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Hapyuienus cucteMbl remocrasa SIBISIOTCA OJHOM M3 OCHOBHBIX NMPUYHH
pa3BUTHS MAaCCHBHBIX aKYIIEPCKHX KPOBOTEUEHHH W OTHOCATCA K Hambosee
OMAaCHBIM OCJIO)KHEHUSIM OEpeMEHHOCTH. YcCIoBUEM MX 3(P(EKTHUBHOTO JICUEHUS
SBJISIETCS] 3HAHHE O (PU3MONOTMYECKUX U3MEHEHUSIX TeMOCTa3a Npu OEpEMEHHOCTH,
a Takke AudQepeHIMpPOBaHHBIA aHAIW3 JA0OPAaTOPHBIX TOKazaTelned u
UHTETPUPOBAHHBIA MEXAUCHUIIMHAPHBIA MOAXO0/ ¢ NPUMEHEHUEM COBPEMEHHBIX
BBICOKOTEXHOJIOTMUHBIX METO/I0B MEJIMKAMEHTO3HOW Tepanuu Mpu OepeMeHHOCTH,
B POJax U MOCJIEPOJIOBOM IEPUO/IE.

Hcnonp30BaHne TaHHOW COBOKYITHOCTH METOJIOB B POJOBCIIOMOTaTENIbHBIX
YUPEXKJIEHUSAX  PECIyOJUKM  TO3BOJUT  CBOEBPEMEHHO  JAMArHOCTUPOBATH
NATOJIOTMI0  CUCTEMBI IE€MOCTa3a, ONpENeauTbh OO0BEM  TEpaneBTUYECKHUX
MEPOIIPUATUI € YYETOM BEAYLIEr0 MEXaHW3Ma HapyLIEHUH W YCTAaHOBUTH
ONTHUMAJIBHBIN CPOK M METOJ POAOPA3PELICHUSI.

WHcTpykuuss npeaHa3HauyeHa Uil Bpadeld  aKylIepOB-IMHEKOJIOIOB,
reMaToJIOT OB, aHECTE3MO0JIOIOB-PEAHUMATOJIOIOB U Bpauei APYyTUX
crenuanbHOCTE|, paboTarouux B poAgoBcnoMorarelbubix yupexaenusx [, I, 111 u
pecnyOJIMKaHCKOTO YPOBHEH.

INOKA3AHUSA K MIPUMEHEHUWIO

[TokazaHneM K NPUMEHEHHIO JaHHOW COBOKYITHOCTH METOJIOB SIBJISICTCS
OepeMEHHOCTh, OCIIOKHEHHAs Pa3IUYHBIMH HapYIICHHSMH TEeMOCTa3a: OCTpO
pUOOPETCHHBIE, HACJIEICTBEHHO 00yCIIOBIICHHBIC u XPOHUYECKHE
npUOOpETEeHHBIC HAPYIICHHS] TMOCTa3a, BKItoYas aHTU(HOCHOIUUIHBIN CHHIPOM
(ADC), TpOMOOLIUTOTIEHUHU U TPOMOOIIUTOIIATHH.

NNPOTUBOIIOKA3AHUA IJIAA ITIPUMEHEHUSA

OTtcyTcTBHE HAPYILICHUM CUCTEMBI TeMOCTa3a y OEpeMEHHBIX JKCHIIHH;

MIPOTUBOMNOKA3aHUsI K HA3HAYCHUIO PEKOMEHIYEMBIX MEIUKAMEHTO3HbBIX
penapaTos.

OIIMCAHHME TEXHOJIOT'MX UCITOJIB3OBAHUSA
CIHOCOBA

N3menenusi remocrasa npu (GpU3no0J0rM4YeCKH NMPoTeKamed 0epeMeHHOCTH

O6beM mmpkymmpyromeir kpou (OIIK) B jauHamMuke recTanuu
yBeIuuuBaeTcs B cpeaHeM B 1,5-1,7 paza u B kKoHIlEe O€pEMEHHOCTH COCTaBIISET
8,5-9% ot Beca Tena KeHIIUHbl. DYHKIIMOHUPOBAHUE CHUCTEMBI IeMOCTa3a y
OEpEeMEHHBIX UMEET CIICTYIOIINE OCOOCHHOCTH:

1) yBenuueHue MPOKOATYJISSHTHOM aAKTUBHOCTH CHCTEMBI TI'€MOCTa3a:
MOSIBIICHHE XPOHOMETPUYECKOW U CTPYKTYPHOH THUIEPKOATYJALNHU; yBEIUYCHUE
ypoBas ¢aktopos I, II, V, VII, X, XII no 150-200%; daxropa VIII mo 250-300%;
MOBBLIIIEHWE TEPBUYHOM W BTOPUYHOM arperanud TPOMOOIIMTOB, BBICOKAs
CKOPOCTb arperaiuu;



2) cHuwxeHue (PUOPUHOIUTHYCCKOWM AaKTUBHOCTH KpPOBH: YMEHBIICHUE
AKTUBHOCTH  MHUPKYJUPYIOIMIMX  aKTUBATOpPOB  (UOPHHOIM3A;  CHIDKCHHE
conepxkanust antutpomouna I go 70-75%;

3) mporextuBHas runepBosiemusi: yBenuuenue OIIK wa 40%, B T. 4.
YBEIIMYEHUE KonudecTBa »puTpouutoB Ha 10-15%. B pesynerate B nuHamuke
OepeMEHHOCTH pa3BUBaeTcsd (U3MoIOrHuecKass TreMOCINIONUs, KOTopash HOCUT
aJlanTallMOHHBIN XapaKTep B MOATOTOBKE OpraHmn3mMa 0epeMeHHOHN K poJiaM.

Tabmuna

Heob6xoanmblii 1abopaTOpHbIN KOHTPOJIb TIOKa3aTeel TeMocTasa

KoHTpoJimpyeMblil MOKa3aTe/Ib Hopma
KonmaectBo TpoMOOITUTOB (150-400) x10°/1
AYTB (akTHBHpPOBaHHOE YaCTUIHOE TPOMOOILTACTUHOBOE 35.45 ¢
BpeMs)
[1TB (mporpoMOHUHOBOE BpeMsI) 12-14 ¢
0,8-1,0

[ITH (mpoTpOMOMHOBBII UHAEKC) ot 80-105%
- 0

MHO (MexayHapogHoe HOpMaJIHM30BAHHOE OTHOIIECHHUE) 0,7-1,1

DubpUHOTEeH 2,0-4,0 r/n

TB (TpoMOuHOBOE BpeMmsi) 12-17 ¢

[T®D (mpoxykrsl nerpaganuu hudpuHoreHa u ¢pudpuna) | <5 MKr/miu

D-numeps! (TepMUHAIBHBIE TPOIYKThI TU3UPOBAHUS

ceTyatoro puopHHa) < 0,5 MKr/™M1

Antutrpom6OuH 111 80-120%

Hapymenusi reMocTasa, BcTpeyaommecs B aKkylIepCKoil MpaKkTuKe:

1. Ocmpo npuobpemennvie Hapyuwienus zemocmasa:

1.1. Koarynomnartus BclieICTBUE KPOBONOTEPH U (MJIM) TEMOIAITIOLUU.

1.2. Koarynomnarust notpedaenus (npu cunapome JIBC).

11. Xponuueckue npuodopemennvle HAPYUIeHUA 2eMOCMA3A:

2.1. Xponuueckoe teueHue cuuapoma JIBC (mpu amurenbHOoCTH (ha3bl
THIeparperaiuy 1 Tunepkoaryisiiuu o6omnee 1 Hegenn).

2.2. Aatudochomunuaabiii cuaapom (ADC).

II1. Tpomooyumonenuu u mpomooyumonamuu:

3.1. Mnuonaruyeckas TPOMOOLMTONEHUYECKAsE MMyprypa (ayTOMMMYyHHas
TPOMOOITUTOTICHHUS ).

3.2. IllocTTpancdy3noHHas mypnypa.

3.3. JlekapcTBeHHass UMMYHHAasi TPOMOOLIMTOIEHUS.

3.4. I'enapuH-UHAYIIUPOBAHHAS TPOMOOIIMTOIICHUS.

3.5. Tpomboruueckass  TpomOouuronenuyeckas  mypmypa  (TTII,
Moschkowitz-syndrom).




1V. Hacneocmeenno 00ycnoseneHHble HAPYUIeHUA 2eMOCMA3a:

4.1. BpokIIeHHbBIE COCTOSIHUS HEeOCTaTKa (haKTOPOB.

4.2. bonesnr BwmneOpanna (Hemoctatok W (Wid) (QyHKIHOHAJIbHAsS
HEJ0CTaTOYHOCTh pakTopa von Willebrand).

I. OcTpo npuodpeTeHHbIC HAPYILICHUSA TeMOCTA3a

1.1. Koazynonamus eécinedcmeue Kpogonomepu u (uiu) 2emoOuioyun)

OcHoBHble npuuuHbl. Pa3BuBaercs npu kpoomorepe 10-20% OLK u
Oornee, a TakXke IMpU HecOATAHCUPOBAHHON €€ WH(Y3MOHHOW Tepanmuu IMpHU
cleAyloUlell aKylmepcKOM NaTOJIOTHUU: MocieponoBast atoHuss matku (75-82%
MOCJIEPOJIOBBIX KPOBOTEUEHUI); TSAKEIbIE aKyLIEPCKUE TpaBMbl (pa3pblB MAaTKU U
MATKMX TKaHEW pOJIOBBIX TMyTeH); MPEXKIECBPEMEHHAasi OTCIONKAa HOPMAJIBHO
PaCIONIOKEHHOM TJIAIEHTHI; YaCTUYHOE IUIOTHOE MPUKPEIJICHWE W MpHUpalleHue
IUTATICHTHI; TPEIJie)KaHue IUIANEHTHI; KPOBOTEUYCHHE MPHU adopTe; HapylieHHAs
BHEMaTOYHAasi 0EPEMEHHOCTb.

Jnarnocruka:

- YPOBEHb T'€MOIJIO0MHA IPOrPECCUBHO CHUXKAETCA 10 85 I/11 U MEHEE;

- YHACIIO TPOMOOIIUTOB CHMYKAETCS 10 50x10°/n u MECHEE;

- KOHIIeHTpauus pubpuHorena najgaet A0 1 r/m u MeHee;

- IITU camxen no 40% u MeHee;

- AUTB ynnunsercs 6omnee 45 ¢ (nmpu koHTpoe 25-35 ¢);

- KOHLIeHTpauus B riazMe Kkposu 111D ocraercs B mpenenax HOpMbI WU

HE3HAYUTEIBHO BO3PACTAET;

- KOHUEHTpauusi D-auMepoB MOXKET OcCTaBaThbCsl B HOPME  WIIH
YBEIINYMBAThCA.

Jleyenue. BmecTe C OBICTPBIM YCTPAaHEHHEM NPUYUHBI KPOBOTCUCHHS
(XMpypru4ecKkd WM MEIUKAMEHTO3HO — YTEPOTOHUYECKHE Mpernaparhbl)
MPUCTYMAOT K WHQY3UOHHO-TPAHC()Y3MOHHON Tepanmuu KOMIIOHCHTAMH KPOBH U
(dhakTOpamMu CBEpPTHIBAHMUS:

* BceM OOJIbHBIM BBOJST COOTBETCTBYMOIIyI0 rpymne kpoBu C3II 10-15
MJI/KT, KOTOpas COIEPXHUT Bce (akTOpel CBEpPThIBAHUS B HOPMAJIbHBIX
KOHLICHTPALUSX;

« npu cumwkennn Tr 10 50x10°/m BBomsT Tr-KOHLEHTPAT B KONHMYECTBE,
HEOOXOJMMOM i1 JIOCTHXKEHUs  ypoBHS Tt 70x10°/1  u  Gosee.
[TocTTpancdy3mnonHas KU3HECTIOCOOHOCTH 3aMOpoxkeHHBIX Tt coctaBmser 60-80%
OT TakoBoM Yy cBexux Tr. IlepenuBanue cieayer NPOBOJUTH C YYETOM
coBMecTUMOCTH 1o antureHaMm ABO-cuctemsr u pesyc-haktopy. Cpok XpaHeHUs
—48-72 u;

* sputporutapHyro maccy (Er) co cpokom xpanenusi He Ooyiee 3-X CyTOK
NepeanBaloT BceM OonpHBIM Tpu cHbkeHun Hb mo 70 r/m m menee, a mpu
IIPOJIOJDKAIOMIEMCS KpOBOTCUCHHH — J10 85 1/11. 11 mpopMIaKTHKA HHTOKCHUKAITAN
nutpatoM Na Ha kaxzaele 1000 mn nepenurtoi Er macceel BBOAAT 1 r rimokoHara
kanbius (10 ma 10% pactBopa);

* mpu OTCYTCTBUU H(OPEKTUBHOCTU TPAAUIMOHHON T'€MOCTATUYECKOU
Teparuu ONpaBAAHO Ha3HAYEeHUE npenapaToB PEKOMOMHAHTHOTO




aktuBupoBanHoro ¢akropa VII (r VIla) BayTpuBenHo B 1o3e 60-90 r/kr Beca Tena,
a Mpu HEOOXOJMMOCTH — €ro MHOBTOpPHOE BBeaeHHe dyepe3 2-3 4u. [lpemapar
BBI3BIBAET MAaCCHUBHOE oOOpa3oBaHue TpoMOMHA U OBICTPO MPUBOAMUT K
(bopMHpPOBaHHUIO CTAOUIBLHOTO (PUOPUHOBOIO CTyCTKA.

1.2. Koazynonamus nompeonenus

OcHoBHbIe  npuuuHbl. Pa3BuBaerca mnpu cunapome JBC B  da3zy
TUINOKOATYJISINKM, KOrJa CHHTE3 (AaKTOPOB CBEpPTHIBAHUSA OTCTaeT OT HX
notpebnenus. [IpuunHbl pa3BUTHS B aKyHUIEPCKO-TMHEKOJOTUYECKOM MpaKTUKE:
THOMHO-CENTUYEeCKUuEe 3a00JIeBaHUs, CEINCHUC; MO3IHUNA recTo3 (BKIIOYAs TaKue
penkue Tskenbie GOpMbI, KaK OCTPBIN KUPOBOM remnaro3 6epemeHHsix 1 HELLP-
CUHPOM); NPEKAEBPEMEHHAsA OTCIONKA HOPMAJIBHO PACIOJIOKEHHOM IUIALICHTHI;
IMOOJUST OKOJIOTUIOAHBIMU BOJAMH; BHYTPHUYTpOOHasi THOENb Iioaa; oOmupHas
TpaBMaTU3aLMs TKAHEH.

Jlnarsocruka:

- ymcio TpoMGOLHTOB cHInKaeTces 1o 100x10°/1 u menee;

- KOHILIeHTpauus pudpuHoreHa cHuxkaercs 10 1 r/11 u MeHee;

- CHIDKEHHME aKTUBHOCTH (PaKTOpPOB MPOTPOMOMHOBOIO KomIuiekca 10 60% u
menee (MHO 6onee 1,2; ITTU camxen no 40% u meHee);

- AUTB ynnunsercs 6omnee 45 ¢ (R AUTB > 1,21);

- koHueHTpauusa D-qumepos 6onee 0,5 MKr/mi;

- II1® 6onee 10-20 MKr/mu,

- recT Ha ipucyTcTBe POMK MOXET ObITh MOJTOKUTETIEH.

Jledenue. [Ipu KpoBOTEUEHNHN U BBIPAKEHHON TPOMOOIIMTONICHUH MTOTPEOICHUS
OKa3aHO  MPUMEHEHHE  KPHUOIIa3MEHHO-aHTU(EPMEHTHOTO  KOMILJIEKCa,
OJIHOBPEMEHHO MCHOJIB3YIOT Tr-KOHLIEHTpAT:

erpancdysus C3I1 15 ma/kr;

* npu ypoBHE pubpuHorena Mmenee 1,2 r/a mokasan KpHONpeUUnuTaT, 1 103a
(25 mur) Ha 10 kr Macce Tena. BeimyckaeTcs B muodunuzupoBanHoM Buze (mo 50
mi — 200 EJI) u cBexezamopoxenHoM Buze (mo 25 miu — 100 EJI) Bo ¢uiakone u
coaepxut 100 ME daxropa VIII u ¢pubpunoren no 250 mr. Benenne 10 103 no
25 ma (100 EJI) kpuonpenunurtata (Bcero 1000 EJI) paBHOCHIIBHO nepenvBaHuto 1
J «YyCPEOHEHHOW» JOHOPCKOM IJIa3Mbl;

* [IPU FEMOPPAruueckoM CUHAPOME, O0YCIOBIEHHOM CHUkeHueM Tr, unu Tr
<50x10°/n BBOJAT Tr-koHIIEHTpaAT, 1 103a (maket 50 mi1) Ha 10 Kr Macchl Tea;

°* IpH CHUTyalUsX, KOrJa KPOBb TEPSiET CIOCOOHOCTh K CBEPTHIBAHMIO,
MOKa3aHO TMPUMEHEHHE HHTUOUTOPOB MPOTEOSM3a BHYTPUBEHHO B HAYaIbHOU
no3e: koHTpukan 80 000-100 000 EJI, tpacunmon 500 000 E/I, ¢ mocnenyromei
no3oi 40 000 u 200 000 E/] cooTBeTcTBEHHO 4epe3 4-6 4 WM A0 HNpeKpalieHus
KpOBOTE€UEHHUS. MOXHO HCIIOJIb30BaTh OBOMHUH WJIA TOPJOKC;

°* [pU KPOBOTECUEHUH, YIPOXKAIOLWIEM >KM3HM SKCHIUMHBI, ONpaBAaHa
AMIMPUYECKAs] TEeMOCTATUYECKAsl Tepanus KOHUEHTPATOM pPEKOMOMHAHTHOTO
aktuBupoBanHoro ¢akropa VII (r VIla) Buyrpusenno B no3e 60-90 r/kr Beca tena
IPU YYaCTUH CHEHAINCTa FEMATOJIONa, UMEIOIIETO OIBIT €ro NPUMEHEHMUS;

e Er-maccy co cpokoM xpaHeHHs He Oosiee 3-X CyTOK MEpeMBalOT BCEM
O0onpHBIM Tipu cHwkeHun Hb nmo 70 r/m m meHee, a IpH MPOJOJHKAIOIIEMCS




KpOBOTE€YeHHH — A0 85 r/m. [l mpoguiakTUKK MHTOKCUKAIMKM nUTpaTtoM Na Ha
kaxapie 1000 mun nepenutoit Er Maccsl BBoasST 1 T rimtokonara kanbuus (10 mi
10% pactBopa).

I1. XpoHnyeckune npuodpeTeHHbIe HAPYLIEHHUS IeMocTa3a

2.1. Xponuueckoe meuenue cunopoma /IBC (npu onumensnocmu a3zl
2unepazpezayuu u cunepkoazyaayuu 6onee 1 neoenu)

OCHOBHBIC MPUYMHBI B AaKYIIEPCKOM MPAKTHKE: JKCTpareHuTagbHas
naTosiorusi (peBMaTUYECKUE TOPOKU CepAlla «CHHHE»), TUTaHTCKash reMaroma
Kazabax-Meputta, 3a00€BaHuUs IOYEK U JP.); THOWHO-CENITHUECKHE 3a00IeBaHuUs
(aKymiepcKue v 3KCTpareHUTaJbHbIE), CENICUC; MO3HUN recTo3 (BKJII0Yas peIKue u
TsDKeble POpPMBI — OCTpPBIN KupoBoi renato3 6epemeHHsix 1 HELLP-cunapom);
Hepa3BUBarOLIasic OEPEMEHHOCTh; BHYTPUYTpOOHas ruOenb IUI0Ja; JJUTENbHas
“MMOOUTK3aIus (TOKOJU3, MOCIEONEPAlMOHHbBIN TEPUO U JIP.).

Juarnoctuka. OcHosHble Kpumepuu ouacnocmuku: xoHueHtpauus [1J1D
oomnee 10-20 mxr/min, D-numepst 6omee 0,5 mxr/mi, antutpom6Oun II1 menee 70%.
Conymcmeyrowue Kpumepuu OUAcHOCMUKU. BPEMsSl CBEPThIBaHUS KpoBH 1o Jlu-
Vaiity ykopoueHo (MeHee 5 MuH) Jub0o B mpeaenax HoOpMmbl (5-10 Mun);
KOHIIEHTparusi (ubpuHOreHa MokeT ObITh MoBbIIeHa (Oosiee 4,5 1/m) nubo B
npeaenax Hopmbl (2,0-4,0 1/m) wnm cHmkena (Menee 2,0 1/11); KOJWYECTBO
TPOMOOLMTOB HOpManbHOE OO yMeHbimaercs mo 150x10°/m u menee; AIITB
MOJKET OBITh YKOPOUECHO.

Jleuenue. IlepeBon JIBC B komneHcupoBanHyto GOpMy, T. K. 10 OKOHYAHHUSI
POIOpa3pELICHHs] YCTPAaHUTh €TI0 NOJHOCTBIO HEBO3MOKHO.

OcHoBHOUM  mpuHIMN  Je4eHus. [  npoduiakTMKM  MacCHBHOTO
KOaryJIONaTH4eCKOTO KPOBOTEUYEHHUs ITOKa3aHO OAHOBpeMeHHOe npuMenenue C3I1
B COYETAHUU C MaJIbIMH JI03aMH TelapuHa U OOJBIIUMH JI03aMU HUHTHOUTOPOB
IPOTEOIH3A.

Cxema neuenusi:

* Tpaucdysus C3II B goze 10 mu/kr.

* HedpakimonrpoBaHHbIi renapiuH BBOJIAT MO OJHOM U3 CIAEAYIOIIUX CXEM:
2 500 EJl moakoxHo 4 pa3a B cytku; 5 000 EJI moakoxHo 2 pa3a B cyTku uiau 500
EJl undy3uonno 2-4 paza B cyTku. [IpogomkuTenbHOCTh Tepanuu He MeHee 7-10
nuen. Jlabopatopubiii koHTpoJb: AUTB uepes 4 4 mocne moJKoKHOTO BBEACHUS
uiM 4depe3 1 9 mociie BHYTPUBEHHOTO BBEACHUS, IIOKa3aTelb HE JOJKEH
MPEBBINIATH KOHTPOJIL OoJiee yeM B 1,5 pasza, mocie atoro AUTB onpenensitor 1
pa3 B CyTKH; KaxJble 3 AHS KOHTpOJb unciia Tr B kpoBu u antutpomOuHa III B
r1a3Me; OOIUiA aHaIu3 MOYH Ha TeMaTypHIo.

* HMI" BBomAT mOIKOX)HO 0OJIFOCHO 1-2 pasza B CyTKHU (OJMH U3 CICTYIOITIX
npemnapatoB): ¢pakcunapun no 86 ME/kr (0,1 mn/10 xr ); d¢parmun mo 120
ME/kr; xnekcan mo 100 ME/kr. [IpomomkurensHOCTh BBeneHUs: He Mmenee 10
JTHEW, MOTYT HCMOJIb30BaThCSI B T€UEHUE BCEH OEPEMEHHOCTH U B IMOCIEPOI0BOM
nepuoje. CrenuanbHblii 1JA00paTOPHBIA KOHTPOJIb HE TPeOyeTCsl, KOHTPOJIUPYIOT
TOJIBKO 3(PPEKTUBHOCTD JICUEHHUS.



* THruObUTOpHI NPOTEOIM3a BHYTPUBEHHO B J03UpOBKe: KoHTpukai 80-100
teic. EJI nmu tpacunon 500 teic. EJl (nam 0BOMUH, TOPIOKC B COOTBETCTBYIOIIMX
JIO3UPOBKAX).

KoHtposib 3 )EKTUBHOCTH JieUeHUs OCYIUECTBISAIOT MPU HOPMAJIU3ALMU
MOKa3aTeJIed reMocTa3a Kaxaple 4 Hemenw, Npu UX OTKIOHEHUM OT HOPMBI —
©KEeIHEeBHO J0 HopMaiu3auuu. KOHTpOJIUPYIOT clenyrolue MoKa3aTeau
remoctaza: D-gumepnl (He Bbimie 0,5 mkr/mun), TP (He Bbime 5 MKr/mon),
¢bubpunoren, uucio Tr, anturpomOun III. PerynspHelii KOHTPOJb JIpPyTrHUX
nokasareneit kposu: uucio Er, ompenenenue Ht, meueHouHble TpaHCaMUHA3HI,
MPOTEUHBI KPOBHU.

2.2. Aumudgpocgonunuonwtii cunopom (ADC)

[IposiBnisieTcsT CHUMITOMOKOMILJIEKCOM, BKJIIOYAIOIIUM  KJIMHUYECKUE U
JabopaTopHble  NpU3HaKW. be3  CBOEBPEMEHHO  MPOBEAEHHOIO  JIEYEHUS
MaTepUHCKasi CMEPTHOCTb MOXKeET gocturats 60% u Oouiee.

Huarnoctuka. Heobxonumo Hanuyme HE MeHee oOJHoro (J1r000ro)
KJIIMHUYECKOTO U OHOTO (JIE000T0) 1abopaTOpHOTO MpU3HAKA.

Knunuuecxkue kpumepuu ouaenocmuxu ADPC:

OcHogHnble Kpumepuu OUACHOCUKU:

1. Cocynuctbie TPOMOO3BI

Oaun wiam OoJjiee KIMHUYECKUX OHIU300B apTepUaTbHOTO, BEHO3HOIO
TpoMO03a 160 TpoMOO3a COCYIOB MAJIOTO IUAMETPa B JIFOOOM TKAHU WM OpraHe.
Tpom603 oymxkeH ObITh MOATBEPHKACH KApTUHOM YIbTPa3BYKOBOI'O JOMJIEPOBCKOIO
CKaHUPOBAHUS WU JPYTUMHU TaHHBIMH.

2. 3aboneBaHus OepeMEHHBIX

a) oauH WM Oojee HEOOBACHUMBIX CIIy4yaeB CMEpPTH MOPQOIOTHUECKH
HOpMaJIbHOTO Iuioga Ha 10-i1 Henmene OEPEMEHHOCTHM WM IO3%KE, MNpUYEM
HOpMasibHass MOpGOoJIoTH IJI0AA JTOJKHA ObITh JOKYMEHTUPOBaHA JaHHbIMU Y 3U
WJIM HEMOCPEACTBEHHBIM HCCIIEJOBAHUEM III0J1A;

0) HanMuMe B aHaMHE3€ OJIHOTO WM 0oJiee CIy4yaeB MPEXKIECBPEMEHHBIX
pOJIOB MOP(OJIOTMUECKH HOPMAJbHBIM IUIOJOM A0 34 Henenb OepeMEHHOCTH
BCJICACTBUE TSKEJIOW TMPEIKIAMIICUM WM SKIAMIICHHM, a TaKXe THKeJIon
deTomaleHTapHON HETO0CTATOYHOCTH;

B) Tpu mwiu 6osee HEOOBICHUMBIX MOCIEI0BaTEIbHBIX adopTa 10 10 Henenpb
OEpEMEHHOCTH C UCKIIFOUEHUEM MAaTOJIOTHYECKUX WIIM aHATOMUYECKUX aHOMAIIUN Y
MaTepu, BKIIIOYasi TOPMOHAJIbHBIE HAPYIIEHUS, NPUYEM TE€HETUYECKUE MPUYUHBI
TpoMOO(DUINYU TOKHBI OBITh UCKITFOYEHBI y OTIIA U MATEPH.

Lononnumenvnvie kKpumepuu Ouacnocmuxu A@C: ceTyaToe JMBENO,
HEBPOJIOTHUECKHE TPOSBICHUS (MUTPEHb, XOpes), Tpoduueckue s3Bbl MATKHUX
TKAHEW FOJICHH, SHAOKApAUT U Ap.

Kamacmpoguueckuii ADC: monuopraHHas HEIOCTATOYHOCTh, KOTOpas
IOPOSABIISIETCSI  OCTPBIM ~ PECHUPATOPHBIM  JAUCTPECC-CUHAPOMOM, HapyLIEHUEM
MO3rOBOTO M KOPOHApHOTO KPOBOOOpAIlEHUs, CTYHOpOM, JI€30pUEHTAUEH,
BO3MOKHO Pa3BUTHUE OCTPOM NMOYEYHOW M HAANOYEYHUKOBOM HEIOCTATOYHOCTH,
TpoMO030B KpynHbIX cocy10B U TOJIA.

Jlabopamopnvie kpumepuu ouazcnocmuku APC:




Hanuuue m000ro 0HOro Uiy AByX J1a00pPaTOPHBIX KPUTEPHUEB:

1. YMepeHHBI WM BBICOKMH YPOBEHb AHTHUTEN K KapAUOJIMIIMHY Kiacca
IgG w/umm IgM B kpoBH, B 2-X WU 00Jiee HCCIEIOBAHUSAX, MOJYYEHHBIX C
UHTEPBAJIOM HE MeHee 6 Helenb, IMPOBEICHHBIX NYTEM CTaHAApPTHOIO METOJa
NDA.

2. I1o3UTUBHBINA TECT HA HAJTUYUE BOJYAHOYHOTO AHTUKOATYJISHTA B IJIa3MeE
B 2-X WM 0oJiee HCClIeJOBAaHUSX, MTOJYYECHHBIX C MHTEPBAJIOM HE MeHee 6 HeNleb,
NPUYEM OTOT AHTUKOATYJSIHT JOJDKEH ONPEACISAThCA COIVIACHO YKa3aHHUSIM
MexayHapoiHOro ooiiectsa TpoM003a U reMocTasa Mo CASAYIOIMUM dTaraM:

a) ycraHoBieHwe (Qakra ymaauHeHus QocdoaunuazaBucUMOn a3kl
CBEpTHIBAHUS IJIa3Mbl 110 PE3yJbTaTaM CKPUHUHIOBBIX TECTOB, Takux kKak AUTB,
KaoJIMHOBOE Bpewms, TecT ¢ saoM raawoku Paccena ¢ passenenuem, IITB c
pa3BeICHUEM,;

0) HEBO3MOXKHOCTbh OTKOPPEKTHUPOBAThH YMJIMHEHHOE BPEMSI CKPUHUHTOBBIX
TECTOB IIyTEM CMEILMBAHUS C HOPMaJIbHON 0ecTpOMOOMTAPHON IJIa3MOM;

B) YKOpPOUEHHE BPEMEHM CKPUHHHIOBOIO TE€CTa WJIM €ro HOpMaJu3alus
nociie 100aBJIEHHUsT B UCCIEAYEMYIO IJIa3My H30bITKA NeKCaroHalbHOW (Ppakiuuu
dbochonmunuIoB U MCKIIOYEHUE [PYruxX Koaryjomnatuil (Hampumep, Hajaudue
unruoutopa VIII dakropa wim remapuna).

Jleuenue:

e HM3KHME J103bl acniupuHa (80 mr/maeHs) ¢ 13 Hemenp OEpEeMEHHOCTH IS
ONITUMH3AIMN YPOBHS COOTHOIIEHUS TPOCTAUKIMH/TPOMOOKCaH;

e kypantun a0 100 mr/cyr. (C KOHTpOJEM aJeKBATHOCTH O3Bl IyTEM
OIICHKHU arperaliMoHHON aKTUBHOCTHU TT);

e renaput (Hedpakuuonuposanusiii) mo 15 000 EJl B cytku B I Tpumectpe u
20 000 EX B cytkm — Bo II Tpumectpe OepemenHoctu. Ilpenmapar BBOIAT
BHYTPUBEHHO HenpepbIBHBIM TUTpoBaHueM wiu no 5 000 EJ[ 3-4 pa3a. OObr4HO
JUIsI MOHMTOPUHTIA 11036l renapuHa npumenstor tect AUTB, o npu ADC stor
noKasaresib HeMH()OPMATUBEH U €ro Jy4lle He UCIOJIb30BaTh;

* BMeCTO He(ppaKkUMOHUPOBAHHOTO  TrenapuHa  MPEeANOYTUTENIbHEe
noakoxHoe BeeAeHue HMI': ¢pparmun 120 ME/kr 1 pa3 B cyTku, ¢ppakcunapus 86
ME/kr (0,1 ma/kr ) wam knekcan 100 ME/kr 1 paz B cyrku. Ilpemapatsi
renapuHOBOTO psiia OTMEHSIOT 3a 24 4 0 IUIAaHHUPYEMBIX POAOB WK C HAYAJIOM
POAOBOM NESITENBHOCTH;

* BHYTPMBEHHOE BBeJIeHHEe MMMYyHOTI00yrHa B 103¢ 400 mr/kr (Bcero 30-
45 1) OmHOKpaTHO B (OJUIMKYJIMHOBYIO a3y IMKIa MpU TUIAHUPOBAHUU
O0epeMeHHocTH. BTopas m03a  BBOAUTCS ~ TOClie  yCTaHOBIEeHHUS  (pakTa
OepeMeHHOCTH. MexaHu3M JeHCTBUS 710 KOHIIA HEHU3BECTEeH, JO03bl He
CTaHJApPTU30BaHbI, JieueHue joporoctosmiee. OAHAKO TOTydaeMbld dPQeKT
JIOCTOBEPEH U cocTaBisieT 0Koo 50%;

* npeaan30i0H (30-60 Mr/neHs) A MOAaBICHUS HMMYHHOTO OTBETA, J03a
noa0upaeTcsi UHAUBUAYAJIBHO U KOPPUTHPYETCS B TUHAMUKE OEPEMEHHOCTH.

III. TpoMGOIUTONIEHUN M TPOMOOLUMTONATHH



TpoMOOLMTONIEHUSI — 3TO COCTOSIHUE, MHpPHU KOTOPOM 4uciao Tr meHee
150x10°/n. TIposiBIIeHHS KPOBOTOUMBOCTH (KPOBOM3IHAHUS B KOXKY H CIM3UCThIC —
TPOMOOILIMTOTICHUYECKAs] Typrypa) BO3HUKAIOT MPU CHIDKEHUW uyuciaa Tr 10
50x10°/1 u menee. IIpu chmwxennu 1o 20x10°/1 ¥ MeHee BOSMOXHBI TSIKEIBIC
KPOBOTEUCHHs, HanbHeiimee cHikerne (1o 10x10°/1) HemocpecTBEHHO yrposkaeT
KU3HU OOJBHOW M TpedyeT SKCTPEHHOW Trocnutanu3anui. TpomMOouuTOneHus
SIBJIIETCSI OTHOCUTEIBHBIM IPOTHUBOIIOKA3aHUEM ISl HA3HAUYEHUSI HECTEPOUTHBIX
POTUBOBOCIIAJUTENBHBIX — MPENaparoB, AaHTUKOAryJISHTOB U  MHBa3UBHBIX
npouenyp. IlpuunHOi  TpPOMOOIMTONEHUH MOXKET OBbITh  HEJIOCTATOYHOE
oOpa3oBaHHe U yCWICHHOE pa3pyiieHue Tr.

3.1 Houonamuueckasn mpomooyumoneHuueckan nypnypa
(aymoummynnas mpomoouumonenus)

OCHOBHBIE IPUYMHBI. YCHJIEHHOE pa3pylieHue Tr, KOTOpOe BBI3BIBAOT
antutena (0o0bryHO Ig(G) K HOPMAIBHBIM  CTPYKTypaM TpOMOOLUTapHOU
MeMOpanbl. Tr, MOKPHITBIC aHTUTETIAMU, PA3PYIIAIOTCS PETUKYI0IHIOTEIHATEHON
cucTeMoi (Mpexie BCero B CEIE3CHKE).

Junarnocruka:

- HavaJio 60Jie3HU 0OBIYHO TTOCTENIEHHOE, TEYEHUE XPOHUUECKOE;

- OCHOBHBIE KJIMHUYECKUE TMIPOSIBICHUS: KPOBOM3IUSHUSA B KOXY U
CJIIM3UCTBIE 000JIOUKH, HOCOBBIE U MATOYHBIE KPOBOTCUECHMUS;

- CHIDKEHHUE Yucia TpoMOOIIUTOB (MHOT/AA 10 5x10°/n u HIDKE);

- HOpMaJIbHO€ COJIep)KaHWe JpYrux (QOPMEHHBIX JJIEeMEHTOB (IIpHU
KPOBOTEUEHHUSIX BO3MOKHA JIETKAasl aHEMUSI);

- cpenHHil 00BbEM TPOMOOLMTOB YyBeNWYeH (MpU3HAK HUX YCKOPEHHOTO
o0Opa3oBaHus);

- B 50% cirygaeB 00HApYKUBAIOTCS aHTUTpOMOOMTapHbIe aHTUuTeNa, y 30%
OOJIbHBIX MOTYT OBITh aHTUTENA K KapAUOJUIIMHOBOMY AHTUTEHY;

- I TOCTAaHOBKHM JHWAarHo3a HEoOXOoIWMa CTepHAjbHAS  ITyHKITUS
(comepkaHU€ METakapuOIMTOB B KOCTHOM MO3T€ — [IOBBIIIEHHOE WJIHU
HOPMAJIbHOE).

Jleyenue. TakThKa JIe4EHUS 3aBUCUT OT KOHIIEHTPALIUU TPOMOOITUTOB.

* BaxnpiM yciioBUeM MNPOPWIAKTUKH T[OCIEPOJAOBBIX KPOBOTECUEHHI
aBiseTcs KonmuectBo Tr He MeHee 50x10°/1. AGCOMIOTHOE IMOKA3aHME T
MPOBEJCHUS JICUCHHUS — TPOMOOIMTONICHUS 30x10°/m1 u MeHee. B TKembIX
ciygasx, xorga umciao Tr menee 10x10°/1 (omacHoe KpoOBOTEUEHHME), TOKA3aHA
AKCTPEHHAs TOCIIUTAIU3AINS B CTAIIHOHAP PECITyOIIMKAHCKOTO YPOBHSI.

* Metonom BrIOOpa SABISETCS BBEJACHUE TIFOKOKOPTUKOUIOB (TIPEIHU30I0H
B HauaJbHOM J103¢ | MI/KT Beca Tela B JICHb B TeUeHUe 2-4 He/Ielb).

e IMMyHOTr100yIMHBI Ha3HAYalOT, €CJIM BBEJCHUE TIFOKOKOPTHUKOUIOB HE
NPUBOANT K TMOJUIEPXKAaHMIO KonmdectBa Tr Ha yposHe 30x10°/m m Gonee.
NMMyHOTTTOOYITMHBI PAIIMOHAIEHO BBOJUTH HE3aI0NTO IO POJIOB, TAK KaK MOJIBEM
Tr npoucxoaut ObICTPO (B TeueHUE 6 4);

e [Ipu mosiBIEHUHN PE3UCTEHTHOCTU K TE€panuy MOKa3aHO KOMOMHHUPOBAHHOE
JIeYeHUE TIIOKOKOPTUKOUIaMH (METUIITIPETHNU30JIOH 1 T B IEHb B TEUCHUE 3 JTHEH )
¥ UMMYHOTJI00YJIMHAMH.




. [Ipy  mosBIEHMM  MPU3HAKOB KPOBOTOYMBOCTH  ITOKa3aHbI
KOpTUKOCTEpouasl B 03¢ 30-40 Mr/cyT ¢ MOCTENEHHBIM €€ CHibkeHueMm. l[lpum
BBIPDAKEHHBIX ~ SIBJICHUSIX TE€MOpPPAaruyeckoro Juare3a CleIyeT MIPUMEHSTh
npeaHu3ogoH B go3e 40-80 Mr/cyr u mepelMBaHUE CBEXKE3arOTOBJICHHBIX
UHAMBUIYAJTbHO OJ0OPaHHBIX OTMBITBIX SPUTPOIIUTOB.

e Ilepen pomamu, 3a 1-1,5 Hegenw, Ha3HA4YalOT NPEAHU30IOH B
TepaneBTUYECKON win nojjaepxuBaroiiei n1o3e (10-15 Mr/cyt) B 3aBUCUMOCTH OT
COCTOSIHUSI OOJIbHOM.

e JlocpoyHOE pOAOpA3PEIICHUE IyTEM KecapeBa CEUEHHs IOKa3aHO MpH
HapacTaHUM T'eMOpparuidi, aHeMMM M yXyALIEeHUH cocTosiHus. [Ipenonepannonnas
MOJAroTOBKa 00s13aTenbHa (!).

o Tskemas Tpombormronenns mioga (yposenb Tr mHmke 50x10°/m)
HaOmonaercs B 10-15% ciydaeB, mo3ToMy Jy4lIMM METOJIOM POAOpa3pelIeHUs B
MHTEpECcax IJ10/1a SBIISETCA KECAPEBO CEUEHUE.

* B octanpHBIX ciayyasx BEACHHE POAOB JOKHO OBITh KOHCEPBATUBHBIM. B
pozax HeoOXOJIMMO MPOAOKATh KOPTUKOCTEPOUIHYIO TEPAluIo B TOU e /103e€,
yTO U nepen poaamu. O0s3aTeNbHO MPOBOAUTCA NPO(UIAKTUKA KPOBOTEUYECHHS B
NOCJIENOBOM M paHHEM I[OCIEPOJAOBOM  IEpUOJAaX NyTeM  Ha3HAYEHUS
YTEPOTOHUKOB. B CBsI3U ¢ BHICOKMM PHUCKOM KPOBOTEUYEHHS B POJAX HEOOXOAMMO
UMETh 3arOTOBJIEHHbIE MHAUBUAYAIBHO MOJ00PAHHBIE OTMBITHIE SPUTPOIIUTHI.

* B mocneponoBoM mepuosie NpOJOJDKAIOT JIEYEHHWE NPEAHU30JI0HOM B
yOBbIBaIOUIMX J103aX MOJ KOHTpOJieM YypoBHA Tr B 0OIIEM aHaJIW3€e KPOBH.
Kopminenue pebeHka 10HOPCKUM MOJIOKOM!

3.2. Ilocmmpancgysuonnasn nypnypa

OcHoBHble npuunHbl. Yeped 7-10 cyTok mnoclie mnepeluBaHUs KpPOBU
pa3BUBAETCS TPOMOOIMTONIEHHMSI, HEPEIKO TsHKEIas.

JluarsocTuka. 3HaunTenpHoe cHmkenne uncna Tr (mexee 50x10°/1) uepes
7-10 cyTok mociie reMOTpaHC(y3HH.

Jleuenue. [IpuMeHSIOT UMMYHOTJIOOYJIMH JJ11 BHYTPUBEHHOTO BBeAeHUs (1
r/kr ¢ wuHTepBaioM 1 cyTtku) u mia3madepe3. KparHocTe BBeneHus
UMMYHOTJI00yIMHA 3aBUCUT OT 3ddexkTtuBHOCTH JeudeHusd. [lepenuBanue
TPOMOOKOHIIEHTpATA MPOTUBOIOKA3aHO.

3.3. JlekapcmeeHHan UMMYHHAA MPOMOOUUMONEHUA

OcHOBHBIC TPUYMUHBL. MOXET ObITh BbI3BAHA PA3IMYHBIMHM IIpernapaTraMu
(cynbhaHuIaMuIbl, UTOCTATUKHA, (PEHUTOMHBI U Jp.). OCHOBHOW MEXaHU3M
pa3BUTUSL — pa3pylieHue Tr KOMIUIEMEHTOM, KOTOPBIM AKTUBUPYETCS pEeaKLUEn
npenapara ¢ aHTUTEJIAMH.

Jlmarnoctuka. Cumxenne umcna Tr menee 100x10°/71 mpH HCKITIOYCHHH
JIPYTUX TPUYMH.

Jleuenue. Ilpenapar, BbI3BaBLIMH TPOMOOLIMTOIIEHHUIO, OTMEHSIOT, IOCIE
Yero YpOBEHb TPOMOOIIMTOB HOPMAIM3YeTCs 3a HECKOJIbKO CyTOoK. Ecmu
TPOMOOIUMTONEHUS] JOCTUIJIA OMACHOTO YpPOBHSA, BBOAST UMMYHOTJIOOYJIHMH ISt
BHYTpUBEHHOTO BBeZieHUs (1 I/Kr), KopTukocTepou sl He npumMenstoT. Ha 10-14
CYTKM TIOCJI€ OTMEHBI MpernapaTa, BbI3BaBUIETO TPOMOOLUUTONEHUIO, MOXKET
BO3HUKHYTh PUKOIIETHBIN TpoMOOIUTO3 (!).




3.4. I'enapun-uHOYUUpOBAHHAA MPOMOOUUMONEHUA

OcHOBHbIC MpPUYUHBEL. B oTinune OT Apyrux JEeKapCTBEHHBIX MMMYHHBIX
TPOMOOILIMTONICHUN XapaKTepU3yeTcss HE pa3pylleHweMm, a arrioTuHanueit Tr,
MO3TOMY HauOoJiee€ OMacHbIM €€ TPOSBICHUEM SBISIOTCA apTepUATIbHBIC
TPOMOO3bI C HEKPO3aMH KOXHU M TaHIPEHOU KOHEYHOCTEM.

Jlnarsocruka. CrHmkenne uncna Tr Gosee wem BaBoe (wnn Hivke 100x10°/1)
IpU OTCYTCTBHM JPYrux MpudyuH. He3HauWTenbHOE CHUKEHHE uyucna Ir
HEMMMYHHOU NPHUPObI HHOTJIA BCTPEYAETCA MPU MelapuHOTEPAIInH.

Jleyenue. Takoe K€, KaK MW IpPU JIEKAPCTBEHHON UMMYHHOU
TpoMOonHTOoneHuu (cM. 1. 3.3).

3.5. Tpombomuueckaa mpomooyumonenuueckaa nypnypa (TTII,
Moschkowitz-Syndrom)

OCHOBHbBIC _ NPUYUHBL. IDTO TPOMOOTHYECKAss MHUKPOAHTHOMATHUS  C
MOBPEXKICHUEM DHIOTENHS C KIACCHUYCCKUMHU cuMmIToMamu Tsokenoi Coombs-
HETaTUBHOU MHKPOAHTHOTIAaTUYECKON FEMOJIUTHYECKOU AHEMUU,
TPOMOOILIMTONIEHUU 0O€3 TeMaToJOTHMYEeCKOTO Bo3AeicTBUs Ha Iwion. IlepBudHO
MOpaKaeTcsl JHAOTENUA MEJIKUX COCYJOB, 3TO NPUBOAUT K arperamuu Tr,
MHOXECTBEHHBIM HWH(MapkTaM U paspyuieHuto FEr. DTuonorus 10 KOHIA
HeusBecTHa. Bcerpedaercss npu OEpEeMEHHOCTH W MPUMEHEHUU HEKOTOPBIX
JeKapcTB (MUTOMUIIMH, LWKIOCIOPHUH), BO3MOXKEH HACIEIACTBEHHBIN XapakTep
NaTOJIOTUU.

JuarHoctuka. TUOWYHO CcodYeTaHUE  CIEIYIOIIUX  CUHIPOMOB  (HE
00s3aTeIbHO BceX): 1) TpOMOOLMTOIEHUS C HOPMAIbHBIM WM TOBBIIICHHBIM
YUCJIOM MErakapuolUUMTOB B KOCTHOM MO3re; 2) MHUKPOAHTHOINAaTHYeCKas
FEMOJIMTUYECKAs] aHEMHUs: MPU3HAKH BHYTPHUCOCYJIHUCTOrO TeMojin3a (HU3KUN
rantorioOuH, noseienue ypoBus JIJII™ u Henpsimoro OunnpyOunHa), BeIpa>KeHHBIN
aHU30- U MOUKWIOLUHUTO3, 00513aTeNIbHBI IIH30IUTHl U MHOKECTBO MOBPEXKICHHBIX
Er; 3) nuxopanka; 4) mnopakeHUE TIOYEK: HEIOCTATOYHOCTb, MPOTEUHYPUS,
rematypusi; S5) mnopaxenue [[HC: npu3Haku TMIOKCMM TOJOBHOTO MO3ra ¢
BOJTHOOOpA3HOM TMHAMUKOW CUMIITOMOB.

Jleuenne. Cpounas rocnuranuzauuss B PAO u mnasmadepes. O0bem
yaaneHHo# miasmel 40 Mil/kr/cyT obecrieurnBaet Bbi3gopoBieHue B 90% ciyuaes.
Ero mpekpamaroT depe3 5 CyTok mocie yBemmueHust uucia Tr go 150x10°/m u
WCYE3HOBEHUS MHUKPOAHTHONATUYECKOW TEeMOJUTHYECKONM aHemMuu (MOTYT
octaBaThcsi ¢parmentupoBanHbie Er). Tepammeit BpiOOpa cuuWTaeTcs 3amMeHHas
tpancdys3us C3I1 10-15 mu/kr. B navane qomkHo ObITh ynaneHo 30-40 mut mia3mbl
Ha 1 kxr Beca. CHmwkeHwe 3Toro obbema g0 15-20 MJ/Kr ompaBIaHO IpHU
xomuaecTe Tr Gomee 30x10°/1 M yIydIICHHH HEBPOIOTHYECKHX M PEHAIBHBIX
cuMITOMOB. D((PEKTUBHOCTH JieueHUs BO BpeMsa OepemeHHocTH ~ 80%. BaxHo
WHTETPUPOBAHHOE BeJIeHHE OOJbHOM COBMECTHO C OIBITHBIM T'€MaTOJIOTOM.
Beenenue Tr-xkoHUEHTpaTa MPOTHMBOMOKA3aHO, TaK KaK MOXET YBEIUYUTH
uuronus! [Ipu HeoOxonumoctu nepenuBarot Er-maccey.

IV. HaCJIeI[CTBeHHO OﬁyCJIOB.JIeHHLle HapyumeHusi remocra3a



4.1. Bpooicoennvie cocmosanus Hedocmamka (Oepuuyuma) paxmopos
C6IpmMbleanHUA

OcHoBHBIE NpUYUHBL. BpoxaeHnHsie cocrosinus HenocTatka haktopoB — XI
(cungpom Pozentans), X (Crrwoapra-Ilpayspa), VII (6onesnr Anekcanupepa), V
(maparemodunusi), II (runomporpomOuuemus), [ (apubpunorenemus), XII
(6onesnr  Xaremana), XIII,  BBICOKOMOJEKYJISPHOTO  KUHMHOT€HA U
npeKauiukpenHa. B akymepctBe BcTpedaroTcs uckiountensio peako (0,001 mo
0,005%), omHaKO 3HAYUTENILHO YBEIMUYMUBAIOT PUCK MACCUBHBIX KPOBOTECUEHUH.

Juarnocruka

Jlabopamophvie kpumepuu:

- YBEJIMUCHUE BPEMEHHU CBEPTHIBAHUA KPOBH 1O JIn-Yaury;

- HOpMaJIbHOE 4ucio Trt;

- yuuHenue 11TB Ha 3 ¢ u Oosiee O CpaBHEHHUIO C KOHTPOJIEM YKA3bIBAET
Ha BO3MOXHBIA JEUIIAT OJHOTO M3 (PAKTOPOB MPOTPOMOMHOBOTO KoMILiekca (X,
VII, V, II) unu hpubGpuHoreHa;

- ynnuHenue AYTB nHa 5 ¢ u Oosee 10 CpaBHEHUIO C KOHTPOJIEM YKA3bIBAET
Ha BO3MOXHBIN Aedunut oganoro u3 cienyromux gakropon: XII, XI, X, IX, VII, 1T
Wi QuOpUHOreHa.

Kinanyeckue npossieHus. Cpa3y mocie poJaoB, ONEpPalUy WU TPaBMbI
KPOBOTEUYEHHE, KaK MPABWIO, OTCYTCTByeT. OHO BPEMEHHO OCTaHABJIMBAECTCS 3a
cdyeT oOpa3yIolIMXCsl HAa PAHEBOM MOBEPXHOCTH TPOMOOIUTAPHBIX arperarTos,
KOTOPBIE OCTAIOTCS PHIXJIBIMUA U B KOHEUHOM cuere pazpymatorcs. [loaroMy yaiie
HAuOOJBIITNN PUCK KPOBOTEYEHHUSI BO3HUKAET OTCPOUYEHHO — K KOHITY MEPBBIX WU
Ha 2-3 CYTKHM TOCIie POJIOB, ONepanuu Wik TpaBMbl. OOpa3yrommecs: reMaToMbl
MOTYT CJIaBJINBATh KU3HEHHO BAJKHBIE OPTaHBbI.

Jleuenwue:

® OCHOBHBIM METOJIOM NMPO(UIAKTUKHI aKYIIEPCKUX KPOBOTECUCHUHN SBIISETCS
tpancdys3ua C3II unm kpuonpenunuraTa ¢ HavyajaoM poJoBoil aestenbHocTU (I
epuoJ poAOB) WM 3a 2 JHA OO0 IUIAHOBOM OIEpallid KECapeBO CEUYEHUE.
Nuanmmanesaasgs 1po3a C3I1 gomxua ObiTh He MeHee 10-15 wi/kr winm
kpuonpeuunurata — 1 go3za (25 mu) wa 10 kxr maccel Tena. B mocnepomoBom
NIEPHOJIE 3aMECTUTENbHYIO TEPaNMi0 TeMolpenapaTaMu HEOOXOAUMO TPOBOJIUTH
Kakaple 2 qHs B TedeHue 5-7 quer B o0beMe He MeHee 5 mur/kr C3I1 uimm 2-3 1mo3
KpUOIPELUINNTATA;

® OCHOBHOM DSJEMEHT TMaTOTCHETHUYECKOrO JICUCHUs] — CEJICKTUBHAs
reMOCTaTUYECKAs] TEpaIusl C UCIOJIb30BAHUEM COOTBETCTBYIOIIETO KOHLEHTpAaTa
dakropoB cBeptbiBanus. [lpu nepunure daktopa VII mokaszan KoHLEHTpaT
pexkoMOuHanTHOTO (haktopa r VIla B 1o3e 60-90 MKI/Kr Macchl Tena.

4.2. bonesnv Bunneopanoa (nedocmamox u/uiu QYHKUUOHATbHAA
Hedocmamounocmo hpakmopa von Willebrand)

OcHoBHble mpuuuHbl. Hemoctatok ¢akrtopa von Willebrand. 310
ayTOCOMaJIbHO-JIOMHUHAHTHO HAcleayeMoe 3a00JieBaHUE C PaCHpPOCTPaHEHHOCTHIO
0,8%. Axymepckue KpoBoTeueHHs B 1-3% ciiydaeB MOryT OBITH CBSI3aHBI C
HegoctatkoM (pakTopa von Willebrand.

Junarnocrrka




OcHogHble Kpumepuu: yBEIUYEHUE BPEMEHU KpoBOTeueHUs (Mo AiBH);
cHmkenue aktuBHocTH (aktopa VIII; ymnmunenue AYTB; HopmanbHOE wuin
CHMWKEHHOE uuciao Tr; B aHaMHE3€ KPOBOTEUEHHUS IOCJIE€ TPaBM, ONEPATHUBHBIX
BMEIIATENbCTB U MEHOPPATrUH.

Ocobennocmu npu b6epemeHHOCmU: TECTAIMOHHBIA MPOLIECC CYLIECTBEHHO
BUJIOM3MEHSAET TeueHue OoniesHu BumneOpanpga, 1. k. B Il Tpumectpe, B KoHIE
OEpEMEHHOCTH M BO BpeMsl POJOB KOAaryJdlMOHHAas akTUBHOCTH (pakTopa VIII u
CBSI3aHHOTO C HHUM aHTHI€HAa MpOoNnopHuoHaNbHO Bo3pactaeT Ha 200-350%.
HecMoTpst Ha TO, YTO IPOTHO3 MPU ATOM OOBIYHO OJIATOMPUATEH, BO BPEMS POJIOB
MOXKET TOoTpeOoBaThCsl crenuduieckas reMmocratudeckas Tepamus. OcoOeHHO
OMACeH pPAaHHWM BBIKUJBINI, HMCKYCCTBEHHBIM abopT B | Tpumectpe, a Takxke
nociepooBbid (6-10 cyTku) u mocieonepanoHHbli (6-13 cyTku) nepuojsl,
Korjaa ypoeeb gakropos von Willebrand u VIII nanaer.

Jleuenwue:

e Beegenue remomnpenaparos, coaepxamux daxkrop VIII (kpuonpeuumnurar,
KoHIIeHTpaThl (pakTopa VIII).

e C3II HCHONB3YIOT B MUCKIIOUHUTENBHBIX CIy4dasX, KOrJa HET OCHOBHBIX
aHTUreMOIIbHBIX MpenapaToB. BBomar B pa3oBbeix gozax 10-15 mu/kr u B
cyrounbix — 30-50 mu/kr, paszneneHHsix Ha 3 uactu. llepBas mo3za B 1,5 pasa
0o0JIbIIE IBYX MOCHEAYIOMIMX.

e [lepen TMIaHOBBIM KeCapeBBIM CEUEHHEM TPaHCHY3UOHHYIO TEpaIuio
HAYMHAIOT 3a 2-3 [HA, a OpU poJax — C HAYaJIOM pOAOBOHN JEATEIbHOCTH.
[Tokazana Ttaxke Tepamusi TiaOKokopTtukougamu (1 Mr/kr), 4to crnocoOCTByeT
YKOPOUYEHUIO BpeMeHU KpoBoTeueHus. Ilociie poaoB HEOOXOOUM €XeIHEBHBIN
7a00paTOPHBIN KOHTPOJb COCTOSIHUSI CUCTEMbI remocrtasza. [lpu OmaronpustHoM
TeUeHUM OOJIbHAS TOJKHA HAaXOJUTHCS B CTallMOHape He MeHee 12-15 muel mocie
ponoB U 15-20 nHel nociae onepaTUBHOTO pOAOPA3PELIEHUS.

e I[lpu Oonesnu Buinebpanna NpOTUBOMOKA3aHbl AHTUKOATYJISIHTHI,
aHTUArperanTsl (aclUpUH, KypaHTWJ, KOMIUIAMUH, TEOHUKOJI), HECTEPOUJIHbIC
MIPOTUBOBOCIIATIUTENbHBIC TIpemnapaTbl (MHIOMETAIMH, OyTaJuoOH, HUMECYIUA U
np.), aHanereTHkd. MHPY3MOHHO HE CcJeayeT BBOAWTH HU3KOMOJEKYJSPHBIC
JNEKCTpaHbl (PEONOJIUINIIOKMH W Jp.) U PacTBOPHl  T'MAPOKCHUATUIMPOBAHHOIO
Kpaxmalia.

e JlersiM, poxAeHHBIM MaTepsiMu ¢ Ooje3Hu Businebpanma, HeoOXoaum
TIIATEIbHBIA TEMOCTA3HUOIOTHUYECKUA KOHTPOJIb.

INEPEYEHb BO3MOXHBIX OCJIOKHEHUHU WJIHU OIIUBOK
ITPAU BBINNTOJIHEHUU U IIYTU UX YCTPAHEHUA
Her.



