeeee e e e e e e e e e e e e e e e e e eaeaa e s s a e n e a e e e e e e e e e e e e e e e e eeeeeeas 5.2
I [0 11 1 (11 Te] Y1 11 PP U PSP UPPPPPPPTPPPRPPPRt 25
3.2 JINATHOCTHKA MHTHOMTODA ... 1sssieeeeeseesseeeeeeeeeeeeeeeeeeeeeeeaasaasaasssaasaaaaaaaaaaaaasaaeaaeeeaaeaaaeaaaaanaaansaaasaaaaaaaaeeaaeens 25
3.3 UnayKuuss UMMYHHOM TOJIEPAHTHOCTH MPU WHTUOUTOPHON TEMOMUITHH ...ttt 27
3.4 JleueHne ¥ MPOPUTAKTHKA KPOBOTEUCHH «.....vvvvrrrnrrnrnnnnrnnntnnnsinnsienses s sesssnsnsnennnssnnnennns s 28

I'naBa 4. OproneguyecKue OCTOKHEHHA TEMOMUMIIMHE. .......cooeiiiiiiiiiiiiiiiiiiiiiieeeeeeee ettt 29
4.1 XPOHUUCCKUI CHHOBHHT. ......uuuuuueunaasaassaassaasssassssssaesasassss s s sas s s n s s s a s a s s nn e e e e e e e e e s e e s s 29
4.2 XpOHUYUECKAS TEMOPUITHUCCKAST APTPOTIATHSN . «.vvvvvvvvvevetteenssesssessseesssssssssssmmsmms s s s s s s e s s ee s s eeesbte b beesesbbsseesnssnnes 30
T N B 115329 (e T0) 1) -0 ) 1 TSR P TP PP 31
R 1 (<] TN (0111 P PP PPPPPPP 2.3

I'naBa 5. OnepaTuBHOE JeUeHHE OOMTBHBIX TEMOQHIMEH .....ocoiiiiiiii e 32
5.1 Opranuzaiysi CTOMATOJOTHYECKON TIOMOIITH ... eeeeessusunsaeeeeesssunnsaaaseesannnnnsssnnsaaaeeeessssnnnaeeaeeesssnnnnsaeaeees 32
5.2 OnepaTUBHbIC BMEUIATEILCTBA U MHBAZUBHBIC TIPOLCIIYPBI ..ceeeeereieerieereeeeetieeeeeeeeeteseaeeseeeeneaeaeaaaeaeaeeaeeeeees 33

I'naBa 6. O01IHE BOMPOCHI HPH TEMOMMUIIMHE .......oevveeereeetinenunenneennneenneeeeeseessmnseeseeesseessesssreesrenrnsesnnesnnnsnnnsmnn 34

] D7 V= 0T o 7 S PP PT 377



Cnucok cokpameHmid

aKTUBUPOBAHHOE YaCTHYHOE TpoMOormiacTuHoBoe Bpems - AUTB
AHTUUHTUOUTOPHBIN KoarynsaHTHbIA KoMiuieke - AUKK
bere3na equnuia - bE

remobunus A -T'A

remopunus B -I'B

necMornpeccud - DDAVP

JIeHb BBesieHus - /IB

KeIyJOYHO-KHIIeuHbIN TpakT - JKKT

WHIYKIUS UMMYHHOU TojiepanTHocTH - AT

KoMmmbtoTepHast Tomorpadust - KT

MarHUTHO-pe3oHaHCHas Tomorpadus - MPT

HECTepOU IHbIe MPOTUBOBOCTIANTUTENbHbBIE TTpenapatsl - HIIBIT
npoTpoMOUHOBOE Bpemsi - [1B

TpoMOUHOBOE BpeMms - TB

daxtop cBepthiBanus kposu VIl - FVIII

¢dakTop cBepThiBaHus KpoBH |X - FIX

daxTop cBepThiBaHUs kpoBHu Xl - FXI

dakrop cBepthiBanus kpoBu XlI - FXII

LeHTpalibHast HepBHas cuctema - [{HC



MeToaos0rusi pa3padoTKM KJIMHUYECKUX PeKOMeH Al

1. MeToabl, HCNO/IB30BaHHBIE 1/ cO0pa/ce/ieKIHH 10KA3aTe/IbCTB:
 Tlouck myOnuKanuii B CeHaTN3UPOBAHHBIX MTEPUOANIESCKIX TIEUaTHBIX U3IaHUSIX
¢ ummnakT-pakrtopom > 0,3.

* Jlouck B JJICKTPOHHBIX 0azax JaHHBIX.

2. Bba3bl TaHHBIX, HCNOJIL30BAHHBIX JIsl cOOpa/ceIeKIIHN J0KA3ATEIbCTB!
JlokazaTenbHON 0azoil IJis peKOMEHIALUKA SBISIOTCS IMyOJUKAIlMU, BOIIEIIINE B
6a3bl ganueix PUBMED, MEDLINE, KokpanoBckoit 6ubnuoteku. [lorck mpoBoauics

Ha Tyonny 6omee 10mer.

3. MeTtoabl, HCMIOIb30BaHHbIE /sl AHAJIH3A J0KA3aTeIbCTB!
e O0630pbl MeTa-aHAJIN30B, PAHJAOMHU3UPOBAHHBIX MTPOCIEKTUBHBIX KOHTPOJIHUPYEMBIX
NepeKPECTHRIX KIMHUYECKUX HCCIIeIOBaHUN.
e OOG30pbl OMyOJMKOBAaHHBIX MCCJIENOBAHUNA CIIly4ail-KOHTPOJb WM KOTOPTHBIX
UCClIeJOBaHUM.

e (CucreMaTudeckKue 0630pBI C Ta6J'[I/IL[aMI/I JOKa3aTCIIbLCTB.

4. MeToabl, HCIIOJIb30BAHHDbIE A/ KA4YeCTBA H CHJIbI J0KA3AaTe/JILCTB.
* KoOHCeHCcyc 3KCIepToB;
e OneHKka 3HAYMMOCTU JO0Ka3aTelbCTB B COOTBETCTBUM C PEUTHMHIOBON CHCTEMOM

yOeInTeTbHOCTH JToKa3aTeabcTB (Tadu.l).

5. MeTtomosiorusi pa3padboTKH peKoOMeHAaIHii:

Onucanue memoouxku aHaiuza 00KA3amelbCme U pazpabomxu PeKOMeHOAUUll

IIpn orbope myOnwKanuii, Kak MOTCHIIMAIBHBIX WCTOYHWKOB JIOKA3aTENbCTB,

HUCIIOJIB30BaHHAs B KaXXJOM HCCICIJOBAHHMHN MCTOAOJIOTHUA HOJIDKHA OBITH HN3ydcHa OJid



TOro, 4TOObl yOEIUTHCSI B COOTBETCTBUU €€ MPUHIUIAM JOKa3aTeJIbHON MeUIUHBI.
Pesynbrar wW3ydeHus BIMSIET HAa YPOBEHb JI0KA3aTE€JbHOCTH, IPUCBAMBAEMBbII
myOJIMKAILMK, YTO B CBOIO OUepe/lb BIUSIET HA CUJTY BBITEKAIOIINX U3 Hee PeKOMEeHAaluH.

Mertononornueckoe wu3ydeHue (Qokycupyercss Ha OCOOCHHOCTSX  JW3aiiHa
WCCJIEIOBAHUS, KOTOPbIE OKa3bIBAJIM CYIIIECTBEHHOE BIIUSIHUE HA KAa4ECTBO PE3yJIbTaTOB U
BBIBOJIOB.

C 1uenplo UCKJIIOUCHMS BIMSHUS CyOBEKTUBHBIX (DAKTOPOB KaXJ0€ HCCIeIOBAHKE
OLICHMBAETCs, KAK MUHUMYM, JABYMs HE3aBUCUMBIMHU YICHAMU aBTOPCKOrO KOJUIEKTUBA.
Paznuuus B olieHKe O0OCyXJaroTcsli Ha COBELIaHUSX padodyed Trpynmnbl aBTOPCKOTO
KOJUIEKTUBA JaHHBIX PEKOMEH AL .

Ha ocHoBanwm aHanmm3a [0OKa3aTeNbCTB pa3paOOTaHBl pa3fieibl KIMHUYECKUX
PEKOMEHIAlil C OLEHKOM CUJIbl B COOTBETCTBUU C PEUTUHIOBOM CUCTEMOW rpajalivuid

J0Ka3aTeIbHOCTH peKoMeHaanuii (Tabi.2).

6. MeToabl, HCMOb30BaAHHBIE 1JIs1 (POPMYJIHPOBAHUS PEKOMEHIALMIA:
* KoHceHcyc akcniepToB.
e OneHka 3HAaYUMOCTH PEKOMEHAAlMid B COOTBETCTBUM C PEUTUHTOBOW CHUCTEMOM

rpajaiuii JoKka3aTeIbHOCTH peKoMeHaanuii (Tabdi.2).

Huouxamopor dobpoxauecmeennoul xknunuueckou npakmuxu (Good Practice Points —
GPPSs): no6pokauecTBeHHas MpaKTHKa peKOMEHIAIMi OCHOBBIBAETCS HA KBaTU(UKALINK

N KIIMHUYCECKOM OIIBITE aBTOPCKOT'O KOJIJICKTHBA.

7. Metoaos0orus BaauJInu3aluu peKOMeH AU

Memoowl eanuouzauuu bexkoMeHOAUU.

* BHemHss OKCIICPTHAasd OLICHKA.

* BHyTpeHHss 3KCIIepTHAs OLICHKA.



Onucanue memoouxku 8aIUOU3AUUU DEKOMEHOAUUI:

PexoMenmanimu B TpeABapUTEIbLHONM BEPCHUU PELEH3UPYIOTCS HE3aBUCUMBIMU
JKCIepTaMHU, KOTOPBIX TMPOCSAT MPOKOMMEHTHUPOBATh, HACKOJIBKO  KaueCTBEHHO
WHTEPIIPETUPOBAHBI JOKa3aTeIbCTBA U pa3paboTaHbl peKoMeHaaluu. Takxe MpOBOIUTCS
JKCIIEpTHAsT OLIGHKA CTWJIS U3JIOKEHUS PEeKOMEHIAMK W WX JOCTYITHOCTH IS
MMOHUMAaHUS.

[IpenBaputenbHble BepCUU PEKOMEHIAIMN MPEICTABISIOTCS IS OOCYXIeHUs Ha
HAayYHBIX TeMaTOJOTUYECKNX KOH(epeHnusX HalmoHalbHOTO TreMaToorHYecKoro
obmecTtBa u 3acenanusx [IpodunsHoit komuccuu no ['ematonorun, Pabodeli rpymnmsl 1Mo
pa3paboTke KIMHUYECKUX peKoMeHAalui [ emMaToJIoOrH4eckoro Hay4dyHOIro IIEHTpa,
BeIyIIUMHY CTIeTIHAINCTaMH MPOPMIbHBIX DenepanbHbIX 1eHTpoB P u mpakTudeckumMu
BpayaMu.

NzyuaroTcsi KOMMEHTapu#M CO CTOPOHBI Bpadei-reMaToJIOrOB amMOyJIaTOPHOTO H
CTallMOHAPHOTO JTalmoOB B OTHOIIEHWU JIOXOJAUYMBOCTM K MX OIEHKH BaXXHOCTH
peKOMeHaIMi Kak pabo4yero MHCTPyMEHTA MOBCEHEBHOM MPAKTUKH.

3ameuaHussT W KOMMEHTapuu, T[OJy4YeHHble OT OSKCIEpPTOB, TIIATEIbHO
CHUCTeMaTU3HUPYIOTCS U OOCYXKIIAlOTCS aBTOPCKUM KOJIIEKTHBOM. [Ipu HeoOXomumocTu

IMPOBOJUTCA BHECCHUC W3MEHEHUH U IONOJIHEHUH B TEKCT peKOMeH,Z[a]_II/IfI.

8. OxoHuaTe/IbHasl peaKIHA;

JIns OKOHYATEeNbHOM pEeNaKUMy W KOHTPOJISI KadyecTBa PEKOMEHIALMH ITOBTOPHO
AHAIM3UPYIOTCS YIEHAaMH aBTOPCKOTO KOJUJIEKTHBA, JUIS MOATBEPXKIAECHUS TOrO, YTO BCE
CYILIECTBEHHbIE 3aME€4aHUsl U KOMMEHTAapUU HKCIIEPTOB IPHUHATHI BO BHUMaHHUE, PUCK
CUCTEMAaTUYECKUX OLINOOK MPH pa3pabOTKe CBeJIeH K MUHUMYMY.

OxoHyaTenbHas peJaklys KIMHUYECKUX PEeKOMEHAALM paccMaTpUBaKOTC U
yTBepKHaroTcsi Ha 3acefmanuu [lpoduibHoit xomuccuu mo ['emaromoruu, Paboueit
rpynmnsl 1Mo pa3paboTke KIMHUYECKHX peKoMeHAaluil ['eMaronorunyeckoro HayyHOTo
IeHTpa, W B 3aK/IOYeHWH, Ha KoHrpecce (che3ge, IuleHyMe) HarnumonansHOTO

reMaToJIOTH4€eCKOro 06HleCTBa.



Tab6auna 1.
YPpoBHH 10Ka3aTEJIbHOCTH PeKOMeHAAal Uil
(B COOTBETCTBHUU €O IIKAJIaMH, pa3pab0TaHHBIMU AMEPHUKAHCKHM OOIIECTBOM
kiuHrYeckoit onkosoruu (ASCO)u
EBpomneiickum oOriectBoM MeunuHcKo onkosioruu (ESMO)

YpoBeHnb
JI0Ka3aTeIbHOCTH

Tuno moxasareabHOCTH

I JlokazaTenbcTBa MOJyUYEHBI B pe3yJibTaTe MeTa-aHajan3a 00IbIIoro Yncia
XOPOIIIO CINITAHUPOBAHHBIX PaHIOMU3HPOBAHHBIX UCCIICIOBAHUH.
PaHoMH3UPOBaHHBIC UCCIICIOBAHKS ¢ HU3KAM YPOBHEM JIOKHOTIO3UTHBHBIX H
JIO’)KHOHETaTUBHEIX OIITHUOOK.

1 JlokazaTenbcTBa OCHOBAHBI Ha pe3ylibTaTaX He MEHee OJHOTO XOPOIIOo
CIUTAHUPOBAHHOTO PAHIOMU3UPOBAHHOTO HCCIIEI0BaHUs. PaHIOMU3HpOBaHHbBIE
WCCIIeIOBAHMS C BBICOKUM YPOBHEM JIOKHOTIO3UTHUBHBIX U JIOKHOHETATHBHBIX
OIIIIOOK.

[l JlokazarenbcTBa OCHOBAHbBI HA PE3yJIbTaTax XOPOIIO CIUIAHUPOBAHHBIX
HEpaHJOMHU3UPOBAHHBIX UccienoBanmnil. KoHTponrpyemble nccliieJoBaHus ¢
OJTHOM TPYNIIO# OOJBHBIX, UCCEAOBAHUS C TPYIIION HCTOPHIECKOTO KOHTPOJIS
U T.J.

vV Jloka3zaTenbCTBa MOJIYUYEHBI B pe3ysibTaTe HEPaHJOMU3UPOBAHHBIX
uccienoBanuii. Hempsimpie cpaBHUTENbHBIE, ONMUCATEIHHO KOPPEISIIIUOHHBIE
WCCIIEIOBAHMS U UCCIIeI0BAaHUS KIIMHUYECKUX CITyJaeB.

\% JlokazaTesbcTBa OCHOBAHBI Ha KIIMHUYECKUX CIIydasiX U IpuMepax.

Tabauna 2.
CTeneHu U rpajanuu 10Ka3aTeJIbHOCTH PeKOMeHAal i
(B COOTBETCTBHUU CO IIKAJaMHU, pa3pabOTaHHBIMU AMEPHKAHCKHM OOIIECTBOM
kinuHIueckoi oukostorun (ASCO)u
EBpomneiickuMm oOriecTBoM MeauiuHcKoi onkosioruu (ESMO)

Cremnens ['pananust

A JloxazatenbcTBO | ypOBHS WK yCTOHYMBEIE MHOTOYHCIICHHBIE AaHHbIe |1, |11
i |V ypoBHS 0Ka3aTeTbHOCTH

B Hoxazarenscta ll, Il wam IV ypoBHS, cunTaromuecs B 11€JI0M YCTOWYUBBIMA
TAHHBIMHA

C Hoxazarensctna ll, I, IV ypoBHS, HO TaHHBIE B IIEJIOM HEYCTOMYNBHIC

D Crabble UM HeCUCTEMATHUECKHE SMITUPUIECKHE JI0Ka3aTeIhCTBA




I'nasa 1. O6mas undgopmanus

I'emounuss — 370 cremneHHOe ¢ X-XPOMOCOMOM BpOXIEHHOE HapyIIeHHE
CBEPTHIBAEMOCTH KpPOBH, BBI3BAHHOE HEOCTATOYHOCTBIO WIJIM OTCYTCTBHEM (akTopa
ceepteiBanus kpoBu VIl (remodumus A) wimm  daxrtopa IX (remodunms B).
[TonaBstoiee GOMBIIMHCTBO OOJNBHBIX TeModuiveld — My>XKUnlHbI. PacrpocTpaHeHHOCTh
remobunuu B OosbIMHCTBe cTpaH coctaBiseT 10-14 Gonpubix Ha 100000 mysxuwuH.
I'emodunus A (I'A) BcTpewaercs yare, yem remodumus B (I'B), u cocraBiser 80-85%
oOmiero yucna cinydaeB. V3BecTHbl €AMHHUYHBIE CIydyad TreMOMUIUU y KEHLIUH MpU
HaCJIeJJOBaHWH TeHa OT oTia (00pHON reModuineii) U oT Matepu (HOCUTENb reHa), TH00
Yy JKEHIIUHbI C MyTallMeld I'e€Ha Ha OJHOW XPOMOCOME, KOIJa I'eH Ha JPyrod He aKTUBEH
(60ne3nsp lllepemenckoro-Tépuepa u ap.). Takke y HEKOTOPBIX JKEHIIMH — HOCUTENEH
myTtauuu reda axrtopa VIII umu dpakropa |X MoryT ObITh KIIMHUYECKHE TIPOSIBICHHUS.

OcHoBHOe TmposiBIieHHEe TeMO(GUIUU — KPOBOTEUYEHUS W KPOBOM3IHUSHUSA,
BO3HUKAIOIIME CIIOHTAaHHO WJIM BCIEACTBHE TpaBMbl. Yaiie Bcero MpHUCYTCTBYET
CeMeliHbIii aHaMHe3 3a0oJeBaHus, OHako B 1/3 ciydaeB BcTpewaroTcs criopagudecKue
myTanuu reHoB ¢daktopoB VIl u IX. 'emodunuto cnenyeT nmoao3peBaTh Mpy MOSBICHUH
y JIOJEH:

* JIETKO Pa3BUBAIOLIUXCS SKXMMO30B 1 T€éMaTOM B PaHHEM JIETCTBE;

* CITOHTAHHBIX KPOBOTe4eHUH (MprYrUHA KPOBOTEUEHUS HE SICHA), 0COOEHHO B CYCTaBHl,
MBIIIIIBI U MSTKHAE TKaHH;

* INTUTEIBHBIX KPOBOTEUCHU 1TOCIIEe TPABMbI WIIM XUPYPrUUeCKOro BMEIIaTeIbCTRA.

XoTs reMobuIMsS OTO BPOXIACHHOE 3a0oJjieBaHWE, Y HEKOTOPBIX JeTel
KPOBOTEUYEHHsI MOTYT OTCYTCTBOBATh Ha MEPBOM IOy *KH3HH, 0 TeX MOp, MMOKa peOeHOK
HE HauyHeT XOAWTh. Y JHI, CTpaAarolIuX Jerkod ¢opmoii reModuinu, KpoBOTEUEHUS
MOTYT OTCYTCTBOBATh /10 TIEPBOI TPaBMbI HJIM XUPYPrHUECKOr0 BMEIIaTeIbCTBA.

CremneHb TSXKECTU HApYILIEHUW CBEPTHIBAHUS KPOBU U KIMHUYECKUX MPOSBICHUN
npu reMO(UINN 3aBUCUT OT YpPOBHSI aKTUBHOCTH (hakTopa B KpoBH. Knaccudukanus
reMo(UIINKN MO CTENEeHU THKECTH OCHOBaHa Ha ompeneneHuu aktuBHoctu VI wmmm 1X
(bakTOpPOB CBEPTHIBAHUS KPOBH B IuIa3Mme manueHTa (tadbmuia 1). Ona ogunakosa mis ['A

u I'B.



Taoauna 1.

Kaacenpuxanusi reMouaiuu no creneHy TsKeCcTH

CreneHb AKTUBHOCTSH (hakTOpa
0 Ciiyyau KpoBOTEUEHHUS
TSDKECTHU CBepThIBaHUS KpoBH, Y0
CrnoHTaHHbIE KPOBOTEUYEHUS, [IaBHBIM
*
Tsoxenas <1% 00pa3oM B CyCTaBbl U MBIIIIEYHBIC TKAHU

Bo03MOXHBI CIOHTaHHBIE KpPOBOTCHYCHHUA.

Cpenuss >1 -<5% CuipHOE KpOBOTEUEHUE TIPU TPaBMe U
- XHPYPTrUUECKOM BMEIIaTeIbCTBE
CuiibHOE KpOBOTEUYEHHUE TIPU Cephe3HON
Jlerkas >5% - <40% TpaBMe WU XUPYPTUUYECKOH onepannu

*60-70%Bcex AMarHOCTUPOBAHHBIX CIyYaeB reMOGUITHH

1. 1 Knunuueckaa kapmuna.
Knunnueckue nposisienuss I'A u I'B upentnunsl. [ KIMHUYECKOW KapTUHBI IMPU

reMOQHUINU XapaKTePHO pa3BUTHE KPOBOTeueHU# (Tabnuibl 2 U 3), KOTOpbIE 3aBUCSAT OT

CTCIICHU TAXKCCTHU FeMO(bI/IJ'II/IH .

Taoauna 2.
Knaccudgukanus KpoBoTeueHHH MO TAKECTH

Tsoxenbie JKuzneyrpoxaromue
* CycraBsl (reMapTpo3) e llenTpanpHas HepBHas CHUCTeMa
e Mpmsl/Msirkue TKaHd (B IOAB3HOIIHO- (LTHC)

MOSICHUYHYIO MBIIIITY U JIp.) * KenynoyHo-KUIIEUHBIHI TpakT
e (CnuzucThle pPOTOBOM  TOJOCTH, HOCAQ, (°KKT)

MOYEBBIAEIUTEILHON CUCTEMEI » Illes/ropno

Jns  OonpHBIX — TsDKeNmoW  ¢opMol  reMopUIMU  XapaKTepHO  TOsBIICHUE
reMopparuyeckoro CUHJIpoMa Ha MepBOM rojy Ku3HU. OTHOCUTENBHO PEIKO TEHIASHIIUS
K KpOBOTEUYEHHMSIM MOXET CTaThb OYEBUJAHOM YyX€ B HEOHATAIbHOM IEpUOJE
(kedasoreMatomMpl, reMaTOMBl MSTKHX TKaHeW, BO3HUKAIOINIWE TOCIEe WHBEKIUN HIH
BCIIEJICTBUE  TSOKENBIX  POJIOB,  KPOBOTEUEHHWE W3  IMYNOYHOrO0  KaHaTHKa,

nocjeonepaoHHble  KpoBoTeueHus). Kak mpaBmiio, KOXHBIH TreMoppardveckuii
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CHHJIIPOM BO3HHKAaeT B Bo3pacTe 0 6 mecsieB (4acTo mociie Maccaka Wi TMMHACTHKH).
Co BTOpOro moJIyrofusi *XM3HU BEAYIIMMHU CHUMITOMAMH CTAaHOBSITCS MEXKMBIIIEUHbIE
reMaTOMBbl, TSIKEJble MMOCTTPaBMaTHYECKAE KPOBOTEUSHHUS M3 CIM3UCTHIX MOJIOCTH pTa U
KPOBOM3IUSHUSA B CycTaBbl. [lopakaioTcsi B OCHOBHOM KpYITHBIE CYCTaBbI: KOJICHHbIE,
rOJIEHOCTOITHBIE U JIOKTeBble. Kpome sToro, y mopeit ¢ Tsoxenoi remoduiveld ObIBatOT
KPOBOM3IUSHUS B TOJB3JOIIHO-TIOSICHUYHYIO MBIy, TeMaTypusi, KPOBOTCUEHUS W3
XKKT (ocoGeHHO TpY HAIWYMM SPO3UM, S3B, MOJHUIIOB, BOCHAIMTEIBHOIO Mpollecca) U
kpoBomznusiHusa B [{HC, kpoBoTedeHHs] ¥ KPOBOW3IUSHUS TIPH MTPOBEJICHUH WHBA3UBHBIX
MAaHUITYJISALUN.

Cpennetsikenass Qopma remMopuind uMeeT cXoiHble TmposiBieHus. [lepsoie
NpU3HAKW, KaK MpPaBUJIO, Pa3BUBAIOTCSA MOCIE ToAa. Y TMAalueHTOB C aKTUBHOCTHIO
dakTopoB Oosiee 2% pexe BCTpeHarOTCs KPOBOM3IUSHHUS B CYCTaBbl, 3a0pIOLIMHHBIC
remMaToMbl, TremaTypus. Hawmbonee THUNUYHBI TMOCTTpaBMAaTUYECKHEe TEeMaTOMBbl U
JUTATEIbHBIE KPOBOTEUEHHSI, 0COOCHHO MPH TpaBMaxX CIM3UCTBIX 000JIOUEK.

Jlerkasi reMoQuiIMsi MOXKET HUKAK He MPOSIBISATHCS HA MPOTSHKEHUHM BCEH JKU3HU
yenoBeka. |laTomormueckre KpOBOTEUEHUS W KPOBOWBIIUSHUS Yy TAIMEHTOB C JIETKOH
dopmoli TeMoDUIMKM BO3HUKAIOT BCIEJICTBHE 3HAUUTEIBHBIX TpPaBM WJIU OMepaluil.

Hopa>1<eHI/Ie OITIOPHO-ABUTATCIIBHOI'O allllapaTa BCTPEUACTCA ‘-Ip@3BBI‘-I&ﬁHO PEAKO.

Tab6auua 3.

YacrTorta BCTPCIACMOCTH KpOBOTe‘leHl’lﬁ

["emMapTpo3bl (KpPOBOUBIHUSHHUSI B CYCTaBBI) 70-80%

['emaToMBbl (KpPOBOM3IUSHUS B MBIIIIEI) U KpoBousnusHus Ha | 10-20%
KOXe

Jpyrue Tspkelnble KpOBOTEUEHUS 5-10%

KpoBoreuenus B [IHC MeHee 5%
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1.2 Jluacnocmuxa zemoghunuu.
JlaHHBIE ceMeWHOTo aHaMHe3a TpuMepHOo y 2/3 OONBHBIX coaep)kKaT yKa3aHUs Ha

reMoppard4eckue TMpOSIBICHHUS y OJIM3KUX POJCTBEHHHKOB MO KeHCKOW mnuHuu (y
MYKYHH, peXe y KeHIINH).

JlaHHBIE JTUYHOTO aHAMHE3a MOTYT COAepKaThb MHPOPMAIUIO O TeMOpparundecKux
nposiBieHusx y naunuenta. [lpu cOope anamHesa 3abosieBaHUs HEOOXOIMMO OOpalaTh
BHUMaHW€ Ha HAJIMYME FeMOPPArnYecKuX MPOSBICHUN B HEOHATAIIBHOM IIEpPUOJE B BHUJIE
KedanoremMaToM, BHYTPUYEPEMHBIX KPOBOM3IUSHUMA, KPOBOTOUMBOCTH M JJIUTEIHLHOM
3a)KUBJIEHUHM IMYTOYHOM paHKHW; y TPYAHBIX Je€Tell — 3KXMMO30B, HE CBS3aHHBIX CO
3HAQUUMOW TpPaBMOM, reMaToOM MSTKMX TKaHedl Mocje He3HAYUTENbHbIX YIIMOOB WU
CIIOHTaHHBIX. BakHo oOpamiarb BHHUMaHHE Ha HECOOTBETCTBHE BbIPAKEHHOCTH
reMOpPparnyecKux NPOSBICHUN TSXKECTH NPEAIIeCTBOBABIIEH TpaBMbl, Ha PELHINBBI
KpPOBOTEYEHUM IOCJEe MEPBUYHON OCTAaHOBKU, HE CBS3aHHBIE C IIOBTOPHOM TpPaBMO,
MaccuBHble ¥ (MJIM) MHOXXECTBEHHbIE TIe€MaTOMBbl, CHUCTEMHOCTb TIeMOppParn4ecKux
NposiBIeHUH (MPOSBICHUS Pa3IMYHON JIOKAIN3alliU), «CIIOHTaHHBIE TeMOpparuvecKue
MPOSIBIICHUSI», BO3HUKAIOIINE M3-3a JJIUTEIBHOIO JJATEHTHOT'O Meproa U HECOOTBETCTBUS
XapakTepa KpOBOTEUEHMUS TSKECTH TPABMBI.

DuzukanvHoe obcnedosanue.

[Ipu Tsx€noit M cpenHeTsokenoil ¢opme TeMOPUINKA  BBISIBISIETCS KOXKHBIM
reMOpPparvyecKuii CHHAPOM pa3JIMYHOW BBIPAKEHHOCTH B BHUJAE MHOXKECTBEHHBIX
9KXHMMO30B U reMaToM. Bo3MOXHBI IPpU3HAKK TIOPaXKEHUsI CYCTaBOB B BHJIe Je(opMallny,
OTE€Ka W JIOKAJIbHOTO TOBBIIIEHUSI TEMIEPATyphbl KOXKH, NO3/IHEe — MPU3HAKA HAPyLIEHUS
MOJIBYKHOCTH CYCTaBOB, THMOTPOGUS MBI KOHEYHOCTH Ha CTOPOHE MOpPaxEHHOTO
CyCTaBa, HapylIeHNE MOXOIKH.

Jlabopamopnas ouacnocmuxa.

Koarynonorudeckoe o0cienoBanue mpoBOIUTCS TO3TAMHO:

Ilepeoviii sman. Koarynonoruueckuii CKpUHUHT MPU MOJO3PEHUU Ha reMopparndeckue
COCTOSIHUS BKJTFOYAeT aKTUBUPOBAHHOE YAaCTUYHOE TpombOoriacTuHoBoe BpeMs (AUTB),

npotpombuHoBoe Bpemst ([1B), TpomGuHoBoe Bpemst (TB), koHueHTparuo GudbpruHOreHa
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(mo Kuayccy), Bpemsi KpOBOTE€UeHHsI CTaHIApTH30BaHHBIM MeToIOM (Hampumep, IO
AWBH) ¥ THCTPYMEHTAIBHYIO OLIEHKY (PYHKIIUU TPOMOOIIUTOB.

Ha ocHOBe 3THX TeCTOB MOXXHO ONpENeTUTh TUI HapYIICHUS CBEPTHIBAEMOCTH
kpoBu. [lns remodunmum xapaktepHo yBenaumdeHne AUTB npu coxpaHeHun apyrux
nokasateliell B Mpejenax HOpMallbHbIX 3HaueHud. HeoOxonnMo uMeTh B BUAY, UYTO 3TH
CKpUHUHT-TECTBl MOTYT He OOHApYyXWTh aHOMAJIHWK y TMAaIMeHTOB C JIETKOH QopMoit
reMoUIInH.

Bmopoii sman. BpeinonHsiercs npu wuzoaupoBaHHOM ymiuHeHun AYUTB, nubo npu
OTCYTCTBUM W3MEHEHHS B CKPUHUHTE W HAJIWYUU KIMHWUYECKWX TPU3HAKOB JIETKON
dopmbl remodunru. Ha BTOpoM 3tame mpoBoasT TecT Koppekiuu (koppekuus AUTB
IpH CMEIIMBAaHWW IIIa3Mbl TAIlMeHTa C HOpMalbHOW IIa3Moi), aktuBHOCTh FVIII,
akTUBHOCTh FIX, pucromernH KkodakTopHas aKTUBHOCTH (AKTHBHOCTH (hakTopa
BunneOpanna), aktuBHocTh FXI, aktrBHOCTH FXII.

Tpemuui sman. Ilpu BoigsBneHHOM cHukeHuu akTuBHOCTU FVIII wnm FIX Beimonmusercs
omnpejeyeHre creunu@uiyeckoro MHruouTopa K CHKeHHOMY ¢akTopy. [lpu cHuxkeHun
AKTUBHOCTH HECKOJIbKMX (aKTOPOB CBEPTHIBAHUS KPOBH W/WIIM YIJIMHEHWUW JTATIU]-
3aBUCUMBIX TecTOB (AUTB ¢ 4yBCTBUTENBHBIMEM PeaKTUBaMH) MPOBOJUTCS OMpeecHIe
Hecnennu(puieckoro HHruouTopa (BOJYaHOYHOTO aHTUKOATYJISTHTA).

Jlnaraos w TsDKeCTh reMOMWMIINY yCTAaHABIMBAIOTCS TOCTIE BBISBICHUS CHUIKEHUS
aktuBHOcTU FVIII nmu FIX, ecnu moaTBepk/1eHO OTCYTCTBHE JAaHHBIX 32 IPUOOpPETEHHOE

reMmopparn4eCkKoe COCTOAHHNE, CBA3aHHOC C MMOABJIICHUEM I/IHFI/IGI/ITopa.

I'nasa 2. Jleuenune remoduinu
2.1 Opzanuzayus neuenusn
* KowmrutekcHBIIf TOAXOJ K JIEUEHHWIO TAIMEHTOB C TeMOQUINed yiydinaer
¢uznyecKoe M TCHUXOJOTUYECKOe 37]0POBhE, KayeCTBO >KM3HH, CHM)KAaeT 4acTOTy
pa3BUTHS OCJIOKHEHUI U cMepTHOCTH (YpoBeHb nokazatenbHocTH l1).
» HalGntonenue v neyeHre NaMeHTOB ¢ TeMO(MINEH TOKHO MPOBOIUTHCS TPYTIION

CHEIMAIMCTOB Pa3jMYHOr0 MpoQuis, BKIOYAIOUIel remarojora, Ieauarpa,
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opromesa, cTomaTojiora, ¢u3snoTeparnenTa, Bpada JIOK, mcuxosmora, MMeEOMUxX
OMBIT paboThI ¢ 60abHBIME FeModuueii. (YpoBens gokazatensuoct ).

OcMOTp TAIMEeHTOB TeMaToJOrOM, OpPTONEAOM U CTOMATOJIOTOM  JOJIKEH
MPOBOJIUTECS HE MEHee 2-X pa3 B TOJd; OCTaJbHBIMHU CHEIHATNCTAMH - 10
HEOOXOIUMOCTH.

Bce mamumenTr ¢ remModunmed  MOJDKHBI  OBITh  3apeTHCTPUPOBAaHBI B
cneruam3upoBaHHoM 1ieHTpe (YpoBeHb nokasareiabHocTd V). VYV manueHTa win
Bpayeil, K KOTOPbIM OH 0Opallaercs, KpyriioCyTOYHO JOJKHA ObITh BO3MOKHOCTh
KOHTaKTa ¢ TeMaTOoJIOTOM, UMEIOIIIUM OIIBIT JISYeHUST OOTBHBIX TeMO(UITHEH.
KitodueBbIME acTieKTaMu yIydIIeHUs] COCTOSHUS 3I0POBbSl M Ka4eCTBa KU3HU TPHU
JeYeHUH reMO(UINU SBJISIOTCS . MPeJoTBpallleHne KPOBOTEUEHHM, JOJITOCPOYHOE
JieYeHWe TIOBPEXJACHWM CYCTAaBOB W MBIIII, a TaKXke JPYTruX TMOCIeACTBUN
KPOBOTEYEHHMsI, JICYeHHe OCJIOKHEHHU TMocie Tepanuu (pa3BUTHE WHTHOWUTOPOB,
BUpPYCHbIE MH(DEKIINH, TepeiaBaeMble KPOBBIO).

KpoBoTeueHus ciieyeT ocTaHaBIWBAaTh B HadajdbHOW cTafuu (10 BO3MOXXHOCTH B
TEYeHHEe IMEePBhIX 2-X YacOB), TIOITOMY OCHOBAaHHEM IS Hadaja Teparud MOTYT
OBITb CYOBEKTHMBHBIE ONIyLIeHUs MainueHta wid QakT TpaBMbl. JKenartenbHO
OCTAaHOBHUTH KpPOBOTEYECHHWE WM KPOBOMBIIUSHHWE JO PAa3BUTHUS 3HAYUMBIX
KJIMHUYECKUX nposiBieHuit. (YpoBeHb qokaszareiabHocTH |l).

JIJis OCTaHOBKM JIETKUX U CpPeAHUX KPOBOTEUEHUN JIOJDKHA MCIOJIb30BaThCs
Tepanus Ha nomy. [Ipu pa3BUTHU TAKEIOro KPOBOTEUCHHUsSI Tepamus J0KHa ObITh
HayaTa Kak MOXHO pasblie (Ha J0My) W TIPOJOJKEHa MO HaOIoAeHuEM
remMaToJiora CTallMOHapHO WK aMOyJIaTopHO.

Jlo Hadana JMrOOBIX MHBA3WBHBIX MPOIENyp HEOOXOIWMO BBeAeHHE KOHIIEHTpaTa
dakropa cBEpThIBaHUS KpoBU Wi Aecmornpeccrra (DDAVP), B 3aBucumoctd ot
TSDKECTH TeMO(UIIHH.

[TanimenTaM HeEOOXOAWMO pPEKOMEHIIOBaTh, YTOOBI OHW HE IIOJH30BAIUCH
CpelcTBaMH, BIMSIONUMHA Ha QYHKIHAIO TPOMOOIIUTOB, OCOOEHHO aIleTHII

canuiioBort  kucioroir u HIIBIT (3a wuckmoueHwem Hekotopeix [1OI-2:
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IIeIEKOKCHO, TapeKoKcHO | Jp.). AJIbTepHAaTHBHBIMH MeHee Oe30macHBIMU
00JIEYTOAIOIINMU CPEJCTBAMHU SIBJISIETCS MaparieTaMmolt/aneTaMuHO(eH.
CrnenyeT u30eraTh BHYTPUMBIIICYHBIX HHBEKIIUN U ITyHKIIUN apTEPHi.
CrnemyeT TOOHIPATH pETyJIApHble 3aHATHS  (DU3WYESCKHUMH  YIPaKHEHUSMHU,
CIIOCOOCTBYIOLIUMHU Pa3BUTHIO MYCKYJIAaTypbl, 3allldTe CYCTaBOB M YJIYYIIIEHHIO
¢busnyeckoro coctosHus (Hanpumep, JedeOHAs TMMHACTHKA, IUIaBaHHE).

Heob6xoammo pekoMeH10BaTh n30eraTh KOHTAKTHBIX BHIOB CIIOPTA.

2.2 3amecmumenvnana mepanua KOHUEHMPAMAMU AKmopos. odujue npUHYUnbl

B ocHoBe iseueHuss OONBHBIX HEOCIOKHEHHOH (OpMON TeMOGUINH JIECKHUT
crenuduueckas 3aMectuTeNlbHas Tepanus koHueHtparamu FVII (mpu I'A) wiu
FIX (npu I'B) (YpoBens nokazatensHoct | A).

Ctporo pekoMeHIyeTcsl HWCIOJb30BaTh OYHINCHHBIC, BUPYC-WHAKTUBUPOBAHHBIE,
Ma3MaTHdecKre WM pPEeKOMOWHAHTHBIE KOHIIEHTPAThl (DaKTOPOB CBEpPTHIBAHUS
(YpoBeHnb nokazatenbHocTH | A).

Hcnonp3oBaHre HEOUMINEHHBIX MpPEnapaToB (CBeXe3aMOpPOKEHHOW IUIa3Mbl HITH
KPHUOIPEIUITUTATa) BO3MOKHO B HCKITIOUUTENBHBIX CIydasX M He JOJIKHO SIBIIATHCS
noctosiHHoM mpakTukoi (YpoBeHb fgokazatensuocTH 1V B).

B Hacrosmee Bpemsi HET OCHOBaHWM ISl NMPEANIOYTEHUS TOM WM WHOW TPYIIIIBI
KOHIIEHTPATOB ()aKTOPOB CBEPTHIBAHUS KPOBH: TUTa3MaTHUECKUX (COIEepIKAIINX WITH
He coaepxamux ¢aktop BumneOpannma) win pekoMOUHAHTHBIX (YpOBEHB
nokazarenbHoctH |l C).

ITockonbKky YacTass cMeHa HanMeHoBaHH# mpemnapatoB (akropos VII/IX moxer
NPUBECTH K TOBBIIICHUIO PHUCKA Pa3BUTHS WHTHOWTOpA, JKEJNaTelIhbHO CO3aTh
YCJIOBHSI IS TPUMEHEHHs TMaleHTOM OJHOTO HaWMEHOBAaHWS B TeUeHUe
JUTATENILHOTO BpeMeHU (Ha MPOTSHKEHUW MHOTHX JieT). [Ipu 3ToM mpeamnouTeHue
OTJaeTCsl TOMY Ipernapary, KOTOPBIH JIydllie BCETO NIEPEHOCUTCSI MAIIMEHTOM, UMeeT

nyqmuve papMaKOKMHETHYEeCKHe MHIMBUyalbHbIe MTOKa3aTean U Hanboiee yno0eH
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B MCIOJIb30BaHNH, UCXO/IS U3 KOHKPETHBIX yciaoBHid (YpoBeHb Joka3aTelbHOCTH IV
C).

* KoHmeHTpaTsl (hakTOPOB CBepTHIBAHUS KPOBH BBOJSATCS BHYTPHMBEHHO. Yarte Bcero
ucronb3yercss  OoirocHas  WH(DY3WST CO  CKOPOCTBIO, PEeKOMEHJIOBaHHOU
Npou3BOAUTENIeM. B penkux ciydasx BO3MOXHO TpUMEHEHHEe HeNpephIBHON
nH(DY3UM, eclM pa3BelIeHHBIH MpernapaT MOXET JOJIT0 COXPaHSATh aKTUBHOCTH B
pacTBope. [IpUMeHeHre HempepbIBHON HH(MY3HH MMOKA3aHO B MEPUOIECPALHOHHOM
neproie TpHU OOJBIIMX OINEPATHBHBIX BMEIIATENbCTBAX Yy MalueHToB ¢ ['A.
HemnpepriBHas nHbYy3usI O3BONISIET W30€XaTh 3HAYUMBIX KOJIeOaHWUN aKTHUBHOCTU
dakTopa B KPOBH U CHU3HTB PAacXojl Mperapara.juy IIpy mpoBeleHn: HelpepbIBHOl
nHDY3UM TperapaTta BO3pacTaeT PHUCK BO3HUKHOBEHWS WHTHOWTOpOB, mpu ['B
MOTYT pa3BuUBaThcs (PIeOUTHI M JIOKAJIBHBIE TpomMOO3bl. BBenmeHuwe mpemaparos
MyTeM TIOCTOSTHHOW WH(Y3UU JOJDKHO KOHTPOJUPOBAThCS JiabopaTopHo. Ha
OCHOBaHWM JTa0OpATOPHBIX J@HHBIX pACCUUTHIBACTCS HeoOXoawmas  Jo03a
BBOAMMOTrO Tipernapara. [Ipu opranuszanuu HempepblBHONH MH(Y3UHM HEOOXOAMMO
NIOMHUTH, YTO pa3JIMYHbIe TMpermapaTbl WMEIOT pPa3IMdHyK YCTOWYMBOCTH B
pactBope. MHpopManusi TOKHA MPETOCTABISITHCS KOMITAHUEH-TTPOU3BOIUTEIICM.
OnTuManbHO KaXIbld pa3 pa3BoauTh 1 QuiakoH mpemnapara, BBOIWUTh €ro M
Pa3BOMIUTh CIIEMYIOIUN TOJBKO TIOCTE OKOHYAHWsS BBEJEHUS Mpeaplayiero. B
TFO00M cllydae HeKellaTeJIbHO BBOJAWUTH pPa3BeACHHBIN mpemnapar Aojbine 6 — 8

yacoB (eciau MpoW3BOAMTENb He ykazan uHoe). (YpoBeHb mokazaTenbHocTH |V

B) .‘[uz]

2.3  3amecmumensnas mepanus KOHUeHmpamamu (OAKmopos. JieueHue
Kposomeuernuit (no mpebdosanuio).
* Bo Bcex cnmydasx HEOOXOJMMO Cpa3y UCIONb30BaTh JOCTATOYHYIO 03y U

CO6J'IIO,I[aTB KpaTHOCTb BBEACHHA IpeIIiapara. Hcnonn3oBanue HEaACKBAaTHO HU3KOU
JO3bI 1 HGCO6J’II-OI[€HI/IG PeXnMa BBCACHUSA ITPUBOIUT K CHUKCHHIO 3(1)(1)CKTI/IBHOCTI/I,

YXyAIIE€HUIO COCTOSHHUA N YBEJIMYCHHUIO pacxoJia rperapara. HeaHeKBaTHO BbICOKasd
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71032 MOXKET MPUBECTH K Pa3BUTHIO TPOMOO30B U HEONPABIAHHO MOBBIIIAET PACX0]l
npenapara (YpoBenb gokazatenbHoctu V C).

* Pacdyer 1036l KOHIIEHTPATOB (PaKTOPOB CBEPTHIBAHUSI KPOBH M MPOAOIKUTEIHHOCTh
Jie4eHus] TMPOBOJUTCS WCXOIS M3 LEJIeBOro 3HAYCHHs] aKTUBHOCTH ACPHUIIMTHOTO

¢dakTopa u Buaa KpoBoTeueHus (rabnwuia 5).

Tabauua b.

PexomeHnayemblii ypoBeHb ¢paKkTOpa H NPOAOLKUTETHLHOCTD
Tepanuu NpU pa3jInYHbIX BUAAX KPOBOTeYeHHs

I'emopumus A I'emo¢pumus B
Bun kpoBoTeueHwHsI JOCTHTaeMBbIH| JTTUTEILHOCTH  IOCTHUTAeMBbIi JUTATEIIBHOCTh
ypoBeHb (%0) (M) ypoBeHb (%) (M)
I'emaptpo3 40 - 60 1 — 2u Gonee 40 - 60 1 — 21 Gosee
MeKMBIITIeYHbIe TeMaTOMBI 40 - 60 2 — 31 607€e 40 - 60 2 — 31 Gonee
3alOpromuHHasi remaToma.
HavaJIbHAs 80 — 100 3-5 80 - 100 1-2
0JIIep KU BAIOIIAsT 30-60 | 3 —5u Gomnee 30 - 60 3 — 5u 6onee
BuyTtpuuepennoe
KPOBOM3IIHSIHUE
HavaJ bHas 80 — 100 1-7 60 — 80 1-7
MIO/I/IEPIKUBAIOIIAS 50 8-21 30 8-21
KpoBomsnmusiaue B 1m1ero u
ropJIo:
HavaTbHAasI 80 - 100 1-7 60 — 80 1-7
MOJIIeP KUBAIOIIAS 50 8-14 30 8-14
KKT xpoBoTeuenue:
HavaJIbHAs 80 — 100 1-6 60 — 80 1-6
IO /IePIKUBAFOIIIAS 50 7-14 30 7-14
[ToyeuHoe KpoBOTEUCHHE 50 3-5 40 3-5
OmnepaTuBHOE JICUEHHE:!
IpeonepanoHHas 80 — 100 60 — 80
nocneonepanmonnas |80 — 150[U3] 3 —[U4]5 80 — 140 3-5
60 — 80 4—-6 50 - 80 4—-6
40 - 60 7-14 30-50 7-14
KpoBoteuenune u3
CITM3HCTHIX MOJIOCTHU PTa:
HavaTbHast 80 - 100 1 60 — 80 1
HOJIePKUBAIOIIAs 50 2 — 3u 6osee 30 2— 3u Gonee
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Nwmeroruecs: nHIMBUIyanbHbIe KoneOaHus (hapMaKOKHHETHUYECKUX MapameTpoB Y
KaXXI0Tro nareHTa TpeOyIoT NepCOHUPUITUPOBAHHOM OILICHKH
(bapMaKOKMHETHUECKOH KpuBOi. B ciiydae eciam y mnamueHTa TakoW aHajw3
MPOBEJICH, pacyeT JI03bl U KPATHOCTH BBEJEHUS TOJDKEH MPOBOIUTHCS C yUIETOM
MUMEIOIINXCS JTAaHHBIX.

IIpu oTcyTcTBUM MaHHBIX 00 WHIWBHUIYATBHBIX OCOOCHHOCTSX (DapMaKOKWHETUKH,
BO3MOYKHO HWCIIOJIb30BaHUE yCPEIHEHHBIX 3HAYCHUH, IPUBEACHHBIX HUXE. TIEPUOT
nonyBbiBefeHus FVIII cocrariser okono 8-124acoB, nepuon nomyBeiBeneHus FIX
COCTaBJISIET OKOJIO 24 9acoB.

ITpu BBenennn 1 ME/kr macchl Tena nanwenta aktuBHOCTh FVIII moBbiaercs, B
cpennem Ha 2% (y manmeHToB cTapiie roga) (BocctaHoBineHnue aktuBHocTd FVIII -
TecT BoccTaHoBleHUs = 2), FIX —B cpemnem Ha 1% (rect BoccTaHoBIeHUS = 1).

VY nereii mepBoro rojia )KU3HU CTENeHb MOBbIIeHUs akTUBHOCTH FVIII MoxeT ObITh
menbie — 1%.

Pacuem o0o3zvr konyenmpama FVI ona nayuenmos cmapwe 1 2ooa: Jloza (ME) =
Macca Tefa X (TpedyeMas akTUBHOCTh — 0a3alibHast akTUBHOCTH) X 0,5.

Pacuem 0ozei konyenmpama FVII y oemeii nepsoco cooa scusznu: Jloza (ME) =
Macca Tena X (Tpedyemasi aKTUBHOCTh — O0a3alibHasi aKTUBHOCTb).

Pacuem o0oszer xonyenmpama FIX:. Jloza (ME) = macca Tema x (tpebyemas
aKTUBHOCTH — 0a3aJibHast aKTUBHOCTD).

[Ipenapatr BBOAWTCS BHYTPUBEHHO, CKOPOCTh BBEACHHS HE JIOJDKHA TIPEBBIIIATH
noKa3aTelb, yKa3aHHbI B WHCTPYKIUU IO MEIUIIUHCKOMY NMPUMEHEHHIO JaHHOTO
npemapata (YpoBeHb foKa3aTeIbHOCTH V).

YunuteiBass BapualOelbHOCTh (DapMaKOKMHETHYECKMX IOKa3zaTeled y KaXaoro
KOHKPETHOTO IMallieHTa, 3aMeCTUTENIbHAs Tepanusi TpeOyeT KIMHUYECKOTO W, MPHU
HEOOXOJIUMOCTH, J1abopaTOpPHOro KOHTpOJs. KiMHWYECKHil KOHTPOIb JOJKEH
NIPOBOJIUTHCS TEMAaTOJIOTOM IpH OOpallleHUH MaIlMeHTa, POAWTENSIMH M CaMUM
MaleHTOM TIOCTOSSHHO. B OCHOBe KIMHWYECKOTO KOHTPOJSI JICKHUT OIICHKA
JTUHAMUKH TeMOpparndecKux TMPOSBICHUN W ee COIOCTaBJIeHUE C MPOBOIUMOU

3aMecTUTeNIbHON Tepanuel. JlabopaTopHbIi KOHTPOJIb BKIIOYAET OIpejaesieHre
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aKTUBHOCTH Je(QUIUTHOrO (akTopa B KPOBH, TECT BOCCTAHOBIICHUS, OLEHKY

(bapMaKOKHHETHYECKOW KpUBOH (C pacyeToM meproa MoyBbIBEACHHU).

2.4 3amecmumenvhan mepanus KOHUEHMPAmMamu ()aKmopos:. npodhuiakmuxa

* Tlpodunaktuyeckass 3amMecTUTeNbHas Tepanus KoHueHntparamu FVII/FIX —
HeoOX0IMMOe YCJIOBHE COXpaHeHUs (PU3UUECKOr0 U MCUXOJIOTMYECKOTO 310POBbs
MAIUEHTOB C TSKENION M cpeTHeTsDKeNoN reModirei. (YpoBeHb T0Ka3aTelIbHOCTH
| A).

* Ilpodunaktka 3aKiarO4aeTcss B CHCTEMAaTHYECKOM TIPUMEHEHHH (DaKTOpoB
CBEpPTHIBAaHUS KPOBH C IIEJbI0 TIPEJOTBpAICHUS KPOBOTEUCHUH U Pa3BUTHS
reMoprIINYeCKON apTponaTHH.

* Ilpodunaktuyeckas Tepamusi, KoTopas HadyWHAeTCs A0 2 JeT XU3HHW WU cpasy
Mocjie pa3BUTHS TIEPBOTO TemapTpo3a HasbiBaeTcs TmepBudHOi. [IpoBemenue
NEPBUYHON MPOPUIAKTUKU MO3BOJSET NPEIOTBPATUTh pa3BUTHE TeMO(DUINYECKON
apTPOIIaTUU ¥ MHBAJMIU3AINIO TTAleHToB (Y poBeHb JoKazatenbHocTh | A).

* [lpodummakTudeckas Tepanmusi He YCTpaHsSeT Yy)Ke pa3BUBIIEECS IOBPEXICHUE
cycTaBa, HO YMEHbIIaeT 4YacTOTy KpPOBOTEUEHUH UM MOXET 3aMeJUIUTh
nporpeccupoBaHre 3a0oJieBaHUS CYCTAaBOB M YJIYYIIWTh KaueCTBO >KU3HHU.
[TanmerTaM ¢ dYacTBIMH TOBTOPSIOMIMMUCS KPOBOM3IUSHUSIMH B CYCTaBbl
(0COOEHHO B CYCTaBBI-MHIIEHH) MOXHO IMPOBOAUTH GMOPUYHYIO NPOPUIAKIMUKY
(YpoBenb noka3zatenbHOCTH Il A).

* [lokazaHusiMu [aJisi IPOBEAECHUS MMOCTOSIHHONW MPOGUIAKTUYECKON 3aMEeCTUTENbHON
Tepanmuu SBISIOTCS. Tshkenas QopMa remMoQuinM, cpefaHeTspkenas Qopma
reMoUIUN MpY Pa3BUTUU XOTS OBl OJHOTO DSMK30Ja TremMapTpo3a MU
BBIPQKEHHBIX TeMOPParudecKux MPOSIBICHUM NPYyToi Jokanmm3aruu. [larmentam ¢
akTUBHOCThIO  (akTopa  Oosnee 3%  moOCTOSSHHOE WM JUIMTENbHOE
MpOPIITAKTHIECKOe JIeYeHHEe HEOOXOIUMO TMPU TOBTOPHBIX KPOBOMZIUSHUSX B

CyCTaBbl, ITIOABJICHHH IIPU3HAKOB CHHOBHHTA WX apTpPOIIaTHH, BbIPAKCHHBIX
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reMopparnuecknx MPOSIBICHUSIX, TPeOYIOMNUX YacThIX BBEIACHUN KOHIICHTPATOB
(haKTOpOB CBEPTHIBAHUS.

[lepeuunas  mpodwiakTka  siBIseTcs  Hambosee  3G(EKTUBHOW s
MpeOTBpAIleHUsT TOPaXeHUSI OMOPHO-IBUTATEIILHOTO  armapara. ﬂ)emeHHe 0
Hayaje IMOCTOSHHOW MPpO(GUIAKTUYSCKONW 3aMECTUTENbHON Tepanmuu HeoOXOoIuMOo
MPUHUMATH C YYETOM COCTOSTHHS BEHO3HOTO JOCTYIIA. ‘[us]HpI/I HEOOXOAUMOCTH
MOYET pelaThcs BOMPOC 00 YCTAHOBKE LIEHTPAIBHOTO BEHO3HOT'O KaTeTepa U T.]I.
Cy1iecTByeT HECKOJBKO PEXMMOB Ha3zHAYeHUs] MpOoQHUIaKTHUYeCKOW Teparnuu. B
HacTosilliee BpeMsi HamOoJiee YacTO MPUMEHSEMBIM PEXUMOM TPODHUIAKTHKA
seisieTcst nHpy3us npernapara FVIII B noze 20-40ME/kr 1 pa3 B 2 qus win 3 pasa
B Hegemo nanuedTam ¢ I'A u FIX B no3e 25-40ME/kr 1 pa3 B 3 aust unu 2 pasa B
Henmenmo marmeHtaM ¢ ['B. OpnHako, y gnerteét paHHero Bo3pacTa MOTYT OBITh
CJIO’)KHOCTH C BEHO3HBIM JOCTYIOM. B 3ToM ciydyae MOXHO HAYMHATH C BBEJACHUS
0oJiee BBICOKUX 7103, Hanpumep, 50—70ME/kr 1 — 2pa3a B Heero I MallMeHTOB
c 'A u 1 pa3 B Henemo ans nanuentoB ¢ I'B. B nanbpHeiiem, mo mepe pocra
nalnyueHTa U YCUJICHHS FeMOpparudeckoro CHUHApPOMa YacToTa BBEACHHUS JOJKHA
YBEJIMYHMBATRLCS, @ pa30Basi 032 CHIKATHCS JI0 CpeIHeTeparieBTUIECKUX 3HAUYCHUH.
[IpodunakTrueckoe BBeJeHUE TIperapara Jydllle Ha3Ha4aTh YTPOM, YTOOBI
HauOONIBIINH YpOBEeHB (haKTOpa B KPOBU OBbUIT B MIepHO,1 HAMOOJbIIIEH aKTUBHOCTH.
[IpoTokonm  mpoBeneHWss  MPOPUIAKTAYSCKONW  Tepamuu  JOJDKEH  OBITh
WHIUBUTyJIBHBIM, HACKOJIBKO 3TO BO3MOXHO, B 3aBHCHMOCTH OT BO3pacTa,
BEHO3HOTO J0CTYIa, PeHOTUINa KpOBOTEUEHUM, aKTUBHOCTH (paKTOpa, COIUaIbHON
aKTUBHOCTH ITal[ieHTa.

[TpoBoanmast mpoduakTrdeckas Teparnus J0JDKHA KOHTPOJIUPOBATHCS KITUMHUYSCKA
u jaboparopHo. Ilpu xrunuueckom kowmpone, pelleHre O HeJOoCTaTOUYHOU
a¢hexTUBHOCTH TPODUIAKTHUECKOW 3aMECTHTENIbHON Teparnuu MPUHUMASTCS B
cinydasx: Oojee 2 SMU30/I0B CHOHTAaHHBIX T'eMapTPO30B B TOJ,  MOSBICHUE
NPU3HAKOB XPOHUYECKOTO CHHOBUMTA MWW  apTPOINATUHM, BO3HUKHOBEHHUE
CITOHTaHHBIX reMopparndecKnx MIPOSIBIICHU I Ipyrou JOKaJIM3aIliH.

JlabopamopHwili  koHmpony  3aKIOYAeTCs B ONpEeJeieHMH  OCTATOYHOMN
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aKTUBHOCTH (akTopa Tepen CIeAYIOIINM BBeJeHHeM (IOJDKHA ObITh He HUXKe
1%), KOHTpOJe HAJIWYMs WHTUOWTOpa, M IO BO3MOXKHOCTH, B TPOBEICHUH
(apMaKOKHHETHUECKOTO UCCIIeIOBAHMUSI.

* [lpuunHamu HemocTaToyHO 3(PGPEKTUBHON 3aMECTUTETHbHON MNpPOodUIAKTUYECKON
Tepanuu MOTYT OBITh. pa3BUTHE HWHIHMOUTOpa akKTopa CBEpPTHIBAHUS KpPOBH,
Ha3HAYeHUE HEJOCTATOYHON 103kl W (MIIM) KPATHOCTH BBEICHWsI, HECOOIIIOICHHE
pekuMa BBEJCHHS U JO3WPOBOK TMALMEHTOM U POAUTENSIMHU, Ype3MepHas
¢u3nUeckass aKTUBHOCTh MallMEHTa, WHIWBUIyallbHble OCOOEHHOCTH TMAallMeHTa,
TpeOyromue MnpuMeHeHUs] Oojiee BBICOKUX 03 WM Oojiee YacTOro BBEACHUS
npenapara.

* Pemienve o TMOBBIIEHWH [JI03bl WM KPATHOCTUM BBeACHUS IIpenapara Ipu
MPOPMITAKTHIECKON Tepanuu JOJDKHO OBITh IPUHSITO, €CIIA UMEIOTCS KIMHUYECKHE
Wik nabopaTopHble NaHHble O ee Hed(PPEeKTUBHOCTHU. YUHUTHIBAsl, YTO OCHOBHAs
3a1aya MpOQHUIAKTUIECKON 3aMecTUTEIbHONW Tepalnd — COXpaHeHHe KauecTBa
KU3HM TAIMeHTa, Y TAalUeHTOB C BBICOKUM YPOBHEM (DHM3UYECKON aKTUBHOCTHU
JIOITYCTUMO TOBBIIIEHNE CTAaHAAPTHBIX /103 WIM yBeJIMYeHUe KPaTHOCTU BBEJEHUS
npenapara.

* [lpodunaktuyeckoe JleyeHne HEOOXOAUMO MPOBOJUTH Ha MPOTSKEHUU BCETO
nepuojia pocra mnainueHTta. Bo3MoXXHOCTh IepeBoja MalMeHTa Ha JIeUeHHE <10

TpeboBanmio» mocie noctuxeHus 20 — 25met nzyvaercs.

2.5 Conymcmeywuwiaa mepanusi.

o Jlecmonpeccun (DDAVP). IlpuMeHeHue mecMOIpecCHHA MOJXKET IIOJHHUMATh
aktuBHOCTh FVIII y manmnenToB ¢ nerkoit I'A. PexkoMeH10BaHO BHYTPHUBEHHOE WUJIU
MOJIKOXKHOE BBeleHHWe B pa3oBodl no3e 0,3 MKr/kr. Bo3MoXXHO HCIONB30BaHHE
CrielMajbHOrO Ha3zajdbHOro cmpes. PasoBas mosza - 300 wmxkr. (YpoBeHb
nokazarenbpHocTH |1l B). Tlpumenenre Bo3MoxxHO y aeredt crapiie 4 net. [Ipemapar
BBOJUTCSI OJHOKPATHO, IIPU MOBTOPHOM BBEICHUHU HYepe3 KOPOTKUU MPOMEKYTOK
BpEMEHHU BO3MOKHO pa3BuUTHe Taxupunakcuu. Mimeetcs Golbllias MHIUBUAYaTbHAS

BapuabenpbHOCTh 0TBeTa Ha BBeneHne DDAVP, moatoMy, mepes ero HazHaueHHueM,
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JUISL  OIEHKW WHJIWBHUAYAJIbHOW peakiu, HEOOXOJAWMO BBITIOJIHUTH TECT
BoccraHoBjieHus (aHanu3 aktuBHOCTH FVIII 1o m vepe3 1 yac mocne BBeaeHHs
tepaneBTrueckoir 10361 DDAVP). JInurensHocts Teparuu DDAVP y neteit e
JIOJI’KHA TIPEeBBIILIATH HEe AOJHKHA MpeBblaTh 1 — 2Hei.

*  Uneubumopwr ¢pubpunonuza. Vicnonb3yrorcss Kak IOINOJTHEHUE K crieluduuecKoi
3aMecTUTeNbHON Tepanuu. Hambomnee 3¢h(ekTHUBHBI TpHU KPOBOTEUEHMSIX M3 paH
CIIM3UCTHIX 000JI04eK. MOTYT UCIIONIB30BATHCS TSl JISUEHUS] KPOBOTEUEHHM APYTUX
JIOKaJIU3allui. SBAITPEHIEHO  MCIIOJIb3OBATH [TIP1  TIOYEYHLIX
KPOBOTEUYEHUAX.

* Mecmnvie cemocmamuueckue npenapamsi. llpu mnpoBeneHUN oONEepaTUBHBIX
BMeEIIATEIbCTB, OCOOEHHO Ha MapeHXUMATO3HBIX OpraHax, MpU SKCTPaKIMKU 3y00B,
JIeYeHUH paH TMOKa3aHO WCTOJIb30BaHME MECTHBIX T'e€MOCTAaTHYECKHX IpenapaTosB.
OTu mpenaparbl MPUMEHSIOTCS COBMECTHO C 3aMECTUTEIbHOM Tepamuel u

MpU3BaHbl ONTUMHU3UPOBATH MECTHBIN TeMOCTaTHUECKUN 3P (HeKT.

2.6 Jleuenue KposomeueH Uil pa3iudHbIX JTOKATUIAUUTL

I'eMapTpo3bl 1 KPOBOM3JIMSITHUSA B MbIIIIbI.

* KpoBOM3NHUSHUS B CYCTaBbl MPOSBISIOTCS TUCKOMGPOPTOM, OO0JIBIO, HApyIIEHUEM
byHKIUH, dumokTyanpeil. 'emMaToMbl TaK xe, KaK M TeMapTpo3bl,
[USICOTIPOBOXKIAFOTCS  OOJIEBBIM CHHIIPOMOM, HapylieHneM (YyHKIIUA KOHEYHOCTH.
KpoBom3nusiausi Hanboliee OMacHbl B y4acTKax, IIe OHM MOTYT HaHeCTH yIepd
HEPBHO-COCYAMCTOMN crcTeMe (TIOIB3IOIIHAS, UKPOHOXKHAS U JP. MBIIIIIBI).

* 3aMecTUTENBhHYIO TEpAIHIO PaKTOPOM HEOOXOANMO HAUMHAThH Kak MOKHO OBICTpee.
B wnmeanpHOM cilydae STO JOJDKHO OCYIIECTBISATHCS, KOTJIA MAIUEHT OIIyTHII
BO3HUKHOBEHHUE WIIPEIBECTHUKOB» KPOBOTCYECHHS.

* Ilpm pa3BUTUM BBIPAXEHHOTO OOJEBOTO CHHIPOMAa BO3MOXHO IPOBE/ICHUE
KPaTKOBPEMEHHON WMMOOWIIN3aliy, KOTOopas AODKHA CHUMAThCS cpa3y Ioclie
npeKpaiieHus: 6oei.

« Tlpu GOIEBOM CHHIPOME TOKa3aHO MCIIOIB30BAaHHE MECTHON TMIOTepMHH Ha 15 —

20 MuHYT Kaxbie 4 — 6YacoB TOJBKO B TCUCHHE MIEPBBIX CYTOK. \[un
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. ﬂ)ea6HnHTauH0HHme Meporpusitus u JIOK nenecoo6pa3zHo HaUMHATH cpa3y Mocie
npeKpalieHusi 0O0JIeBOro CHUHAPOMA, YUYUThIBas JIOKaJbHBIM CTaTyc MecTa
noBpexaeHus. Hanpumep, mpy MacCMBHBIX reMaToMaxX MOXHO MPOBOAUTH Maccax
HEIMOBPEXXICHHBIX 30H PSIOM, YTO YCKOPSI€T BOCCTAHOBJIEHUE B MECTE€ F€MaTOMBI.
NHTeHcUBHOCT W XapakTep peabWIMTAlMOHHBIX MEpPONPHUSITHH 3aBUCAT OT
BBIPQ)KEHHOCTH FeMOpparuuyeckux MposiBIEHUN U KadyecTBa remMocraza. Bo3MoxxHO
npoBejieHre PU3NOTeparuu 1 H@K.\[us}

* Ecam namueHT He MoyiydaeT TOCTOSIHHOE MpOoQMIaKTHYeCKoe JieueHue, Mocie
Ky[IAPOBaHUS KPOBOTEYECHHS TIOKa3aHa KpaTKOBpEeMEHHas MPOQPUIAKTHKA,
0CcOOEHHO Ha BpeMs peaOuIIUTaLIHH.

e [lynkumm cyctaBa ¢ acnupanueil coaep>KMMOro MOKa3aHbl MPU: FeMapTpo3e C
OOJIEeBBIM CHHIPOMOM, TIPH MpHU3HAKAX Pa3BUTHS THOWHOTO apTPHTA, Pa3BUTHUU Ha

¢doHe reMapTpo3a HEPBHO-MBIIICYHBIX HapylleHui (ypoBeHb nokazatenbHOCTH I

B).

KpoBonzausuusa B HHC

* 3aMecTUTEeNbHYIO Tepanuio HeoOXOAMMO HayuHATh MpPU TOJO3PEHUU Ha
kpoBomsnusinue B [IHC, no mpoBeneHust TMarHOCTUKHU.

* JltobGas uepenmHO-MO3roBasi TpaBMa y TMAlMEHTOB ¢ reModuiiveldl MOXEeT BEeCTH K
Pa3BUTHIO BHYTPUUYEPETHOTO KpPOBOM3NUsHUA. [ 010BHas 60Jib, coxpaHstolascs,
OCOOGHHO HapacTarollass B TEUeHHE CYTOK, MOXKeT ObITh IPU3HAKOM
BHYTPUYEPENTHOIO KPOBOU3JIUSHUS.

e Jlaxxe MuHMMaibHble KpoBouznusHus B LIHC sBnstoTCS KHU3HEYTIPOKAIOLIUMU.
TpeOyroT SKCTpeHHOM rocrnuTalu3ali, THTEHCUBHON 3aMeCTUTENIbHOM Tepanuu 1
He3ameuTensHoro nposeneHus KT nim MPT ronosHoro mosra.

. ﬂ_IOKaB.aHI/Iﬂ K ONEepaTUBHOMY JICUEHUIO JeTell ¢ reModuiIneil U BHYyTpUYEPETHBIM
KPOBOMBJIMSIHUEM TaKHE K€, KaK y JI0JIel ¢ HOPMAJIbHBIM reMOCTa:;OM.\[ug] Pemenne
BONpOca O MPOBEAECHUHM WHBA3MBHOTO BMEIIATEIbCTBA Y B3POCIBIX MALMEHTOB C
kpoomnusiHueM B I[[HC mnpuHHMMaeTcs KoJIerMajJbHO € yYeTOM HMEIoIIeics

KOMOPOUTHOM MATOJIOTHUH.
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ITocne kposomsnmusuuss B [HHC pexkoMeHI0BaHO MpoBeAeHUE BTOPUYHOMU
npodunakTudeckoit Tepanuu (3-6 MecsieB), OCOOCHHO NMPH HATHYHH BBICOKOTO

puckam peruauBa (YpoBeHb qokazarenabHoct |l B).

KpoBoTteuenns u3 :keayaouno-kumednoro Tpakta (JKKT-kpoBoTeuenus)

TpeOyroT HEe3aMe TN TETHFHOTO Havalla 3aMeCTUTENIbHON Tepanuu (paKkTopoM.
Octpeie XKKT- kpoBOoTeUeHUSI MOTYT MHPOSBISTHCS B BUJIE \KpOBaBoﬁ pBOTH‘[Ulo],
PBOTHI KOopeltHOH TyIlei, pBOTHI ¢ MPOXUJIKAMH KPOBH, KPOBSHHUCTOTO CTYJIa WM
MeJIEHBI.

Bosnukarot, kak npaBuiio, Ha (oHe comyTcTByrorieit natosoruu JKKT: s3BenHas
00J1e3Hb, 3PO31H, MOJIHUIIBI, BOCIIAIUTENIbHBIC 3a00JIeBaHUs KUIIICYHUKA U p. Takue
KPOBOTEUEHHUSI  SIBIISIIOTCS  KU3HEYTPOXKAIOMMMHU W TpeOYyIOT  3KCTpEeHHOU
rocnuTagu3aluy, HEMEeIJIEHHOrO0 TMpPOBEJeHUs aJeKBaTHOW 3aMeCTUTENIbHOU
Teparnuu.

HeoOxoanma cpouyHass AMArHOCTHMKAa HWCTOYHUKA KPOBOTEUEHHUsS. TacTPOCKOIIHUS,
KOJIOHOCKOIHS, Y3 \Hccnez{OBaHHe\[uu], pentrenonorndeckoe uccienoBanune KKT ¢
OGapueM.

[lomumo  3aMecTUTENBHOM  Tepamuu, TIOKa3aHa Tepanus HUHTHOUTOpaMu
¢bubpuHOMM3a W JieYeHHWe MECTHOTO TMpollecca, MPHUBEIIIET0 K Pa3BUTHIO
KPOBOTEYEHHUSI.

Crnenmyer peryisipHO KOHTPOJIMPOBAaTh YypPOBEHb TeMorjoduHa U, IO Mepe

HEOOXOJIUMOCTH, POBOJIUTH JIeUEHE aHEMUMU.

IMoyeuHble KPOBOTEUEHHS

IToMHMO 3aMECTHUTENBHOM Tepanuu MmoKa3aHo COOII0IEHHE TOCTEIBLHOTO PEKUMA
nposegenue ruaparauun (3 1/M°) nepsble 48 4acos.

[TpoTHBOMOKA3aHO TPUMEHEHHE HHIHOUTOPOB (hUOPUHOIIK3A.

[TarMeHThl, Yy KOTOPBIX Pa3BHJIOCH IMOYE€YHOE KPOBOTEUEHHE, OJIKHBI OBITH

MIPOKOHCYJIbTUPOBAHBI YPOJIOTOM U MPONTH ypoJjoruueckoe o0caejoBaHue.
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I'naBa 3. JleueHue uHruOMTOPHOM remoduTun

3.106wana unghopmauusn

[TosiBnenne wnruoutopa k dakropy VII/IX cuurtaercs caMbIM  TsDKeITbIM
OCIIO)KHEHHEM, CBSI3aHHBIM C JiedeHneM remodunuu. WHrubutoper — amio-
antutena (IgG), kotopsie HelTpaau3yrOT dk30reHHbIe hakTopsl VIII/IX.
[TosiBieHre WHTHOWTOpa B OCHOBHOM TMPOSIBISIETCS OTCYTCTBHEM KIMHUYECKOTO
OTBEeTa Ha CTAHIAPTHYIO TEparuio KOHILEHTpaTaMu (PaKTOPOB CBEPTHIBAHUS WIU
NOSIBIIEHHEM KPOBOTEUEHUI Ha MPOpUIaKTUUECKON Tepanuu.

Haubonee yacTo WMHTHOUTOPHI MOSBIAIOTCS y MAalUEHTOB C TsDKeNno (opmoi
remoduuu (y 20-30%mamnuenToB ¢ Tsoxenoi remopmmmeid A 'y 3-5%nanueHToB
¢ Tsokenoi (opmoii reModbuanu B). Haunbosee yacTto MHrHOMTOp pa3BUBAETCS B
nepeeie 50 nueit BBenmenws (/IB) ¢dakropa u mocie MHTEHCHMBHOW Tepanmuul HpU
XUPYpru4ecKoM BMelIaTellbCTBe.

[Ipn TspKenoil remoduiny MOSIBI€HWE MHIMOWTOpA HEe BIMSET Ha KOJUYECTBO U
JoKanu3auuio KpoBoTedeHuil. Ho, TOCKOIBKY TpH TOSBIEHWHM WHTHOUTOPOB
3aMecTUTeNbHasl Tepanus paKkTopaMu CTAHOBUTCS HE3(PPEKTUBHOM, PUCK TSKEIbIX
OCJIO’)KHEHUH U J1aXke CMEePTH OT KPOBOTEUEHHUS y 3TUX OOJIbHBIX BBIILIE.

[Ipn ymepeHHON WM JIeTKOM TeMO(QHINKM HHTUOUTOP MOXET HeWTpalu30BaTh

suporenHbid FVIIl, Tem campiM mpeoOpa3ys ¢eHOTHN MalueHTa B TAKEIYIO

opmy.

3.2 luaznocmuka unzubumopa

[TonTBepkaeHre HAMUYUSI UHTUOUTOpA U OMpejesieHue ero TUTPa BHIMOJIHSETCS B
KOaryJIOJIOTHYeCKON J1abopaTopru, MNPEANOYTUTEIBHO MCIOJNb30BaHUE  METOja
beresna B Mmonudukannn Humerena, eqnHALBI m3Mepenns — betesna eauamia/mi
(BE) (YpoBenb nokazatenbHocTH | B). s Bepudwmkamum wHruouTOpa
HEOOXOIMMO ero MOBTOPHOE ompenefieHne ¢ uHTepBajioM B 1 Hememto. Jlmarxos

WHTHOMTOPHOM reMo(UIIN yCcTaHABIMBaeTcs MpH TUTpe naruouropa >0,6 bE.
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VY nmereli MMarHOCTWKA HA HAMYWME WHTUOWTOpA JOJDKHA MPOBOIUTHCS KaXKIble D
nueii nepseie 20 1B, kaxnaple 10 nueit ¢ 21 10 50 1B, 3ateM He MeHee 2 pa3 B ToJl
no 150 JIB. V mnamuentoB ¢ 6onee wem 150 JIB mpenapara nuarHocthka Ha
HaJM4re WHTHOWTOpA JODKHA TPOBOAWTHCS 1 pa3 B TOJQ W JOTOJHUTEIHHO B
CIIeIYIOLIUX CUTyalusX: Hed((HEeKTUBHOCTh 3aMECTUTENIbHON Tepanuu (aKkTopamu
Mpy BBEACHUM aJeKBaTHBIX [103, TOSBIICHWE WM YyBEIMYCHHE KOJUIEeCTBa
KpPOBOTEUCHM Ha MNPOPUIAKTUYECKON Tepanuu, OTCYTCTBHE aJIeKBaTHOTO
TOBBIIIEHUS] YpOBHS (pakTopa B KpOBU IMOcCiie BBeaeHUs mnpemnapara (YpoBeHb
nokazatenbHOCTH |l A).

Bcem mnanueHTaMm [OMarHocTMKa Ha HaldYUMe WHTHOWTOpa TakXKe JOJDKHA
MPOBOJUTHCSA B CIEAYIOIINX CUTYaIUSIX

- ipu cMeHe niperapata (depe3 10-20/1B u uepe3 6 mecsIieB Tepamnun)

- Tiepe]l XUPYPruuecKuMU BMelIaTelbCTBAMK U TIOCJIe Olepaluu Mpu OTCYTCTBUU
aJIeKBaTHOTO TMOBBIIIEHUS] YPOBHS (paKTOpa B KPOBH IOCIJIE BBEJICHUS Mpernapara

- yepe3 4 HeZlenM 1Mociie MHTEHCUBHOW Tepanuu

Knaccudukanms ”HTHOUTOPOB:

- TuTp uHruouropa < 5BE - uHruOuTop B HU3KOM TUTPe (HU3KOpearupyromuii)

- TUTp UHTHOUTOpa > 5 BE - HHrHOUTOP B BBICOKOM TUTpPE (BBICOKOpEarupyromuii)
NHrubuTOphl B HU3KOM TUTPE MOTYT OBITh TPAH3UTOPHBIMU U HcUe3aTh B TEUEHUE
6 mecsieB. IHTrUOUTOPHI B BBICOKOM TUTPE OOBIYHO HOCSIT MMOCTOSIHHBINA XapakTep.
[Ipu nmUTeNnbHOM OTCYTCTBHHM 3aMECTHTENBHOHW Tepanmuu WX TUTP MOXKET
CHU3UTHCS, HO TIPU BO3OOHOBJIEHUM Tepariid MOKeT Pa3BUTHCS aHaMHeCTHYecKas
peakmust uepe3 3-5 qHel.

[Tpu ouenr Hm3koM THUTpe (< 0,6 BE) MHrHOWTOp MOXET He BBISBIATHCS IPH
uccieoBaHUKM MeToAoM bere3na, HO MOXeT 00yclaBIMBaTh YKOPOUEHUE Teproja
TIOJTYBBIBEJICHUSI ¥ BOCCTAHOBJICHHS (aKTopa.

OcobGennoctu Teuenus: uaruouropuoit ['B. [lo 50% maunreHToB ¢ MHTHOUTOPHOMN
['B Moryt umeTh TsKesble allJiepruyeckue peakiuy, B TOM uucie aHaduiiakcuro,
npu npumeHenun FIX. Takwe peakunu 4Yacto OBIBAlOT MNEPBBIM CHMIITOMOM

pa3BUTHUSI UHTHOUTODA.
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3.3 HnoyKkuua uMmMyHHOII MOAEPAHMHOCTU.

VY manueHTOB ¢ MHrUOUTOpHOU opmoii ['A snuMuHanMs UHTHOUTOpPa BO3MOXKHA
Npyd TPOBEJICHWM WHAYKUMU uMMyHHOU TonepantHoctd (MUT) (YposeHs
nokazatensHocT | B). Ontumanbhbeie cpoku Hauana WHWUT — cpasy mnocre
BbIsIBIIeHUsT MHTHOUTOpa. DddexktuBHOCTs UNT 3HAUNMTENHHO MOBBIIIASTCS, €CITU
B Hauvaje Tepanuu TUTp uHruourtopa He npesbimaer 10 BE. B cinyuae ecnu tutp
BBIIIIe YKA3aHHOTO 3HAYCHMsI, peKOMeHayeTcsl mpeKpaTuTh nHPy3un daxtopa VIlI
U KOHTPOJIUPOBATh THTP HWHTUOWTOpa IO MOMeHTa ero CcHmkeHus (YpoBeHb
nokazatensHocTH || C). Tem He MeHee, coXxpaHeHHE BBICOKOTO TUTpa MHTHOWTOpA
He sisercs npotuBonokasannem Kk MUT. Ilpu nposenennn MUT nHemonmyctumo
MeHATh TpenapaT KoHueHTpara FVIII, mockonbky 3To 3HaUMTENBHO yXyIIIaeT
nporuo3 tepanuu. [lepen nposenenuem NMUT Heobxoaumo yOenuThCs B HATUYUU
JIOCTaTOYHOTO KOJMYECTBO IperapaTa KOHIeHTpaTa (pakTopa.

Jlo cux nop HeT ontuMainbHoro pexkxuma UNUT (no3upoBanue u BBIOOP KOHIIEHTpaTa
¢axTopa). JIns ManMeHTOB C BBICOKOPEArHPYIOIIMM HHTHOUTOPOM, HE3aBHCHUMO
oT TUTpa wuHrHOMTOpa Ha MoMeHT Hauaira MUT, pekomeHmoBaHa HadaibHas
cxema 100 — 150 ME/kr FVIII xaxgeie 12 wyacoB. JIjis MalMeHTOB C
HU3KOpearupyoimuM HHrHonTopom pekomeHaoBano HaunHate MUT mo cxeme 50 —
100ME/kr FVIII exxeqHeBHO WM KaXKIbIid BTOPO# JIeHb.

CHwxkeHue 0361 M KpaTHOCTM BBEJIEHUS IIpernapaTa HauWHAeTCs Iocie
JOCTHKEHHS CIIeAYIOIIMX ToKa3aTenel: TuTp wuHruomropa - menee 0,6 BE,
HOpMaJTU3alusl TecTa BOCCTaHOBIeHUs (0ojiee 7 4acoB) M HOpMaIHM3alus Mepruoia
nosryBbiBesleHUs1. CHU)KeHUe 71036l NTpenaparta MPOBOAUTCS TOCTENEHHO 110 CXeMe C
MOCTOSTHHBIM J1abopaTtopHbiM KoHTpoJeM. [locne nmoctmxenuss no3sl B 30 — 50
ME/kr 1 pa3 B 2 nHs He0OXOAWMO MPOJOKUTH TEPAIUIO B PEKUME BTOPHYHOM
npo(UIaKTUKK Ha JaHHOHU J03€e MOCTOSHHO. OTMeHa NPoYUIAKTUYECKOTO JISUEHUsI
4acTO MPHUBOJUT K pelUANBY MHTHOWTOpa. MakcumanbHas gmrensHocts UUT 3

roja.
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[Tpu mpoenernn MUT HeoObxoammo n30erath JIFOOBIX BO3/IEHCTBHM U TIPETapaToB,
CTUMYJIMPYIOLIMX WMMYHHBIE pEeakiMd, B TOM YHUCJe BaKUMWHALMHU, MPUMEHEHUS
npernapaToB HHTep(epoHa U IPYyrux BUIOB HMMYHOTEpaIUH.

Jnst kynupoBaHusl reMopparndeckoro cuaiapoma Bo Bpems MUT npumenstorcs
mpernaparbl ¢ I[IYHTUPYIOUIAM MEXaHM3MOM JEHCTBHUS. aHTUMHTHOUTOPHBIN

koarynssHTHbIN Komiuieke (AVIKK) u snrakor anbda (aKTHBUPOBaHHBIN).

[Ipn OTCYTCTBHMM TEHAEHLUUU K CHM)KEHHIO MHIMOWTOpa B TeUEHUU O Mecsles,
pexomeHnoBaHO TpekpatuTth MUWT u mnepeBecTd manueHTa Ha Teparuio
LIYHTUPYIOIIUMHU IpernapatamMu. Bo3moxxHO mnoBTopHOoe mpoenenne HMUT ¢
UCIIOJIb30BaHUEM JIPYTOro npenapara.

Oneir npoBenenuss MUT y nanuentoB ¢ uHrubutopHod I'B orpanmuen. Ito

00yCIIOBIIEHO OY€Hb HU3KOH 3P (HEKTUBHOCTHIO U AJIEPTHUECKIMU PEaKITUIMU.

3.4 J/leuenue u npoghunakmuka KposomeueHuil

Breibop mpenapara ansi JiedeHHs IOJDKEH OCHOBBIBATHCS HA TUTPE HMHTHOUTOPA,
KJIMHAYECKOM OTBETe Ha Tepamuio M XapakTepe KpoBoredeHus (Y poBeHb
nokaszartenbHocTH 1V B)/

V NANMeHTOB ¢ HU3KAM THTPOM HHTHOHTOpAa KPOBOTEUEHHE MOXKET OBITh
KyIUpOBaHO BBEJCHHEM KOHIIEHTpara (akTopa B J03aX, MPEBOCXOASIINX
cranmaptHeie B 3 paza (YpoBeHb nokasatenbHoctu |l B). \[uu]HpI/I OTCYTCTBUU
s dexTa He0OOXOIUMO MPUMEHEHHE MTPenapaToB IIYHTUPYIOIIETO JeHCTBHS.
JleueHue KpPOBOTEUCHMIA y MAIMEHTOB C BBICOKUM THTPOM WHTHOWUTOpA IOJHKHO
MIPOBOAMTHECS TOJBKO TMpernaparaMyd IIyHTHpYOIIero neicTBus. B HacTosimee
BpeMsl CYLIeCTBYIOT 2 Tpynmbl MIyHTUpytomux mnpenaparoB. AWKK wu
aKTUBHUPOBaHHBINA pekoMOuHaHTHBIN (akrtop VIl (smrtakor anbda). JJocroBepHOi
pasHULBI  3PPEKTUBHOCTH, OE30MAaCHOCTH W CTOUMOCTH JICUCHHS] OTUMHU
npernapaTamMu He TmosiydeHo. OJHaKo WMEIOTCS [aHHble 00 WHIWBUIYaJIbHBIX
OCOOCHHOCTSIX OTBETa TAlMeHTa Ha KaXIbld W3 IpernaparoB, YTO HEOOXOIUMO

YUUTBIBATh TIPU BeIOOpE mperapata (YpoBeHb gokazarenbHOCcTH || A).
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JlosupoBaHre TmpernapaToB C NIYHTUPYIOIIMM MEXaHU3MOM JEHCTBUS IS
KyITUPOBaHUSI KPOBOTEUCHUS.

- AUKK wuaznauvaercs B no3ze 50 — 100Exn/kr xaxnaele 12 yacos. MakcuManbHas
cyrounas jgo3a 200Exa/kr

- snTakor anbha (aKTHBUPOBaHHBIN) Ha3zHavaeTcs B A03e 90 — 12QMKr/Kr Kaable
2 — 44aca 710 OCTaHOBKHM KpOBOTeYeHHsl. BO3MOXHO OJHOKpaTHOE BBEJICHHE B
cyTkH B j103¢ 270MKr/KT.

Bo3moxHO mpoBeneHue TPOGUIAKTHUECKOW  Tepamud TpH  TeMOQHINY,
OCJI0)KHEHHOW MHTHOUTOPOM.

JlnmutenbHas mnpoduimaktudeckas Tepanus mnposogutes AWKK B ciemyromem
pexxume (YpoBeHb nokazarensHocTH | B):

- B 103e 50 — 100En/kr kaxasle 12 gacoB npu nposeaernu UNUT, 1o cHuxeHMs
TUTpa nHruburopa menee 2 bE;

- Bae MNUT B no3e 50 — 100En/kr 3 pa3a B HeelO WK Yepe3 JIeHb
KpatkocpouHyto (B TedeHHe 3-X MECSIEB) [u13) MPO(HIAKTHISCKYIO TEPAITHIO
MOJKHO TIPOBOJMTH 3nTakorom anbda B pexume 90 mkr/kr 1 pa3 B nenp (YpoBeHb

nokaszatenbHOcTH |1 B).

I'nasa 4. Oproneauyeckue 0CJA0KHEHUSI TeMO(UITUMN.

4.1 Xponuueckuii cuHoguum.

XpOHUYECKUH CHHOBUUT pa3BUBaeTcsl IOCie TMOBTOPHBIX TremMapTpo3oB. Kak
MpaBUJIo, SIBISIETCS CIEACTBUEM OTCYTCTBHUSI WJIM HENOCTATOYHOUN 3(()EeKTUBHOCTH
3aMECTUTENIbHON TeparnuH.

[IposiBnenust - HOIUTENBHO COXpaHsIoOlleecsl TMOBBIIIEHUE TeMIlepaTypbl Hal
MOpPa)KeHHBIM CYCTaBOM, yBeJIWUYeHHe oObeMa MATKMX TKaHed o0iacTh cycTaBa,
PeLUUIUBUPYIOIIIE KPOBOUIIUSIHUS, OTPAHUYESHHE TTOBUKHOCTH.

JlnarHocTuka BKJIIOYAeT BBISIBIEHWE KIMHUYECKUX Mpu3HakoB, Y3U cycraBoB

/v MPT.
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Tepanuss TpPOBOAUTHCS COBMECTHO C OPTOMEAaMH, UMEIOLUIMMH OIBIT JICUSHUS
OOJIBHBIX TeMOMUITHCH.

[Ipu pa3BUTUU XPOHUYECKOTO CHMHOBHHTA OCHOBHOW TaKTHKOW Teparuu sBISeTCS
npoBeJieHNe MPO(GUIAKTUYECKOM 3aMECTUTENbHOW Tepamud  KOHLIEHTPATOM
¢dakTopa B peXuMe, KOTOPBIH IMO3BOJIUT IMPEeNOTBPATUTh Pa3BUTHE CIIOHTAHHBIX
reMapTpo3oB. Takke BaXHBIM MOMEHTOM SIBJISIETCSl BBITIOJHEHHE €KeJHEeBHBIX
ynpaxsaenuit (JIOK), HanmpaBleHHBIX Ha YKpeIUIGHHWE MBI H IOAJISpKAHHE
MOJBM)KHOCTH CyCTaBa.

[Ipy coxpaHeHMM MPU3HAKOB BOCIMAJCHMsI MOKa3aHa Tepanusi HEeCTePOUTHBIMU
NPOTHBOBOCTIATMTEIbHBIMI Tipenapatamu  (nHrHOuTOpamMu COX-2) (YpoBeHb
nokaszarenbHocTH 1 B).

[Ipn HemoctaTOouHOW 3S(PPEKTUBHOCTH 3aMECTHTENBHOW Tepamud BO3MOXKHO
npoBeJieHNe  Kypca  IyHKIMHA  cycTaBa C  BBEIEHHEM  CTEPOMIHBIX
MPOTHBOBOCTIANNTEIBHBIX ~MPEMapaToB (v (Ha TMepBOM oSTarme), jagee —

XUpypruueckasi KOppeKIus.

4.2 Xponuueckaa zemoghuniuyeckan apmponamus.
Bo3HukaeT BciieCTBHE MPOTPECCUPYIONIETO TeUSHUs] XPOHUYECKOTO CHHOBUUTA U
PELUMIUBUPYIONINX KpPOBOM3IUSHUIA B cycTaBbl. [IposiBisieTcs ocTeonopos3om,
HapylleHUeM CTPYKTYpbl, ICTOHYEHHUEM M TMOTepeil CycTaBHOro Xpsiia, 00JeBbIM
CHUHAPOMOM, KOHTPaKTypaMH, MBILLIEYHOH aTpodueit, fedopmarueii cycrasa.
Tepanusi MpoBOAUTCS COBMECTHO C OpPTOMNEJaMH, HMMEIOUIUMHU OIBIT JIeUeHUs
OOJIBHBIX TeMODUITHCH.
B ocHoBe mpoQuIaKTUKK pa3BUTUS XPOHUYECKOW apTpomaTHH — aJeKBaTHas
MOCTOSIHHAsT MpodumakThdeckass 3amecTutedbHas Tepamnus. CBOeBpeMEHHOE
JeYeHre CHHOBHHMTA TakXke HeoOXOIWMO i TMPeJOTBpPAIlEeHUs pPa3BUTHUS
apTpoOMaTUHu.
Jlnarnoctrka apTponaTUM OCHOBaHA Ha BBISIBIIEHUN KJIMHUYECKUX MPU3HAKOB U Ha
pe3yiibTaTtax MpoBeIeHHBIX UHCTPYMEHTalbHbIX uccaenoBanuid: Y3U, KT, MPT.
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Llenbto JledeHHMs YK€ pa3BHBINEHCS XPOHMYECKOW apTpPONMaTHU  SABISETCS
yaydieHre GyHKITMOHUPOBAHUS CycTaBa U yMeHbIIIEHHE 6OJIEBOr0 CHHAPOMA.

Jlnst 60psOBI ¢ GOJIEBBIM CHHIPOMOM ONTHMAJIBHO HCIOJB30BaTh WHIMOUTOPBI
COX-2 (Yposenb nokazatensnoctH Il B).

JIi1st BocCTaHOBIIEHHST (DYHKIIMK CYCTaBa, COCTOSHUS MBIIIIIL TPOBOIAT Kypchl JIOK
v dusnorepanui. B psige ciaydae 3(p(eKTHBHO HCIIONB30BaHHE TPEHAKEPOB(U1s).
Ha HavanpHBIX 3Tamax BOCCTAHOBUTEIHHOIO JIEUEHHs IIOKA3aHO IPOBEIECHHE
KypCOB TIPENapaToB, COJAEPIKAINX THaTyPOHOBYIO KHUCIIOTY .

[Ipu HeZoCTaTOYHON >((EeKTHBHOCTH KOHCEPBATHBHON TEpaIliH, IOKA3aHO [ue)
XHUPYPrUdYecKoe JeueHre. XUPYyprudeckoe JeYeHHe MAI[MEeHTOB ¢ TeMO(HInei
JOJDKHO TPOBOJWTHCS BpayaMd, HMEIONIMMH OIBIT JIEYEHHS TMAlUEeHTOB C

reMmouIiei.

4.3 Ilcesdoonyxonu.

DopMHUPYIOTCA BCIEICTBAE HEMPABUIBHOTO JICUCHUSI KPOBOWBJIUSHUN B MSTKHE
TKaHU, 0OBIYHO B MBIIIIbI, PACTIONIOKEHHBIE PSIOM C KOCTHIO, KOTOpPasi MOKET ObITh
3aTpOHYTa ‘BTOpI/I‘-IHO, WIW TpU TMOJAHAAKOCTHUYHBIX KPOBOUBJIUSHUSIX. \[um
[IposiBnenusi:  cTabWiIbHOE  OIMYXOJIEBUIHOE  OOpa3oBaHHWE,  OTTECHSIOIIEee
okpyxarouire TkaHd. CyllecTByeT Ha MPOTSIKEHUU MHOTMX MecsleB u Jier. He
UMeeT TeHJISHIINY K 0OpaTHOMY Pa3BUTHIO Ha ()OHE MHTCHCUBHOM 3aMeCTUTEIIHOMN
Tepanuu (HakTopamu.

JlmarHoctTuka — Qu3MKanabHOe OOCiIeI0BaHUE, MPOBEJICHHE KT/MPT \[um] u
peHTreHorpadus MopaxeHHOro cerMeHTa Tea.

IIpy oOTCyTCTBHUM J€UEHHSI TCEBAOOIYXOJb MOXET JOCTUraTh TMIAaHTCKUX
pa3MepoB, co3/4aBas JaBjieHWEe Ha HEWPOBACKYJSPHbIE CTPYKTYPbl M BbI3bIBas
MaToJIOTUYECKHE MTEPETIOMBI.

JleyeHne nDPOBOAMTCS COBMECTHO XHUpypramu u remarojoramu. Ha mnepBom
JTare BO3MOYKHA TMOMNBITKA HHTCHCUBHON 3aMECTUTEILHON Tepanuu B TeUeHHe 6 —

8 Henmenb c¢ mocnenyromuMm MPT kxontponem. Ecnu obpa3oBaHue He HMeeT
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TEHJICHIIMA K OOpaTHOMY pPa3BHUTHIO, MOKa3aHO TOTAJbHOE yHalleHWe OITyXOJH C
uccedenreM Karicyinbl (YpoBenb nokasatensHoct 1l C).
 Omepanus J0KHA  TPOBOIUTHCS  CHEIUAIMCTAMH,  WUMEIOIMUMHA  OITIBIT

XUPYPTUUYECKOT0 OPTOMNEINIECKOT0 JIeUeHUS OOBHBIX TeMOpUITHeH.

4.4 Ilepenomot.
* Puck pa3BuTHS MEPENOMOB y MAlMEHTOB ¢ reMOMINel CBSI3aH C OCTEONOPO30M U

reMoUINYECKON apTponaTruei.

* PazButne mepenoma TpeOyeT He3aMeUIMTENILHOIO Hayala 3aMeCTUTENbHOU
Tepanuu KOHIEHTpaToM (akTopa. B Teuenme mnepBeix 3-5 nHell HE0OXOAMMO
nojaep>kaHue ypoBHs (pakTopa B KpOBU HE MEHee \50% - 100%19}. B 3aBucumoctn
oT Jnokanu3auuu. [locTosiHHash 3amecTUTeNbHas Tepanus (akTopoM JOJKHA
npoBouThCs B TeueHue 10-14aneit.

e Cpa3y mnocne cTabWwin3aluy TMepeioMa cieAyeT MNPUCTYNHUTh K MPOBEASHUIO

BOCCTAHOBUTCIIBHOI'O JICUCHUSI.

I'naBa 5. OnepaTuBHoe JieueHHe 00JIbHBIX remMopuinei

5.1 Opeanuzauua cmomamosnozuueckoil NOMouwU
e Jlns OGONBHBIX TeMOQUINEH BaXXHO COONIOJCHUE TUTHEHBI TOJOCTH pTa, YTO

MIOMOTaeT IMpelOoTBPaTUTh Pa3BUTHE MAapOJIOHTO3a M Kapueca. J[ns ductku 3y0oB
HEoOXOIMMO UCTIOIH30BATh MSTKYIO 3yOHYIO IIETKY.

» [lnaHOBBIE CTOMATOJIOTUYECKHAE OCMOTPHI TOJIKHBI IPOBOIUTHCS HEe MeHee 2 pa3 B
roa. OObIYHBIE OCMOTpPBI CTOMATOJIOTa M YHCTKa 3yOOB MOTYT MPOBOIAUTHCS Oe3
3aMeCTUTeJIbHON Tepanuu ¢akropamu. OqHaKO HEOOXOIMMO UMETh B CBOOOIHOM
JOCTYyIle TeMocTaTndeckue npernapatbl (koHmeHTpatsl Gaktopos VIII/IX, DDAVP,
AHTU(GUOPUHOIUTUKH).

* MecrTHas aHecTe3Ws y MAIMEHTOB C TSOKEIOW W CpelHeTshKenod (opmaMu

reMoQWINK TOJDKHA MTPOBOJUTHCS TOJBKO TOCHIe BBEJCHUS KOHIIEHTpaTa ¢akTopa

32



cBepThIBaHus. [lpu Jlerkoil opMe reMoUINHE BBeICHHEe KOHLEHTpAaTa (akropa
CBEPTHIBaHUS HE SBIISCTCS 00S3aTENBHBIM, Y 3TOH TPYIIBI MAIUEHTOB MOXET OBITh
WCIIOJIb30BaHa Tepanus DDAVP.\[uzm

[Ipn oKazaHWM CTOMATOJOTUYECKOW TIOMOIIM Ba)XHO TECHOE B3aUMOJIEHCTBHE
XUpypra-croMaTojiora M Bpaua remarosiora. YjajieHue 3y0a WM XUPyprudeckue
MPOIIeTyPhl JAOHKHBI BBITIONHSITHCS TIOJI CTPOTUM KOHTPOJIEM TeMocTa3a M Ioce
KOHCYJIbTalu rematojiora (YpoBens nokasareibHoctu |l B).

[Ipy mpoBeneHWH CTOMATOJOTHYECKHMX TPOIEAYP BO3MOXHO TIpPUMEHEHHE
TpaHEKCaMOBOW WJIM JPYTUX aHTUGUOPWHOIUTHYECKUAX TIPErmapaToB C IIENBIO
YMEHBIIIEHUST HEOOXOJAMMOCTA B 3aMECTHUTENIbHON Tepanmuud KOHIICHTPATOM
¢dakropa. B0O3MOXHO HCTIONB30BaHHUE MECTHBIX TI'€MOCTATHYECKHX IperapaToB
mocJie yaajieHus 3y0oB.

[Ipy  OOMIMPHBIX  CTOMATOJOTMYECKUX  mpolenypax (Hajlo)XeHHe  IIBOB,
MHOXECTBEHHAs1 OJKCTPaKIHs 3yOOB) MOXET TMOHAI0OMTBCSA TOCIUTAIN3AINS
nalyeHTa B CTaloHap.

Cnenyer Bo3nepxarbcsi oT npumeHenus HIIBII, ocoGeHHoO aleTuicanuinioBoi
kucnoTel. C 1enpto 00e3001uBaHNsS BO3MOKHO NMPUMEHEHHE COOTBETCTBYHOLIEH
N03BI TIapareTamolia/aneTaMuHoGeHa Kaxaple 6 4 B TeueHue 2-3 qHEH.

Ocoboro BHUMaHUA TpebyeT mMNpodUIaKTUKAa BO BpeMsl CTOMATOJIOTHYECKUX

IpOLEAYP Y MalKeHToB ¢ uHruouropamu Kk haxropy VII/IX.

5.2 OnepamugHbie emMeuiamenbcmea U UHEA3UGHbIE NPOUEOYPbI

Y namweHToB ¢ reMouiiMed  XHPYPrHYeCKOe BMEIATeNbCTBO  MOXKET
noTpeOoBaThCS /IS JISUSHHsI KaK OCIOXHEHHH reMO(UITNH, TaK U He CBS3aHHBIX C
reMouret 3a00IeBaHMIA.

[Tepen m0OBIM XUPYypPTrUYECKHM BMEIIATEILCTBOM He0oOXOoIuMa KOHCYJbTAallvs B
entpe Jsedenuss remoduauu (Yposenb mokaszartensHoctr |V C). Eciam ecthb
BO3MOXXHOCTh, OTIEPATHBHOE JICUCHHE JIy4Ille MPOBOANTH B CIEIUATU3UPOBAHHOM

cTaliuoHape. Ol'[epaTI/IBHOC BMCIIATCJILCTBO Yy IIAOUCHTOB C I/IHFH6HTOPHOI>1
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reMo(uIneil JAOKHO TPOBOAUTHCS TOJNBKO B YCIOBHSX CIELHUAIU3MPOBAHHOTO
CTallMOHapa.

AHecTe3HOoJIOT JOJDKeH HMMETh ONBIT JIEYEHHUS MalUEeHTOB C HapyLIeHUSIMHU
CBEPTHIBAEMOCTH KPOBH.

Heobxomum cTporuifi MOHUTOPUHI KOAryjiorpamMmbl, akTUBHOCTH (akTopa u
CKpUHUHT Ha HAJIMYue UHTHOUTOpA.

JlosupoBaHre U  MPOJOKUTENBHOCTH Tepamuud KOHIEHTpaToM  (akTopa

CBEPTBIBAHUA KPOBU 3aBUCAT OT THIIA OIICPATHUBHOI'O BMCIIATCIIbLCTBA \(Ta6n1/1ua

5) fuz1l

[Ipy HEoO6XOaUMOCTH TMPOBEACHUS TaKUX JUArHOCTUYECKUX TMpOLeAyp, Kak
JroMOarbHas IMYyHKIWS, TMYHKIWS apTepuH, JHIOCKOIMMYECKOe HWCCIeOBAaHUE C

6HOI'[CI/IGI>I, B€ICHUC IMTAllUCHTA TAKOC K€, KaK IIPU XUPYPTUICCKOM JICUCHUU.

I'naBa 6. O0mue Bonpockl npu remopuanu

I'emoduus y HOBOpPOXKAEHHBIX

[Ipu pemenuun Bompoca O crmocobe poaopaspelieHus (BarMHaJIbHOE WIIH
OTlEpPaTUBHOE), €CIIU OXKUIAETCS pOXKIAeHUEe pebeHka ¢ reModuirei, HeOOXOAMMO
BBIOpaTh HamOoisiee aTpaBMaTH4YHBIA criocol. (YpoeHs nokaszarenbHocTH |l C).
BakyyMaKcTpakius sBIsSi€TCS OMAcHOW M He JOJDKHA MPOBOJIUTHCS B OTHOLIEHUU
IJIOJI0B, Y KOTOpbhIX Tomo3peBaercss remodunus. Ilocne popopasperneHus
JKenaTeabHO OToOpaTh oOpasel] MYyMOBMHHOW KPOBU B MPOOUPKY C LUTPATOM
HATpHS IS ONIpeiesieHHs] aKTUBHOCTH (PaKTOPOB CBEPThIBaHMS KpoBH. [Ipu olieHke
pe3ynbTaTOB HEOOXOJIMMO YYWTHIBaTh BO3pacTHble ocobeHHocTHu. o MoMeHTa
TUArHOCTHKH, Y HOBOPOXACGHHBIX C OXHAaeMOW reMouineld KelaTelbHO
BO3/IeP)KAaThCSl OT BEHEMyHKUUH (TOJNBKO JAJIs AMArHOCTHKHM reModuinm), oTdopa

00pa3LoB KanWJUIIPHON KPOBH U IPYTUX MHBA3UBHBIX MAHUITYJISIUH.

IIpoBenenue 1a60paTOPHBIX HCCIeI0BAHUT
JIaGopaTopHblie aHATU3HI JIEKAT B OCHOBE AUATHOCTUKHU M KOHTPOJIS Y MalEHTOB C

remoduireil. TpeGoBaHMs K YCIIOBUSIM M T€XHUKE 0TOOpa 00pa3iioB U BHIMOJIHEHUS

34



WCCIIEIOBAHU HE OTIHMYAIOTCS OT  CTaHJAPTHBIX. BaXHBIM  aclekToM
J1a00paTOPHBIX HCCIENOBAaHUMN SIBISIETCS y4acTHE B CHUCTEME KOHTPOJIS KadecTsa.
[Ipu pawmarHoCcTMKE TeMOGWINM ONTHUMAIBHO Y4YacTBOBaTh HE TOJNBKO B
roCy1apCTBEHHOH, HO MU B MEXAYHApPOJAHOM CcHUCTeMe KOHTPOJS KaudecTBa
Ja00paTOPHBIX HMCCIIeIOBaHUN, OXBAaTBHIBAIOIIEH OCHOBHBIE KOAryJioJOoTHUYECKHe

napameTphbl.

Baknunanus

[TarmenTsl ¢ remoduauelt MOryT OBITh BakIUHHpPOBaHBL. OCOOEHHO BaXKHO
IIPOBEICHNE BaKUMHAUMKM OT renatuta B. Ilpu BakuMHauum mpeAnoyTeHue
OT/aeTcs OpaJbHOMY WJIM IMOJAKOKHOMY BBEICHMIO Ipernapara, 1o CPaBHEHHUIO C
BHYTPUMBILICYHBIM WM BHYTPUKOXKHBIM. (YpoBeHb nokazarensHocTH |V B). Ecnu
JUISlL TaHHOM BaKLUHBI JIOCTYIIEH TOJIBKO BHYTPHUMBILIEYHbIA MyTh BBEICHUS,
HeoO0X0Ma 3aMeCTUTeNbHAs Teparus AJis IPeJOoTBPaIlleHHs] Pa3BUTHSI TeMaTOMBI.

Henwzs IMPOBOJNTH BAKIIMHAITUIO BO BPEMA KPOBOTCUCHUS.

HexenaTenbHasi MeIMKaAMeHTO3HAsI Tepanus

[TamenTam ¢ remoduivell  HeXenaTelIbHO  IPUMEHEHUEe  Ipernaparos,
yXyALIaoUmX GyHKIUIO TPOMOOLMTOB WM CBepThIBaHUS KpoBH. lIprMeHeHue
TaKUX [pernapaToB MOXET TMPUBECTH K Pa3BUTHIO TSKEIbIX KPOBOTEUEHUH,
KOTOpble He KOHTPOJINPYIOTCS BBEJCHHUEM KOHLEHTPATOB (DAKTOPOB CBEPTHIBAHUS
KpoBU. OJHAKo pa3BHUBIIMICS  TpoMOO3 MOXET NOTpedoBaTh NPUMEHEHUS
aHTUKOAryJsHTOB. lIpennoyrenue Hamo oTaaBaTh Mpenaparam KpaTKOBPEMEHHOIO
neiictBus. Kaxnplii pa3 HeoOXOOUMO aHANIM3UPOBATh COOTHOIIEHHE MOJb3bl U

pHUCKa OT HPUMEHCHUWA aHTUKOATr'YJIIHTOB U J1€3arperaHToB.

CaHaTOpHO-KYpOpPTHOe JieYeHHe

[TanmenTam Temodwineid W TOpPaKEHWEM OIOPHO-/IBUTATEILHOTO armapara

IMIOKa3aHO CaHATOPHO-KYPOPTHOEC JICUCHHUEC B CaHATOPUAX OPTOICOAUICCKOI'O
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npodwis. PazpaboTka peaOUIUTAIMOHHBIX MEPONPUITHNA JTOJDKHA TPOBOIAUTHCS
COBMECTHO CIEeIMAIMCTaMU M0 peabmiuTaluu, KypopTOJOTHMH U TeMaTojoraMu,

HUMCIOIIMMMU OIIBIT JICUCHUA FGMO(I)I/IJ'II/IH.

Oﬁyqe}me NalMEeHTOB H YJIEHOB UX ceMell

OOyueHre TMalUMEHTOB M WIEHOB MX CceMell — HeoOXoauMmoe YCJIOBHE
oOecrieyeHMsl aJieKBaTHOM MOMOIIM TakuM OosbHbIM. OOyueHue HauWHaeTCs
cpa3dy IIOcle YCTAaHOBJIEHUS [MAarHo3a U MPOBOJUTCS HA MOCTOSTHHOW OCHOBE
BpauyaMy U MEeJULMHCKUMHU CECTPaMHU LIEHTPa, B KOTOPOM HabJIF01aeTCs MallUeHT.
OOydeHune NPOBOIUTHCS WHAMBHUAYaJbHO NPU IOCEIIEHWU LEHTpa U B paMKax
IIKOJIBI OOJIEHOTO TeMO(HIINEH.

OcHoBHbIE HampaBieHUs] OO0y4YeHHUs MallMeHTa M 4YIEHOB €ro CeMbH. YTO TaKoe
reMopuusi, OCOOCHHOCTH JeTel, OONbHBIX TeMoQuInel, HaBBIKA OICHKHU
cocTosiHUSl peOeHKa, HaBBIKM OLEHKH CHMIITOMOB, XapakTepa M TsDKeCTH
KpOBOTEYEHHMUS, XpaHEeHWe U UCMOJb30BaHUE KOHILIEHTPAaTOB  (PAKTOPOB
CBEpPThIBAaHUSl KpPOBH, IIOKa3aHUs W J103bl 3aMECTUTENIbHON Tepanuu, HaBbIKU
npoBeJieHUs] MH(Y3UM B JIOMAIllHUX YCIOBUSX, YXOJ 3a BEHaMM, NpHUMEHEHue
JIPYTUX TeMOCTaTHUECKUX MpernaparoB, Gpu3nyecKas aKTUBHOCTh, ICUXOJIOTHYeCKast
W couuaibHas ajxanTanus, MNpodeccuoHaNbHas OpHUEHTAlus, HOPUINYECKUE
aCIeKThI.

[TomruMo Bpadeil u MexacecTep K OOyYEHMIO NALMEHTOB M YIEHOB HX CeMeH
HEOOXOJMMO TpUBJIEKAaTh IICUXOJIOTOB, IOPUCTOB U UJIEHOB OOIECTBEHHBIX

OpraHMU3alNi, MPEJICTABIISIFOIINX UHTEPECHl OOJBHBIX TeMOpUITUEH.
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