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B HacTosiiiee BpeMsi MMEIOTCSl 3HAYHUTENbHBIC YCHEXU
B U3yUYCHHH BPOXJICHHBIX Je()eKkToB (hakTOpOB CBEpTHIBa-
HUSl KPOBH, OOECHEUYCHHBIC YCHIIMSMU TE€HETHKOB, TeMa-
TOJIOTOB, MOJEKYJISPHBIX Omoyoros, 6nodusmkos. OmgHAKO
MO-MIPEKHEMY HE PEAKOCTh IeMOpparndeckue OCIOKHEHHS
y MAIUEHTOK C HACJEJACTBEHHBIMU HAPYLICHUSIMU CUCTEMBI
reMOKOAryJISIIIH. ITO CBUICTEIBCTBYET O TOM, YTO B BOIIPO-
cax IMarHOCTUKH NaTOJIOTMH TeMOKOATryJIISILINH, BeIeHH Oe-
PEMEHHOCTH U TAKTUKH POJIOPA3PELICHUS TAKUX MAIUEHTOK
UMEIOTCS OPEIeTICHHBIC CIOXKHOCTH. [ eMaTolior u akyiep-

ruHekonor ¢ 40-71eTHUM cTakeM padoTHI MO CIIEIHAIBHO-
CTSAM TBITAIOTCS B JaHHOW CTaThe NMPEACTABHTH CBOC BHE-
HUE 3TOH aKTyaJIbHOW IPOOIIEMBL.

K 3aboneBaHusM, OOYCIIOBICHHBIM BPOXICHHBIMHU J€-
(dbexkTamu GakTOpOB CBEPTHIBAHHS KPOBH, OTHOCSITCS IAaTO-
sorusi GuOpUHOTEHA, TPOTPpOoMOMHa, a Takxe V, VII X, XII,
XIII dakTopoB cBepTHIBaHUS KpoBU. Kpome aTOTO, paccma-
TPUBAIOTCA MPOOIEMBI MalHEHTOK — HOCHUTEIBHUI] TEHOB
remodpmmnu A (VIII dakTop cBepTHIBaHUS KPOBH), T€MO-
¢unmuu B (IX dakTop cBepThIBaHMS KpoBH), Temodmimu C
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(XI hakTop cBEpTHIBAHUS KPOBH), @ TAKXKE )KSHIIMH C CAMBIM
pacIpocTpaHEHHBIM 3a00JIeBaHHEM T'€MOKOAT YIS — 00-
ne3nbio Bunnebpanna.

K akymepckuM OCIOXXHEHHUSM, MMEIONIUMCS Yy Talu-
€HTOK C BPOXICHHBIMHU aedeKkTamu (HakTOPOB TeMOKOAry-
JAIAH, OTHOCATCS yTpo3a MpephiBaHUus OEpeMEeHHOCTH B |
u Il TpuMecTpax OGepeMEeHHOCTH, YIp0o3a MPEKIEBPEMEHHBIX
pOIOB, HEBHIHAIIMBAHHE OCPEMEHHOCTH (NIPUBBIYHBIN BHI-
KHUABIIT), KPOBOTEUCHNE B aHTEHATAJIBHOM IIEPHOJIE, KPOBO-
TEUYCHHS B MPOIIECCE POIOB U POAOPA3PEHICHHS KECAPEBBIM
CeYeHNeM, paHHUE U MO3/IHHE MOCTIEPOIOBEIE KPOBOTCUCHUS
(tabum. 1).

Jlo MoMeHTa OEepeMEHHOCTH B JKM3HU KaXKJIOW JKEHIIH-
HBI IMEIOTCSI HECKOJIBKO SIHU30/I0B, KOTOPBIE MOTYT CBHUJE-
TEIBCTBYIOT O BOSMOXKHOCTH CYIIECTBOBAHHUS BPOXKICHHBIX
nedexToB GakTOPOB CBEPTHIBAHUS KPOBU. K HUM OTHOCAT-
csl TIOBBIIICHHAS! KPOBOTOYMBOCTH NMPH TAKUX OOCTOSTENb-
CTBaX, KaK O3KCTpPakIus 3yOOB, MeXaHWYECKHE TPABMEI,
MIEpEHECEHHBIC OINEPAINH, MEHapXe, a TaKXKe MepecedcHne
MTyMOBHHEI. PaHO MOCTaBICHHBIN BpauOM-T€MaTOJIOrOM JHa-
THO3 OKa3bIBaeT HEOCHOPHMYIO IIOMOIIb Bpady — aKyImepy-
THHEKOJIOTY, IIOTOMY YTO MAITUEHTKY yIAeTCs CTPATHU(HIIH-
poBaTh B T'PYIITy PUCKA IO KPOBOTEUCHHUSIM U 00ECICUHUTH
ee obcrenoBaHue ¥ HAOMIOACHUE MYJIBTHINCIUIIINHAPHON
KOMAaH/I0i B POZOBCIIOMOTaTeIbHOM YUPEKACHHH BBICOKOTO
YPOBHSI, KOTOPOE MOXET O00ECIeYUTh BBICOKOCTICIIHATN3H-
POBaHHYIO TIOMOIIG IIPH IUTAHUPOBAHUHU ONEPATUBHOTO PO-
JIOpa3pemIeHus, aHeCTe3U0IOTHIecKoe mocobue, TpaHchy-
3MOHHYIO TEPAIHIO, a TAKXKE aIEKBATHYIO eIUATPUUCCKYIO
TTOMOTIIb.

JedexTsl GakTOPOB CBEPTHIBAaHUS KPOBU YeloBeka I, V,
VII, VIII, IX, X, XI, XII, XIII oTHOCATCS K peAKO BCTpeya-
OIIeHCs MATOJIOTHH U MPEACTABISIOT 3HAYUTEIbHBIC TPYA-
HOCTH B TMAaTHOCTHKE W JICUYCHUH TAKUX IMAIlHEHTOK KaK JIJIs
Bpaueil o0miel MpakTHUKH, TaK U JJIS y3KUX CHEIHaJINCTOB.
[Ipormecc nuaneHTanuy y 4eI0BeKa SBISETCS HEOOXOAMMBIM
9TANOM YeJIOBEYECKOT'0 Pa3MHOXKEHHS, OH OTHOCHUTCS K Te-
MOXOPHAJIBHOMY THITY — COCTOSHHIO, KOTAa W3JIHBIIASCS
MaTepHUHCKasi KPOBb HEMOCPEICTBEHHO OMBIBAET XOPHOH
[1], — u, 6e3ycnoBHO, CTpamaeT MNPy BPOXKACHHON MaTOJIOTHH
(aKTOPOB CBEPTHIBAHUS KPOBH.

JamHas myOmuKamus MmMOCBSIIEHa BOIIPOCAM JTHAarHOCTH-
KU BPOXXJICHHBIX JEPEKTOB OCITKOBBIX (PAKTOPOB CHCTEMBI
TEMOKOATYIISIIUN U PAIMOHAIBHOM aKyIIePCKOW TaKTHKH
BEJICHHS TAKUX MAI[UCHTOK.

Bpoxnennsie aedextsl ¢ubpunorena (FI) Bxmroya-
o1 apubpunorenemuto (aFI), rumoduOpUHOTECHEMUIO
(rFI) u nucubpunorenemuro (aFI). AdubpuHOTeHEMMUS
(aFI) — aytocomHO-perieccuBHOe 3aboileBaHHE C YacTO-
toir 1:100 000, runodudbpunorenemus (rF1) moxer Hacie-
JIOBAaThCA KaK ayTOCOMHO-PEIECCHBHO, TaK W JIOMHHAHTHO;
nucoudbpuHorenemust (1FI) OTHOCHTCS K ayTOCOMHO-IOMHU-
HAHTHO HACJIEAyeMbIM 3a00JI€BaHHUSIM C HEM3BECTHOW dYa-
crotoii. [larmenTku ¢ gedexramu FI oTHOCATCS K rpynmam
pHUCKa MO0 HEBBIHAIIMBAHUIO, BHYTPUYTPOOHON rubenu mio-
J1a, OTCJIOMKAM ILIAIEHTHI, IIOCIIEPOAOBEIM KPOBOTECUCHHUSIM.
[To mepe mporpeccupoBaHus OepEeMEHHOCTH B OpraHHU3MeE
BO3pactaeT 000poT GUOPUHOTEHA U €ro MOTPEOICHNE B UH-
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TEePBUILJIE3HOM TIpOocTpaHcTBe [3].

Hedumut nporpom6buHa (FII) oTHOCHTCS K peIKIM ayTO-
COMHO-PEIECCUBHBIM 3a00seBanusM ¢ yactotod 1:200 000
1 MOXKeT OBITh paszeneH Ha runonporpombuaemuto (TFIID),
TIPH KOTOPOH CHUYKEHBI KaK KOJTMYECTBO aHTUTEHA, TaK U €ro
(yHKIMOHAIBHAS AaKTUBHOCTh, U JAHCIPOTPOMOMHEMHIO
(nFII). B aTom crmygae mpu HOPMaJbHOM ypOBHE aHTHTCHA
CHUXEHa (hyHKIMOHAJIbHAS aKTUBHOCTH (akrTopa. IlomHbIit
JNeUIHIT 3TOTO pakTOopa HECOBMECTHM C KU3HBIO. Y IaIlu-
€HTOK C TOMO3UTOTHOI runonporpombunemueii (rF1I) ypo-
BEeHb akTUBHOCTH 00bIgyHO MeHee 10 ME/mi, y rereposu-
TOT YpOBEHb (YHKIHOHAIBHOW AaKTHBHOCTH COCTaBIISIET
40-60 ME/nn [2].

Hedunur V daxropa cBepreiBanus kposu (FV) otHo-
CUTCSl K ayTOCOMHO-PELIECCHBHO HacleAyeMbIM 3a0ojeBa-
HUSM ¢ yacToToi Bcrpedaemoctu 1:1 000 000. IIpu sTom
BO3MOXKEH JePeKT JIHOO KOTUUECTBEHHBIN (HU3KOE CoMlepka-
HUE YPOBHS aHTUTEHA), THOO KauyeCTBEHHBIH, IPH KOTOPOM
YPOBEHBb aHTHT€HA HOPMAJIBHBIN NN YMEPEHHO CHI)KEHHBIN
Y CHIDKCHA (DYHKIIMOHAJIbHAS aKTUBHOCTH Oeinka. [laruenTsl
C TOMO3HUTOTHBIM HJIU CIIO’KHBIM I'€TEPO3UTOTHHIM HOCHUTENb-
CTBOM MMEIOT yPOBHU (DYHKIIMOHAIBEHONW aKTHBHOCTH MEHEE
10-15 ME/nn, y rerepe3urotr ypoBeHb OOBIYHO COCTABIIS-
et 20-30 ME/nx [2].

Hedumur VII dpaxropa remokoarymnsuun FVII BcTpeua-
ercs ¢ gactotot 1:300 000—-1:500 000, y roMO3UTOT aKTHB-
HOCTh (akTopa coctaBiser meHee 10 ME/mn, y rereposu-
rot — 20—-60 ME/m [2].

Y manueHTOK — HOCHUTENBHHII TEHOB TreMo(uinu
A u B comepxxanne VIII dpaxrtopa B mpenenax 50%, Ho npu
(heHOMEeHE TUOHM3AIMK BTOPOH X-XpPOMOCOMEI COIepKaHNE
FVIII B mna3zme kpoBu MoxkeT ObITh HIKE 40%. YpoBeHb dak-
TOPOB CBEPTHIBAHUS IEJIECO00Pa3HO KOHTPOIMUPOBATH MPH
MepBOM oOpaieHuw, a Takxke B 28 u 34 Hen. OEpEeMEHHOCTH.
[Ipu pormopasperieHnn ypoBeHb TOJKEH COCTaBIATh HE Me-
Hee 50 ME/nn. ns nosermenus yposus FVIII moxeT ObITh
HCTIONB30BaH NpenapaTt necMmomnpeccud. Ilocie pomopaspe-
menus coaepxkanue FVIII u FIX OsicTpo magaer, 9To aena-
€T BEPOSATHHIM MOBBIIIEHNE YHCIA TMO3THUX ITOCIESPOTOBBIX
KPOBOTEUECHHH, MO3TOMY Oe3omacHeie ypoBHH B 50 ME/mn
JOTKHBI COXPAHATHCS 3 THS TOCJIE POJOB Yepe3 €CTECTBEH-
HbIE POJOBBIE IYTHU U 5 IHEW MOCIe poAOpa3pellieHUs Keca-
peBBIM cedeHneM. [Ipu pomopaspelieHny pPUCK BHYTpHYE-
PEIHBIX KPOBOMBIUSAHUHA y IeTei cocTtaBiseT 64% mocie
BaKyyM-3KCTpakiuu, 15% — mocie pomopaspenieHns keca-
peBBIM ceueHueM U 3% — Tocie caMOITPON3BOIBHBIX Bllara-
JUIHBIX poMOB [4].

Hedunut X paxropa cepreiBanus (FX) nmeer ayrocom-
HO-PELECCUBHBIA TUI HacleAoBaHUS. [ €Tepo3uroTsl ¢ Jie-
¢ummrom FX BcTpewarorcs oTHOCUTENnsHO yacto — 1:500.
Bo3MoxeH KoTnuecTBEeHHBIN Ne(hEeKT CO CHUIKEHUEM KaK aH-
THTEHAa, TaK ¥ (QYHKIHOHAIBHONW akTUBHOCTH FX (medummt
FX mepBoro Tuma), a Takke AePUIUT BTOPOTO THIIA, KOT/IA
YpPOBEHb aHTHUTEHA IOYTH HOPMAJIBHBINA, HO (DyHKIIOHAIH-
Hasi akTUBHOCTh FX cHU»keHa. Y MalueHTOoK ¢ pe3KUM CHHU-
sxkeaneM akTUBHOCTH FX — menee 1 ME/mi — ormeuarorces
TSDKEJNbIe CTIOHTaHHBIE KPOBOTCUCHU S, B OTJINYHUE OT MAI[UeH-
TOK C YMEpPEeHHBIM CHIKeHHeM ypoBHS FX mo 6-10 ME/nn,
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Y KOTOPBIX peaKo OBIBAIOT Cepbe3Hble KpoBoTedeHHs. Cremy-
et onpexnensath ypoeHb FX B III Tpumectpe 6epemMeHHOCTH
JUJISL TOT'O, 9TOOBI MTPaBHIIBHO COCTABUTH IUTAH POAOpa3pere-
HHS. 3aMECTUTENbHAsI Tepamnus B Ipolecce OepeMEeHHOCTH
[I0Ka3aHa MalMeHTKaM ¢ HU3KUM ypoBHeM FX u mioxum
akymepckuM aHamHe3oM. IlokazaHo wactoe Y3U mccaeno-
BaHUE JIJISI HCKITIOYCHUS PETPOILIAlIEHTApHON TeMaToMBlI [2].

Hedunnt FXI HacnexyeTcs ayTocoMHO. DTO HapyIIeHUE
4acTO BCTpPEYAETCs y €BpeeB-allkeHa3u. YpoBHU FXI me-
uHee 15-20 ME/ni cBUIETENBCTBYIOT O CEPbE3HOM JC(PHITH-
Te. XapakTepHbl KPOBOTESUCHUS TIOCIIE ONEpaIuii B 00J1acTsIX
YEJIOBEYECKOTO TeJla C BBICOKOW (MOPUHOTMUTHYECKON aK-
THBHOCTBIO, K KOTOPBIM OTHOCSITCSI POT, HOC 1 MOYEIIOJIOBAS
cucrtema. KpoBoreueHus: HaOIIOJAIOTCS TTOCIE BBIKUIBIIIICH
unu pomopaspemenud. Cnexgyer crieauts 3a ypoBHeM FXI
B III TpumecTpe OepeMEHHOCTH. Y TMAlMEHTOK C YPOBHEM
FXI ot 15 g0 70 ME/nn Bo3MOXHO ¢ MPpOPUIAKTHIECKON
[IETBI0 MCTIOJIB30BaHUE TpPaHEKcaMOBOH KHUCIOTHL. IIpodwu-
JAKTHYECKOE JICUCHHUE IOCIIEe POAOPA3PELIICHHS YTHM IIpera-
paTom 1ieecoodpa3Ho B TeUeHHUE 3 JTHEH Mociie caMOIpoun3-
BOJIBHBIX POZIOB M B TEUEHUE 5 JHEH MOcIie KecapeBa CEUeHU .
YuuThIBas MEPHOA MONYBBIBEICHHS Ipemapara B 52 + 22 4,
JIeYCHNE MOYKHO TTPOBOJUTH HE €XKETHEBHO [2].

Hedunut dpakropa XII Takxke cBA3aH ¢ HEOIATONPHUSIT-
HBIMH UCXOJaMH B akymepckor npaktuke [10]. Ilpu conep-
xauuu FXII menee 1 meprentuist y 6epeMEHHBIX UMeEeTCs
PHCK IPEK IEBPEMEHHBIX POIOB B CPOKH 110 34 Hen. Jledpunut
3TOrO (paKTOpa CBSA3AaH C HAPYIICHWEM aKTHBAIMH IIpoIecca
¢ubpuHOIM3a. akTop XII MOXKET OBITH 3HAUMMBIM TIPH HE-
BBIHAIIMBAHUHN OepeMeHHOCTH. Hanndne aHTHUTET K 3TOMY
(akTOpy CHIKAET ero (YyHKIIMOHAIBHYO aKTHBHOCTD: Y T1a-
[IMEHTOK C HEeBBIHAITMBAHNEM OE€PEMEHHOCTH HU3Kas aKTHB-
HOCTH (hakTOpa BEIsBIIEHA B 7,4% cirydaes, B TO BpeMs Kak
B obmieit momynsanuu aedekT 3Toro (gaxropa HabmOmaeTcs
TONBKO B 1,7% Habmionenutit [5].

Hedumut ¢akropa FXIII nHacnmemyeTcs mo ayTOCOM-
HO-pEIIeCCHBHOMY THIY, dacTora coctapisier 1:100 000—
1:5 000 000. ®akTop MrpaeT BaKHYIO POJb B Ipoleccax
cTabMIN3aIiy CTYCTKA, 3a)XUBJICHHUS PaHbl M NPUKPEIUIe-
Hus nnaneHTsl [2]. Cam GakTop COCTOMT M3 2 aKTHBHBIX
A-cyOopenunu u 2 B-cyOpennHAI HOCUTENEH, a ero fepunut
nonpazaensiercss Ha FXIITA-nepurmur u FXIIIB-geduiur.
OTOT (hakTOp CyIIECTBEHEH ISl NMPABUIBHOTO Pa3BUTHUS
nuTOTpOohoOIaCTHIESCKOH OOOJIOYKH W BHEBOPCHHYATOTO
nurotpododnacra. [laruentkam ¢ geduiurom FXIITA s
YCIICITHOTO 3aBEPIICHIS OepeMEHHOCTH TpeOyeTCs 3aMeCTH-
TelnbHas Tepanus, a narueHTku ¢ FXIIIB-nepunurom 3ame-
CTHUTEIBHOTO JICYeHHS He TpeOyIoT. JleueHrne KOHIIeHTpaToM
FXIII nomxHO HaUMHATKCS paHee 5S—6-1 Hell. 6epeMEeHHOCTH.
enbto neyeHus sipisiercss qocTuxkenue coaepxkanus FXIII
6onee 10 ME/nn, uto nocturaercs seeaennem 250 ME kon-
nentpara FXIII exenenenbHo n0 22 Henm. OepeMEHHOCTH
n 500 ME koHueHTpara, HaunHas ¢ 23 HEI. 10 poaopaspe-
menus. B mocnennem cimydae maerca mo3a B 1000 ME mns
TOro, 4To0bI ypoBeHb (akropa mpesbiman 30 ME/mn. nu-
TerapHOCTH monyxku3an FXIII coctaBmnsier 7-13 nueit. Beposit-
HOCTb IIOCJIEPOJOBbIX KpoBOTeUeHUH y nanueHTok ¢ FXIIIB-
Je(UIIMTOM TTOBBITICHA, B CBSI3H C Y€M ATHM >KEHIIHHAM TIOKa-
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3aHO MpodrIakTHIeckoe BBeaeHne kKonmnenTpara FXIII [2, 4].

Kom6unuposanusiii nepunutr FV u FVIII oTHOCHTCS
K 3200JI€BaHUSAM C ICTHHHBIM ay TOCOMHO-PEIIECCHBHBIM TH-
TIOM HAaCJEJOBaHMS, B TO BpeMs KaK I€TEPO3UTOTHl HUMEIOT
HOpPMaJIbHBIE TTOKA3aTeNH aKTUBHOCTH ATUX (hakTopoB. [Ipu-
YUHOU NedunuTa aBisiorcs mytannn B reHax LMANTI nu6o
MCFD2, xoTtopblie KogupyIoT OeIKH, OTBETCTBEHHEIE 32 BHY-
tpukaetounbii Tpancropt FV u FVIIIL. Cozaepxanue 3TuX
(hakTOpOB B KpOBH NaIIMeHTOK cocTaBisaeT 5—20%. Kposore-
YEeHHE BO BPEMSI POIOPa3PEIICHHIS CBA3aHO C KOHIIEHTpaIuei
FV, mockonbky Bo Bpemsi 6epemenHocTu coaepxanue FVIII
B OpraHu3Me pacTeT. DTH (PaKTOPHI CIEAYET HCCIEIOBATh
Bo Bpems III TpumecTpa 6epeMEeHHOCTH, YTOOBI MPABHIIBHO
BBIPabOTAaTh IJIAH pojopas3pemeHust [2].

Bpoxaennsrii neunut BuTamMuH K-3aBHCHMBIX (ak-
topoB (B/IBK3®) cBepThIBaHUS KPOBH OTHOCHUTCS K OYEHB
penKol HacleACTBEHHOM maTosiorud. KpoBOTOYMBOCTH TO-
aBusercd, korna yposuu FII, FVII, FIX, FX cocrasistor
He MeHee 5 ME/ni. bepeMeHHBIM ¢ pUCKOM pOXKACHUS PEOCH-
ka ¢ BIBK3® cnenyet B IIl TpumecTpe momyyaTs BUTAMUH
K, xak ¥ Ha MPOTSHKEHUH BCEH KU3HH. YPOBEHb (DaKTOpOB
JoJbkeH ObITh ompeneneH B III TpuMectpe GepeMEeHHOCTH,
yTOOBI BRIpAabOTaTh IJIAH popopa3pemeHus. HaumeHbmyio
JUIMTENBbHOCTh Noayxu3Hu uMeer FVII, nostomy nedeHue
JIOJDKHO KOHTPOJIUPOBATHCS JIMOO TIOKa3aTesieM MPOTPpOMOu-
HOBOT'O BpeMeHH, Jinbo onpeneneHreM aktuBHOoCcTH FVII [2].

K BpoxaenusiM aedextam (GpakTOpOB reMOKOATYIISIIUN
OTHOCHUTCS U camasi pacIpoCTpaHEeHHAs aTOJIOT s, BEI3BIBA-
fo1masi KpoBoTe4UeHus, — 0oJie3Hb Buinmebpanma. Tlpu aTom
3a007I€BaHUM WMEETCS BPOXKIEHHBIH nedumur daxropa
Bunnebpanga (®B), koTopslid mpencTaBiseT coOO0W MYIb-
THMEPHBIN TMTIUKOIPOTENH, YUYAaCTBYIOMINH B IEPBBIX dTANax
TpomMbooOpa3oBanus. @B obecneunBaeT anre3uio U arpera-
IIUI0 TPOMOOIIMUTOB B MECTE MOBPEKICHUS COCY/IOB, CITYKUT
CBSI3BIBAIONINM 3BEHOM MEXIy PEIeNTOpoOM TpoMOoInTa
Gplb u cyO3HI0TETHATBPHBIMA KOJIJIAT €HOBBIMU BOJIOKHAMH,
a taxxe ssiserca HocureneM FVIII. On gocraBisieT 3TOT
(hakTOp B MECTO MOBPEKICHHUS M 3alIUIIAET €r0 OT Ipe-
JKJeBpeMeHHoro npoteonusa. Henoctatok @B Hapymaet
(opMupoBaHre TPOMOOIIUTAPHOTO CTYCTKa, YTO CHOCO0-
CTBYET KPOBOTOUYHMBOCTHU CIIM3UCTHIX 00omouek. Kpome Toro,
osicTpoe paspymenue FVIII Hapymaer Takxke popmupoa-
HUEe (UOPUHOBOTO CI'yCTKA, UTO MPOSBISCTCS MOBBIIIEHHON
KPOBOTOYHMBOCTBIO TIOCIIE XHPYPTrUYECKHX BMEIIATEIbCTB.
B ximHMYecKOM auarHo3e OONBIIYI0 POh HWTpaeT Kiac-
cudpukanus Oonesnn BumreOpanga (tabm. 2), HA OCHOBE
KOTOPOH MOJKHO BBIOpAaTh MPaBHIBHYIO TAKTHUKY BEICHUS
MAI[UEHTOK U aJeKBaTHBIC MpOo(HUIaKTHUECKHE U JIeueOHbIe
MEPOIPUSITHS.

Jenenne Oonesnn BunneOpaHma Ha TUNBI U TTOATHITBI
3aBUCHT OT 2 OCHOBHBIX XapaKTepUCTHK: (QyHKIuu OB,
HOPMaJIbHOM WJIM TATOJIOTHYECKOH, W CIIOCOOHOCTH 0oOpa-
3oBaHus MynbsTuMepoB @B. Ilpu tume 1 3a6oneBanus 06-
pazoBaHue MyIbTUMEepoB U ¢yHKIHUS DB HOpManbHEIE,
MMEETCS TONBKO KOMTMYECTBEHHBIN AepUIuT 3TOTO (hakTopa.
[Ipu Tume 2a OTCYTCTBYIOT BBICOKOMOJIEKYISIPHBIE MYyJIbTH-
Mepsl, pyaknus OB Hapymena, crpagaeT aare3us TpomMoo-
nutoB. [Ipu Tume 2b MMeeT MECTO CHH)KEHHE KOJMYEeCTBa
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Tabnuuya 2

BonesHb ¢poH Bunnebpanaa. Knaccudukaums

JlaBopaTopHas xapakTtepucTuka

Tun KONM4ecTBO ¢hakTopa obpaszoBaHue (PyHKLIMOHaNbHasi akTUBHOCTb Mpumesiatne
Bunne6paHpa MynbTUMEpPOB bakTopa Bunnebpanaa
1 CHwxeHo HopmanbHoe HopmanbHas
2a HeT BbICOKOMOMNEKYNSAPHbIX Hapylena CHwxeHa aaresus
MYynbETUMEPOB TpombouuToB
2b CHWXeHo 3a cyeT CBs3blBaHUS Hapylena TpombouutoneHus
¢ TpombouunTamu
2M HopmanbHoe HapyweHa HapyweHa agresus
TpomboLmToB
2N HopmanbHoe HapyLeHune cBasbiBaHWSA C CHwmxeHo konuyectso FVIII
FVIII 13-3a YKOpOYeHus nepuoga
MOMY>XN3HU
3 Pesko cHmkeHo OtcyTtcTByeT OtcyTtcTtBYeT

BBICOKOMOJICKYJISIPHBIX MYJIBTHMEPOB W WX CBSI3BIBAHHUSA
¢ Tpombonntamu. [Ipu Tune 2M oOpa3zoBaHUEe MYIETUMEPOB
HOpMaJbHOE, HO HapymeHa ¢pyHkius OB B mporecce aare-
3un TpomboruToB. [Ipu Tume 2N oOGpa3zoBaHNe MYJIBTHME-
pOB HOpMaJbHOE, HO pyHKINA OB nedexTHA IO OTHOMIEHUTO
K cBsa3piBaHu0 FVIIL, 4To mpuBOAUT K CHUXKEHUIO KOJIMYe-
ctBa FVIII B cBfA3M C yKOpOYEHHMEM IEpUOJA IOJYKU3HU
sroro Genka. [Ipu Tume 3 orcyTcTBYroT MynsTuMepsl OB
u Hapymena QyHKus @B, 9TO COMPOBOXKIACTCS CHIIBHON
KPOBOTOYHBOCTHIO [4].

JlaGopaTopHbIe uccnenoBanus npu 6osie3uu Buiedpan-
Jla TOJDKHBI onpenensaTh aktuBHOcTh FVIII, a Takxke xonu-
yecTBO aHTHTEeHA OB U er0 (yHKIMOHAIBHYIO aKTHBHOCTB:
PHUCTOICTHH-KO(PAKTOPHYI0 aKTHBHOCTH W HCCIIEIOBAHHE
CBSI3BIBAHHUSI C KOJIJIATC€HOM.

ITpu pusnomorndeckoii 6epeMEHHOCTH C PAHHUX CPOKOB,
yXe ¢ 6-if Hel. 6epeMEHHOCTH, TPOUCXOJUT YBEITUUCHHE CO-
nepxanus FVIIL u ®B. Otor dakt Gmaronpusten nis ma-
LIUEHTOK ¢ 1-M Tumom OGone3nn Bunnebpanma, omHAKO MpH
turne 2b yBennueHne nNpoayKuuu anomansHoro @B moxet
MpUBOAUTE K TpoMmOonuroneHuu. Ilpm tume 2N ypoBeHb
¢akropa FVIII u ®B ocTtaeTcss HU3KUM, Y MAIIUEHTOK C 3-M
TUIIOM HE MPOUCXOIHUT yBenuueHus copepxanus OB. [locne
ponopaspernieHusi nosbiieHHoe coaepxkanue FVIIL u ®B
ocTaeTcs B TeUeHHE 3 THEW, MOTOM MX MOKa3aTelHn BO3Bpa-
IIAIOTCS K HCXOHOMY YPOBHIO.

[ManuenTku ¢ 601e3HBI0 Biiedpana OTHOCATCS K TPYTI-
e pUCKa 10 KPOBOTEUYEHUAM B | TpuMecTpe OepeMEeHHOCTH,
110 paHHUM U TIO3HUM MOCIIEPOIOBEIM KPOBOTEUECHHUSIM, 00-
pazoBaHUIO TeMaToM IpoMeKHOCTH. [loka3zaTens MaTepuH-
CKOW CMEpPTHOCTH Yy TaKUX MalMeHToK B 10 pa3 mpeBbImaeT
oOmrenonynsanoHHbIH. Benenne 6epeMeHHOCTH y KEHITUH
¢ 6one3npro BunebpaHIa AOMKHO OCYIIECTBIATHCS KOJ-
JIETHAJIFHO MYJIBTHIUCIUIUIMHAPHON KOMAaHIOM B COCTaBe
reMaToJiora, aHeCTe3noJiora, HeoHaToIora u akymepa. Ila-
[IUEHTKE CIIeyeT COOOMHUTH O BO3MOXHBIX PUCKaX KPOBOTE-
YeHHs Ipu OEPEeMEHHOCTH, POIOpa3peIIeHUH U B TIOCIEPO-
JIOBOM Tiepuoze [4].

Huxneit rpanuneit Hopmel cogepxkanusi FVIII sBnsiercs
ypoBeHb 50 ME/nn, ypoau FVIII u ©B, Bkiiouast oneHKy

ero (pyHKITNH, TOJKHBI KOHTPOJIMPOBATHCA TP B3ATUHU JKEH-
IIMHBI Ha y4eT 1o OepeMeHHOCTH, B 28 Hen., B 34 Hen. Oe-
PEMEHHOCTH, TIepe MHBA3UBHBIMH IIPOIICTY pAMH: OHOTICHEH
XOpHOHA, KopaoueHTe30M, nupkisixkeMm. ITpu yposne FVIII
nnu aktuBHOoCcTH @B Menee 50 ME/nn naznauaercs npodu-
JAKTHYECKOE JIeYeHNE B 3aBUCUMOCTH OT TUTa 6ose3Hu Bui-
nebpanzga. [lpu Tume 2b cnenyeT Takke CIEANTH 32 yPOBHEM
TPOMOOIIMTOB.

BesomacHsIM ypOBHEM IPH POAOPA3PELIICHUH HIIH CAMO-
MPOU3BOIBHOM BBIKH/BIIIEC CIEAYET CUHUTATh COACpIKaHHE
FVIII u ®B-puctoneTnH-K0()aKTOPHYIO aKTHBHOCTH paBHON
nnu 6onee 50 ME/m.

B ponmax cnenyer m3beraTs JIMTEIBHOTO BTOPOTO MEPHU-
0]1a, TaK e KaK U ONepaTUBHOTO BIATAJMIITHOTO POIOpas3pe-
IICHHSI C TIOMOIIBIO BaKyyM-IKCTPAKTOpa FIJIH aKyIIePCKUX
IIMMIOB. boiee mpeanoYTHTENBHEIM SBIISETCS CBOCBPEMEH-
HBIH MOIXO0/ K POIOPA3PEIICHNUIO KECAPEBBIM CCUCHUEM.

He crexyer Ha3HawaTh acnupuH UM HECTCPOHIHBIE IIPO-
THBOBOCTIAJINTEIIFHBIC TIPETIapaTsl TAKUM MTallHeHTKaM; BHY-
TPUMBIIICYHBIC HHBEKIIHH, TaK )K€ KaK U peTHOHAJIbHAS aHe-
CTE3Us1 BO3MOXHBI JIMIIb IPU HOPMaJIbHBIX ypoBHAX FVIII
u OB [4].

VYuuteiBas (akt cHuwxkeHus conmepxkanus FVIII nu ©B
MOCJIe POJIOB, TIEPe BHIITICKOM MOKa3aHO 00CIIeIoBaHNE Ha
akTuBHOCTE ®B 1 ypoBHA remoriobnna. Bo BpeMs mpeOsI-
BaHMUS B TTOCIIEPOFOBOM OT/ICIEHNN aKTUBHOCTH OB momkHa
npesbimarh 50 ME/nn 3 nHs mociie caMOnpOr3BOJIBHBIX PO-
JIOB U 5 JTHEH 1ocIie poopa3pelieHu st KecapeBbIM CEUCHHUEM.

JleueOHBIMU TIpemapaTamMy, MPEAYIPEKTAIOIMUMHA KPO-
BOTOYMBOCTH y MAIMEHTOK ¢ 00Je3HbI0 BuiuteOpana, sBis-
I0TCS JIeCMOIIPECCHH, TPAaHEKCaMOBasi KUCJIOTA, MpemapaTsl
IJIa3MBI KPOBH, BKJTIOYAsi KOHIICHTPAT TPOMOOITUTOB.

KnuangeckuMu cCHMIITOMaMH y JKEHIIWH C BPOXKICHHBI-
MU e(eKTaMH CBEPTHIBaHUSI KPOBH SBISIOTCS FOBEHUIIFHBIC
KPOBOTEUCHHS, MEHOPPArHsl, KPOBOTCUCHHS BO BpeMs Oepe-
MEHHOCTH, TIPH POJIOPa3PEIICHNH 1 B ITOCIEPOTOBOM IIEPHO-
JIe, 9TO 3HAYNTEIHHO CHI)KAaeT KaueCTBO JKU3HH U 3aTPyAHS-
€T COI[MAJIFHYIO a/IallTallhio MAIUEHTOK .

Jnst Gone3snu BuneOpanma mpu dactoTre 3aboieBa-
Hus B 1% HaceneHus 3eMIIN KIWMHWUYECKHUE CHMIITOMBI Ha-
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6momaroTcs TonbKo y ogHoi n3 100 manmenTok. B cpexneit
30HE pUCKA HAXOAATCA MAUEHTKH CO CHIDKEHHBIM YPOBHEM
®B — 30-50 ME/mi, y KOTOPBIX MOBBIIIEHA BEPOSITHOCTH
KPOBOTEUCHHI MOCTIE OTEPATHBHOTO JICUSHUS M POIOpas3pe-
meHus [2, 4].

Y HOCUTENBHAL TeMOQIINH ¢ yPOBHEM (DaKTOPOB B pas-
Mepe 40-60% oT HOPMBI BO3MOKHO BO3HHKHOBEHHE IPO-
SIBJICHUA KPOBOTOYHMBOCTH, B YaCTHOCTH OOpa30BaHHE CH-
HSKOB, MEHOPPAaru#, KPOBOTECUCHUS TOCIIE XUPYPrHISCKIX
BMEIIIATEIHCTB, IIOCIEPOIOBEIE KPOBOTEUCHH S, BOSHHKHOBE-
HHE TeMaTOM M reMapTpO30B.

[Ipemapatsl, mpenynpexaaone reMopparnaeckue oc-
JIOKHEHUS Y OEpeMEHHBIX C BPOXKICHHBIMU e eKTaMu (ak-
TOPOB T€MOKOATyJIAIHUH, TPEICTABICHEI B Ta0I. 3.

JleficTBHe TpaHEKCaMOBOW KHUCJIOTHI 3aKJII0YAETCs B 00-
pa3oBanuu OJ0Ka TOUEK CBA3BIBaHUS Oenka. Jlo3upoBka mpe-
mapara — 2 r 3—4 paza B cyTku. [Ipu 3TOM cienyeT uMeTh
B BHJIy BO3MOXXHOCTBH 00pa3oBaHus TpoMOOB. [lokazaHusMu
K 3aMECTHUTEIHFHON Tepanuu IBISCTCS HEEPEHOCHMOCTD JIe-
KapcTBeHHOU Tepamuu. CieqyeT MOMHHTH, YTO B IIpOIIecce
OepeMEHHOCTH HE MPOUCXOAUT yBeramueHue (axtopor FII,
FV, FIX, FXI, torna kak cogepxxanue FI, FVII, FVIII, FX,
FXII, VWF yBenuuuBaercs.

MexaHu3M JIeMCTBUS JECMONpPECCHMHA COCTOUT B DHJO-
regaom ocBoOoxaennn ®B u FVIII. On noka3aH namuenT-
kaMm ¢ 1-M tumom 6one3nn @B u HOocHTENbHUIIAM TeMO(H-
nuu A. JlosupoBka npenapara — o 150-300 Mkr uHTpaHa-
3anbHO, 0,3 MKI/KT MOJKOXKHO MJIM BHyTpuBeHHO. Cienyer
3HATh, YTO ATOT MpeTmapaT MOXKET BBI3BIBATH TUIIOPOTEHHE-
MHIO U 3aJepKKy HaTpus [4].

OO0menpuHATHIMA Ja00PaTOPHBIMHU TECTaMH 00CIIeI0Ba-
HUSI TEMOKOATYIISIUN Y OepeMEHHBIX JKSHIITNH B KIMHUYE-
CKOM TpaKTHKE SBIAIOTCA ONMpeAesiCHHE MPOTPOMONHOBOTO
Bpemenn (BIT), AUTB, konudectBo (ubOpmHOreHa, ducia
TpoMOOIINTOB M BpPEeMEHHU KPOBOTECUCHHUS (aHHBIE IO KJIUHU-
KO-1Tab0paTOpHON XapaKTEPUCTHUKE IMAIIMEHTOK C BPOXKJCH-
HBIMH JeQeKTaMu (paKTOPOB TE€MOKOATYIIAINH IPEICTaBIIe-
HBI B Ta0I1. 4).

JIns manmueHToOK ¢ BPOXICHHBIM AeHHUIIUTOM (HAKTO-
POB T€MOKOATryJIAIHNH 3TOr0 Habopa TECTOB HEIOCTATOYHO.
IIpu 5TOM B 3aBUCMMOCTH OT BHJIa BPOXKJIECHHON MaTOJIOTUH
TEMOKOATYIISIIIUN JTOJKHBI HCIIOJIB30BATHCS JOMOTHUTEIb-
HBIE TECTHL.

IIpu nedurure pubpuHOreHa HEOOXOAUMA OIICHKA €0
AHTUT'€HHOW aKTUBHOCTH. [Ipy 3TOM BO3MOXKHO UCIOIb30BA-
HUEe TypOOIMMETPHIECKOT0 MMMYHHOTO METOAA B JaTeKce
nnbo paamanbHOW MMMyHOIMGGy3un mnn merona ELISA
0o TemiaoBod mpenunutanuk. HeoOXomMMoO cpaBHEHHE
ATUX TOKa3aTeliel C KOJIWYeCTBEHHBIM ompeaenenuem FI
MeTonoM Kiaycca, KOTOpPBI CBUIECTENBCTBYET O (PYHKIIHO-
HaJIbHOM aKTHBHOCTH Oenka [6].

CoBpeMEHHBIM TOAXOIOM B OOCJIEIOBAHUHM TAIUEHTOK
¢ maroyioruei udbpuHorena — adpuOpuHOreHEMHUEH, THIIO-
¢ubpuHOTeHEMUEH W AUCHUOPUHOTCHEMHUEH — SIBIISETCS
ompezneneHne MyTtanuii B reHax ¢uodpuHorena: FGA, FGB,
FGG. K nactosmemy BpeMeHH H3BecTHO okoyo 100 myTa-
U reHoB 3Toro Oemnka [3].

CrnenyeT MOMHHTB, YTO MPH AUCHUOPHHOTEHEMHUHN BO3-

Reviews and lectures

MOXHBI KaK TeMOpparndeckue, Tak M TPOMOOTHUECKHE
OCIIOKHEHUS, IPU KOTOPBIX 3aMECTHTENbHAasl TEpamus Co-
YeTaeTcsl ¢ remapHHOTEepanuel M Ha3HAYeHHWEM acIupHHA
B HU3KWX no03ax [7]. JJi1 MamueHTOK ¢ 3TOW MaToJoruei
onpenenenue conepxkanus FI mommkHO mpoBoauTcs 000uMMHU
METOJaMH — KOAryJIOTHYECKUM U aHTHUT€HHBIM. JTO CIeNy-
eT JleNaTh B IMHAMHKE; HEIOCTATOK JOJIKEH CBOCBPEMEHHO
BOCTIONHATECS HH(py3neit pudprHoreHa uiu mia3msl [6, 7].

FI meoOxomum muist pa3BuTUs mUTOTpOodobIacTa u mos-
JIep KaHMs €T0 MHBA3UHU B IIporiecce bepemennoctH [8]. Kpo-
M€ TOro, OH HEOOXOOMM s oOecHedeHHs JOCTATOUYHOM
CTAOMJIBHOCTH ILIANCHTapHO-ACIHIyaTbHOTO pernoHa [1].
ITpu ero nedexre crpamaet GopMupoBaHue GUOPUHONITHBIX
CJI0€B IUIANCHTHI, cocToamux u3 FI, ¢pubpoHekTrHa, TaMu-
auna u FXIII [8].

YV nanueHToK ¢ IehUIuTOM MPOTPOMONHA C AKTHBHOCTHIO
Menee 10 ME/nim o6b9HO HaOMIOMIOTCS BRIPAKEHHBIE TPOSIB-
JIEHUST KPOBOTOYMBOCTH, a Npu akTuBHOCTH 40-60 ME/mn
KPOBOTEUYCHHSI BO3HHKAIOT IOCJIE XHUPYPrUUYECKHX BMEIIa-
tenbeTB. [IpodumakTudeckoe JsedeHue QakTopamMud TIpo-
TPOMOMHOBOTO KOMIIJIEKCAa MPEJOTBpAIIaeT reMopparude-
CKHE OCJIOXKHEHU S, OJTHAKO SIBJISETCS TPOMOOOIACHBIM [2].

Jlo HacTosImero BpeMeH! A0 KOHIIA HE SICHO, yIydIaeT
JU TPOQHIIAKTHYECKOE JICUYCHUE TP THIIOIPOTPOMOMHEMHH
MCXOJBI IPH yTPO3€ IPEepHIBaHMS OEpeMEHHOCTH [2].

IIpu nepurnure V paktopa ormeueHa cinabdasi CBI3b MEXK-
Iy €ro YpPOBHEM M KJIMHHYECKHMH MPOSBICHUSIMH B BUIC
TeMOPParu4eckoro CHHApPOMa. Bo3MOXHa IpeHaTabHas
nuarHoctuka aeduiura V dakropa. Y nerei ¢ remoppa-
TUYECKUM CHHJIPOMOM IIPOBOAMTCS JICUCHHE CBEXKE3aMOpPO-
JKEHHOH IJIa3MOM, KOTOpasi JOJDKHA OOCECIEeYUTh YPOBEHB
(haxropa 6onee 15 ME/nn [4].

VYV mamuentok ¢ aepunurom VII dakTopa oxumaeMoe
YBEIWMYCHHE €ro YPOBHS MOXKET HE HACTymarh. PemieHue
0 Mpo(UIAKTHYECKOM JICUCHUH JODKHO OCHOBBIBATHCS Ha
onpeneneHnn ypoBHsa ¢akTtopa B III TpumecTpe OGepemen-
HOCTH C YYETOM CIoco0a poopa3penieHus i JaHHBIX aHaM-
He3a y AAHHOW NALMEHTKHU. Y HOBOPOXKIEHHBIX YPOBEHb
VII ¢dakTopa ¢pusznonorndecku 0ObITHO HU3KHHA. Bo3MokeH
PHCK MHCYJIBTA Y JIeTel CO CHIDKEHHBIM COZICpKaHueM (ak-
topa. UM nokazano npopuiakTudeckoe JeueHue [2].

B nacTosmee BpeMs y HOCHTEIBHHI] TeMopminu A (je-
¢umut FVIID) u remodummu B (nepunut 1X) renernueckoe
HCCIICIOBAHNUE SIBISETCS CTAHAAPTHOHN MpoIiey poit, mHpop-
Malus KOTOPOH HMCHOIB3YeTCs IS CTpaTU(UKALUKA pUCKa
OCJIOKHEHUH TIpH JieueHnU. VI3BeCTHO 10 KpaliHel Mepe 60-
nee 2100 myTamuii rena npu remodmnnn A u 6oxee 1100 my-
Tamuit mpu remodrutiu B [9].

Conepxxanne XI dakropa ciemyer onpenensaTs B IWHA-
muke B I Tpumectpe. [IpodunakTuueckoe iedeHUE BO Bpe-
M pOIOpa3pemeH s JOHKHO IPOBOAUTHCS C yI€TOM METO/1a
poropaspemieHus, JaHHBIX aHaMHe3a, ypoBHS X1 daxTopa.
V¥ namuenTtok ¢ aepunurom XI axropa, mOTydaBIINX MPO-
(umakTHyeCKoe JieUeHre, He HAOIIOAaeTCsl paHHUX U TO3]-
HUX TIOCJIEPOJOBBIX KPOBOTECUCHHI, 4aCTOTa KOTOPHIX 0e3
nedeHus cocrapnser 16 u 24% [2].

IIpodunakTudeckoe JiedeHUE BO BpeMs OEpEeMEHHOCTH
MOKa3aHO TMaIMeHTKaM C TsoKenbIM nedumurom X ¢akTo-
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pa W OTATOUICHHBIM aKyIIEpCKHUM aHAMHE30M. YMECTCH
KoHTpoJb (Y3W) nist UCKITIOUEHHU s peTPOIIalleHTApHON Te-
MaTOMEI. be3omacHbIM ypoBHEM coiepikaHust paKkTopa rmepex
ponopaspemienueM siusercss 20 ME/nn, 9to mocTuraercs
HCIOJIb30BAaHUEM CBEKE3aMOPOKEHHOM IIa3Mbl HauaJIbHON
no30i 15-20 Ma/Kkr ¥ moaaepKuBaromel 1030 3—6 MII/KT
2 pa3a B ieHb. Bo3MoO)XHA BEDKHAATEIbHAS TAKTUKA Y TAITH-
enTok ¢ comepxkanueMm FX ot 10 go 20 ME/nn u 6e3 ykasa-
HUSI Ha KPOBOTEUCHHUS B aHAMHE3e.

AKYyIIEPCKUMHU OCJIOKHEHUSMH Y MAIUEHTOK C Aeduin-
toM FXII akTopa moMuMo oOIIETPUHSATHIX ABISIIOTCS Mpe-
KIEBpPEMEHHBIC POABI, 3a7epKKa BHYTPHYTPOOHOTO pocTa
moaa u npeskaamncus [10].

XIIT ¢akTop BaKeH JJIS MPABHJIBHOTO PAa3BUTHS ITUTO-
Tpodobiacta, TOATOMY HEOOXOAMMO PaHHEE HAdajio IMpo-
(unmakTHyecKoro JedeHusl npu nedumuTe 3TOro (haKTopa.
Yposenb FXIII ¢pakTopa momxkeH coctaBnaTs 6onee 10 ME/
o 2, 8].

ITpu komO6uHUpoBanHOM Aceduiute FV u FVIII nerkue n/
WM yMEPEHHBIE CUMIITOMBI KPOBOTOYHUBOCTH MOSBISIOTCS
TIPH HU3KOM cofiepkaHuu GakTopos (0T 5 10 20%) [2]. Puck
KPOBOTEUCHHS IIPH POIOPA3PEIICHUH OIIPEEIISIETCS YPOBHEM
FV, KoTopEIif HE yBETUYHBAETCS BO BpPEeMs OEpEMEHHOCTH.
B mporecce ponopa3spemeHus 1enecooopa3Ho JeueHNe CBe-
’K€3aMOPOKEHHOM TIa3Mol B HadalbHOHW mo3e 10-20 mu/kr
s mopaepkanus yposHs FV ¢aktopa Gomee 15 ME/an
u FVIII 6onee 50 ME/nn. TlonnepxuBaroriee jJeueHue ciie-
JyET IPOBOAUTH NIOCIIE POAOB A0 5—7 CYTOK.

V narueHToK ¢ 601e3Hb10 Bunnebpanga 1uarao3 He cUu-
TaeTcs MOJIHBIM 0e3 YCTaHOBJCHHS THIA W MOATHIIA HO30-
noruu. COBPEMEHHBIM TIOIXO/IOM CJEAYeT CYUTATh JIeKap-
CTBEHHYIO TEpaIni0 3TOro 3aboieBaHHs (IECMOIPECCHH,
TpaHEeKcaMoBas KHCIOTa) C MPHMEHEHHEM B CIydae UX He-
3¢ PeKTUBHOCTH MpenapaToB IJIa3MEbl.

BriBOaBI

IIpu ycranosnennoMm aedunnre FI mammeHTka momkHa
HaXOAWUTHCA O] HAONIONEHUEM TeMaToiIora, KOTOPBIH JaeT
000CHOBaHHBIE PEKOMEH/IAIINH 10 BEJICHUIO OEPEMEHHOCTH,
pPOIOpa3pemIeHNI0 U BEIEHUIO MOCIEPOIOBOTO MEepHofa.
IIpu conepxanum Gubpunorena menee 1,0 r/m mo meromy
Kmaycca mokazaHa 3amecTuTenbHas Tepanus (uOpHHOTE-
HOM J10 yBenndeHus ero ypoBHs 6onee 1,0 r/m. ITpu qucou-
OpMHOTCHEMHH C HAIMYHUEM TPOMOOTHUYECKUX OCIOKHEHUH
10 JaHHBIM CEMEHHOTO aHaMHe3a IeIecoo0pa3Ho Tpodu-
JAKTHYECKOE JICYCHHUE IpernapaTaMu HU3KOMOJEKYISIPHOTO
renapuHa U acliuprHa.

[Ipu runonpoTpoMObuHEMUN 0€30TTACHBIM YPOBHEM IPO-
TpoMmOuHa cnenyet cuntarh 20-30 ME/m.

IIpu nedunmre V dakropa mpopuIaKTHIECKOE JICICHUE
BO BpeMsI 0EpeMEeHHOCTH OOBITHO He TpedyeTcs, HO Heo0Xo-
IUMO TIPH ONEPAaTUBHOM POAOPA3PEIICHNH W WHBA3WBHBIX
Ipoleaypax, a TaKKe B IOCIEPOIOBOM TIEPHOJIE.

Nmeetcs cmabast cBsa3p Mexay ypoBHeM VII dakrtopa
¥ TEMOpPParuueCcKUMHI OCIOKHEHUSMH Y TMallHEHTOK C BPOXK-
JIEHHBIM JAe(UIIUTOM (aKTopa.

B kauecTBe mMpoduUIAKTHUECKOTO JEYCHHS NMPU HU3KOM
coaepxxanuu FVIII MoxeT ucnonb30BaThCsl 1€CMOINPECCHUH;

mpemnapaTamMy BeIOOpa SBISIOTCS PEeKOMOMHAHTHBIE KOHIICH-

tpatel FVIII u FIX. [l npodunakTHKy KPOBOTEUCHHS TI0-

cJIe POAOpa3pelIeHHs BaXXHO COXpaHATh ypoBHU 50 ME/mn

s pakropoB FVIII u FIX B TeueHnue 3 mHei mociie camo-

MPOU3BOJILHBIX POJIOB U B TE€UEHHUE 5 JHEU mociie KecapeBa

cedeHns. Y HOBOPOXKICHHBIX C MOI03PEHNEM Ha BHYTpHYE-

pemnHoe kpoBouzHsiHue conepxkanne GaktopoB FVIII u FIX
noibkHo nocturark 100 ME/mn. ¥V nanueHTok ¢ nedumuTom

XI dakrTopa mocie poaoB Oe30MacHBI YpOBEHB (hakTopa

JIOJKCH COXPAHATHCS B TE K€ BPEMEHHBIE CPOKH.

MeTox ponopa3speneHus y TaueHTokK ¢ aedunurom FX
JTOJKECH OBITh WHIWBHIYATH3UPOBAH; POIOpa3peIIeHne my-
TEM OIIepaIiiil KecapeBa CEYCHUsSI HE SBISICTCS METOIOM BEI-
Oopa.

KonmmyectBennoe camxenne XII ¢akTtopa MokeT OBITH
00ycnoBIeHO (popMHUpOBaHUEM AHTHUTEN K 3TOMY (QaKTOpy.
VY manueHTOK ¢ HEeBHIHAIIMBAHHEM OEpPEMEHHOCTH IIEJIeCO-
obpazno ompenenenue XII pakropa ¢ mOCIETYIONINM BBISIC-
HEHUEM MPHYHUHBI eT0 JepHUIUTA.

YV mnanmentok ¢ gepunurom XIII dakropa BeICOKMIt
PHCK TOCTEepONOBBIX KpoBoTedeHHi (moarpymma FXIIIB-
neUIIT), UM TIoKa3aHO MPOPIIIAKTHYECKOE JICYCHUE B TI0-
CJIEPOJIOBOM IIEPHOJIE.

B mocnepomoBom meprose y ManueHTOK ¢ BPOXKACHHBIM
nepunuToM BUTaMUH K-3aBHCHMBIX (DPaKTOPOB BO3MOXKHO
(¢opMUpOBaHHE TEMAaTOMBI IIOCIEONEPAIMOHHOTO pyoOIa,
B TOM YHCJIE 3ITH3HOTOMHOTrO pyOria. [TanneHTsI, pe3sucTeHT-
HBIE K JICYCHHIO BUTAMUHOM K, JTOJDKHBI MOIydYaTh CBEXKE-
3aMOPOXKECHHYIO TUIa3My MM (aKkTOPHl IIPOTPOMOMHOBOTO
KOMILIEKCa.

CHIKEHUIO YHCIIa aKyIIEPCKUX OCIOKHEHUH y TaIieH-
TOK C BPOXJCHHBIMHU JAeeKkTaMu (aKkTOPOB CBEPTHIBAHUS
KpOBH OyIyT CIIOCOOCTBOBATE:!

a) BO3MOXXHOCTH HAIIHOHAJIFHOTO W/HITN PErHOHAIBHOTO ay-
JINTa TMAIleHTOK C PEIKUMHU BPOXKICHHBIMH Je(heKTaMu
(haKTOPOB CBEPTHIBAHUS KPOBH;

0) IOCTYMHOCTH TaOOPAaTOPHOTO ONpPENEICHUS aKTUBHOCTH
U aHTUTCHHOTO CONIEp)KaHHS (DaKTOPOB CBEPTHIBAHMS
KPOBH Yy HAITMEHTOK C BPOXKACHHBIMHU Je(heKTaMu CBep-
THIBaHUS KPOBH;

B) BeJeHHE OCPEMEHHOCTH M POJIOpa3pelIeHre TaKWX Ia-
[HEHTOK B CHCIHAIN3UPOBAHHBIX aKYIIEPCKUX CTAIIHO-
Hapax, COTPYIHHUKH KOTOPBIX — BpadH-aKyIIephl, aHe-
CTE3MOJIOTH, HEOHATOJIOTH, aKyIMEePKH — Ha TPAKTHKE
3HAaKOMBI C BEICHUEM U JICUCHHEM TaKUX MMallHeHTOK;

I) IpU HEOOXOOUMOCTH CIEeNyeT MPOBOJUTH MPO(PHUIAKTH-
gecKoe JiedeHrne (pakTopaMH CBEPTHIBAHHS KPOBH HauU-
HAas C dTala IUIAHUPOBAHUS OEPEMEHHOCTH;

J1) HE0OXOAUMO OO0ECIeYnTh BO3MOXKHOCTH OOCIEIOBAHUS
POACTBEHHUKOB MAIMEHTOK, MPOBOIWUTH TIIATEIBHBIN
cOop aHaMHe3a W KaTaMHECTHYeCKoe HalOromeHue (CM.
MYHKT a).

Kongpnuxkm unmepecos. ABTOPHI 3asBIISIIOT 00 OTCYT-
CTBHH KOH(DIUKTAa HHTEPECOB.

QDunancuposanue. ViccienoBanue HE UMEIO CIIOHCOP-
CKOM MOAACPKKH.
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