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Cnucoxk cokpamieHui

FIl — daxrop Il
FIX — daxTop IX
FVII — pakrop VII
FX — daktop X
FXI — daxTop XI
FXII — dpaxrop Xl

VWF — daxrop ¢on Bunnedpanna

AUYTB — akTUBHpPOBAaHHOE YaCTUYHOE TPOMOOIIJIACTUHOBOE BpEMsI
I'pBH — remopparuueckas 001€3Hb HOBOPOKACHHBIX

JABC — cuHIpOM TMCCEMUHUPOBAHHOTO BHYTPUCOCYIUCTOTO CBEPTHIBAHUS
KKT — kenyqo4HO-KUIIEYHBIA TPAKT

KIIK — koHIIEeHTpaTaM# MPOTPOMOMHOBOTO KOMILIEKCA

MHO — MexnyHapoJHO€ HOPMAIM30BaHHOE OTHOIIICHHE

HCT" — nHeiipocoHorpadus

OLK — o0beM HUpKyIupyroei KpoBr

[TAD — mpoxykThl nerpaaanuu GudprHa

[ITB — npoTpoMOHHOBOE BpeMs

PHCK — penkue HapylieHUs] CBEpTHIBAHUS KPOBH

P®MK — pactBopuMbIe (PHOPUH-MOHOMEPHBIE KOMILJIEKCHI

C3II — cBexke3aMOpOKEHHAs J1a3Ma

TB — TpoMOUHOBOE BpeMs



BBenenue
Koarynonatum — rpynmna 3a0osieBaHui, OOYCIOBICHHBIX HApYyIICHUSIMU B

CUCTEME CBEPTHIBaHUS KPOBU (Ir€eMOCTa3a).

Koarynonatuss — maToJIOTUYECKOE COCTOSIHUE OpraHu3Ma, OO0YCJIOBIEHHOE
HapyILICHUSAMU CBEPTHIBAHUS KpPOBH B CTOpPOHY TUTMOKOATYJISIUH
(BposkieHHOTO/TIproOpeTeHHOTO  AeuuuTa  TPOMOOIUTOB  W/MiaM  (HaKTOpOB
CBEPTHIBAHUS KPOBM). IMEHHO 3TOT TEPMHMH HCIIOJIb3YETCS B HACTOALIEE BpEMs MpHU
MAacCCHUBHOM KpOBONOTEpPE M TUIIOKOAryJsAllUM, CBA3AHHOW C TmoTeped (HakTopoB
CBEPTHIBAHUS KPOBU M TeMOIWIIONMe 0e3 ¢GopMupoBaHHA B JajbHEHIIEM

MOJMOPTaHHOM HENOCTATOYHOCTH. [1].

HoBopoxaeHHble AETH HWMEIOT CKJIOHHOCTh K MOBBIIIEHHON KPOBOTOYHMBOCTU
BCJIEAICTBUE OCOOEHHOCTEN cHucTeMbl reMoctasa. llpumeprHo y 16% HOBOPOXKIAEHHBIX
PETUCTPUPYIOTCS TeMOpparuyeckue paccTporMcTBa KiaMHMYecku, a y 40-45%
BBISIBISIFOTCSL  paclpocTpaHeHHble reMopparuu. HauOonee dyacTeiMM NpUYMHAMHA
reMOpPpParuyecKuX COCTOSHHUW B NEPHOJAE HOBOPOKIAECHHOCTH SIBIIIFOTCS HApPYLICHUS

KOAryJisiiuOHHON CITIOCOOHOCTH KPOBU M TPOMOOIIMTAPHOTO 3BEHA TeMocTa3a. [2]

IIpu poxxnennn koHueHtpauuu 3asucumbix ot Butamuna K (FII, FVIIL, FIX, FX) u
koHTakTHbIX (akTopoB (FXI, FXII) cumxatorcs npumepHo a0 50% oT HOpMajbHBIX
3HAYEHUM JIJIs1 B3POCJIBIX U e1lle O0JIbIIe CHUKAIOTCS Y HEOHOIICHHBIX JIeTel. TOYHO TaK
K€ KOHILIGHTpAllMM BCTPEYAIOLIMXCS B MPUPOJAE AHTHUKOATYJISHTOB, aHTUTPOMOWHA,
nporenHa C ¥ mpoTeMHa S HU3KUE MPU POXKACHUHU, U, KaK CJIEICTBUE, 0Opa3oBaHME
TpoMOMHA W WHTUOMPOBaHUE TPOMOMHA CHIIKAIOTCS B TEPHOJ HOBOPOKICHHOCTH.
[Ina3MuHOTEeH SIBJISIETCSI OCHOBHBIM OE€JIKOM, Y4acTBYHOIIUM B (DUOpPHUHOIU3E, U €ro
KOJIMYECTBO CHOBA CHMYKAETCS B HEOHATAIIBHOM MEPHUOJE, YTO IPUBOJUT K OTHOCUTEIILHO
rUno@UOPUHONIMTUYECKOMY  cocTosiHMIO.  HecmoTps  Ha 3Ty  OYEBHUIHYIO
(GYyHKUMOHAJIBHYIO HE3pEeNOoCTh, HEOHATalbHAas TEeMOCTAaTUYEeCKas CHCTeMa, IO-
BUJUMOMY, TPUBOAUT K OTHOCHUTEIBHO HEOOJBIIOMY KOJUYECTBY KIMHUYECKHX
po0JIeM ¢ KPOBOTEUEHUEM Y 3I0POBBIX IOHOILIEHHBIX eTel. ['eMocTaTnueckas cucrema

CO3pPCBACT B TCUCHUC IICPBLIX HCACIb N MCCALICB ) KU3HU, U KOHOCHTPAaIH OOJIBLIIIMHCTBA



reéMOCTAaTUYECKUX OEJIKOB KaK y JOHOUICHHBIX, TaK U Y HEJOHOUICHHBIX JETe OYEHb
ONMU3KH K 3HAYEHUSM ISl B3POCIBIX K 6-MecsuHOMY Bo3pacTy. Ha TpomMOOIUTHI Takxke
BIMSET BO3pPAcT, HO CKOpPEe KadyeCTBEHHO, 4YeM KOJIMYECTBEHHO. TakuM o0Opa3zom
KOJINYECTBO TPOMOOIIMTOB HAXOAMTCS B NpeaesaX HOPMBI UIS B3pOCIBIX Kak y
JIOHOIICHHBIX, TaK M y HEJOHOIIECHHBIX JeTei. XOTS KOJMYEeCTBO HEOHATaJIbHBIX
TPOMOOIIUTOB B HOpMeE, HCCIeNOBaHUS (YHKIMA TPOMOOILMUTOB  TO3BOJISIOT
NPENOI0KUTh, YTO HEOHATAJIbHBIE TPOMOOIMTHI TUMOPEAKTHBHBI IO CPAaBHEHHUIO C
TpoMOoLUTaMu B3pocibiXx. HecMOTpst Ha 3TO, BpeMsi KPOBOTEUEHHSI, KOTOPOE MOXKHO
paccMaTpUBaTh Kak OLIEHKY B3aUMOJICHCTBUSL CTEHKH TPOMOOIIMTAPHOTO COCY/Ia in Vivo,
y 370POBBIX HOBOPOXKJIEHHBIX YKOPAUMBAETCSA. JTO, BEPOSITHO, OTPAKAET MHOMKECTBO
(akTOpoB, BKJIIOYAsl MOBBIIICHHbIE KOHIIEHTpauu gakropa pon Bumnedpanga (VWF),
npucyTcTBUEe O0JdbIIMX MyJabTUMEpoB VWF u  Oonbuioli 00beM HEOHATaJIbHBIX

YIIAKOBAHHBIX KJICTOK.



DTromaroreHeTn4ecKas Kiaccuukarys remopparundeckoro cuaapoma (Masypus A.
A., 1971, na ocnoBe knaccudukanuu Keay u Uttiley)
[. Koarymonatumu (remopparudeckasi 0OOJi€3Hb HOBOPOXKICHHBIX; TeMOQWINU;

remouioniHpie cocTosiHMs: HacieacTBeHHbIH nedunut I, V, VII ¢dakTopos;
BpPOXKJEHHbIE THuNo- U adulOpuHorenemun; JBC-cunapom; KoarynonaTuu Ipu

3a00JIeBaHUIX IICYCHH, KNIIICYHHKA, I[I/IC6aKTepI/I03€).

II. TpomOoruToneHuyeckue Myprnypbl (HEOHaTajdbHAas TPOMOOLUTOIICHUS:
AJNIOMMMYHHasi, TPaHCUMMYHHasl; cumnTomarndeckas: npu JABC, cunapome Buckort-
Annpuu, cunapome Kazabax-MepuTT, npu BpOXJIECHHOM JIEHKO3€, BPOXKIECHHOM
aMEerakapuoLMTO3€, BCIEACTBUE NPUEMA MEIMKAMEHTOB MAaTEpbhIO; HACIEACTBEHHAs

TPaH3UTOPHAS TUIIOIUIA3UsI METAKAPUOLUTAPHOTO POCTKA U JIp.).

I11. TpOM6OHI/ITOHaTI/II/I (BpO}KI[eHHBIe MCAMKaMCHTO3HBIC, HACJIICIACTBCHHBIC!.

bepnapa-Cynbe, [ nannmana, Bunebpanna u ap.).

IV. Cocyaucteie HapyuieHus (M30JIMPOBAHHBIE KPOBOM3IMSIHUS BO BHYTPEHHUE
oprasl 0€3 OTKJIOHEHHUSI OT HOPMBI IMOKa3aTeNeil KoaryJIaiHOHHOTO U TPOMOOLUTAPHOTO

3BEHBEB IeMOCTa3a).



["'emopparuueckast 00J1€3Hb HOBOPOXKICHHbBIX WJIM BUTaMUH K-3aBUCUMBIi
reMopparudyeckoMy CUHAPOMY
[IpuoOpeTeHHOEe TPAaH3UTOPHOE COCTOSHHUE WJIM BPOXKIAEHHOE 3a00jeBaHuUE, MpU

KOTOpOM Habmopaercs neunut BuTaMuH K — 3aBHCUMBIX TIPOKOATYJISTHTHBIX (DAKTOPOB
B Tu1a3Me KpoBu pedenka (dakropsl - 11, VII, IX, X), akTUBHOCTh KOTOPBIX 3aBUCUT OT
BUTaMHHa K, mposBistonieecs: NOBBIIIEHHOW KPOBOTOYMBOCTBHIO Y HOBOPOXKICHHBIX U

I[CTCﬁ ICPBLIX MCCALICB JKU3HMU.

K MomeHTy poxkieHus1 y BCEX HOBOPOKICHHBIX OTMEUAECTCS YMEPEHHOE CHUKEHUE
B 1u1azMe kpoBu ¢akropos II, VII, IX u X. B reuenue nepsbix 48 — 72 4. mocTHATaIbHON
YKU3HU COZIep KaHue 3TUX (PaKTOPOB B MIa3Me KPOBU Yy peOCHKA CHIXKACTCS, U JIUIIb K 7
— 10 gHIO KM3HM OHO BHOBb BO3BpAIAECTCS K YPOBHIO MPHU POKIACHUU. ITOT
TPaH3UTOPHBIN JehUIUT BUTaMUHA — K 3aBUCUMBIX KOAryJsIIMOHHBIX (DAKTOPOB CBS3aH
C OTCyTCTBHEM CBOOOJHOTO BUTamMHHa K y MaTepu, HEJOCTATOUYHBIM MOCTYIUICHUEM
BUTaMHHA IUJIONY, T.K. >KHUPOBBIE BemiecTBa ciabo AU yHIUPYIOT Yepe3 IUIAleHTY,
OTCYTCTBHUEM HOPMaJIbHOM KUIIEUHOU (hJIOpHI Y peOeHKa, KOTOpasi CHHTE3UPYET BUTAMUH
K2 wunu crepunbHBI KUIIEYHUK. Bce 3TO yCHUIMBAETCS HE3PENIOCTHIO MEYEHU Y
HOBOPOXJIeHHBIX. [lepeHoc BuTammHa K uepe3 mianeHTy OTrpaHHYEH, MO3TOMY €ro
3amachl B IEYEHU HOBOPOXKICHHOTO, M KOHIIEHTPALIUS B KPOBHU ITYITIOBUHBI OY€Hb HU3KASI.
J1711 HOBOPOXKEHHOIO €IMHCTBEHHBIM UCTOYHMKOM BUTaMUHA K sABIIsIETCSI MaTEpUHCKOE
rpyaHoe Mosioko. KonnuectBo BuTtamuHa K, momydaemoro peOEHKOM, 3aBUCUT OT
XapakTepa BCKapMJIMBaHMs. YpoBeHb BUTaMuHa K1 B rpyaHOM MOJIOKE CyIIECTBEHHO
HIDKEe U cocTaBisieT oT 1 — 4 Mkr/n mo 10 MKI/1 B CpaBHEHHH C aJIalTHPOBAaHHBIMU

MOJIOYHBIMHU cMecsamu (50 mkr/n). [2, 8-10]
Kiaccudukanus dhopwm:

Pannsis ¢popma: CUMIITOMBI TOSIBJISIFOTCS B T€UEHHUE TEPBBIX 24 YacOB KU3HH.
[IpyunHON YacTO SABJISIETCS MPUEM MATEpPblO0 MpenapaToB (IMPOTHUBOCYIOPOKHBIX,
AHTUKOATYJISTHTOB, HEKOTOPHIX aHTHOMOTUKOB), HAPYIIAIOIIMX MPOAYKIINIO BUTaMruHa K
nociie poaoB. KnuHudecku nposiBisieTcsi KpOBaBOW pBOTOM, JIETOUHBIM KPOBOTECUEHHUEM,

MCHCHOﬁ, KPOBOU3JIUAHHUEM B OpTaHbI 6pIOH.IHOﬁ IIOJIOCTHU U HAAITOYCYHHKHU.



Kraccuueckast ¢popma: mposiBiIsieTcs KpOBOTOUMBOCTBIO Ha 2 — 7 CYTKH JKU3HH,
KOTOpasi COBMAJaeT C NEpUOJOM 0ojee 3HAYUTEIBHOTO CHIDKEHUs BHTaMuH K
3aBHCHMBIX (PaKTOPOB CBEpThIBaHUs KpoBU. Kiaccuueckas ¢gopma Hambojee 4acto
pa3BUBAETCS Y HOBOPOXXACHHBIX MPH HEAOCTATOYHOM TIIOCTYIUICHHHM MOJOKa |
OTCYTCTBHEM NPOQPIIAKTUIESCKOTO BBeIAeHHs BUTamuHa K cpasy mocie pokaeHHS.
KiuHu4YecKkun nposBISETCS KEMYyJOYHO — KHUIICYHBIMH KPOBOTCUCHUSIMU, KOKHBIMU
reMopparusMu, KpOBOTCUCHHSIMH U3 TIYTIOYHOM PaHKH, KPOBOTECUCHUS U3 HOCA M U3 MECT

UHBEKIIUH.

[Tozmusas dopma: XapakTepusyeTcss MPOSBICHUEM CHMIITOMOB Ha 2-3 Hemene
KU3HK - 70 6 MecsyHOro Bo3pacTa. 3abojieBaHME dalle pa3BUBaeTcid Ha (oHe
UCKJIIOYUTEILHO TPYAHOTO BCKapMJIMBaHUS, T.K. TPYJHOE MOJIOKO COJCPKUT
HE3HAUUTEIHLHOE KOJMYECTBO BuTaMuHa K, a Takxe 3a00J1IeBaHMIl U COCTOSHUI PEOCHKa,
CIIOCOOCTBYIONIMX HApPYIICHUIO CHUHTE3a W BcachiBaHus BuTamuHa K (rematut
HOBOPOJXKJICHHBIX, aTpPEe3Usl KETYHBIX IyTeW, Auapesi, MOJMUKUCTO3 TOJKETyA0UYHON
Kenesbl, mpueM wmatepbio Bapdapuna). Ilpu 31Ol PopmMe YacTo perucTpupyrorcs
BHyTpUUepenHbie KpoBou3nusiHus (25 — 70 %), KokHbIE TeMopparuu, KpOBOTEUEHUS U3
MECT HMHBEKIIUMU, MyMOYHOU PaHKH, KPOBOTOUHUBOCTh M3 HOCA, CJIM3UCTOM OOOJOUKHU

nosioctu pra u XKKT. [2]
JlaGopatopHasi TMarHOCTHKa:
OO0uuit aHamM3 KPOBHU € OMPEACICHUEM KOJIMYECTBa TPOMOOIIUTOB.
[IporpombOuHOBbIN nHAEKC (IITN).

Koarynorpamma: ¢pudpunoren, nporpomorHosoe Bpems (I1TB), akruBupoBanHoe
yacTuuyHoe TpoMOorutactTuHoBoe BpeMs (AUTB), MexayHapoaHO€ HOPMaTM30BAaHHOE

otnouienue (MHO), TpomOunoBoe Bpems (TB).

VYIbTpa3ByKOBOE  HCCIICIOBAHWE OPraHOB  OPIONIHOW  TOJOCTH,  IIOYEK,

HaAIIOYCYHUKOB.

Heiipoconorpadusi.
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s I'pbH xapaxrepho:

- YaivHeHue npoTpoMOMHOBOTO BpemeHH (B 4 u OoJsiee pa3a B CpaBHEHUU C
HOPMAaJIbHBIMHU MMOKA3aTeNISIMU) U aKTUBUPOBAHHOTO YACTUYHOI'O TPOMOOIIACTHUHOBOIO

BpPEMEHU;
- CHmxeHue npoTpoMOrMHOBOrO uHAeKca nin MHO;
- HopmanbHbIl ypoBeHb (PHOpHHOTEHA U KOJTUYECTBA TPOMOOIIUTOB.

Baxxno momuauTts! Ilogo3peBats ['pbH MoOXHO 1pu yIsTMHEHUH TPOTPOMOMHOBOTO
BpEMEHHU Ha (pOHE HOPMAIBHOTO YPOBHS TPOMOOIIUTOB U prOpuHOreHa. J[uarnos Tak xe
MOATBEPAKAACTCS HOpMAJIM3alMe MPOTPOMOMHOBOTO BPEMEHM W/WUIIM MPEKpaliecHueM

KpOBOTEUEHHUSI MOCTE BBeAeHUs BUTaMuHa K.
[Ipodunaktuka

Pekomenayercsi BHyTpuMbIlIeuHOEe BBeaeHUE 1% pactBopa MeHaanoHa HATpUs
oucynbdura. C 3TOH 1ETBI0 MpenapaT BBOAAT BHYTPUMBIIIIEYHO, B TIEPBHIC Yachl MOCIIE
pOXJIeHus, OAHOKpaTHO, 3 pacuera 1 mr/kr (0,1 mu/kr), Ho He 6oxnee 0,4 mu. [lpu
XUPYPrUYE€CKUX BMEMIATEIhCTBAX C BO3MOXXHBIM CHUJIBHBIM TapEeHXHUMAaTO3HBIM
KPOBOTEUEHHEM PEKOMEHAYETCA NMPO(PHIAKTUYECKOE HA3HAUYECHUE B TeueHue 2-3 JHel

nepe1 Oneparuen.

OO0si3aTenbHO  MOJy4YeHHWE  OT  3aKOHHOTO  MPEACTaBUTENs  peOeHKa
WH(OOPMHUPOBAHHOTO COTJIACUS HAa MEIUIIMHCKHE BMEIIATENLCTBA (B TOM YHCIIC Ha

npodunakTuaeckoe BeejeHrue Butamunaa K1).

B cnyuae oTkaza poaurteneit oT mpoPHIIaKTHIECKUX Mep, ClenyeT 3aUKCUPOBAThH
3T0 B UHGOPMUPOBAHHOM coOIlacuu. B MeTUIMHCKON TOKYMEHTAIlUU JIOJKHBI OBITh

yKa3aHbl 71032 BBEJACHHOr0 BuTaMuHa K, yTh 1 1aTa BBeJcHUs npenaparta. [2]
Jleuenue reMopparudeckou 00JIe3HM:
* Beenenue cBexxe3amMopokeHHOU ma3Mbl 10-15 mi/kr

* KonnientpupoBaHHbIil npenapaTt npoTpoMOMHOBOTO KoMmiuiekca 15-30 EJI/kr
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B/B 0OJIFOCHO OJTHOKPATHO (TOJIBKO B CIIy4ae Pa3BUTHUS KUIHEYTPOKAIOIINX
COCTOSIHUI)

* PactBop Bukacona 1% B/m 0,1 MI/Kr B CyTKM B TedeHue 3 JqHEH (JOMyCTUMO
MOJAKOXHOE BBEACHUE C LEJIbI0 MNPEAyNPEXACHUS Pa3BUTHUA MNOCTHUHBEKIIMOHHOM
remarombl). CyTodHas J103a npemnapara cocrapiset: 1,5 mr/kr/cyt (0,1-0,15 mu/kr/cyT),
HO He Oosee 4 Mr/cyr. Bo3moxHO, Kak OJHOKpaTHOE, Tak M 2-3 pa3a B CYTKH.
JIMMTebHOCTh Kypca JiedueHus - oT 2-3 mHeu no 3-4 mneit. [Ipu HeoOxogmmocTn Kypc

JICYCHUS MOZKHO ITOBTOPHUTD IIOCJIC 4-x JHCBHOTI'O IICPCPLIBA.

 Ilpu pa3BuTuM ruUNoOBOJEMHYECKOro Mmoka — BocrnoiaHenue OLK
(cBexke3aMoOpokeHHass Iia3mMa B Jo3¢ 20 MI/KT) € MOCHEAyIOIUM MPOBEACHUEM

remoTpancdy3uu (3pUTporuTapHas macca) u3z pacuera 10 mi/kr

* ®opmbl ButamuHa K 11 mepopasibHOro mnpuMeHuss — 3PGEeKTUBHOCTh HE

JI0Ka3aHa B paHIOMU3UPOBAHHBIX UCCIIEAOBAHUSIX.
JlanpHeliee BeaecHue

HoBopoxaeHHBII ¢ TeMOpparndeckoi 00I€3HbI0 MOCE CTA0UIN3aLUN COCTOSHUS
U TIPEKPAICHNs] KPOBOTECUEHUSI TOJKEH OBITh TIEPEBE/ICH HA BTOPOM 3TAaN BhIXaXKHUBAHUS

JUTSL TAJIbHEUIIEro 00CIeIOBaHUS U JICUCHUSL.

Baknunanus (npotuB rematuta B u TyOepkynes3a) neTsM C reMopparuueckoi

OO0JIC3HEIO B MEPHUOAC HOBOPOKACHHOCTH HC PCKOMCHOYCTCA.

HoBopoxaeHHble, TMepeHecuIue TeMOpparuueckyro  OOJie3Hb,  MOJJIeXAaT

CTaHJAPTHOM JAUCHIaHCEepU3alluy Ha aMOyJIaTOPHOM dTare.
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I'emodunuu A, B
I'emopunuss - remopparmueckoe 3a0ojieBaHWE, BO3HUKAIOIIEE BCIICACTBHE

TreHEeTHUYECKU 00YCIOBICHHOTO CHIKEHUS akTUBHOCTH (akTtopa VIII (remodunus A) unu

dakropa IX (remodunus B) cBepThiBanus KkpoBu. [3]

[Tomasnstomniee OOTBITMHCTBO OONBHBIX TeMODWINEH — MYXYHHBI, B PEIKUX
CIy4asiX BO3MOXKHO 3a00JI€BaHHME Y JKCHIIUH. Y KEHIIUH - HOCUTEJIEW MyTaluu reHa
dakropa VI (p.VII) wmm dakropa IX (§.IX) moryr ObITh remopparuueckue

IIPOABJICHUA. B stom ClIy4ac OHU OOJIZKHBI paCCMATPUBATLCA, KaK OOJILHBIC FGMO(l)I/IJ'II/ICI‘/’I.

PacnpoctpaneHHOCTh TeMOpuUIMU B OOJNBIIMHCTBE CTpaH cocrtasiser 10-14
oonpHbix Ha 100000 myxuun. IIpu sTom coorHomenue remopuwinu A (I'A) u

remodmnu B (I'B) coctaBnsiet B cpennem 4: 1.

NmMeroTcest eqMHUYHBIE ONTMCAaHNS COYETAaHHOTO IIEPBUYHOTO CHYXKEHUSI AKTUBHOCTH
¢dakropoB VII u IX cBéprhiBaHus KpoBU. Takoe cocTrossHue 00O03HA4YaeTcs Kak

coueTaHHas reMopuiIus.

Cpenu BpOXKIEHHBIX KOAryJonaTuii HauboJjee 4acTo BCTpedaroTcs reMopuinst A
(medunut dpakropa VIII) u remopuius B (6one3ns Kpuctmacca, nedunur dhakropa 1X),
pEruCTpUpyeMbIe TOJIBKO Y JIUII My>KcKoro nona. ['emodumust A cocrapinser 80-85% Bcex
ciyyaeB remodwmu [3-4]. YactoTta BcTpedaemoctu reModmmu A cocrasisier ot 1:5000
10 1:10000 manbunkoB. PoguTenu pedbeHKa MOTyT yTOUHUTh CEMENHBII aHAMHE3 TOJIBKO
B MOJIOBUHE CIIy4aeB — HaJIMUYUE KPOBOTCUECHUN Y MYXKUHUH IO MAaTEPUHCKOMN JUHUU. B
NEPUOJIE HOBOPOKIEHHOCTH CUMIITOMBI T€MO(DHINUA PETUCTPUPYIOT PEXKE, YEM 3TO
npoucxoaut B Bo3pacte 1-4 metr. ['emodunuio B penxo IuarHOCTUPYIOT B IE€pBbIE

MECSIIbI )KU3HU [3-4].

B nepuoie HOBOPOKIEHHOCTH FeMOPParuueCcKuii CHHIPOM BO3HUKAET TOJIBKO IIPH
TsokenoMm aedpuuure gakropa VII (pexe dakropa [X). 'emopparnyeckuid cCUMHAPOM
MposiBIIsieTCSl OTCpoUYeHHBbIM (depe3 0,5-1 vac mociie TpaBMbl) KPOBOTEUEHHEM, TOCIIE
MPOKOJIa KOXKM WJIM BEHEMYHKIIMH, BBIMOJHEHHBIX C ILIEJIbI0 MOJYYeHHUS KpPOBH s

71a00paTOPHBIX HMCCIENOBAHUN; 3apETHCTPUPOBAHBI CIIydau KPOBOTEYCHHS W3 KYJIbTH
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MyNOBUHBIL. BbICOKa BEpPOSATHOCTh BO3HMKHOBEHHS B WHTPAHATAIIBHOM MEPHOJIE
KedansoremMaToM, TOAKOXKHBIX W  BHYTPUMBIIIECYHBIX  T'€MAaTOM,  BO3MOJKHBI
BHyTpUYEpenHble KpoBoM3NusHUs. ['emodunnio A cieayer OTiandaTh OT BPOKICHHOTO U
npuoOpeTeHHOro jAedunura (GaxKTopoB NPOTPOMOMHOBOTO KOMIUIEKCA, BKIHOYAs
reMOpparuveckyro 00JIe3Hb HOBOPO- KICHHBIX. B TeueHne nepBuix 6—9 mMecsuen KU3HU
NaIMEHTHI ¢ reMOopUINel OT reMopparuii crpagaiot peako. OHaKo, Kak TOIbKO peOeHOK
HAYMHAET XOJHMTh, BCTaBaTb, W BO3PACTAET PHUCK TPABMATH3ALNH, MOSBISIIOTCS

KpoBoTeueHus [3-4].

KinHnueckre  mposiBIEHUS  IEMOpPpPAarMdyeckoro  CHUHApPOMa B IEPUOJ
HOBOPOXKICHHOCTH HECTIELIM(PUUHBI, TO3BOJISIFOT 3aI10/103pUTh NATOJIOTHIO CBEPTHIBAHUS
KpOBU U  ONpPENENuTh  HalpaBjeHue JsabopaTopHOro  mnowucka. [IpuHsaTue
TEparneBTUYECKOTO PELIEHUsI, OPUEHTUPOBAHHOIO HAa HanboJiee 4acTO BCTPEUYAIOLIUECS
HapyIICHUs CBEPThIBAaHUS KPOBHU, MOKET CTAaTh IPUUMHOM (paTanbHOM omnbku. [TosTomy
IIPOBEICHUE CEJIEKTUBHOW TIE€MOCTAaTUYECKOM Tepanmuud BO3MOXXHO TOJBKO MOCIE

naboparopHoi uaeHTUPUKauu 3a0oeBanus. [S].

[Ipu mosIBICHUM TEPBBIX KIMHUYECKUX MPU3HAKOB TeMOMUIUU B TMEPUOJIE
HOBOPOX/JIEHHOCTU 3a00JIeBaHWE BIIOCIEACTBUM HMMEET Tskenoe TteueHue. [lpu
MaHudecTalMi reMopuiInM B TIEPUOJEC HOBOPOKIACHHOCTH W pPAaHHEM BBEICHUU
3aMECTHUTENIbHBIX (DAKTOPOB CBEPTHIBAHUSI KPOBU BBICOK PUCK PA3BUTHS MHTHUOUTOPHOMN

dbopmbl remoduun [6].

OCHOBHbBIE KOMITOHCHTBI MTATOJIOTMYECKOTO MPOoIecca Py TeMO(HITUH:
* KPOBOM3JIHMSIHUS, TIOBPEIKIAFOIINE OPraHbl M TKAHN
* KPOBOTCUCHHUS, TPUBOSIINE K PU3UOJIOTHUSCKU 3HAUUMON KPOBOTIOTEPE

* peHMIMBUPYIOINNC KPOBOUIJIIHMAHUA B CYCTaBbl, IPUBOJAININEC K (bOpMI/IpOBaHI/I}O
XPOHHUYCCKOT'O BOCIIAJIMTCIIBHOIO IIPpOoHecCa, paspymiCcHUIO CYCTABHBIX HOBerHOCTeﬁ u

HapYIIEHUIO0 (PYHKITUU CyCTaBOB.
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[Ipn oTcyTCTBUMH aIeKBATHOM MOMOILIM IMAUEHTHI C TSXKEIOU U CPEIHETIKEION
dbopMoii reMopmIIUK MOTYT MOTHOHYTH OT KPOBOIIOTEPH, KPOBOMBIUSHUS B KUIHEHHO
BAKHBIC OpraHbl. OTH JETU CTPaJal0T OT BBIPAKEHHOTO OO0JIEBOTO CHHAPOMA,

BO3HUKAIOIICTO B CBA3HU C KPOBOUBJIMAHUAMMU.

Haunboniee 3Ha4YUMBIM OCJIOKHEHHMEM TeMOGUINN, BO3HUKAIOUIMM B OTBET Ha
JICYeHHE, SIBIIAETCS BbIPAOOTKA OJIOKMPYIOUIMX aHTUTEN (MHrHOMTOpa) K (hakTopam
cépthiBanus VIII mnm 1X - pa3zButrie MHTMOUTOPHOUN (OCHOKHEHHOMN) reMopUInu.
YacTtoTra pa3BuTHs HHTUOUMTOpa KOJEOJIETCS B IIMPOKUX TMpeaenax H, B CpPEIHEM,
cocraBisieT 10 - 15%. Hanbonee Benuk maHc pa3BUTUSI MHTHOUTOPA B TEUCHHE MEPBBIX
20 nuew BBeAieHUS MpenapatoB GpakTopoB cBEpThIBaHMs KpoBu VIII u [X. B nanpheiimem,

PHUCK 3HAUUTEIILHO CHMYKAETCSI, HO OCTAETCs Ha MPOTSHKEHUH BCEH KU3HU OOJIBHOTO.
Knaccuduxkanus reMopuinu mno Tunam:

e cHmwxkeHue aktuBHOCTH (. VIII - remopumnms A;
e cHmwxeHue aktuBHocTU (.IX - remopunus B;

e coueranHoe cHuxkeHue akTuBHOCTU §.VIII u §.IX - couerannas remodumus.
Knaccuduxanus remoduinu no tsbkectu (oauHakoBas 1t remoduinu A u B).

Knaccudukanus ocHoBana Ha omnpeneneHun aktuBHOCTH VIII wmm IX dakxropos

CBCPTBIBAHMA KPOBH B IIJIA3MC ITALIUCHTA:

e TspKenas ¢popma: akTuBHOCTH dakTopoB VIII wm 1X menee 1%
e cpeaHetrspkenas popma - ¢ akTuBHOCTBIO (hakTopa VIII mmm IX 1 - 5%);

e Jerkad - 6oisiee 5 u menee 50%.

KH&CCI/I(l)I/IKaLII/IH FeMO(l)I/IJ'II/II/I B 3aBHCHUMOCTH OT HaJIM4YuA HW AKTHBHOCTHU

WHTUOUTOpA:

e HeocnoXHEHHAsA TeMouins (HEeT JabopaTOPHBIX MPU3HAKOB WHTHOWTOpa WU
unruoutop menee 0,6 enunnil bereszna (bE))

® UHrUOUTOpHAs reMopuIns:
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- HU3KO pearupyrouuil - akTHBHOCTh HHTHOUTOpa HUKOT/1a He peBbiiana 5 BE,
- BBICOKO pearupyromui - akTHBHOCTb MHTUOUTOpPA XOTs ObI pa3 ObLia Beie 5 BE.
[IposiBnenus remopunnu A u remobuinnu B uaeHTHYHBI.

Tsoxénas dopma. [l OONbHBIX TshKeno (opMoit reMopuinu XapakTepHO
MOSIBJICHUE TEeMOPPAruIeCcKOTO CHHAPOMA Ha TIEPBOM oAy Ku3HU. OTHOCUTEIIEHO PEIKO
TEHACHIIUA K KPOBOTCUCHUSM MOXKET CTaTh OUEBHUIHOW YK€ B HEOHATATHLHOM IEPHOJIE
(kedanoreMaToMbl, TeMaTOMBI MATKAX TKaHEH, BO3HUKAIOIIUE IMOCIEC WHBEKIMA WIN
BCIEACTBUE  TSOKENBIX  POJAOB, KPOBOTEYCHHE W3  IYMOYHOTO  KaHATHKa,
nocJieonepaloHHble KpoBOTeUeHMs ). Kak mpaBuiio, KOXKHBIN TeMOCUHIPOM U T€MaTOMBbI

MSITKUX TKQHEW BO3HUKAIOT BIIEPBBIE B Bo3pacTe A0 6 mecsies [3].

[To3mHee MOSBISIOTCS KPOBOMBIMSIHHUS JIPYTUX JIOKATH3AIUN: MEKMBIIICYHBIC
reMaTOMBbI, TSKEJbIEe TOCTTPAaBMAaTHUYECKUE KPOBOTEUCHUSI U3 CJIM3UCTHIX MOJOCTH PTa U
KPOBOM3IUSHUA B cycTaBbl. [lopaxkatoTcss B OCHOBHOM KPYITHBIE CYCTaBbl: KOJICHHBIE,
TOJICHOCTOIIHBIE U JIOKTEBbIE. Kpome 3Toro, y nereil ¢ Tskeno reModuiuen ObIBaroT
KPOBOM3IUSHUSA B TOJB3/OIIHO-TIOSICHUYHYIO MBIy, TeMaTypus, >KeIyJI04YHO-
KHIIICYHbIC KPOBOTCUYCHHS (OCOOCHHO TpH HAJIMYUHA DPO3MH, 3B, TIOJHUIIOB,
BOCTIAJIMTEIIBHOTO TIpoIiecca) W KPOBOMBIUSHUS B IEHTPATbHYIO HEPBHYIO CHCTEMY,
KPOBOTCUEHHUS] W KPOBOMBIMSHUSA TP IPOBEJCHUM WHBA3UBHBIX MaHUITYJISITUN.
Cpennetsokenas ¢popma TeMoPIIME UMEET CXOJHBIE MposiBiacHUS. [IlepBbie MpU3HAKH,
KaK MMPaBUJIO pa3BUBAIOTCS TOcse roja. [ qere ¢ akTMBHOCTBIO (hakTopoB Oosee 2%
MaJio0 XapaKTepHBI KPOBOMBIIUSIHUS B CYCTaBbl, 3a0PIOITMHHBIC T€MAaTOMBI, TeMaTypHsl.
HaunGoee xapakTepHbl MOCTTPAaBMATHICCKHUE TEMATOMBI U JUIUTEIbHBIC KPOBOTCUCHHS,
O0COOCHHO MPH TpaBMax CIU3ZUCTBIX 00oyiouek. Jlerkas reMorims MOXET HHKaK He
MIPOSIBIISITHCS Ha MPOTSHKCHUH BCEH KU3HM yesioBeka. [laTonornyeckne KpoBOTCUSHUS U
KPOBOM3IUSHUSA y MAIUEHTOB C JIETKOH (hOpMON TreMO(pUINK BO3HUKAIOT BCJICICTBHUE
3HAUMTEIBHBIX TPaBM Wiu omnepanuid. [lopaxkeHre OmopHO-IBUTaTEIHLHOTO anmapara y

JIeTeN C JIeTKOW reMo(rineil BCTpeyaeTcsl Ype3BhIUaiHO PEIIKO.
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bonesns Bunebpana
I'emopparuueckoe 3a0o0sieBaHNE, BO3HHUKAIOIIEE BCIEACTBHE KOJIHMYECTBEHHOTO

wiM (1) KadecTBeHHOTO nedekTa pakropa Bummedpanna.
Knaccudukanus 6o1e3un Bunnebpanaa no tumnam:

Tun 1: xommuectBeHHOoe cHMkeHue VWF. Ilpu 3ToM mnpomnopuroHAIBHO
CHUYKAIOTCS TSKEJbIC, CPEAHUE U JIeTKHEe MyJIbTUMepbl. CooTHomeHue aktuBHocTu VIWF

K antureny> 0,6. AxkruBHocTh ¢ VIII HOpManbHas WM CHUXKEHA.
Tun 2: kauectBeHHsle aedextel VWF. Tlogpaznensercs Ha:

e Tun 2A: mnpeuMylIECTBEHHOE CHI)KEHHE TSDKeNnblX MyabTuMepoB VWEF.
Cootnomenue aktuBHocth VWF k antureny <0,6. AxtuBHocts ¢ VIII
HOpMaJIbHAS WJIM CHUYKEHA.

e Tun 2B: wu30biTouHBli nOTEeHUMan cBsa3biBaHug VWF ¢ penentopamu Ha
TpOMOOIIUTAX TPHUBOAUT K DOIUMHUHAIMU TSDKENbIX MyJabTuMepoB VWF u
ymepeHHoi TpomOonuronenuu. CooTHomieHue aktuBHocth VWF Kk aHTHreHy
<0,6. AktuBHOCTH ¢ VIII HOpManbHas UM CHIKEHA.

e Tun 2M: cHmkeHue akTUBHOCTH cBsi3biBaHUs VWF ¢ penientopamMu TpoMOOLIUTOB
HE CONPOBOXIAETCS CHIKEHHEM Oenka, wuaeHtuguuupyemoro, kak VWEF.
Anturen VWF — HopManbHbiil. CooTHomenne aktuBHOCTH VWF k aHTureny <
0,6. AxtuBaoctb ¢ VIII — HOpManbHas.

e Tun 2N: uzonupoBanHoe cHukeHue (aktop VIII cBs3bIBaromieil aKkTUBHOCTH
VWF. PucromuuuH ko(akTopHas akTMBHOCTh M KOJUIAr€H CBA3bIBAIOLIAS
aKTUBHOCTD He cTpagaeT. CHuxaeTcst akTuBHOCTD ¢ VIII 6e3 HapymeHus aare3uu
TPOMOOLIMTOB.

e Tum 3: momHOE OTCYTCTBHME B KpoBHU Oemnka, uaeHTHduimpyemoro, kak VWF.
AxtuBHOCTh U aHTUreH VWF — He omnpenenstorcs (HUXKE UyBCTBUTEIBHOCTHU

metoaa). AktuBHOCTh @ VIII pe3ko cHmxeHa.

Boinenstot emie 2 tumna 60one3nu Busiebpania, OTHECTU KOTOPBIE K KOHKPETHOMY

THUILY CJIOKHO:
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e Tumn BuueHsa: B KpOBH ITEPCUCTUPYIOT CBEPXBBICOKOMOJICKYISIPHBIC MYJIBTHMEPBI
VWF. [Ilpoucxoaut mnpexaeBpeMenHas siaumubaius VWFE.  CHmkaercs
CoJIep )KaHNE BCEX MYJIbTUMEPOB.

L HSOHHpOBaHHOG CHMNKCHHUC KOJIJI&FGH-CBHSBIB&I-OHleﬁ aktuBHoctH VWF,

[IposiBnenust Oone3nn BunneOpanga 3aBucat oT tuna. Haumbonee Tspxenble
IPOSIBJICHUS Pa3BUBAIOTCS Y NAMEHTOB ¢ 3 TunoM. Hadano nposiBneHuii — B mepBble
JHU W HEJENU XU3HU. XapaKTepHbl JIMTEIbHbIE KPOBOTEUYEHUS W3 paH, OCOOEHHO
CIIM3UCTBIX O0O0JIOYEK, BBIPAKEHHBIM KOXKHBIA T€MOCHHJIPOM B BHUJIE SKXUMO30B U
reMaToM, MOo3JHee Pa3BUBAIOTCS T€MAaTOMBI MITKUX TKaHEH, peUIUBUPYIOIIHE HOCOBBIE
KpOBOTEUECHHsI. Y JeTed, HAYaBIIUX XOIUTh BO3MOXKHO Da3BUTHE TeMapTPO30B C
(GbOopMHUpPOBAHUEM XPOHUYECKOTO CUHOBUUTA U apTPONaTHH. Y MAIlMEHTOB C TSHKEIbIM |
THATIOM TPOSIBICHUS HECKONBbKO Jerde. [IposBneHus HaumHaroTcs 10 2 — 3 JeT.
XapakTepHbl UINTEIbHBIE KPOBOTEUEHUS W3 PaH M CO CIM3UCTBIX. ' eMapTpo3bl U
reMaToOMBbl TaK)K€ MOTYT pa3BUBaThes. JJis MallMEHTOB C HE TsDKENIbIM 1 Tumnowm, 2A, 2B,
2M Tumnamu, B IEPBYIO O4Yepeb XapaKTEePHBI JJIMTEIbHBIE KPOBOTECUCHUS U3 PaH U CO
CIIM3UCTHIX 000s104€eK. ['eMaToMbl MATKHX TKaHEW U TeMapTPO3bl HEe XapakTepHbl. Cpoku
Havajia TMPOSIBICHUN 3aBUCAT OT TPABMHUPYIOIIUX COOBITHII B aHAMHE3€ MallMeHTa.
Bo3MmokHa mepBUYHAs AMArHOCTUKA Yy B3POCIBIX WM B CBSA3H C HATWYHEM OOJIE3HU

BunneOpanja B ceMeitHOM aHaMHE3e.
Tun 2 N 6B nposiBisieTcst Tak *e Kak HeTsbKesas reMoQuius.
JlaGopatopHasi TMarHOCTHKa:
JIJIst TMarHOCTUKY ¥ KOHTPOJIsl TeMO(DUINU HEOOXOAUMBI CIEIYIOLINE TECTHI:
1. AUTB, IIB, TB, ¢pubpunores.
2. AktuBnocts ¢. VIII u ¢. IX.
3. AxktuBHOCTH ¢.BumieOpanga

JIst TMarHOCTUKU M KOHTPOJIs OoJie3Hrn Buinebpanaa HEOOXOAUMBI CIETYIOITHe

TCCTBHI:
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1. AYTB, I1B, TB, ¢pubpunores.

2. AxktusHocts ¢. VIII u ¢. [X.

3. Puctomuiivn ko(akTopHast aKTUBHOCTH, KOJUTATEH CBS3BIBAIOIIAS AKTUBHOCTb.
4. Auturex ¢. BunneGpanna.

5. Arperanys TpOMOOLIUTOB C PUCTOMULIMHOM UJTH €TO aHAJIOTaMH.

6. Arperarus TpomboruToB ¢ AJ[D, komrareHoMm, aapeHaTuHOM.

Jist TunupoBanus peakux ¢opm 6one3nu BusuieOpanaa MOryT moTpeOOBaThCA:
onpenenenue pakrop VIII cesa3biBaroneit aktuBHoctd VWF unm ananns MyiabTUMEpPOB

VWF.

HI/IaF HO3 FGMO(i)HJII/IH YCTaHaBJIIMBACTCA HAa OCHOBAHHNH CJICIYIOIIHNX Ha60paT0pHBIX

JaHHBIX:

e aktuBHOCTH ¢ VI mnm ¢. IX menee 50%;
® OTCYTCTBHE JaHHBIX O MPUOOPETEHHOM IreMOPParndecKOM COCTOSIHUU BCIICICTBUE
nosiBieHust uaruouropa x ¢. VIII unu ¢d.I1X.

e Hopmanbnas aktuBHOCT VWF

Huarno3 BB ycranaBnmBaeTcs Ha OCHOBaHWHM CIIEIYIONIUX Ja0OPATOPHBIX

JTAHHBIX:

e cHmwkeHue cnenudpuyeckord axtuBHoctd VWF: pucToMHIMH KO(akTOpHOH
aKTUBHOCTH WJIM/U KOJUIareHcBsi3bIBarole aktuBHOocTH wian  (aktop VIII
CBSI3BIBAIONIEH aKTUBHOCTH (TIpH 1oj03peHnu Ha Ul 2N),

e Juist TMNA 2B: TpOMOOLMTONEHNS, TOJOKUTEIbHBIN PEe3yJIbTaT TECTA aArPEraliy C
HU3KMMHU KOHIIGHTPALMSIMU PUCTOMUIIMHA WM aHAIOroB; (y 3I0POBBIX JIMII
arperaisi € HU3KMMH KOHILIGHTPAaUMSMM JTHUX pEAKTHBOB HHU3Kas WIH
OTCYTCTBYET),

e s Bcex (OpM - OTCYTCTBHE [AHHBIX O MPHOOPETEHHOM TI€MOPpParHuecKoM

COCTOSAHHNH
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¢ I TUIIMPOBAHUA q)OpMBI bB HCO6XO,Z[I/IMO OJHOMOMCHTHO C AaKTHBHOCTBIO

ONpeNENATh KOHIEHTpauuo anturena VWF

[Ipu pemenun Bompoca O cmocode poaopaspemieHuss (BaruHAJIbHOE WIH
OTIEpAaTUBHOE), €CIIM OKHMIACTCA pOXKICHHE peOeHka ¢ reModuaneii, HeoOX0 Mo
BEIOpaTh HanboJee aTpaBMAaTUYHBIN CIIOCO0. BakyyMAIKCTpaKIus SBISETCS OMACHOM
U HE JO0JDKHA TPOBOIUTHCS B OTHONICHWW IUIOJOB, Yy KOTOPBIX TOA03pPEBACTCS
remoduus. [locne pomopaspernieHus xenaTeabHo 0ToOpaTh 00paser] MyrmoBUHHOM
KPOBH B TPOOHPKY C IUTPATOM HATPHUS JJIs ONPEICIICHUs aKTUBHOCTH (aKTOPOB
CBEpThIBaHUS KpoBU. [IpH OIleHKE Pe3yaIbTaTOB HEOOXOIUMO YUUTHIBATH BO3PACTHBIC
ocobeHHocTH. J[0 MOMEHTa NMArHOCTUKH Y HOBOPOXKIEHHBIX C IpeIrnojaraeMoin
reMoQuIneil KenaTelbHO BO3AECP)KATHCS OT BEHEMYHKINN (MCKIII0Yast JUarHOCTHKY
remMopuianM), oTOopa 00pa3uoB KaMWUISIPHOW KPOBHU U JAPYIMX HWHBA3UBHBIX

MaHUITYJISLUI
Jleuenue

B ocHoBe neueHuss OOJBHBIX HEOCIOXHEHHOH (QopMONH TeMODUIUN JIEKUT
cnenuuyeckas 3aMeCTUTENIbHAs Tepanus KOHIIEHTpaTaMu (PaKTOpOB CBEPTHIBAHUS

kpoBu VIII npu remodpunuu A nnm IX npu remodunuu B.

[Tatiuentsl ¢ MHTHOUTOpHOM (opmoil reMopuiIuu A M HU3KOPEATHUPYIOIUM
WHTHOMTOPOM JIOJDKHBI TIOJTyYaTh BBICOKOJO3HYIO TEpamuio KOHIIGHTpAaTOM (hakTopa

VIII, a mpu ee HEdPHEKTUBHOCTH - TEPANHIO TIPeNapaTaMy ITyHTHUPYIOMIETO JEHCTBUS.

[Tauuentsl ¢ MHTHOUTOPHOM (hopMoil reMopuiaMu A M BBICOKOPEArupyIOIUM
UHTUOUTOPOM, HE 3aBUCUMO OT TUTpa MHTUOMTOpa HAa MOMEHT JICUEHHUS JOJIKHBI
NOJIy4aTh TEPANUI0 MpernapaTaMyd IYHTUPYIOLWEro AeHcTBUs. B mopsake UCKIOYEHUs
BO3MOYKHO KPaTKOCPOYHOE MPUMEHEeHHE KOHIIEHTpaToB (akTopa VIII B BRICOKHX M03aX,
P KPOBOTEUEHHUSX, YIPOXKAIOIIUX KU3HU U HE KOHTPOJUPYEMBIX LIYHTHUPYIOIIUMU

npenapaTamu.
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[TatmenTsl ¢ UHTUOUTOPHOM opMoil reModuianu B 10DKHBI TTOTy4YaTh JeUeHUe
npenaparaMy NIYHTUPYIOIIETo EeUCTBUs, He coaepxkamumMu (akrtopa [X. [Ilpumenenue

daktopa [X y HUX MOXET NPUBECTH K aHADUITAKTUYECKUM PEAKIIUSIM.

Jns nedenuss OONbHBIX TemModuiueil HEOOXOAMMO HCIONb30BATh TOJIBKO

OYHNILECHHBIC, BAPYCHUHAKTUBUPOBAHHBIE IIPENIAPATHI.

Jisi mauMeHToB ¢ reModuiued, B HAcToslee BpeMs HET OCHOBAaHUM s
MPEANOYTEHUSI TOW WJIM MHOW TPYNIBI KOHIIGHTPATOB (PAKTOPOB CBEPTHIBAHHS KPOBH:
IUIa3MEHHBIX,  COAEpKaluX WM He coiaepxkammx (daktop Bunnebpanna,
pekoMOuHaHTHBIX. OJTHAaKO, B MEPBbIC AMU30/1bl BBeACHUS (mepBbie S0 THEN BBEICHUS )
HEO0OXOJIMMO MPUMEHSThH TOJIBKO T€ Mperaparhl, KOTOPbIE MPOXOIUIN UCCIIECIOBAHUE B
Ipynmne MpeABapUTENIbHO HE  JICYEHHBIX [MAIMEHTOB W  MOKA3aJld  HU3KYIO

HMMYHOI'CHHOCTbD.

[lockonbKy uacTrasg cMeHa HauMeHOBaHMU mnpemnapatoB ¢akropoB VIII u IX
IPUBOJUT K TOBBIIICHUIO PUCKA Pa3BUTUSI UHTUOUTOPA, JKEIATEIbHO CO34aTh YCIOBUS
JUTSl IPUMEHEHHS] TAMEHTOM OJIHOI'O HAUMEHOBAaHHUSI B TEYEHUH JIMTEILHOTO BPEMEHH,
JaXKe Ha MPOTSHKEHUH MHOTUX JeT. [Ipy 3ToM npeAnoyTeHue oTaaeTcs ToMmy npenapary,
KOTOPBIM JIydllle BCEro MEPEHOCUTCS MALMEHTOM, UIMEET JIyulne (hapMaKOKUHETHUECKHE

ITOKa3aTeNu U HanboJee yn06eH B UCIIOJIb30BAHUH HUCXOO N3 KOHKPCTHBIX YCHOBHﬁ.

[Tpu G6one3nn BumeOpanma 3aMmecTUTENbHAS TEpAMys IPOBOIUTCS TIperapaTaMH,
conepxkamumu paxrop Bunnebpanna: konnentpat ¢VII ¢ VWF unu nzonupoBaHHbIN
kouuentpar VWEF. Ilokazanbsl mpemnapathl, 3()PEKTUBHOCTH KOTOPBIX NpH OOJIE3HU
BunneOpanna Obula JOoKa3aHa B KIMHMYECKMX HccieqoBaHusAX. [Ipu mpumeHeHuun
M30JUpOBaHHOTO KoHIeHTpaTta VWF isi OCTaHOBKM KPOBOTEYEHHMS Y TMAIMEHTOB C 3
TUTIOM WJIY TSDKEBIM 1 TUIIOM JOTIOJIHUTENBHO MOKa3aHo BBeAeHue KonieHTpara ¢ VIII.
VY manmeHToB ¢ HeTshkenbiMu (popmamu Oone3nn BueOpania BO3MOKHO IPUMEHEHUE
nmpenaparoB jJecMonpeccuHa. [IpuMeHsATh TOCIeTHUNH BO3MOXKHO TOJIBKO TIOCHE

MPOBEICHUSI TECTOB, OKa3bIBatOIINX €ro 3¢ pexkTuBHOCTD. [I[pruMeHenue fecmornpeccuta
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y ,Z[CTCﬁ a0 4 ner IMPOTHUBOIIOKA3aHO. B kauectBe JOITOJIHUTCIIBHOT'O MJIM OCHOBHOI'O

JICUCHUS ITOKA3aHO ITPUMCHCHUC I/IHFI/I6I/ITOpOB (1)H6pI/IHOJII/I33..
3amMecTUuTeIbHas TCpaIus

Jst remopunuu u Oonesnn BummeOpanaa mpu mpoduiIakTUKE W OCTaHOBKE

KpOBOTe‘-IeHI/Iﬁ H€O6XOI[I/IMO MPpUACPIKUBATHCA CIACAYIOIHUX ITPUHIUIIOB!

® 3aMECTUTENIbHAs Tepanusl JO0DKHA IMPOBOIAUTHCS KaK MOYKHO paHbIIE IMOCIE
TpaBMbl WM MOSABICHUS (OOBEKTUBHBIX WJIM CYOBEKTHBHBIX) IPU3HAKOB
KPOBOTEUEHHUSI (KPOBOUBIHUSHHUSA ), ONTHMAIBHO — HE 0oJiee 2 4acoB

e Cpa3y JO0JDKHA BBOIUTHCS 3(pPeKTUBHAs 1032 MpenapaTa

® IIpU OCTAHOBKE KPOBOTEUEHUH U3 PaH HEOOXOIUMO MPOBOJUTH MEPOIPUATHUS JIS
o0ecrieueHnss MEXaHMYeCKOro OrpaHUuYEHUsi KpOBOTEUEHHs (YIIMBaHHUE paH,
TaMIoHaaa u Jip.)

e npoduiIaKkTHUECKas  3aMECTUTENbHAs  Tepamnus  MPEeANOYTUTEIbHEE, YeM

3aMECTUTENIbHAS T€PAIUS MTOCIE PA3BUTUS KPOBOTECUEHHUS
OcHoBHBIE (POPMBI TPOBEICHUS 3AMECTUTEIHLHOM TEpauu:

Jleuenne ocTpeix KpoBoTeueHuil. IIpoBoauTCs 1P pa3sBUTUU  OCTPOrO
KPOBOTEUEHHUSI Y MAIIMEHTOB HE3aBUCUMO OT TsKECTH 3a0osieBanus. [Ipenapar BBoguTCS

A0 MOMCHTA OCTAHOBKH KPOBOTCUCHMUS.

o [locTossHHass mpodunakThka (MpoduiIaKTUKa pPA3BUTHA TMOPAKEHHUM OMOPHO-

JIBUTATEJILHOTO amnmapara).

[TokazaHusiMuU 17151 IPOBEICHUS IOCTOSIHHOM MPOPUITAKTUYECKON 3aMECTUTENBHON

TCpAIIuU ABJIAOTCA:

e [lanuents! ¢ Tskenon Gopmoit remopunuu A u B. Tlokazana Bcem nmanueHTam ¢
Tsokenoi remopunueit. Haunnaercst mexay 1 v 2 ronaMu Wil mocie pa3BUTHS
IIEPBOTO 3MM30/a remMapTpo3a. [1o ycMOoTpeHuIo 1edaniero remaToaora BO3MOXKHO

OoJiee paHHee HAYAJIO.

HpOBOI[I/ITCﬂ IIOCTOAHHO, ITOKN3HCHHO.
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e [lamuentsl ¢ Oonesnn BumneOpanma tun 3 wim Tsokensit tun 1. [lokazana
(HaumHaeTcs) mpu pa3BUTHU 1 — 2 3mu3010B remMapTpo3oB. Ilo ycMoTpeHuro
JISYaIero reMaToJiora BO3MOXKHO OoJiee paHHee Hadaso. [IpoBouTCs TOCTOSHHO,
MMO>KU3HEHHO.

e [lamuentam ¢ akTUBHOCTBIO (hakTopa Oosee 3% MOCTOSTHHOE WM JJIUTEIIbHOE
PO HIIAKTHYECKOE JICUeHNE HEOOXOIUMO TPH TOBTOPHBIX KPOBOWBIHUSHUSX B
CyCTaBbl, TOSIBJICHUH NPU3HAKOB CHUHOBHUUTA WJIM apTPOIATHH, BBIPAXKEHHBIX
reMOpPpParuyecKux MPOSBICHUAX, TPEOYIOIIMX YaCThIX BBEACHUN KOHIICHTPATOB

(bakTOpOB CBEPTHIBAHMUSI.

[lepBuunass  mpoduinakTuka  sBiseTcss  HambOonee  A(P(EKTUBHOM  id
IPENOTBpPALICHUS] TOPAXXEHUs ONOpPHOABUIaTesbHOro ammapara. Cpoku  MOTyT
U3MEHSATHCS B 3aBUCMUMOCTH OT COCTOSIHUSI BEHO3HOT'O JOCTYIA, KIMHUYECKOTO TEUEHUS
reMo(uINm, NPaKTUYECKUX BO3MOKHOCTEH OpPraHU3ally MOCTOSHHOM 3aMECTUTENbHON

TEparvu.

[Ipu xpoBoTOUMBOCTH BBOAAT KpHomnpenunurar B go3e 30 EJI/kr (50 EJl/xr npu
BHYTPUUYEPEITHOM  KPOBOM3JIMSHUM) JIBOXAbl B CYTKU. JledeHue JOMOJIHSIOT

TIEpPeTMBAHUEM CBEKE3aMOPOIKEHHOM T1a3mbl 25 Mir/kr [1].

[Tpu remounuu A ¢ 3aMeCTUTETHHOM 1ENbI0 UCTIONB3YETCS aHTUTEMO(PUITHHBIN
rio0ynuH. Jlo3a npenapara 3aBUCHUT OT TSXKECTH KpoBoTeueHUs. CUUTAIOT, UTO BBEJICHUE

1 EJI/kr noBsImaeT akTuBHOCTH (hakTopa Ha 2 % [1].

[Ipu remodpunuu B ¢ 3amecTUTENbHON 1IENIbIO BBOAST KOHIEHTpAT dakropa |X
BHyTpuBeHHO OomocHo B no3e 30-50 EJI/kr m maxe 100 EJI/kr mpu MacCHUBHBIX

KPOBOTEUEHHUSIX JIBAXKbI B CyTKH [1].
Baxunamnus

[Maupentsr ¢ remodunuedn u  Oone3Hbto BuineOpanta Moryr  ObITh
BaKIIMHUPOBaHbl. OCOOEHHO BaKHO BaKIMHAIMs NpoTUB renaruta B. [lpu BaknuHanmu
NPEANOYTEHUH OTAAETCS OpajbHOMY WM TMOJKOXHOMY BBEIEHHUIO IIpernapara, o

CPaBHCHHIO C BHYTPUMBINICUYHBIM HWJIN BHYTPHUKOKHBIM. Ecau JJIA HaHHOfI BaKIIUHBI
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JOCTYIIEH TOJIBKO BHYTPHUMBILICYHBIA IIyTh BBEICHHMs, MALMEHTA C TSDKEIOH U
CpeIHEeTsDKeIon TeModuiIiel, TsSHKeIbIM TeueHreM 0oJie3Hn BuiuteOpanTta HeoOxoanma
3aMECTHUTENIbHAsT Tepanus sl NMPEJOTBPALEHUS Pa3BUTUSA TeMaToMbl. ONTHUMAIBHO
IIPOBEJICHUE BAaKIIMHALIMY Yepe3 CYTKH MOCie BBEAEHU KOHIEHTpaTa (hakTopa. Bompoc
O BaKLMHAIMU MallMeHTa ¢ MHTUOUTOPHOHN (HOpMOI reMoPIIny KaXkJIbIil pa3 periaercs

HHIWBUYAJIbHO.
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Penxue xoarynonatuu: nepunut Gpaxkrtopos ceepreiBanus kposu I, VII, X

K penkum HapymieHHWsM CBEpPTHIBAHHS KPOBH  OTHOCSAT  MOHOTEHHBIC
KOAaryJjonaTHH, BbI3BAHHBIE JEe(QUIMTOM IIJIa3MEHHBIX OEJTKOB, YYacTBYIOIIUX B
reMocrase, He oTHocsuecs K 6osne3nu Bumnebpanga u remodunuu A win B. Onu
BKJIIOUAIOT HAcJeACTBeHHbIe AehuuuThl (UOpHUHOTEHa, NPOTpOMOMHA, (HAKTOPOB

ceepteiBanus kposu V, VII, X, XI, XII, XIII [4].

[Tpuunnamu pazsutust PHCK siBnsieTcs, kKak mpaBHIIo, peLIECCUBHOE HACIEI0BAaHNE
YHUKQJIBHOTO WIH PEIKUX HYKICOTUIHBIX M3MEHEHHM B Te€HaX, KOJIUPYIOLIUX
KOaryJisiHUOHHBbIE (PAKTOpbI, WM B OeliKkax, HEOOXOAUMBIX JIJIsl MOCTTPAHCISALMOHHBIX
Moaudukaunii gaHHbIx (axtopoB. PHCK Hanbonee pacnpocTpaHeHbl B 3THUYECKUX
Ipynnax, B KOTOPBIX HPHUHSITHI OJIM3KOPOJICTBEHHBbIE Opaku, BCIEICTBUE OOJbIIEH

BEPOSITHOCTH TOMO3UTOTHOTO HOCUTEIILCTBA Jie(heKTa reHa.
Hedunur daxropa cBepTeiBanus kpoBu |l (mporpomOuH).

HacneactBennoe HapymeHnue ¢akropa cBepreiBanuss kposu II (FII) -
OpOTPOMOMHA —  ayTOCOMHO-PELECCUBHOE  3a00JIeBaHUE, XapaKTepHU3yrolleecs
CHM)KEHUEM aKTUBHOCTU MPOTPOMOMHA B IU1a3Me, OOYCIOBIEHHBIM KOJIMYECTBEHHBIMU
(rUmoNMpPOTPOMOMHEMHS) WM KauyeCTBEHHBIMHU (AUCIIpOTpoMOUHEMUs) AedeKTaMu B
ctpykrype Oenka FII. Pacnpoctpanennocts aeduruta FII B OGonpmmmHCTBE cTpaH

coctasigeT 1 manuent: 2 000 000 naceneHus.

FIl — rmukonpoTenn, obpazyercs B meueHu B npucyrctBuu ButamuHa K. Iloa
BIIUSIHUEM aKTHBHPOBAHHOTO (pakTopa cBepThiBaHUs kpoBH X (FXa) B nHunmupyromiei
daze  KOaryJsAIMOHHOTO Kackajga ¢  NpoTpoMOMHA3HOro  KomIuiekca  ((aza
aMIUTU(UKALIMK ) IEPEXOAUT B TPOMOUH. TpoMOUH, B CBOIO OYepe/lb, AKTUBUPYET APYTHe
IUIa3MEHHbIE O€JIKU CBEPTHIBAHUS KPOBH U TPOMOOILIMTHI ¢ KOHEYHBIM (POPMHUPOBAHUEM

(GbuOPUHOBOTO CTYCTKA.
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HNedurur FII oOycnoBnen BapuanusiMu B F2 rTeHe, KOTOphI KOAUpPYET
npotpoM6OuH. He cymecTByeT npsimoit koppemsiuu Mexay F2 renotunom u pernotunom

3200JI€BaHUA.

Manudecranus gepunura |l y nereit MOoryT ObITh MyMOYHbIE KPOBOTCUCHUS WIIH
kpoBomznusinug B I[HHC. BaxHO mNOMHUTH, YTO XapaKTepHOHM OCOOEHHOCTHIO
HOBOPOXKICHHBIX ABJIACTCS (PU3HONOTHUECKOE CHIKEeHUE akTuBHOCTH |l dakTopa 10 26-
70%. HopmanbHbix 3HaueHuii akTuBHOCTH Il Qakropa mocturaer x 6 MecsuHOMY
Bo3pacty. [loatoMy, ycranoBnenue nuarnosa aeduiuta Il pakropa y HOBOPOKIEHHBIX
TpeOyeT 0053aTEIbHOTO CPaBHEHHUS TOJYYEHHBIX pE3yJbTaTOB J1aOOPaTOPHOIO
UCCIIEIOBaHMs ¢ pe()epeHCHBIMU HHTEPBAJIaMU JIOIYCTUMBIX B HEOHATAJIbHOM NEPUOE
3HAUYECHUU WM oOcleoBaHUE MalMeHTa IO0cJe PYTUHHOIO Ha3HauyeHus BuTamuHa K.
HeoOxoaumo moBTOpHOE 00CIEAOBAaHME MAIMEHTa IOCHE JOCTHXKEHUS 6-MECSUHOTO

BO3pacTa [6].

[Tpu runonporpomOunemuu ¢ aktuBHOCTHIO FII < 10%, kak mpaBuiio, oTMevaroTcs
0oJiee TSKeIble KPOBOTEUEHHUSI IO CPABHEHUIO C KPOBOTECUEHHUSIMU, BOSHUKAIOIUMU MPU
aktuBHocTd FII > 10%. B nmocneanem cimyyae HanboJiee TUIIMYHBI JIETKUE U YMEPEHHbIE

KpPOBOTCUYCHU:A U3 CIIN3UCTBIX 000JI0YEK.

JI1st nucnpoTpoMOMHEMUHM XapaKTepHa ciadasi B3aUMOCBS3b MEXKAY KIIMHUUECKUM
U 1abopaTopHbIM (DEHOTUTIOM 3a00JIeBaHUS. Y TETEPO3UTOTHBIX HOCUTENEH neduimra
FII B GonpmmHCcTBE ciy4yaeB ompenensiercs aktTuBHOCTh FII B mpenmenmax 40-75% c

ACHMITTOMHBIM TCUCHHEM 3a00JIeBaHUSI.
Jlnarnocruka
Koarynonorudeckoe o0cienoBanrne mpoBOIUTCS MOITAITHO:

IlepBbiii  3Tan. Koarynosormdeckuii  CKpUHUHI TpU  MOJO3PEHUM  HA
reMopparuyeckue COCTOSIHUA BKJIFOYACT AKTUBUPOBAHHOE YaCTUYHOE

TpomOoriactuHoBoe Bpemsi (AUTB), mporpom6uHoBoe Bpemsi (IIB), TpomOunoBoe
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Bpems (TB), konuenrpaumio ¢udbpunorena (mo Kiayccy), Bpemsi KpoBOTEUEHUS
CTaHJAPTU30BaHHBIM METOJOM (Hampumep, no AWMBH) U HUHCTPYMEHTAIBHYIO OLICHKY

(GbyHKIIUU TPOMOOIIUTOB.

Ha ocHoBe 3THX TECTOB MOYKHO ONPEAECIUTh THUI HAPYIIEHUS CBEPTHIBAEMOCTH
kpoBu. [nsa nepunura FII xapakrepno yBenmunuenne AUTB u IIB mpu coxpaHenuu

APYIruX BBIIICYKA3aHHBIX MoKa3areiicy B npcaciiax HOpMaJIbHBIX 3HAYCHUM.

Bropoit stan. Bemonnsercs nns Bepudukauumu Hamuuusa nepunurta FII mpu
obHapyxenuu nposionrupoBannoro AUTB u [1B. Ucnonb3yercs oqHoCTaquiHbBIN METOT
onpenesnieHuss akTUBHOCTH FII, OCHOBaHHBIM Ha MNPOBENECHUHM pacyeTra II0 KPUBOMU
3aBucumoct [IB oT %-Horo conepkanusi (pakTopoB MPOTPOMOMHOBOTO KOMILIEKCA,

ITIOCTPOECHHBIN C UCTIOJIB30BAHUEM PA3JIUYHBIX PA3BEACHNUN KOHTPOJIBHOM IJIa3MBl.

Tpernii srtan. Ilpu BbIABIEHHOM CHMKEHHM akTtuBHOCTH FII  BO3MOXKHO
npoBesieHrne UMMyHOGepMeHTHOTO aHanu3a antureHa FII ¢ nensio Bepudukanuu rumno-
Wi gucnporpomMOunemun. [IpumMeHeHHe METOJUK C HCIOJIb30BAHHEM Pa3UYHBIX
3meunbix a710B (Echis carinatus, Taipan u textrarin) mo3Bojsier gudpepeHIupoBaTh

HEKOTOpbIE BAPUAHTHI JUCTIPOTPOMOUHEMHUH.

Crnenyet UMETh BBUAY BO3MOKHOCTh HAIMYMS MpuodperenHoro nedunura FII npu
BOJIYAHOYHOM AHTUKOATYJSIHTHOM THIIONPOTPOMOMHEMHYECKOM CHHIPOME, KOTOPBIN
OTIIMYAaeTCsl OT HacileAcTBeHHoro pAepuuura FII mo KIMHUYECKOMY TEUYEHUI0 U

MPUCYTCTBHUIO aHTU(HOCHOIUITHUIHBIX aHTUTE.

B ocHoBe neuenuss manmentoB ¢ gedpunmrom FII nmexut cnenuduyeckas
3aMECTHUTENIbHAsl Tepanusi KOHLeHTpaTamu mnporpomOuHoBoro komiuiekca (KIIK). B
Hacrosiee BpeMs B P® 3apeructpupoBanbl 2 KIIK: ®akTopbl cBEpThIBaHUSA KpPOBH
ILVII, IX, X B koMOuHanmu (MpOTPOMOUHOBBIM KOMITIEKC) U (haKTOPhI CBEPTHIBAHMUSI
kpoBu II, IX u X B komOunanuu. KIIK cogepxat npuOIn3uTeabHO paBHOE KOJIUYECTBO
daktopa cBepthiBanusi kpoBu IX (FIX) m FII ¢ skBuBajeHTHON akTUBHOCTHIO. [Ipm

BBegeHnr 1 ME/kr maccel Tena manuenTa aktuBHOCTH FII moBeImaeTcs, B cpeiHeM, Ha
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2% (BocctaHoBinenue axktuBHOcTH FII — Ttect BoccranoBinenuss = 2). Ilepuop
nomyBeiBenenuss  FII  coctaBnser 60 wacoB. Takum oOpa3om, craHmapTHas
tepaneBTryeckas mgo3a KIIK 20-30 (FIX) ME/kr maccel Tena manyeHTa IMOBBIMIAST

aKTUBHOCTH I1azMenHoro FII mo 40-60% [4].

CTpOFO PCKOMCHAYCTCA UCIIOJb30BATh OYHMIICHHBIC, BUPYC-UHAKTHBHPOBAHHBIC,

masMaTudeckue win pekomonHantHeie KIIK [4].

Yaiie Bcero UCnonb3yeTcs: 00M0cHas HHPY3HsI CO CKOPOCTHIO, PEKOMEHJOBAaHHOM
npousBoauTesieM. Bo3MOXXHO puMeHeHHe HeNpephIBHOW UH(Y3UHU, €CITU Pa3BeIeHHbIN

npcrapaTr MOKCT AO0JII'O COXPAHATH AKTUBHOCTDb B paCTBOPC [4]

B ciay4dae HEJIOCTYITHOCTH KIIK BO3MOKHO HCTO0JIb30BAaHUE
KapaHTUHU3UPOBAHHOM cBexe3amopokeHHoH mia3Mel (C3I1) B no3e 15-25 mur/kr maccsl
Tela TalMeHTa, TOBBIMIAONMed Ia3MeHHyro akTtuBHOCTH FII g0 30-40%.
Hcnonb3zoBanue C3I1 BO3MOKHO B MCKIIFOYUTEIBHBIX CIy4YasiX U HE JOJDKHO SBISATHCS

MMOCTOSHHOM MTPAKTUKOM [4].
CaeneHuii 0 BO3MOXHOM BO3HUKHOBEeHUH ajutoanTuten k FII He umeercs [4].
Hedunut pakxropa cBepthiBanus kpou VII (IpOKOHBEPTHH).

Hedunut dakropa cepteiBanusi kposu VII (FVII) — napymienue cBepThiBaHUS
KPOBH C ayTOCOMHO-PEIIECCHBHBIM THUIIOM HAaCIEAOBaHUS, MPHU KOTOPOM CHHKCHUE
aktuBHOCTH FVII B murazmMe 0O0yCIIOBIIEHO KOJIMYECTBEHHBIMH HJIM KauyeCTBEHHBIMU
nedexramu B cTpykrype 0enka FVII. O0memupoBas pactipoCTpaHEHHOCTh — 1 MarueHT

Ha 500 000 HaceeHus.

[Tpubnuzutensuo 99% FVII uupkynupyer B 1uia3Me B KauecTBE HEAKTUBHOIO
suMoreHa u Jumib 1% - B aktuBHOU Gopme (FVIIa). [locnennuit coenquusercs B Mecte
NoBpexJieHus cocyaa ¢ TkaHeBbIM pakrtopoM (TD). Kommekc TD-FVIla renepupyer

nononHuTenbHOe obOpasoBanue FVIla w3 3umorena FVII u aktuBupyer daxtop
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ceepthiBanus kpoBu X (FX) wm FIX, ywacTByromme B reHepanuu TpoMOWHA B

WHULMUPYIOIIEH a3ze CBepThIBAaHUS KPOBHU.

Hedumur FVII ob6ycnosnen penkumu HapyiieHUs MU B F7 reHe, kKogupyromem
FVII. HauGonee yacto onpeaenstorcs oTkioHeHus B F7 nmpoMoTtope. MHBepcuu HHTpOHA
7 m sk3oHa 8 Berpevarorcs y 30% B oOmiei momysisiuuMud U BIUSIIOT Ha 0a30BYIO
aktuBHOCTh FVII. D10 MoOXkeT OBITh NPUYMHOW KIMHUYECKOW H J1abopaTopHOM
BapuabenbHOCTH (eHOTUNOB y mnauueHtoB ¢ aeduiurom FVII, onmnHako, 3TOro
HEJIOCTATOYHO JUIsl CHWKEHUs akTUBHOCTH FVII 1o ypoBHEN, acCOLMMPOBAHHBIX C

pPa3BUTHEM KPOBOTCUCHUU.
Jlnarnoctuka
Koarynonorudeckoe o6ciieioBaHue IPOBOJIUTCS TOITAITHO:

IlepBbiii  »ran. KoaryjaojJorMuyeckuil CKpUHHUHI IpU  INOJAO3PEHHH  HA
reMopparuyeckue coctosHus BkirovaeT onpeneineaue AYTB, I11B, TB, koHeHTpaluio
¢ubpunorena (mo Kiayccy), Bpemsi KpOBOTE€UYEHHS CTAHJIAPTU30BAHHBIM METOIOM

(Hanpumep, 1o ABH) U UHCTPYMEHTAIBHYIO OLEHKY (DYHKIIUM TPOMOOLIUTOB.

Ha ocHOBe 3THX TECTOB MOYKHO OIPENEIIATH TUIl HAPYILUECHHsS CBEPTHIBAEMOCTH
kpoBu. g gepuuura FVII xapakrepno yBenumuenue I1B npu coxpanennn AUTB u

JPYTUX BbIIEYKA3aHHBIX MIOKA3aTEJIEN B MPEIeJIaX HOPMAJIbHbBIX 3HAUCHUN.

Bropoii stan. Bemonusercs s Bepubukanuu Hamumuus aedunura FVII npu
oOHapyKeHUU MPOJIOHTUPOBAHHOTO I1B. Ucnonb3yercs OJHOCTAJUHBIN
KOJIMYECTBEHHBIM MeToA —omnpeneneHuss axktuBHocthn FVII ¢ ucnons3oBanuem
CHEIUATBHBIX JUATHOCTUYECKUX HAOOPOB, B COCTAB KOTOPBIX BXOMSIT 00pa3Ilbl TUIa3Mbl,

maiuenasle FVII.

Tpetuit sran. C uenpto auddepennuanuu kadectBeHHoro naedexra FVII ot
KOJIMYECTBEHHOTO BO3MOXXHO IPOBEACHHE HMMYHO(DEPMEHTHOTO aHaln3a aHTUTECHA

FVII.
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I[Ipu mo06om yanuHenun [IB  momkHBI  OBITH  MCKIIOYEHBI BCE  BUJBI
npuoOpeTeHHoro aedunuta ¢GakTOpoB MPOTPOMOMHOBOTO KOMILIEKCA, B TIEPBYIO
ouepe/lb OOYCIIOBJICHHBIC TSXKEJION MATOJIOTUEH TEYEHU, MEXAHUYECKON JKENTYyXOM,
TOKCUYECKUM JEHCTBUEM AHTUKOATYJISIHTOB HENPSIMOTO JEWCTBUS, JHAOTEHHbIM K

TUIIOBUTAMHHO30M [4].
JlekapctBenHas Tepanus aepunuta FVII

Jis KyIIUPOBaHUS WIH MIpEeAYPEXICHUS KPOBOTEYECHHI npu
TMIIONIPOKOHBEPTUHEMUN  HUCHOJB3YETCS ANTarok anb(pa (aKTUBUPOBAHHBINA) —
pEeKOMOMHAHTHBIN akTUBHPOBaHHBIN FVII. Y HOBOPOXIEHHBIX, HE UMEIOIIUX CEMEUHOTO
aHaMHEe3a HaJIW4yusl TOKEIbIX KpoBOTE€YEHUH, HO ¢ aktuBHocThio FVII<1-5%,
1enecoo0pasHo  MPOBEACHHE  KPAaTKOCPOYHOM  NPOQMIAKTHKM — SNTarok  aibgda
(axTuBUpoBaHHBIM) B a03¢ 20-40 MKI/KT Macchl Teja malueHTa 3 paza B HEACNIIO /0

JNOCTHXKEHUA 6-12 MeCIYHOTO BO3pacTa.

VY HoBOpoOXAeHHBIX ¢ aAchunmuToM FVII cyiiecTByer omacHOCTh BO3SHUKHOBEHUS
cnoHTaHHbIX KpoBomsimssHud B [HHC winm nynmouneix kpoBoreueHuit. [lpyrue

MPOSIBJICHUS] TEMOPPArun4eckoro CHHAPOMA HEXAPaKTEPHBI.

®uznonorunveckas aktuBHocThb FVII mpu poxnenun cocrasmser 28-104% wu
JIOCTUIaeT HOPMAJIBHBIX 3HaYEHUH K 6-MecsuHOMMY Bo3pacTty. [loaToMy, ycTaHOBIIEHHE
muartoza gepuuurta FVIlI y HOBOpoxIeHHBIX TpeOyeTr o0sA3aTeNbHOTO CpaBHEHUS
NOJyYEHHBIX  PE3YyJbTaTOB  JAOOPATOPHOTO  HUCCIENOBaHMUS C  pedepeHCHBIMU
uHTepBanamMu. Heo6xoauMo noBTOpHOE 00CiIeI0BaHKE MalMEeHTa Oocje JOCTHXKEHU 6-

MECSIYHOTO Bo3pacTa [4].
Hedunut dhaxTopa cBEpTHIBAaHUS KPOBU X

Hedurut pakropa cBepThiBaHus kpoBH X (FX) — HapyIieHre B IJ1a3MEHHOM 3BEHE

remocraza € ayToOCOMHO-PCHCCCHUBHBIM THUIIOM HACJICIOBAHUSA, XaPAKTCPUIYIOIICCCIA
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CHMXCHHUEM AKTHBHOCTH FX, O6YCJ'IOBJ'ICHHI>IM KOJIMYCCTBCHHBIM HJIM Ka4YC€CTBCHHBIM

nedexramu B 6enke FX.

PacnpoctpanenHocts 3a0oneBanus 1 mamuent: 1000000 nacenenusi. AKTUBaNUS
FX nmpoucxonut B mHULIUHUpPYIOIIEH (a3ze CBEPThIBAHUS KPOBH MPU YUACTUH KOMILIEKCA

T®-FVlla u B paze ammnudpukanuu ¢ TeHa3HBIM KOMIUIEKCOM.

AxtuBupoBaHHbeii FX (FXa) u ero ko-gakrop, hakTtop cBEepThIBaHUSA KpOBH V
(FV), Bxomar B coctaB mpoTpoMOuHazHoro komiuiekca. [ledummr FX BwI3bIBacTCS

pa3IMYHBIMU HapyIIEHUAMH cTpYKTyphl reHa F10, konupyromero FX.

Tsxenpie KpoBOTEUEHUS HanOoJiee XapaKTEepHBI ISl MAIIUEHTOB C aKTUBHOCTHIO
FX < 10%. ¥V manuenTtoB ¢ aktuBHOCTBIO FX > 10% oTMeuaroTcs, Kak mpaBuilo,
YMEPEHHbIE U JIETKHE KPOBOTEUYEHHUS M3 CIM3UCTBIX 000JI0YEK, KPOBOTEUYEHUS TOCIIEC
XUPYPruIeCKUX BMEIIATEIbCTB UJIM aCUMIITOMHOE T€UeHHUE 3a00JieBaHus. TeM He MeHee,
B PsJIC CIy4aeB PETUCTPUPYIOTCS TSAKEIbIC MPOSBICHUS TEMOPPATUUECKOTO CUHIpPOMA Y
auil ¢ aktuBHOCTRIO FX 0-39%, ykaspiBas, TaKuM 00pa3oM, Ha OTCYTCTBHE MPSIMOU

KOppeiinuu MCKAY KIMHUYCCKUM U J'Ia60paT0pHBIM Q)GHOTHHOM 3a00J1eBaHMS.

KpoBomsmussauss B LHHC, kpoBoreuenumss u3 cimsuctbix JKKT, remaprpossr
OTMEYAIOTCS Yy MAIMEHTOB ¢ aKTUBHOCTBIO FX < 2%. VYV reTepOo3uroTHsIX HOCUTENEN
nedunura FX B OonbImIMHCTBE ciiydaeB akTHBHOCTH FX coctaBmsieT okono 50%,

reMOpparuyecKux MposBICHUH 3a00I€BaHNS HET.
Jlnarnocruka
Koarynomoruueckoe o6ciieoBaHrue IPOBOJIUTCS TTOITAITHO:

IlepBbiidi  3Tan. Koarynosormdeckuii  CKpUHUHI TpU  TOJO3PEHUM  HA
reMopparnyeckue coctosHus Bkirovaet onpeneneHue AUTB, T1B, TB, koHueHTpanuto
¢ubpunorena (mo Kiayccy), Bpemsi KpOBOTE€UEHHS CTAaHJIAPTU30BAHHBIM METOIOM

(Hanpumep, 1o ABH) U UHCTPYMEHTAIBHYIO OLEHKY (DYHKIIUH TPOMOOLIUTOB.



31

Ha ocHOBE 3THX TECTOB MOXHO ONPENEIUTH TUI HAPYLICHUS CBEPTHIBAEMOCTH
kpoBu. Jns nedunmra FX xapakrepno yBenmuuenue AUTB u IIB mpu coxpanenuu

APYIuX BBIIICYKA3aHHBIX MoKa3aTelicy B npcaciiax HOpMaJIbHBIX 3HAYCHUM.

Bropoii stan. Bemonnserca mis Bepupukauuu Hanmuuusa nedunura FX npu
oOHapyxeHuu mnpojoHrupoBaHHelx AUTB wu ITIB. Hcnonb3yercs oIHOCTaIUMHBIN
KOJINYECTBEHHBIN METOJ OITPEEIICHUS aKTUBHOCTH FX ¢ MCMOIb30BaHNEM CITELIMATIBHBIX
JMAarHOCTUYECKUX HA0OPOB, B COCTaB KOTOPBIX BXOAAT 00pasiibl IJ1a3Mbl, TUlIeHHbIe FX.
Hns nuddepennuanbioi auarHoctTuku ¢ jaedunurom FVII Bo3MoxkHO TpoBeeHHe

KOaryJsiiuOHHBIX TCCTOB C AJaMH I'aIIOKHU Paccena n TTOP3HI.

B ClIydyac HaJIn4dusd I/I3OJ'II/IpOBaHHOI71 THIIOITPOKOHBCPTUHCMHUHU HCIIOJIBb30BAHUC

JAHHBIX aKTUBAaTOPOB HE NPUBOAMT K yBenuueHuto AUTB.

Tperuit stan. C nenbto auddepennmanuu kayecTtBeHHoro aedexkra FX ot

KOJIMYECTBEHHOTO BO3MOYKHO MTPOBEICHIE UMMYHO(DEPMEHTHOTO aHamu3a antureHa FX.
Jledenue TO ke, YTO U MPH APYTUX PEIKUX TeMOPIITHSIX.

VY HoBOpOXIEHHBIX ¢ neduiurom FX MOryr BO3HHUKATh CIIOHTAHHbBIC
kpoBomznusiHug B [IHC wnu nynounelie kpoBoTeueHus. Ousnonornyeckasi akTUBHOCTb
FX npu poxnennn cocrabiser 12-68% wu moBwimaercs K 6-MECSYHOMY BO3pACTY.
[loaToMy, ycTaHoBieHHe JuartHo3a Jaepuuutra FX y HOBOpPOXKIEHHBIX TpeOyeT
0053aTEILHOTO CPABHEHHS TIOJYUYCHHBIX PE3yJbTAaTOB J1a0OPATOPHOTO MCCIIEIOBAHUS C
pedepeHCHBIMU MHTEpPBaJaMU JOMYCTUMBIX B HEOHATaJIbHOM MEPUOJE 3HAYCHUM WU
oOcrefioBaHe TaIMEHTa MOcie pyTHHHOro HaszHaueHus BuTamuHa Kl. Heobxomumo

IIOBTOPHOC O6CJ'I€I[OBaHI/Ie ImHanrucHTa I10CJIC JOCTHIKCHU A 6-MECSITYHOTO BO3pacTa.

1. ¥V kaxaoro TpeThbero HOBOPOXKJICHHOTO MPUYMHOM reMO(UiInu B HACTOSILEe

BpCM:I ABJIACTCA CIIOHTAHHAA MyTallus.

2. Tlpu mosiBNIEHWM TEPBBIX KIMHUYECKHX MPU3HAKOB TeMODUINU B TEPUOJIC

HOBOPOXKXACHHOCTH 3a00JIeBaHNE BIIOCJICACTBHH UMCECT TAXKECIIOC TCUCHHC.
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3. Ilpu manudectanmu reMoQuiud B TMEPHOJE HOBOPOKIACHHOCTH U pPaHHEM
BBEJICHUM 3aMECTUTENBHBIX (DaKTOPOB CBEPTHIBAHHSA KpPOBU BBICOK PHCK Pa3BUTHUS

HHTUOUTOPHOM (hOpMBI FeMODUITUN
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JIucCEMUHUPOBAaHHOE BHYTPUCOCYUCTOE CBEPTHIBAHUE KPOBU
JBC-cunapom — 310 npuoOpeTéHHas, BTOpUYHAsl OCTpasi MaToJIorusl TeMOCTasa,

COIYTCTBYIOILAsl TOJBKO KPUTHYECKOMY cocTosiHuio. JIBC-cuHApOM OTHOCHUTCA K
KoarynonatusiMm  motpebienuss  (coagulopathy  consumptive), mnpu  KOTOPBIX
NOTPEOIAIOTCA KOMIIOHEHTH! CBEPTHIBAIOIIEH M, YTO CAMOE BaXKHOE C TOYKU 3PEHUs
ucxona 3a0oyieBaHMsl, — MPOTUBOCBEPTHIBaIONIEH cucteMbl kpoBHu. Kinnnndecku JIBC-
CHUHJIPOM MOKET COMPOBOXKIAThCS KaK KPOBOTEUCHHEM, TaK U TPoMOO3aMH B 30HE

MUKPOIUPKYJISAINN ¢ HOPMUPOBAHUEM MOJTUOPTAaHHON HEIOCTATOYHOCTH [7].

JABC-cunapom — mnpuyuHa KpoBoTedeHHH y 8-15% OOJBHBIX HOBOPOXKIEHHBIX B

OPUTH, HaxoaAuxcst B KpUTHIECKOM COCTOSTHUH [7].

Kak »tuonormueckuit dakrop, nns JIBCcunapoma paccMaTpUBaIOTCS TOJBKO
KPUTUYECKHE COCTOSHUA. IIpy  3THX  KpPUTHUECKMX  COCTOSHUSAX  KOMILIEKC
HOBPEXAAIOIMINX (HAKTOPOB (IIIOK, TUIIOKCHS, allU103 U T. [I.) IPUBOAUT K MOTPEOJICHUIO
TpoMOOIMTOB U  (DAKTOPOB  CBEPTHIBAHUS  KPOBH, HUCTOIIEHHEM  CHUCTEMBI
(U3MONIOTMYECKUX aHTUKOATYJISIHTOB U (PUOPUHONUTUYECKON CUCTEMBI C MPOSIBICHUEM
B BHJIe MUKpOTpoMOo03a (HesBHbIN JIBC-cunapom) u GOpMHUPOBAHUEM IMOJTMOPTraHHON
HegocTaroyHocTU. JIBC-CHHAPOM JIEKUT B OCHOBE Pa3BUTHUS HEOOPATUMOCTH MpHU
OOJNBIIMHCTBE  KPUTHUECKHX  COCTOSHMHI  (Hampumep, CENTHYECKOro  IIOKa,
TpOMOOTHYECKON MUKpOAaHrHonaThu). B ciiydae, Kkoraa 3TOT NpoLEecc COMPOBOKIAETCS
KPUTUYECKUM CHUKEHHEM KOMIIOHEHTOB CBEPTHIBAIOIIECH CHUCTEMBI, pPa3BHBAECTCS

KoaryJsonaruieckoe kpoBoreueHnue (ssBHbiil JIBC-cunapom).

Ecau cocrosiHue ManucHTa PACHCHUBACTCA KaK YIOBJIICTBOPHUTCIBHOC, TOJIZKCH

paccmMaTpuBaThCs APYroM JUArHO3.

Otuonorudyeckuit ¢GakTop Il KOAryJiomaTud — OTO BPOXKIEHHBIA W/WIIA
NPUOOPETEHHBIA ACPUITUT TPOMOOIIMTOB W/ MK (PAKTOPOB CBEPTHIBAHUS, MPU STOM
HAJIMYUE KPUTUUYECKOTO COCTOSIHHMSI HE0Os3aTeNbHO. B momamisironieM OOJBITMHCTBE
CllydaeB — 3TO MACCHBHAas KpPOBOIIOTEps, U KakK CJIEICTBUE €€ MHTEHCHUBHOW Tepanuu
IUIa3MO3aMEHUTENSIMU  — pa3BeleHHE (IWIIOIMS) OCTaBIIMXCA (PAKTOPOB KPOBH.

MukpoTpoM003 1 MoaMOpraHHasi HeJOCTaTOYHOCTh U3HAYaJIbHO OTCYTCTBYIOT U JUJISl KX
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pa3BuUTHsl TPeOYIOTCS NOMOJHUTENbHbIE (AKTOPBI: NJTUTENbHBIA IIOK, HEHTpaIU3aLUs
KPOBOOOpAIIIEHNs, TUIOKCHUSA, alu103, TUMoTepMusi, remonu3 u T.10. [lpu ycnoBuu
CBOEBPEMEHHOT0 3(P(PEKTUBHOTO XHPYPrHUECKOrO TeMOCTa3a IMPOCTOE 3aMEIIeHHE
KOMITOHEHTOB CBEPTHIBAIOLIEH CHUCTEMBI (TPOMOOLUTHI, TUIa3MEHHbIE (aKTOPhI), Kak
NPaBUJIO, OOECTIEYMBACT KOPPEKIHMIO KOaryJjaomatud ©0e3 pa3BUTHS MOJMOPTaHHOM

HEOOCTAaTOYHOCTH.

TpoM603b1 1 TPOMOOIMOOTIMU Y HOBOPOKJICHHBIX JIETE BCTPEUalOTCs Yallle, 4eM
OPUHATO AYyMaTh, IpUueM OOJBIIMHCTBO U3 HUX MPOTEKAET CKPHITO U OOHAPYKUBACTCS
JUIIb HA BCKPBITUM, YacTO B cocydax Mukpouupkymiuud. JIBC-cunapom y
HOBOPOXICHHBIX ("BTOpUYHAs reMopparuueckasi 00Je3Hb HOBOPOXKICHHBIX'") MOXKET
OBITh BbI3BaH Pa3IMYHBIMU STHOJIOTHUECKUMU (PAKTOPAMH, KOTOPbIE IPUHSTO PA3AEIATh

Ha 3 TpynIbL:

l. IlpeumyliecTBeHHass aKTUBALMS COCYJIHCTOM CHUCTEMBI T€MOCTasza, T.€.
aktuBaiss XM (daxkTopa Tpu MOBPEXKIECHUU IHAOTEIHAIBHBIX KIETOK (MHGEKIINH,
BBI3BAHHBIC TPAMOTPHUIATEIHBIMU MHUKPOOAMH, PEXKE - TPaMIIOIOKUTEIbHBIMY;
TsDKEJIbIe BHYTPUYTPOOHBIE BHUpPYCHBbIE HH(EKUIMU; TsDKeNnas achUuKcus U aluos;
TUTIOTEPMUSL; JIMTEIbHASI TU-TIOTEH3USI JIIOOOW ITHOJIOTHU; PECIIUPATOPHBIN AUCTpecC-

CHUHJIPOM).

2. IlpeumyliecTBeHHass aKTUBAIlMg BHEIIHEM CHUCTEMbl TE€MOCTa3a, Korja
CBEPTHIBAHHEC KPOBU AaKTHUBHUPYETCS TKAHEBBIM TPOMOOIUIACTHHOM (AaKyIIEPCKHE
OCJIO)KHEHUS: TPEJICKAHUE TUIALICHTHI, MPEXKICBPEMECHHAsA OTCIIOWKA IUIAEHTHI,
WH(APKTHI TUTAIICHTHI, XOPHOAHTHOMA TIIAIICHTHI, YKJIAMIICHS, BHYTPHUYTPOOHAs CMEPTh
OJIHOTO TUIOJa W3 JBOMHMU, SMOOJUS OKOJIOIJIOJHBIMU BOJAMU; XUPYpPrUYECKHUE
COCTOSIHMSI: TpPaBMbI, OXOIM, TE€MOPpParuyecKuid IMIOK, CHHAPOM JJIMTEIBLHOIO
pazmaBnuBanus - CJIP; mnoBpexaeHWss Mo3ra; OCTpPbId JIEWKO3 U  OIyXOJIH;

HEKPOTUYECKUN SHTEPOKOJIIUT).
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3. AxrtuBanMs ~ BHYTpEHHEH  cHUCTeMbl  reMoctaza  (MOJUIUTEMHUS;
BHYTPUCOCYAHUCTBII ~ T€MOJM3: TsOKelble  (OPMBI  TEMOJIMTHYECKOW  OoJe3HU

HOBOPOXACHHLIX, IICPCIINBAHUC HECOBMECTUMOM KpOBI/I) nu ap.

[Tatorene3 JIBC y HOBOPOXXIIEHHBIX CBSI3BIBAIOT C IOBBLINICHHEM aKTUBHOCTU
TKaHeBoro akropa (TpoMOorIacTuHa), BbiAedeHueM uurokuHoB (M-1, U-6, U-8,
dbakTopa HEKpO3a OMyXOJiM) W HM30BITOYHOM NPOAYyKIMed TpomOuHa. [loBbImIeHHE

cocynuctoi skcipeccuu E-cenekTuHa Takxke pazpuBaercs B TeueHue JIBC.

Kimnanueckne mposisnenuss [IBC-cunapoma. B orminune OT KpOBOTEUYEHHI,
BBI3BAHHBIX HEJOCTATOYHOCTHIO BUTaMMHAa K WM HACIEACTBEHHBIM JI€(PUIIUTOM
daxTopos, JIBC pa3BuBaeTcsi y HOBOPOKACHHBIX, UMEIOIINUX KaKyt0-JIHOO MaTOJOTHUIO U
OCOOCHHO YacTO y HEJOHOIICHHBIX HOBOPOXKICHHBIX C CEPbE3HOM NaTOJIOTHEM.
Knunnueckue npossnenns JBC-cunapoma XxapakTepU3yrOTCI COYETAHUEM Y OJHOTO U
TOrO € OOJIBHOIO CHUMITOMOB TPOMOOTHYECKOTO M T€MOPPAruyeckoro Xapakrepa.
CumnToMbl TpoMOO3a pa3BUBAIOTCS BCJEACTBUE arperanuu (HOpPMEHHBIX SJIEMEHTOB
KPOBU U OTJIOKEHHs (UOpHHA B COCYAaX MHUKPOLMPKYJISATOPHOro pycia. I'eMopparuu
MOTYT OBITh CJIEICTBHEM HEKPO3a COCYAMCTON CTEHKH U aKkTuBanuu ¢pudpu-nonuza. [BC

IMPOTCKACT B BUJAC ABYX IIOCJICIOBATCIIbHBIX (1)33:

I dhaza - runepkoarymsiuu. BenecTBrue MacCUBHOTO MO IaHUST TPOMOOTUTACTHHA
B KPOBOTOK 00pa3yercsi TpOMOWH, KOTOpbIH mpeBpaimaeT (uOpuHoreH B (PpuOpuH-

MoHOMep U pazBuBaercs J[BC kposu.

II ¢aza - rumokoarymnsiuu BCIAEACTBUE TOTpeOseHUs (PAKTOPOB CBEPTHIBAHUSA

KpPOBH U, BO3MOKHO, BTOPUYHOTO (hUOpUHOIHU3A.

TunuyHbpIMU  KIMHUYECKUMH TposiBIeHusMU [IBC ABASIOTCA  QIMTENbHBIC
KPOBOTECUEHUSI U3 MECT WHBEKIWN, PEXKE - CIIOHTAHHBIE KPOBOTECYEHMS, MACCHUBHBIC
JICTOYHbIC, KHUIIEYHBIE, HOCOBBIE KPOBOTEUEHHUs, Nyprypa (METEeXUH, SKXUMO3BI,
reMaToOMbl), KPOBOU3JIHUSHUS BO BHYTPEHHUE OpraHbl U TOJIOBHOW MO3T, KIMHUYECKUE
MpU3HaKu TpomOO3a COCYZOB, B T. Y. HEKPO3bl KOXH, S3BEHHO-HEKPOTHUYECCKUUN

9HTCPOKOJINT, OCTpasd IOoYCUHasA HCAOCTATOYHOCTb, I'aHI'PCHA KOHG‘IHOCTCI\/’I, OTCYHBIM
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cuapoM, C/IP, cuUMOTOMBI  BBIPDAKEHHOTO  HapylIEeHUs  NepudepuuecKoro
kpoBooOpamenus. Omnucano Tedenne JBC-cunapoma y HOBOPOXACHHBIX C

KJIMHUYECKOW KapTUHOW KalWLIIPOTOKCHKOo3a [7].

Kmuanueckue mposisinennst [IBC 3aBucat ot Tod matonoruu, Ha GOoHE KOTOPOU
pa3BuBaerca. MOXET MpOTEeKaTh OCTPO, MOAOCTpO M XpoHuuecku. Octpas Qopma
JMArHOCTUPYETCS MPU MIOKaX Pa3IuyHON ITHOJIOTHH, TPABMATUYECKUX MOBPEXKICHUAX
TKaHEH, CeNTUIIEMHUH, OCTPON KpoBomoTepe. XpoHUYeckue (POpMbl yalie pa3BUBAOTCS
IIPU KaBEPHO3HBIX reMaHruomMax. Kpome Toro, y HOBOPOKJIECHHBIX 4YaCTO UMEET MECTO
MaJOCUMITOMHOE WK Aaxke OeccumnrtomHoe Tedenne [IBC. U Tonbko mpu ayrorncuu
HaxonAT (QuOpuHOBBIE MUKPOTpOoMOBI. Ilpu octpoit dopme JIBC ¢GubprHOBBIX
MUKPOTPOMOOB MOXKET U HE OBbITh, TaK KaK OHHM JHM3UPYIOTCS aKTHBUPOBAHHOMU
¢ubpuHonuTHUEecKOr cucrteMoil. JIBC MokeT mporekarh JIOKaIbHO U PaCCESHHO.
Ocob6enno wyacto JIBC-cunapom ocnoxusier teueHue achukcun u  CIP vy

HCIOHOIIICHHBIX.

JlabopaTtopHas JIVMArHOCTUKA. Haubomnee XapaKTEPHO YJIMHEHUE
npotpoMOrHoBoro Bpemenu (I1B), akTuBupoBanHOE napuuaibHOE TPOMOOILIACTUHOBOE
Bpemsi (AIITB), yBenuuenue npoayktoB gerpananuu Guopuna (I11D), J[-numepos,
pactBopuMble  (puOpuH-MmoHOMEpHbIe KoMmIulekehl (POMK), TpombouuTtonexHus,
uctouieHue ¢pudbpruHoreHa. B 1enom AuarHo3 ycTraHaBIMBAETCS ¢ YUETOM KIMHUYECKOU

CUTYaIWH.

B Tabmuue 1. mpuBeneHbl BapuUaHThl OCHOBHBIX IIOKa3zaTejled reMocrasa

HapyILIEHUN CBEPTHIBAHUS KPOBU Y HOBOPOKICHHBIX.

CocrosiHne I[ITB | AUTB | ®ubpunoren | Tpombouuts! | Jluarnoctuaeckue
TECTBI/IpyTHE

TCCTHI

Hacnencreennsle paccrpoiicTBa
I'emopumus A | N ) N N Anamus FVIII
I'emopumua B | N ) N N Anamus FIX
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bB N ) N N/| Anamm3  FVIID /
FB

FVII ) N N N Anamus FVII

FX ) 1 N N Anamms FX

dubpUHOTEH N/t [N/t ! N AHnanms
¢ubpuHoreHa

FXIII N N N N FXII ckpununr /
aHaN3

[IprobperenHbie paccTpoiicTBa

JABC ) ) ! ! D-numepsr
Hedunut 1 N/1 N N FII, VI, IX, X
BuTamuHa K

Boneznu ) ) N/| N/| AHaim3 (HakTopoB
IICYCHU

I[ITB - mnporpomObunoBoe Bpemsi; AYUYTB - akTuBUpoBaHHOE YacTHUYHOE
TPOMOOTIIIIACTUHOBOE BpeM; N - HOPMAJIbHBI; JABC-cunnpom,

JUCCEMUHUPOBAHHOTO BHYTPUCOCYAUCTOIO
ceepteiBanus; FII, FVII, FIX, FX, FXI u FXII - daxrop II, VII, IX, X, XI u XII;

bB - 6one3ns dhon Bunmnebpanga; FB - dakTop dhon Bumnedpanaa.

Tabmuua 1. JlaboparopHoe UCCIEAOBAHME HAPYIICHWH CBEPTHIBAHUS KpPOBH ¥y

HOBOPOKIACHHDbIX.

N3onupoBaHHbIE KPOBOU3IUAHUS BO BHYTPEHHHUE OPraHbl U B TOJOBHOW MO3T
MOTYT Pa3BUThCS KaK y OONBHBIX, TAK M Y BHEIIHE 3J0POBBIX HOBOPOXKIEHHBIX. MxX
MPUYAHON YACTO SBJSIOTCS TMOPOKU PA3BUTHUS COCYNOB, JIOKAJIbHBIC HapyLICHUS
COCTOSIHUSL COCYAMCTOW CTEHKH, TpaBMa, BEHO3HbIM 3acToil. B nureparype mmeercs
MHOIO YyKa3aHMM Ha CBSI3b BHYTPHUUYEPENHBIX TIEMOpparud ¢  BBEICHHUEM
TUIIEPOCMOJISIPHBIX PACTBOPOB THAPOKApOOHATA HATPUS; KPOBOUBIUSHUN B JIETKHE C
ucKyccTBeHHOW BeHTwisinumend nerkux (MBJI), ucnonp3oBaHueM ra3oBbIX CMecei ¢

BBICOKHUM COACPIKAHHUCM KHCJIOPOJAaA.
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Kinnanyeckas kapTuHa M30JMPOBAHHBIX KPOBOU3JIUSHHUI BO BHYTPEHHHE OPTaHbI
XapakTepu3yercss ABYX(A3HOCThIO: Mepuoj  OJIaronojayduss CMEHSETCS PE3KUM
YXYALIEHUEM COCTOSIHUSL peOEHKa, dvalle Ha 2-5-i JeHb JKM3HU, XOTS MHOTHE
W30JUPOBAHHBIC KPOBOM3JIMSHUS HAYMHAIOTCA B POJIaX, 10 POXKIEHUA peOCHKa.

YXYI[IHCHI/IC COCTOSAHUA O6YCJ'IOBJ'I€H0 KpPOBOTCUYCHUEM IIOCJIC pa3pbiBa I'CMAaTOMEI.

Knunuka N30JIMPOBAHHBIX KpOBOI/ISJ'H/DIHI/Iﬁ BO BHYTPCHHHC OpraHbl CKJIAAbIBACTCA
N3 CUMIITOMOB HOCTFGMOppaFI/I‘IGCKOﬁ AHCMHUHU U IIOPpAKCHHUA TOI'O UJIKM MHOI'O OpraHa, B

KOTOPBIN MPOU30IILIO0 KPOBOUBIIUSHUE.

JIJ1st mocTreMopparu4eckoil aHeMun XapakTepHa O0JIETHOCTh KOXKHBIX IOKPOBOB U
CIIM3UCTBIX O0OJIOUEK, BSUIOCTh, PE3KOE CHIKEHHE AaKTUBHOCTH COCaHUA H
¢uznonornyeckux pedaekcoB, OETHOCTb ABUKEHUM, MbIIIEYHAs! TUIIOTOHUS, OJIbIIIKA,
TaxUKapAusi, CUCTOJMYECKUNA IIyM, 3alaJIeHUe MepeJHed CTEHKH >KMBOTA, 4YTO, MO-

BUJIUMOMY, CBSI3aHO CO CIa3MOM COCY/I0B OpIOIIHOM MOJOCTH.
Jleuenue

Bocnonnenne OLK wmetomamu uHQY3MOHHOM TepanmMu C HPUMEHEHHUEM
CBEXE3aMOPOKEHHOM Tuta3Mbl u3 pacuera 10-20 wma/kr  BHyTpuBeHHO. Ilpum
MUKPOITUPKYJIATOPHOU OJIoKage NpuMeHSoT uHruoutop MAO pomamuH 10 2-5

MKT/(KI*MUH).

['emapuH HaTpusl MOKa3aH JETSM C KIMHUYECKUMH INpU3HAKaMu TPOMOO30B,
TaHTPEHO3HO-HEKPOTUYECKUMHU U3MeHeHusiMu Koxu, OIIH, cunapomom Tpombo3a
KpyHHBIX cocynoB H T.0. Ilpemapar Ha3HayaroT T1OCIE  NEPEIMBAHUS
CBEXKE3AMOPOKEHHOM IUTa3Mbl M BOCCTAHOBJIEHUsI ypoBHA aHtutpomOuna |l
BHYTPUBEHHO WM MHKPOCTPYHHO Kaxzaple 4-6 yacoB B HadaibHOU no3e 10-25
EJl/(xr*cyT) mpu HeoOXxomuMocTu n03y yBenumuuBaroT ao 50-150 EJI/(xr*cyt) mon
KOHTPOJIEM BpEeMEHU CBepThiBaHMs. OTMEHy renapuHOTEepanuu NpoBOAST Ha (oHe

MPUMEHEHUSI TPOMOOIIUTAPHBIX HHTUOUTOPOB MOCTENIEHHO CHUXKAS JI03Y.
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