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Imo nepevlil BLINYCK COBMECHOZ0 PYKOBOICMBA
Opeanusavuu epavei yenmpa zemodunuu Beauxobpumanuu
(UKHCDO) u Koponesckozo konniedwrca akyuepos

u eunexonozoe (RCOG), npedvidywee pyrosodcmao

ovi10 cocmasieno UKHCDO ¢ 2006 200y.

1. Uenb n o6nactb npuMeHeHus

ITO PYKOBOZCTBO TNPEAHA3HAUCHO KaK JIJIsI CHEI[HAICTOB-
reMaToJIOTOB, TaK ¥ Ui aKyIIepoB, KOTOPbIe NMEIOT OIIBIT Bejie-
Hust GEPEMEHHDBIX ¢ HAPYIICHUSIMEH CBEPTBIBAEMOCTH KPOBHU.
Kpome TOTO, 9TH PEKOMEHAAIIN MOTYT OBITH TMOJE3HBIMHU JIJIST
AQHEeCTEe3MOJIOTOB B aKyIIEPCTBE I HEOHATOIOTOB.

JKennmHel, yHac/1eI0BaBIITe HAPYIIEHNS CBEPTHIBAEMOCTH KPO-
BH, MOT'YT TOJIBEPTaThCST 3HAYNTETLHOMY PHCKY KPOBOTEUYEHHIST TOCIIe
BBIKUJIBITIEN, a00PTOB, IOPOIOBBIX MPOIEYP 1 pojoB. OHit TpeGyioT
MH/IBU/TYaJIbHOTO MYJIbTH/MCIUIUIHAPHOTO CHEINAIM3UPOBAHHO-
TO YXO71a C TIepeKPecTHOI KOMMYHUKAINEH CHEIAIICTOB, B TOM YHC-
JIe aHECTE3NOJIOTOB 1 HEOHATOJIOTOB TIPH HEOOXOIMMOCTH.

Bbi1 IOCTUTHYT TIPOTPECC B BBIABJICHUN aKyHIEPCKHUX POOIEM
V 9TUX JKEHIIUH 1 TOBBIIEHUH YPOBHST OCBEIIOMJIEHHOCTH 00 OKa3a-
HUH MEJIMIIHHCKON TIOMOIIHN et PaGOTHUKOB 3/[PAaBOOXPAHEHHUSI.
KoHKpeTHbIe acreKTbl X BeJIeHUs B aKylIePCTBe BKJIOYAIOT KOH-
CyJIBTHPOBaHME Ha 3TAIe TIPEKOHIIETIINOHHO TTO/[ITOTOBKH, TIPEHa-
tasbHy10 sardoctrky (ITH/T), aHreHaTa bHbIiA, BHY TPUYTPOOHBINA
1 [IOCJIEPOZIOBOI YXOZ 1 HEMEZIEHHYIO IIOMOLIb HOBOPOXKACHHOMY.

2. BBepeHue u poHOBaga aNnMaemMmonorus

CoCTOSTHUSIMI, OITUCAHHBIMU B 9TOM PYKOBO/ICTBE, SIBJISTIOTCSI Te-
Modumg A u B, Gonesun BunneGpanza, nedunur dakropa X1, ge-
T pezsrix GakTopos, GUOPHHOTEHOBBIE HAPYIIEHNS, CHHIPOM
Beprapa—Cyabe (CBC), tpombacrenust [nanivana (TT) u apyrue
HapyIieHnst (GYHKIUE TPOMOOIUTOB. ITH COCTOSTHUS 3HAUMTEIEHO
PasMyaloTCs B OTHOIIEHNH HOTEHIINAIBHOTO BO3/IeHCTBIS Ha MaTh
u pebGerka. JKenmmnbi—Hocurtesm remoduamu A u B 06braHo (xoTst
U He BCerja) MMeoT HopMasIbHbIi ypoBeHb daktopa VIII u IX, i
ryaBHast polJeMa 3aKIOYaeTcst B eHTH(hUKAINNT 1 0e301aCHOM
BejieHru pebeHKa My KCKOTO TI0J1a, TIOBEPKEHHOIO PUCKY TeMohu-
JIIH. Y SKEHIIMH ¢ HU3KUM YPOBHEM (haKTOpa CBEPTHIBAHIS (hDEHOTH-
IIITYECKN MOTYT TIPOSIBJIATBCS JIETKHE WUIH TSUKEJIble KPOBOTEUCHIIS,
KOTOPBIC MOTYT YJIyYIIUTHCST UJIM HE YJIyYIIUThCST BO BpeMst Gepe-
MEHHOCTH; HEKOTOpPbIe (DAKTOPBI CBEPTBIBAHMSI KPOBH, TaKue, Kak
(axrop XI, He MOBBINIAIOTCS BO BpeMsi GEPEMEHHOCTH, TOT/IA KaK
JpyTHe, TaKue, KaK (hMOPHHOTEH, 3HAYUTETBHO YBETMUMBAIOTCSL.

3. UpeHTudukauma m oueHka fokKka3aTesnibCTB

ITO PYKOBOACTBO ObLIO PazpaboTaHO € HUCHOJIb30BAHUEM
cTaHzapTHOI MeTogosoruu paspaborku Green-top Guidelines
Koponesckoro Kosemxka akymiepo u runekosnoros (RCOG).
Boutn usyuensr KokpaHosckas Gubanoreka (Brimouas Kokpa-
HOBCKYIO (a3y JIaHHBIX CHCTEMATHYECKUX 0030pOB, 6a3y JaHHBIX
TesucoB 0630poB — Database of Abstracts of Reviews of Effects —
DARE) u KokpanoBckuii lieHTpaJIbHbIIl PErUCTP KOHTPOJIMPYe-
mbix ncesenoBanmii [CENTRAL], EMBASE, MEDLINE u Trip.
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TTowck BKIOYAT BCE COOTBETCTBYIONIUE CTATHH, OITYOJINKOBAH-
nble 10 Mapra 2016 roma. Basbl gaHHbIX ObLIM MCCAEAOBAHBI € 1C-
nosib3oBanueM coorserctByommx tepmutoB Medical Subject
Headings (MeSH), Bk/tiouast BCe 10/13aroJI0BKH 1 CHHOHIMBI COBMe-
CTHO C TIONCKOM TIO KJTIOYEBBIM CJT0BaM. [[OFICK BRITIOYAIT CITEyTONIe
tepmunbl: haemophilia* or hemophilia* or bleeding disorder or bleed-
ing disorders — remohuIIUsT MM HAPYIIIEHKS CBEPTHIBAEMOCTH KPOBU
u pregnan* or delivery or labor or labour or postpartum haemorrhage
or postpartum hemorrhage — GepeMeHHOCTb HJTH POJIbI, WITH TTOCTIEPO-
0BbIe KPoBOTeUCHHsA. [ToMCK ObLI OrPaHIYCH JAHHBIMU, KACABIIU-
MUCST JTIOfIEH, ¥ IOKYMEHTaMI Ha aHTTIHCKOM sI3bIKe. Db Takike
Hali/IeHbI COOTBETCTBYIONINE PYKOBOZICTBA € UCTIOH30BAHUEM TEX JKe
kpurepries B HarmonansHoM KoopauHaionHoM tentpe u Harrwo-
HAJIHOM MHCTUTYTE TIO TIOUCKY [IOKA3aTeTbCTB TI0 BOIPOCAM 3/10pO-
Bbst 1 yxoza (National Guideline Clearinghouse and the National
Institute for Health and Care Excellence (NICE) Evidence Search).

[Ipr HAIYIH BO3MOYKHOCTH PEKOMEHIAINI OCHOBAHBI HA IMETO-
MXCsA T0KazaTenbeTBax. OOIaCcTH, TIE IOKA3aTeMbCTB HEIOCTATOYHO,
BBIICISIIOTCS] M AHHOTUPYIOTCS KaK PeKOMEHIAIMHU 110 YJIyYHICHIIO
KITMHIYECKON TIPAKTHKIL. VICTOmb3yroTest pasibie (hOpMyTHPOBKA
(HarpyMep: JOJZKHDBI, MOV Obl, MPEATONAraior, TpedyioTest); OHI
MPEAHAMEPEHHO MOOMIPSTIOT UHAMBUYaJIbHBINA TIOJXOJL TaM, T/Ie 3TO
Heobxommmo. JlonosmuTenbhas wHbopMaIist 00 OleHKe /I0Ka3a-
TEJICTB M IPAAIMN PEKOMEHIAImMiA ipuBezieHa B [ punoxerm 1.

4. lTemodpunusa
4.1 Kakoe onpenenenue?

Kuunuucmut domicivl 3uams, umo eemopunust — smo X-cest-
3amnoe cocmosiHue, ConPOBONCOAIOULLECST YMEHDULCHUEM UTU
omcymcemauem pakmopa ceepmuisanusi VI (zemogpunus A)
unu IX (zemopunus B), umo svisvisaem kposomeuenue.
I'emoumast — ato X-cBsI3aHHOE HApYIIEHNE CBEPTHIBAEMOC-

TH KPOBH, BBI3BAHHOE TEHETUYECKOIT MyTarmeil 1ubo B haktope

VIII (remocpums A) umu B hakrope IX (remodumus B), xoro-

pasi BBI3BIBAET OTCYTCTBHUE, JUOO YMEHBIIEHHOE MPOM3BOICTBO

aToro hakTopa cBepThIBanusA KpoBH | 1-3]. OTimunTesbHOI Yep-

TOIl COCTOSIHMS SIBJISIIOTCST KPOBOUBJIMSIHUS B CYCTABbI M MBIIIIIBL.

4.2 Kak cienyer olleHUBATh HACJIeICTBEHHOCTD ?

Jlo 50% HOBOPOMOEHHDIX MATLUUKOE C MANCCOU 26MO-
unueil ne umerm npeouecmeyues CeMetunol Ucmo-
puu. B amux cayuasx cywecmeyem 90% seposmuocmo
mM020, YUMo Mamo SEASEMCsi HOCUMENEM C PUCKOM O
credyrouezo pebenka Mymrccrozo noada.

/151 ouenku 6eposmHocmu HOCUMeIbCMBa 2eMOPUIUU Y e~

HO8 CeMblL MYNCCKOZO NOJA, KOMOPble HAXOOSIMCS 8 2pynne
pucka, 0onICHO Gbimb NOCMPOEHO 2eHeAN02UUECKOe epeso.

IIpu 803MOINCHOCIUL JICEHUUNDBL, KOMOPbLE HAXOOAMCS 6 ZPYN-

7€ PUCKA HOCUMETLCMBA 2eMODUILL, 0COOCHIHO MANCELOT 2¢-
Mounu, domicHvL Goimb nposepenbl Ha npeoyMem zeHemuye-
CKOU MYymayuiL, npucymemeyiowett Y GOAbHbIX YIeHO8 CEMbU.
Temodmmis A u remocnmst B sisrisiorest X-cBsi3aHHbIMU petiec-
CHBHBIMHU COCTOSTHUSIMIL YK EHIITIHA STBISIETCST «00SI3aTeIbHBIM HOCH-
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TesteMs 1 reModrmn A v B, eco y ee otnia remoduiis nim y
Hee eCTh MOCTPAABIINI CBIH 1 TIOCTPATABIIIIA POJACTBEHHIK(M) IO
MaTepUHCKO# Jimnun, YKeHIuHa, BEpOsiTHO, OyIeT HOCUTEIEM, €CJIH Y
Hee eCThb OJIMH ChIH ¢ TeMOMUITHETT NN OJTHA I0Yb-HOCHTEJTD, HO 3TO HEe
BCEI7Ia TaK, MOCKOJILKY TeMO(DUIIUS MOKET ObITh Pe3yJIbTaTOM HOBOW
MYTAIIHU Y ee OTOMCTBA. JKeHIHa — BO3MOKHbIN HOCUTETb, €CJIH Y
Hee eCTh POJICTBEHHUK 0 MATEPIHCKOI JIMHAN ¢ TeModieit. s
remouimn A, daxrop VIIL koadppuiment dakropa don Busied-
panza menee 0,7 yKa3bIBaeT Ha HOCUTEJIBCTBO, HO COOTHOIIEHHE (osiee
0,7 He rckutrodaet ero. I1pr BO3MOKHOCTH JKEHITIHBI, TTO/IBEP;KCHHbIC
PUCKY, JIOJDKHBI TIPOATH TECTUPOBAHUE HA TEHETIIECKYTO MYTAIHIO,
OTBETCTBEHHYIO 32 TeMOMDUIINIO Y GOJTBHBIX YWIEHOB CEMbH.

Kaskzpiit coii skeHImuHb-HocuTesst uveeT 50% BeposiTHOCTH
HACJIEIOBAHUS TeMO(UINHT OT €TO MATEPH; AHATIOTITIHO, ¥ KaKIOH
nogepr — 50% BepOSTHOCTH CTaTh HocHTeeM reMobumn [3].

Yposenv doxazamenvcme 3

o 50% ciryuaeB reMOGbIINH He UMEIOT HPEJIIeCTBYIONIEL ce-
MeHHOIT HCTopui, 60 M3-32 OTCYTCTBUS POACTBEHHIKOB-MYIK-
YuH, JIM0O0 SIBJISIOTCS CJIEJICTBIEM CIIOHTAHHOI MYTAIINI, 4TO CTa-
HoBurest npuunnoil 40-50% coydaeB TspKesnoil reModuinm.
CrHoHTaHHBIE MYTAIMN Yallle TPOMCXO/SAT BO BPeMsI cliepMarore-
He3a, 9eM OOTeHe3a, N3-3a BBICOKOTO KJIETOYHOTO 060POTA I HeCIa-
pertoil X-xpomocombl. Takum 06pa3oM, HOBbIE CJIyYan TsKeJION
reMOGIITIIT 0OBIYHO BO3HUKAIOT M3-32 MYTAIIIH BO BPEMSI CTIEPMa-
TOreHe3a y Jiefla 10 MaTEPUHCKOI JIMHUM, YTO JaeT 00sI3aTeIbHbIN
CTaTyC HOCUTeJIsI MaTepu. JTa Teopust pasuiibHa B 90% cirydaes,
M, CJIEIOBATETBHO, PUCK JIJIST CIEIYIONIETO peGeHKa MYKCKOTO TT0JIa
TocJie CIIOHTaHHO 3a00JieBtiero Opata cocrasisier 45% [4].

4.3 KakoBbl paziauunbie (PEHOTHIBI M KaK OIIEHHBAETCS
CTeleHb TIKeCTH?
Knunuyucmot douicnvl suamo 0 pasiuunvlx Genomunax
U msvAcecmu 2eMoPUIUU, NOCKOJIbKY MO GAULETN HA PU-
CKU u mpebyem npasuivbiozo0 MeneoICMenma.

Yposenv doxazamenvcme 3

Tsorects kmaccnuImpyeTcs B COOTBETCTBUN € KOHIIEHTPAIIN-
eii hakropa VIII mnn IX B masme. Tsoxenas remocumus onpese-
JisteTcs Kak KoHreHTparms dakropa menee 0,01 ME /vu; ymepen-
Hasg remodpmaus — 0,01-0,05 ME/mu; serkas remobuims —
0,06-0,40 ME /mu1. Denotun HapyiIeHUs! CBEPTHIBAEMOCTH KPOBU
MOKHO B 3HAYNTEIHHON CTEMEHH TMPEICKA3aTh, NCXOMA U3 abco-
JIIOTHOH KOHIIEHTparu GakTopa. ITO BaKHO /IS OL[EHKU PHCKA
BHYTPUYEPEITHOTO KPOBOUBJIMUSIHUS U JIPYTUX KPOBOTEUEHHUIT y pe-
Genka MysKCKoro T1osia Bo BpeMst pogioB (ITpunoskenne IT). Y mysk-
YUH C TSDKETION reModuimeii HabJIOIA0TCSI CIIOHTAHHBIE KPOBOU3-
JIMSTHUST B MBIIIIIBI U CYCTABBI, OHK TPEGYIOT PEryJsipHOil Ipodu-
JIAKTHKU C 3aMEHOiT (hakTopa CBEpPTHIBAHMS KPOBH, 4TOOLI 13be-
JKaTh apPTPONIATUH M PHCKA HEHPOCOCYANCTOTO TOpaKkeHust [5].

VY 6oJIbHBIX ¢ YMEPEHHO 1 Jierkoil remouiineii kpoporeye-
HUS MOTYT HaBJIIO/IATHCS TOIBKO TOCTE TPABM WJIM MHBA3HBHBIX
potie/Lyp U TpeOYIOT IPUKPBITHS Ha 310 BpeMst. KaysarupHast my-
Talsl B CeMbe BIIMSIET HA TSDKECTh FeMOMUIMN U MOXKET TaKiKe
BJIMATH Ha (PeHOTUT HAPYIIEHNST CBEPTBIBAEMOCTI KPOBH Y HOCH-
tesieit [6]. CaMbIM 3HAYUTETBHBIM OCJIOKHEHMEM TeMO(DUIINN SIB-
JISIeTCS PasBUTHE aHTUTE (MHTMOUTOPOR) K mpenapataM (hakTopa
CBEPTHIBAHIS KPOBH, TPUMEHSIEMBIM JIJIST JIEUeHUsI. DTO TPONCXO-
qut pumepro y 10—40% manueHToB u CBSA3aHO Kak € reHeTnyec-
KMMU, TaK U ¢ HereHeTudeckumu daxropamu [7].

4.4 KaxkoBbl puCKH npu O€PEMEHHOCTH [IJIsI MATEPH U pe-
Genka?

H3eecmmvie unu nomenyuarvtvle JHeHuWUHbL-HOCUMenu

Mozym umems nuskuil yposenv gaxmopa VIII/IX. Ypo-

senw credyem nposepsimo 00 UHBAIUBHBIX NPOUEOYP UIU

nPU HATUYUU CUMNIMOMOB KPOBOMEUEHUS.
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[ D] Knunuucmor donncnvt snamv, wmo nocumenu zemouanu
1006EPZAIOMCS NOGHIUENHOMY PUCKY KDOBOMEUEHUS NPU
UHBASUBHBIX NPOUCOYPAX, AOOPMAX, CROHMAHHBIX GbIKU-
dvuuax u 60 epemst pooos.

Hosopoacoennvie myarcckozo nora ¢ zemoduaueti nodsep-

2410MCS. NOBLIUEHHOMY PUCKY KPOBOMEUCHUS., GKIIOUASL

UHMPA- U SKCMPAKPAHUATLHOE KPOBOUSUSHUE.

Hosopoacoennvie myarcckozo nora ¢ zemoduaueii nodsep-

2QH0MCS PUCKY SMPO2ENIH020 KPOBOMEUCHUS NOCILE POOOE.

Yposenv doxazamenvcme 3

YpoBuu GakTopoB y sKeHIIUH-HOCUTEIEI SIBIAI0TCSA IepeMeH-
HBIMHU ¥ HempezickazyeMbiMu. V3-3a nHakTHBaImu X-XpOMOCOMBI
(JIMOHMBAINIT), KOTOPAsi BO3HUKAET B PaHHeH aMOPHOHAIBHOI (ha-
3€, YPOBHH IIPUMEPHO HAIOJIOBHHY MEHbIIIE, YeM y HEeHOCUTeJIeH,
10 ectb 0,5 ME/Mi1, XOTs1 HCCJIEIOBAHNS TIOKA3AJIH, YTO MEJHAHA
Ha camoM ziesie nemuoro Beiie — 0,6 ME /vt [6, 8]. CembH, B KOTO-
PBIX JKEHIINHBI SIBJISTIOTCS] HOCUTEJISIMI HU3KOTO YPOBHSI (haKTOPOB
CBEPTHIBAHMS KPOBH, KaK IOJIATAiOT, IMEIOT MECTO COBMECTHOE Ha-
cyle[loBaHne reHa reMO(MUINE U TEHETHYECKH KOHTPOJIMPYeMast
BOCIIPUMMYUBOCTD K MCKa)KEeHHOI monusanuu [9].

Jpyrue daxTopsl, Takue, Kak rpymmna kposu ABO, Takike Mo-
TYT BJUATH Ha ypoBHU (hakTopoB [ 10]. B sHaunTe pH0IT CTETIeHN
ypoBHU (DAKTOPOB KOPPEJUPYIOT € PUCKOM KPOBOTEUEHHH WU
JOJI’KHBI OIIPE/IEJIATCS KAK MOKHO PAHBIIIE y TIPEANOIaraeMbIX
Hocureseit st nHGOPMUPOBAHUST O PHCKE BO BPEMsI OTI€PAINN
W posioB. PHCK KPOBOTEUEHHUSI MOKET OBITh yBEIHYEH Y HOCH-
TeJieil, 1axke ecI OHM MMEIOT OTHOCHUTEIbHO HOPMAJIBHBIN YPO-
Benb akropa — 0,4—0,6 ME/mu (ITpunoskenue I1) [6, 8].

Hocuresmn remorimm A IMEIOT HOBBIIEHHYIO CKJIOHHOCTD K
KPOBOTOYMBOCTH TIPU WHBA3MBHBIX IIPOIEAYpaX, Aaske KOTJa MX
yposetb coctanisger ot 0,4 10 0,6 ME/mu [8]. Puck criontantoro
BBIKI/IBIIIA Y HOCHTEeH reMODIINI He YBEeJINIMBAETCs, HO ecin
9TO MPOUCXONT, KPOBOTEUEHHE GoJiee BEPOSTHO MOXKET OLITD Tsi-
skesbiM [11]. HecmoTps Ha TO 9TO (haKTOPBI KOATYJIAINA MOTYT
HOPMAJIM30BAThCSI BO BPeMst GEPEMEHHOCTH, OHU OOBIYHO He JI0CTH-
raioT YPOBHEH, HAGMOIAEMbIX B 001TIeHT TTOMY ISy GePeMEHHbIX, 1,
BO3MOJKHO, TIO 3TO¥ PUYNHE UM BCJIEJCTBIE PAHHETO CHIKEHNST
YPOBH:I B TIOCJIEPOJIOBOIT TI€PHOJL HOCUTEIIH FeMO(BIIIMN NMEIOT HO-
BBIIIIEHHBII PUCK TIocsepoioBoro kposoTeuenus (1K) [11].

Yposenv doxazamenvcme 2+

HoBOpO:K/ICHHBIE TIOIBEPTAIOTCS PUCKY HMHTPAKPaHHAIbHbIX
(MKK) u akcrpakpanmaibibix kpootedennii (9KK) B pesysbrare
nporiecca pozo. B o6mieit norysstimn puck KK cocrasisier 0,058%
[12—14] u OKK — 0,469% [15, 16]. Puck y zeteid, CTpajiaioiinx reMo-
i, yesmumBaercest 10 2,5% u 3,7% coorsercrBeHHO [17-25].
Takum 06pazoM, HOBOPOK/IEHHBIE ¢ FeMOMUIMEN UMEIOT COOTHOIIIE-
nwe marcos (OI1T) 44 (95% I — 34,7-57,1) muist UKK 1 8 (95% /I
—5,38-12,60) aist IKK 110 cpaBHenmio ¢ obmeit oryJisiimeii [26].

Yposenv doxazamenvcme 3

KpoBoTedyenus y HOBOPOK/IEHHBIX ¢ FeMOMUIIIEl OTINYAIOT-
Cs1 OT TaKMX CJIyYaeB y JleTel CTapiiero Bo3pacra, rje mpeobiazia-
10T KPOBOM3JIMSTHYS B MBIIIIIBI ¥ CYCTaBbL. B pomonHenne k puc-
KaM MHTPaKPaHNATbHOTO KPOBOTEUEHNUS TIPU POfiaX KPOBOTEUe-
HIST Y HOBOPOSK/IEHHBIX OOBIYHO SIBJISIIOTCSI SITPOT€HHBIMI, BO3HH-
KaIOIIUMH BCJIECTBUE BEHEIYHKIINIT, BHYTPHMBIIICYHOTO BBEJIE-
Hus BUTaMuHa K 1 Xupyprudyeckux BMeImareabeTs 27, 28].

4.5 KakoB MeHe)KMEHT nepe]i 6epeMEeHHOCThIO?

[/] Yposenv 6asosozo paxmopa caedyem onpedeaums do 6e-
pemMennocmu.

Ileped Gepemennocmoio 1e0OX00UMO ONMUMUSUPOBATIL
obwee cocmosnue 300pP06bL ICCHUGUIL, KOMOPbLE AGAAI0M -
CSL HOCUMENLSAMU 2eMODUNUL, BKAIOUAS. MACCY MeLd U KOp-
pexuuio 106020 depuruma xrcenesa.
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Yposuu paxropa VIII NOBBIIIAIOTCS ¢ BO3pacTOM, W ISt
OIIEHKU PUCKOB BO BpeMsi GepeMeHHOCTH TPpeOyeTcs akTyaabHast
OIIEHKa ero ypoBHsI. PasyMHO Takske NPOBEPUTH GA30BbIN YPOBEHD
axropa X, a He TosTaraTbcs Ha IPE/IIICCTBYONINE PE3YIbTATHI.

Yposenwv doxazamenvcmes 3

3710pOBbe JKEHIINH, KOTOPbIE SIBJISTFOTCST HOCUTEISIMU TeMO(DH-
JIAH, JI0JKHO OBITH ONTHMU3MPOBAHO /10 OEPEMEHHOCTH, BKJIOYAs yC-
TpateHue J60ro AeuInTa JKejie3a U 0KUPEHIsE, TOCKOJIbKY 00a 911
COCTOSTHUST CBSI3aHBI C TIOBBITIIEHHBIM PUCKOM KPOBOTeueHus [29)].

4.6 Kak cieayer npoBOAUTh T€eHETHYECKOE KOHCYIIbTHPO-

BaHHe?

HKenwunam ¢ paxmopamu pucxa doaicna npedocmasnsimo-

Sl 2CHEMUYECKAsL KOHCYJIbMAauUst, 6 udeaie — 00 6epemento-
cmu, nPoBoOUMAs KEATUDUUUPOBAHIHLIM U ONIMHIM K-
HUYECKUM NEPCOHANOM.

Tucvmennoe ungopmuposanoe coenacue 00mNCHO Gbimb No-
Jyueno 00 nposedenust 106020 2eHeMUUecKoz0 MeCMUpoBanis.
[IpenocTaBienne Ha/IeKAIEr0 KOHCYJIBTHPOBAHUS MOXKET
noTpe6oBaTh yyacTusi MYJIbTUAMCIUIINHAPHON KOMAH/BI Me-
JUTIMHCKUX PAOOTHUKOB, HATPHMEP CIEIMAIICTOB 110 TeModu-
JIVIH, aKyTIIEPOB U TEHETUKOB.

ITanuenTsl 0KHBL OBITh B COCTOSHUY MPUHATH COOCTBEH-
HOe 060CHOBAHHOE PEIIeHne Ha OCHOBE BCeil He0OXOANMON HH-
opmarii 1 UMeTh BPeMst i BO3BMOKHOCTD [OJIYIUTh OTBETHI HA
BO3HUKIIME BOIPOchl. HeobXoaumo mpenoctaButh uugopma-
I[MI0 O HACJIE/[OBAHNM, KIMHIYECKHUX acleKkTax reModuiny (Ta-
KIX, KaK KDOBOTEUEHIISI, JIEIEHIE U OCTOKHEHIST) U BO3MOKHBIX
BapHaHTax /ISl YIEHOB CEMbH, KOTOPbIE, BO3MOXKHO, IOKeJIAIoT,
VUIUTHIBAsT TEHETUYECKHUI MAarHo3, 06CYIUTh BOMPOC O POIKIE-
Huu peberka ¢ remoduimeil. B ueane KOHCYJIbTHPOBaHIE HO-
curesieil reMo(MUINK JIOJKHO TPOBOANTHCS 10 OepeMEHHOCTH.

Obecrieuenvie TIOTYIEHUST COOTBETCTBYIONIETO MHMOPMUPO-
BAHHOTO COIVIACHST JUIST T€HETHYECKOH [MArHOCTHKM, BKIIOUAS
HOCUTEJIBCTBO W/WMJIM TIPEHATATIBHYIO [HATHOCTUKY, JIEKUT Ha
OTBETCTBEHHOM KJIMHHIHCTE.

4.7 KakoBsl onuun npexaraiabHoi quarnocruxu (IT/1)?
Hocumensm msoenoil emouauu credyem npeoiojNcumy
NPEUMNIAHMAYUOHHYIO 2EHEMUUECKYIO OUAZHOCTIUKY.
Hocumenu msiicenoi 2eMopuiuii ¢ ni000M MYNHCCKO20 NoJd
U nOOMBePIHCOeHHOU 2emodunueti O0NNCHLL ObiMb NPOKOH-
CYIMUPOBAHDL 015t 00€CNEUEHUS BOSMONCHOCIIU UHPOPMU-
POBANH020 8bIHOPA.
EI Bcem nocumensim msicenoti 2emodunu 00axrcHo Ooims npeo-
JIOXCEHO onpedeierue Noaa niooa ¢ NOMOULIO aAHAIU3A C60-
600Ho1L amOpuonanvroti THK ¢ 9-1i nedeau bepemenrocmu.
Bepementvim nocumensim msicenoil 2eMOQUIUU ¢ MYNCCKUM
N1000M, NOOBEPICEHHBIM PUCKY 2eMOQUILULL, CLeOYem Npeoio-
JHCUMD B3SIMUE BOPCUH XOPUOHA Ol AHATUIA C UCTBIO NPEHA-
manvnoti duaznocmuxu na 11—14-ii nedene bepemennocmu.
Bcem nocumensim eemopuauu ¢ Mysmcckum nio0om Hym#cHo
nPeonazamo AMHUOUEHMES 6 MPETNLEM MPUMECTPE 6 CILY -
uae, eciu pamee He npoooUNUC OUAZHOCTIUYECKUE UCCe-
dosanusi Onst onpedeienus cmamyca 2eMoQuIUu, OLs
OUEHKU 8aAPUAHMO8 8e0eHUs POO0S.

Yposenwv doxasamenvcmes 4

B Anrsnuu [30] MosxeT IPOBOAUTLCS TPU LIUKJIA TPEUMILIAH-
TAIIMOHHO TeHeTHYeCKOI TUArHOCTUKHU [/ TIap B TPYTINE PUC-
Ka, JKesaoluM u3bexarsb posxkaenus 6oabHoro pebernka. Coob-
IIAJIOCh O ToKa3aTesIx ycrexa okoso 30% [31].

Hocurenu Tsikenoit remoduinu npu 6epeMeHHOCTH TLJIO-

JIOM MYKCKOTO TOJIa JOJIZKHBI OBITh TIPOKOHCYJIbTUPOBAHBI IS
obecrnieuennst uHGOPMUPOBAHHOTO BbiGOpa [32].
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4.8 Yto Takoe 10pOI0BOI MEHEIKMEHT?

Jlopodosoti menedacmenm oaicer nposooumvCst 8 KOHmex-

Cme MyIbMUOUCUUNIUHAPHOL KOMAHObL C 2eMAMON02AMU U

axyuepami, 001a0arouuMu ONbIMoOM 8 Mot 00LACTIU.

EI Mamepunckuii paxmop VIIL/IX donscen Gvimv nposepen

npu nocmanoske na yuem, nepeod 1oboi dopodoeoti npo-

Uedypoll U 6 mpemvem mpumecmpe; yposens Qaxmopa

VIII nosvuuaemcs 60 epemst Gepemennocmu, Ho Gpaxmop

IX umeem menodenyuio ocmasamocs. cmadUIbHbIM.

Yposenv paxmopa VIII/IX dondcern cocmasisimo, no meo-

weil mepe, 0,5 ME/Mn 015t nOKpoImus Xupypeuueckux i

UHBASUBHBIX NPOUCOYP UNU CROHMAHHO20 6biKUObuUA. TTpu

HE0OX00UMOCTNU NPOBEOCHUS. JeUeHUst UEAeBOl YPOBEHD

Gaxmopa douicen 6vims 1,0 ME/ M u ne dondrcen Goimo -

ace 0,5 ME/mn, noka ne cmabuusupyemcs 2emocmas.

Tpanexcamosas Kucioma 0ojicHa 6xXo00Ums 6 KOMNICKC-

Hy mepanur npu yposue gaxmopa nuice 0,5 ME/mn

UM UCNOTDI0BATLCS. KAK MOHOMEPANUS NPU YPOBHE 6bl-

we 0,5 ME/ma. ITocie svikuoviua dannyio mepanuio cie-

dyem npodocams 00 NPEeKPaweHs KPOBOMeUeHusl.

Jlecmonpeccur MoNcem ucnoib308amvCst AHMeHamanho Olist

noeviuenus yposist paxmopa VIII. Uz-3a anmuduypemuuec-

K020 ahhexma npuem acudxocmu domicer Goimop Ozpanuuen

do 1 umpa 6 meuenue 24 uacos nocie npuema; eciu 3mo He-

BOZMONICHO, CLLeOYem NPOBOOUNL MOHUMOPUHZ SNEKMPOIUINIOS.

Pexombunanmuoiii paxmop VIII credyem ucnorvzosamn,
eciu YposHU, NOIYUCHHDIC ¢ OCCMONPECCUHOM, He0Cma-

MOUHDL UIU Ol USBECTHBIX HOHPECTIOHOEPOE.

Pexombunanmuoiii paxmop IX neobxodum ons npuxpoi-

MU UHBASUBHDIX UL XUPYPZULECKUX NPOUCOYD Y HceH-

wun ¢ yposuem axmopa menee 0,5 ME/m.

IIpu nposedenuu neuenus 0N NOBvIUEHUS YPOBHSL (PaK-
MOPOB CEEPMBLEANHUSL BANCHO CLCOUMD 34 OMBEMOM HA Je-
uenue nymem usMepenus KOHUEeHmpauuu (paxmopa ceep-
muleanust 6 naasme 00 U nocie UHQPYsuU, a maxice uepes
4—6 uacos nocie 6sedenus Ons YmouHeHust 003ol.

IIpu 1060t UHEAUBHOT UL XUPYPLUUECKOLL NPOUCOYpe

mpebyemcs naan HenpepvieHozo aeuenus 0ns nodoepica-

HUSL KOS Pumyuenma ceepmuieanius 6 HOPMAILHOM OUANa-

30H€ HA NPOMSANCCHUU BPEMENU, He0OX00UMOZ0 Ol NPOse-

denust npouedypoL.

IIpedsapumenvivul uemxutl naam sympuympo6Hozo yxooa 3a

nocumenem u peberrom doncer Obimp cocmagier 00 37-i e-

demu Gepemennocmu. Kenmwuna domicna Goimy ocmompena

AHECE3UONIOZOM, (L HEOHATNONOZU OOIHCHBL ObIND NPOUHDOPMIUL-

POBAHDL O NPEONONAZACMOM PONCOCHUU PEOEHKA C 26MOPUIUELL.

Ecnu y nnoda mysrcckozo noia ne 6ulia 6binoaHeHa aHmeHa-

ManvHas OUazHOCMuKa, e2o ciedyem 6ecmi Kax 601bHo20.

Cnedyem usbezamv HAPYICHOZ0 AKYUEPCKO2ZO NOBOPOMA Y

3AMPOHYMHIX UNU NOMEHUUATLHO 3ATPOHYMBIX 10008

MYNCCKO20 NOIA, A MAKHCE NAOO0E HCEHCKOZ0 NOIA, KOMOPDLE

SAGHSAIOMCSL 00A3AMENLHOIMU UL BOSMONCHOIMU HOCUNEIISL-

Mu msicenol zemopunuu B.

Yposenv doxazamenvcme 3

Jlst obecmiedenust 6e30TacHOCTH MaTepH 1 pebernKa BO Bpe-
M3 POJIOB TPeOyeTcst TecHast poOOTa B PAMKaX MY IbTUMCIIUILIN-
HapHoil komaubl. M3-3a pucka passurust KK y peberka mysk-
CKOTO TIOJIa B TIpOTIecce POJIOB TPYTIIa HEOHATOJIOTOB JIOKHA
6biTh  TPOMHGOPMUPOBAHA 3apaHee O IPEIIoJaraeMoi jare
posienust peberka ¢ reMoGuIneil 1 0 TAKTHKE YXO/a 32 HOBO-
POKICHHBIMH, BKITIOYAs IOCTYIHOCTD 1 HAJTWYHE COOTBETCTBYIO-
mero (hpaxTopHOro KoHuenTpara [27].

Yposenv doxazamenvcme 2+
Cunres ¢axropa VIII yBenmuuBaercsi ¢ 6-if Henenn Gepe-
MEHHOCTH B JIBAa-TPU Pasa 110 CPAaBHEHUIO C NCXOHBIM YPOBHEM.
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Yposuu daxropa IX orHocutenpHo Henamennsr | 11]. [l1g Hocu-
Teseit reMouIM A MHIYIMPOBAHHBIN OepPeMEHHOCTHIO POCT
yposus ¢dakropa VIII cuukaeT puck KpoBoTe4eHus, XOTs OH OC-
TAETCS BHICOKUM Ha PAHHUX CPOKaX 6EPEMEHHOCTH, a TAKIKE Y TIa-
IIMEHTOB C HU3KMMHU MCXOJHBIMH YPOBHAMHU (HAIIPUMEp Meree
0,15 ME/mur), MOKET He I0CTHraTh HOPMAJIbHbIX [IOKa3aTeell 10
pozoB. JKeHIMHBI ¢ HU3KUM ypoBHeM hakropa IX ocratorest moz
YIpo30ii KPOBOTEUEHHUsT BO BPeMsI GepPEMEHHOCTH.

Yposenv doxazamenvcme 4

Hopwmanbabrit uanason st hakropos VIII u IX Bre Gepe-
menHoctu cocraiser 0,5-2,0 ME/mi.  YpoBenb Bbiire
0,5 ME/Mu1, BeposiTHO, OY/IET MOCTATOUHBIM JIIsI TEMOCTA3a BO
BPeMsI MHBA3UBHBIX MPOIEILYDP, TAKKMX, KaK aMHUOIEHTe3 U Ou-
orcust Xopuona. [lockosbKy y HocuTE IeH T BO3MOXKHBI KPOBOTEYE-
HUS TIpU WHBasMBHBIX IpOIleAypaXx IIPH YPOBHE OKOJIO
0,5 ME/mu1, 9TOT ypoBeHb SBJISIETCS aBCOMIOTHBIM MUHUMAIBHO
JIOIYCTUMBIM JUJIsI TIPOBeZIeH st OOJIBIIMHCTBA MIPOIELYP, B TOM
Yrcye U KecapeBa ceueHns B HivkHeM cermente [6]. Ecam tpeGy-
€eTCst BMEIaTeIbCTBO, TO 1eIEBOH YPOBEHD (haKTOpa J0JKEH ObITh
1,0 ME /mu1, u nezrorycrumo ero cumkenue ke 0,5 ME /mir.

TpanexrcaMoBast KICJIOTa SBISIETCST aHTH(UOPIHOMATITICCKITM
CPEZICTBOM, aCCOIMUPYETCs C YMEHBbIIIeHeM KPOBOTEUeHN TIPU Me-
HOpparuy, XUPyprudyeckux BMellaTeIbeTBax U TpaBMax [33]. Ona
HCIOJIb3yeTCsT Kak MOHOTEPAMHS /TS JKEHIIIH ¢ HU3KUM YPOBHEM
HOPMAJILHOTO (DaKTOpa MM MOJKET HCIIO/b30BAThCS B COYETAHUN C
JIPYTUMU BHJIAMU JIEYEHHsT Y SKEHIIUH C TIOBBIIIEHHBIM PHCKOM.

Yposenwv doxazamenvcme 2+

[lecMoripecct SIBJISIETCS CUHTETHYECKUM AHAJIOTOM Ba3o0-
MIPecCcUHa, KOTOPBIH MOKET yBEJMYMBATH YPOBHU Kak (hakTopa
VIII, tak u VWF B Tpu—uetbipe pasa [34]. Ou ne BiusieT Ha (hak-
Top IX. Mexanuam neficTBUs J1eCMOIIPECCHHA TIJI0XO U3BECTEeH
[35, 36], X0Ts1 OH OKa3bIBAET CBOE BIMSHIE Yepe3 V,-PEelenTopb
SH/IOTENAIBHBIX KIeTOK. MaTKa SKCIpPecCHpyeT perenTopsl Vi,
K KOTOPBIM JIECMOTIPECCUH He TPOIIEH, 1 TOITOMY €ro MCIOJIb30-
BaHUe BO BpeMst GepeMeHHOCTH cunTtaercst GesonacHbiv [37—39].

Jlecmoripeccni MOJKET WCHOJIb30BATBCS [IJIsT TTOBBIIEHIST
ypoBHs (akropa VIII nepes mHBa3MBHBIMU IPOIELypaMu BO
BpeMst GepeMeHHOCTH U BO BpeMsi poioB [40]. [lecMonpeccun
CcJIe/IyeT HCIob30oBath B o3e 0,3 MKr Ha 1 KT Macchl Tesa 10 Ge-
PEMEHHOCTH B BU/IE BHYTPUBEHHON WJIU MOJAKOKHON UHBEKITUH.
IToBTOpHBIE 7103BI MOTYT BBOAUTHCS Kaskible 12—24 gaca, HO MO-
IyT HPUBOANTD K Taxuduiakcun (OTBET HA JIeYeHIIe YMeHbIIIaeT-
cs1 1IpU JlajibHelineM BBeleHnn ). BaskHo ciieinth 3a peakiyeii ¢
nomouipio anamsos ¢axropa VIII xo u mocse jgedenus, 4To6bl
obecriednTs ajiekBaTHBIE YpoBHI (hakropa [35, 41].

Jlecmoripeccutt 00JIajiaeT aHTUIMYPETUYECKUMU  CBOICTBAMU,
YTO MOZKET TIPUBECTH K THIOoHaTpremMun. Habroamich THIoHaTpi-
eMUYeCKUe Cy/IOpPOTH TocJie BBeieHus jecmorpeccuna [36, 37]. Tlo-
HTOMY TIPUEM JKUJIKOCTH JIOJKEeH ObITh Orpanuyet /0 1 mrpa B Teve-
Hue 24 4acoB MOCJIe BBEJICHHST, TAKIKE CIIE/LYeT M30eraTh IPUMEHEHNsT
JIeCMOIIPECCHHA Y JKeHIIMH ¢ Ipesksiamricueil. Yacto Bo Bpems BHY-
TPUBEHHOI UH(Y3UM HAOIONAIOTCS TUTIOTEH3HsT, TOJIOBHAsT OOJb 1
TUTIEPEMUST JIUTIA, HO B 1IEJIOM 3TU ITPOSIBICHUS MSATKO BBIPAsKCHDL
ApTeprasibHOe JIaBJieHne cJieflyeT KOHTPOIMPOBATD /10 U TIOCJIe MH-
dysum. [lst sxennpan ¢ yposaeM (akropa VIII menee 0,5 ME /Mt B
TPEThEM TPUMECTPE MTPUMEHEHHE JIECMOTPECCIHA I0IKHO PacCcMart-
puBaThCs B 1IEPBYI0 ouepesib. OJIHAKO IPH HATMYNH POTHBOIIOKA3a-
HUI WM €CJI YPOBHU, TTOJTyYeHHbIE C JIECMOIIPECCUHOM, HEIOCTa-
TOYHBI B Pe3yJIbTaTe TaXUMIIAKCUN WA Y I3BECTHOTO HOHPECTIOH-
JIepa, CJIEYET UCIIOJIb30BaTh peKoMOrHaHTHBII (pakTop VIIL.

ITockousbky anporennsiit hakrop IX He yBenmuusaercs, HO-
curenn remoduinu B ¢ yposrem daxropa IX menee 0,5 ME /v
TpebyIoT Jiedernst peKoMOMHAHTHBIM (haktopom IX st moep-
skanust yposus Bbiie 0,5 ME /Mt 171 npoBejieHust MHBa3UBHBIX
TTPOTIEIYD.

CEMEVHASI MEJIMLITHA Na6 (74), 2017
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OTBet Ha JiedeHUe 1 IPOIOJKUTETbHOCTD dddekTa (T1eprof
MOJIypacIiaga) BapbUpyeT y PasHbIX HHANBUAYYMOB. Kinundec-
Kasl KapTHHA MOKET BJIUSITh Ha [IEPUOJL TTOJIyBbIBeIeH s (HaKTO-
pa CBEPTHIBAHUS KPOBHU, HATPUMEDP, OH MOXKET OBITH KOpOYe B
PAHHIII TTOCTIE0NEePAIMOHHBIN WJIH HOCJIEPOOBON TEPUO/IBL.

B 1esom mnocse XUpypradyeckoil Mporeaypsl JiedeHne Ha-
MIpaBJIEHO Ha MO/yIepKaHie YPOBHS KOATryJISAIIMOHHOTO (hakTopa
Boime 0,5 ME/mut B teyenne 3—5 mueit, aTo0bl 0OeciednTh 3a-
JKUBJIEHNE PAHbI, OJIHAKO MOJXOJ] JI0JUKEH OBITh MHIMBU/Yalb-
HBIM B COOTBETCTBHH C KJIMHUYECKOIT cuTyarueii.

Yposenv doxazamenvcme 4

ITIpu paccmoTpernu crocoba POAOPa3PEIeH st CIeyeT YIu-
THIBATH PUCKU MATEPUHCKON 1 TIPEHATAILHON 3a00JI€BAEMOCTH, &
MYJIbTUAUCIUIIMHAPHAS. KOMAH/IA J0JDKHA OOCYIMTh UX C MaTe-
pbio 3apatee. [TUChMEHHBIN TUIAH BeJIEHUST POJIOB JI0JIKEH ObITh
JOCTYTIEH B MaTePUHCKON MeakapTe. B 1wiane M0/KHBI ObITD 110-
APOOHO onrcaHbl TpeOOBAHMS B OTHOIIEHUH IEHTPaIbHOI HEIpO-
aKCUAJIBHOI aHeCcTe3N! W 3aMeHBI (PaKTopa CBEPTHIBAHUS KPOBHU
BO BpeMst poztoB. OHa JI0JKHA ObITh OCMOTPEHA AHECTE3HOJIOTOM.
Tltan 10JKEeH BKIIOYATD MEPbI IPE0CTOPOIKHOCTH Jist pebeHKa,
HEeOOXO/[MMbIE MTPH BArMHAIBHBIX POJAX, U ONPEAETISITh, ECTh JI
HEeOOXO/IMMOCTD B OIIEHKE YPOBHsI (haKTOpa CBEPTHIBAHMST KPOBU
U3 TyIOBUHBI BO BPEMsI POJIOB, & TAKKE JIOOBIX IPYTUX PEKOMEH-
JIAIET OTHOCUTETBHO PAHHETO Be/IEHNST HOBOPOKIECHHOTO [42].

Her j0kazatesibCTB OTHOCHTENBHO HCIIOJIB30BANIST BHEITHETO
AKyIIEPCKOrO TIOBOPOTA Y GEPEMEHHBIX TIPY HAIMUKMU HAPYIIeHUi
CBEPTHIBAEMOCTH KPOBH Y TI0/1a. B MeTa-ananmse 84 viccreoBanmii,
KOTOpbIe BRIOYam 12 955 skeHImH, o61uil yPOBEHb OCTIOKHEHUI
cocTaBil 6%, a 4acToTa Cephe3HbIX OC/IOKHeHn coctaBuia 0,24%
(orcaoiika tartentst B 0,18% 1 MeprBoposkene B 0,6%). [lecsith
n3 11 OTC/I0eK TUIAIIeHTB! PUBEN K OKCTPEHHOMY KecapeBy cede-
nuo |43, 44]. Xots BHyTpUUepelrHoe KpoBoTedeHue He paccMaTpu-
BAETCS KaK 3HAYUTENBHOE OCJIOKHEHHE B OTHUX UCCIIEIOBAHUSX, HEOO-
XO/IMMO BCer/ia M30eraTh BHEIITHETO aKyIIePCKOro [IOBOPOTA B CJIydyae
U3BECTHOTO/TI0ZI03PEBAEMOTO HAPYIIEHST CBEPTHIBAEMOCTH KPOBHL.

4.9 KaxkoB ontuMaibHblii cioco0 u BpeMst pogoB?

Pewenue o cpokax u cnocobe podopaspeusenusi O0IHCHO

Oblmb COZIACOBANO COBMECTNHO JCCHUUHOT U MYTLMUOUC-

UUNIURAPHOT KOMAHOOTL.

@ Bapuanm sanianuposaniozo xecapesa ceuenist 8 HUNCHeM

cezmenme credyem o0CyOumy npu Pooopaspeuieru nio-
00M MYIHCCKOZ0 NOIA, OCOOEHHO ¢ MANCCNOU 2eMOpuuell,
w/unu ecnu cmamyc naooa neussecment. Tem ne menee, ne-
00X00UMO NPoGeCU NOIHYIO OUEHKY NPEUMYWECNE U He-
docmamixog 3mozo cnocoba podog ¢ Yuemom aKyuepckux
haxmopos, pucka MamepuncKozo KposomeueHus, npeono-
umenust NauUenma u penpooyKmueHvLY nianos.
Ecru nnanupyemcs: nianosoe kecapeso ceuenue, 0o 00m1CHO
nposodumocst 8 39 3asepuientolx Hede» cecmauuu ¢ uem-
KUM NIAHOM 8 CTIYUae NPesCoespemMenvlx CROHMAHHBIX POOOS.
IIpu npednonazaemom 6azunanbom poodopaspewenuu
cnonmanvle poobl AGAIOMCsL NPEONOUMUMELHOIMU NPU
omcymcmeuu Opyeux axyuepckux npobres ¢ yeivio Mu-
HUMUBUPOBAHUSL PUCKO8 NpU 6Mewamenyemae. Heobxoou-
MO NpuHAMD Mepvl 015t 00€Cneuenus IKCNePMU3vl U HALL-
uus neobxodumvLx pecypcos 6 aioboe epems. Ilanosas
UHOYKUUS: POO08 MOKCem NOMPedoBamvCsi 6 MeX CLYUAsX,
K020a ecmb ONAcens. OMHOCUMENLHO BPEMEHU, He0OX00U-
M020 051 NOE30KU 8 CREUUATUIUPOBANHII UCHMP UTU NPU
HATUMUY OPY2UX AKYUEPCKUX NPOOAEM.

Cnedyem usbezamo uUCnoIb30BAHUSL BAKYYM-IKCMPAKYUU
U MOIOCMHBIX WUNYO8 OISl MAAOEHUEB MYICCKOZ0 NOIA, KO-

MOPbIM 2PO3UM 2eMOPUNUSL.

Credyem usbezamnv e3smusi npob xkposu naoda (IIKII) u

UCNONL306ANUS HEMATLHDIX NOOKONICHDIX NeKMPodos Ha
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2on06e naoda (PI1I) y mradenyes, y KOMOPvIX 0JcUOaem-
CSL MSHCENAs: U YMepeHHas zemouiust. Y miadenuyes,
CMPadaIowux 1ezKotl 2eMOQUIUETE, MOJICHO PACCMOMPemy
PASYMHOE UCNOLB306AHUE OANHBIX Mem0008 s 00nezue-
HUSL 8AZUHATILHBIX POO0S U 015 U3bexcanus 3a601e6aemo-
CIU, ACCOUUUPOBANHOLL C KECAPEBHIM CCUCHUEM 6 POOAX.
Imo pewenue dondicen NPUHSMG CMAPWULL aKywep.

IInan menedncmenma u 6edenus 6mopozo smMana pooos ¢
00A3AMeNLHIM YUACTUCM CIAPULE20 AKYULCPA HEOOX00U -
MO 3A00KYMEHMUPOBAMD.

Hem nuxaxux oannwix, umobvl pexomendosams cneuuaiv-
nole memodvt podopaspeuwienust Oepemenivix ¢ nio0om
arcencroeo nora. Inoo gcenckozo nona, Komopwiil umeem
PUCK HOCUMeIbemaea msienol zemounuu B, meopemuye-
cku mosxcem 6oimv 6orvuie nodsepacen pucky UKK/IKK, u
Mo credyem yuumoleamy 8 niamne pooos.

Yposenv doxazamenvcme 2++

OnTrMasbHBII Criocod posopaspeltieHust st GePeMEHHON MOKeT
ObITh O0YCJIOBJIEH aKyHIEPCKUMK COOOPasKEHHSIMU, COOCTBEHHBIMI
JITYHBIME TTO;KEJIAHUSIMU U JIOTUCTUYECKIMU (haKTOPaMIL, HAIIPIIMED,
IJIe CeMbst TIPOKUBAET 110 OTHOIIEHHIO K HanboJiee TOXO/SIIEMY OT-
JnesteHnto. [ToaToMy crocod pojioB J0IKeH 00CYKIATHCS € AKEHIIMHON
U MYJIBTUIUCITUITHAPHON KOMAH/ION € y4eTOM WH/IMBH/TYAIbHBIX
(haKTOPOB, BKITIOUAs PUCK KPOBOTEUECHHSI JUIst PEOEHKA B COOTBETCTBUN
¢ Tabmiamu crparndukanmn ([punoskenve 11 u IV) u akyiepckoit
CHTYaITUElT TPEJITTEXKAHNS TUIO/IA, OTIBIT TIPEIIECTBYIONINX POIOB, Ma-
TEPUHCKUX PUCKOB U OY/yIIIX PENPOLYKTHBHBIX TIJIAHOB [45].

B pstzie myGumkarmii cooOIaeTcest 0 B3aMMOCBSI3H MEKILY CII0CO-
6om poztopasperterust 1 puckom passutist KK u OKK y HoBo-
POKJIEHHBIX B OOIIEHT MOIMYJISIIIN U Y TIAIUEHTOB ¢ HACJIE/ICTBEHHBI-
MU HapYIIEHUSIMI CBEPTHIBAEMOCTH KPOBHU. B GOJIBIIOM PeTpOCIiek-
THUBHOM HCCJIEIOBAHIK TIOMYJISIIINA HOBOPOSKIEHBIX OT OIHOILIO/-
HbIX OepeMeHHocTelt prick passuTist IKK GblI caMbIM BBICOKUM Y
POYKIEHHBIX TIPU UCIIOJIBb30BAHNY IIHIIIOB, BAKYYM-9KCTPAKIIN 1
AKCTPEHHOTO KecapeBa ceueHusl. DJIEKTHBHOE KECAPEBO CEeYeH e ac-
COTIMUPOBATIOCH C CAMBIM HI3KMM PFICKOM BMECTE C HEOCJIO;KHEHHBI-
MH BArMHAJIBHBIME poziaMiL. B 1repecuere Ha OTHOIIEHNE MIAHCOB, 110
CpaBHEHMIO ¢ HEOCJIOKHEHHBIMU BArNHATIBLHBIMU PoJiaMi, — 910 2,86
(95% I — 1,87-4,37) mst mmios, 2,21 (95% A1 — 1,68-2,91) —
1t BakyyMHOH akcrpakmmn 1 2,10 (95% AW — 1,64—2,68) — miist
KecapeBa cedeHust BO BpeMst posioB. Tak, BaKyyM U IIUTIIBI UMEJIH
HauboJIblIee COOTHOIIEH e maHcoB — 7,45 (95% AW — 4,06—13,68),
TOT/Ia KAK OTHOIIIEHHE IIAHCOB /IS 3AIUIAHIPOBAHHOTO Kecapena ce-
yenns cocrasiisino 0,69 (95% AU - 0,39-1,24) [14].

[ToBbIMeHHBIN PUCK KPOBOTEYEHHUSI B COUETAHUU C BMeTla-
TEJbCTBAMH B POZIaX ObLI ITPOJEMOHCTPHPOBAH B KOTOpTE JleTeil
¢ remouIeii; cpesiu 1ecTu jietTei, y KOTOPbIX OTMEYAJINCh WH-
Tpa- WJIN 9KCTAaKPAHUATbHbIE KPOBOTEUEHMS, YeTBEPO POIINCH
[P TIOMOIIU BATHHAIBHOTO POJOPA3PEIIEHHsI, OINH — IKCTPEH-
HOTO KecapeBa CeueHus, a [PyTroil — Ipu HeOCJOKHEHHBIX Baru-
HaJIbHBIX pojiax. Bo Beex ciryuasx He ObLIO U3BECTHOI ceMeHOM
ucropuu 3abosieBaeMocTu remoduneii [45].

O0630p HEOHATAIBHBIX UCXOI0B MJIAJIEHIIEB, POAMBIINXCS C TsI-
KeJIol reModuineii B GPUTAHCKUX [IEHTPaX TeMOMIINKI B IEPHOJL
¢ 2003 1o 2013 ro, poBesieHHbIN BpaueGHoi oprannsaimeii neH-
tpa remocuuu Coexunennoro Koposescrsa (UKHCDO), noka-
3an yacrotry KK npu remopmmum A — 6,2/1000 marmenTo-ner
(95% I — 4,32—-8,95) u mnst remommu B, 4,1/1000 marmenTo-
aet (95% AN — 1,5-10,81). 13 17 3aperncTpupoBaHHbIX CIydaeB
VKK zieBsATh ObIIM acCOIMMUPOBAHBI CO CIIOHTAHHBIMU BarlHAb-
upivu pogamu (CBP), geTsipe — ¢ BarHHAJIbHBIME POJIAaMH 1 BMe-
marebeTBamMu (y 9THX MJIJICHIIEB MY’KCKOTO TI0JIa He ObLIo U3Be-
CTHOII ceMeitHOI ncTopyy reMoUIINN ), TPU — € TJIAHOBBIM Kecape-
BBIM CEUYEHUEM 1 OJINH — C AKCTPEHHBIM KecapeBbIM cederneM. V-
TEPECHO, UTO B [IBYX U3 ATUX CJIYYaeB He ObLIO MPEIIeCTBYIONEN
ceMeifHOIT MCTOpUM reMo(UIINy, & B TPEThEM — OHA HEU3BECTHA.
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Yposenv doxazamenvcme 3

PeTpocriekTrBHBIE NCCITIEM0BAHIS MIIAJEHIEB ¢ TeMOMUIH-
eil moTBepANIN HAOOJIBIINET PICK TIPH BATMHAIBHBIX POJAX C
BMeIIATebCTBAMHU, 0COOEHHO IIPH BaKyyM-aKcTpakini. OHako
OBIJIO CJIOJKHEE OTIPEIE/Th OTHOCUTENbHBIH pruck KK mpu He-
ocioxuenublx CBP no cpaBnenuio ¢ kecapeBbIM cedeHUeM, a
TaKKe HEJOCTATOYHO JAHHBIX, CPAaBHUBAIOIIUX IKCTPEHHOE U
MJIaHOBOE KecapeBo cedenwe. [Toatomy Hauaydmmii crnocob po-
Jlopa3pelnenust Il MIIQJIEHIEB, CTPAAAIONIUX reModuinei, oc-
TaeTCs IMCKYCCUOHHBIM BOIIpocoM [46—48].

B smteparype coobiaercst o iByx caydastx MKK cpenn 283 wHo-
BOPOK/JIEHHBIX € reMO(UINeii, pOKIEHHBIX ¢ MOMOIBIO KecapeBa
CeYeHUsI, OJIMH M3 KOTOPBIX ObIT HEIOHOMIEHHBIM, POKICHHBIM HA
27-i neziesie GepeMeHHOCTH; B TO BpeMst Kak 22 caydas KK 6o
3aperucTpuposatsl cpeu 816 neteit, poxkaentsix mpu CBP [23-25,
49]. Cucremarndecknii 0630p JIHTEPATYPBI K META-AHAII3 TIOKA3AIH
campiii nuskuii puck KK nipu kecapeBom ceuennn ¢ Ol 0,34
(95% 11 — 0,14—0,83) [26]. B MHOTO1IEHTPOBOM HCCJIEIOBAHUN B
peruone ITepcrickoro 3amusa, rie 6osee 80% JKEHIMH POKAIOT Ba-
ruHasbHO, dactota KK cocrasmsma 5/163 (3,1%) HOBOpOKIEH-
HBIX ¢ TsDKes0it remoduimeir; 2/131 (1,5%) — 11pn HEOCI0KHEHHBIX
BarvHAIBHBIX pojax; 2/6 (33,3%) — npu MHCTPYMEHTAIbHBIX POJIAX
u 1/26 (3,8%) — 1pu KecapeBOM CEeYeHHH, XOTsS 3TO ObLIT HEIOHO-
eHHbIH peGeHOK, POXKIEHHbII Ha 32-i1 Hesese rectaryu [50].

Yposenv doxazamenvcme 2+

BakyyM-9KCTPaKIist U TIOJOCTHbIE HIUTIIbI 3HAYUTETHO M0-
soimraior puck KK u nx cienyer usberars [14, 49, 51, 52]. Boi-
XOJIHBIE TIUIIIBI MOTYT HCIIOJb30BATHCS M, BEPOSITHO, TIPEAIIO-
YTHTEJNbHEE KecapeBa CeYeHus Ha BTOPOM JTalle POJIOB.

Yposenv doxazamenvcme 4

TLnanoBoe KecapeBo CedeHre JI0JKHO GbITh TTPETIOKEHO IS PO-
JIOPA3PEIIeHHsT IETeil MysKCKOTO 10JIa, 0COOEHHO € TSIKEOI 1 yMe-
pennoit reModuimei. Tem He Meree, HeoOXOAMMO BCECTOPOHHEE 00-
Cy’K/IeHVEe IPEUMYILECTB M HEJIOCTATKOB; KECAPEBO CeueHue acolnu-
pyercst ¢ yBeJmdeHreM 3a00J1eBaeMOCTH T110/ia 1 Marepu [53], Koto-
past yBEJIMUUBAETCS TIPY MHOKECTBEHHBIX TIOBTOPHBIX KECAPEBBIX Ce-
uennsax [54]. OnrumasbHbiil crocod poropaspenienyst OyeT 3aBu-
ceThb OT pucka KposoreueHust y marepu 1 moja (Ilpunoxenue 11 u
IV), ipeziitiecTBYIOIIETO OMBITA POJIOB ¥ PEITPOAYKTUBHBIX TJIAHOB.

Kecapeso ceuenuie 710 39 1oJIHbIX HeZIEIb FeCTalliy yBeJTuInBa-
€T PUCK HeOHATAJIbHON pecrmpaTopHoil 3abosieBaeMocti [55—57].
Yacrora KK Taxske moBbIIaeTcst Ipyu MPesKAEBPEMEHHBIX POJIAX.

Yposenwv doxazamenvcme 2+

WHayKuust poioB 06bIYHO PYTUHHO HE PUMEHSIETCS, OlHA-
KO B HEKOTOPBIX CJAYYassX MOKET OBbITh MPEANOUTUTETBHOM s
ONTUMU3AINN TIpotiecca pojoB [58, 59].

Yposenv doxazamenvcme 4

Het nocraTounoro kosimuecTBa JaHHBIX XOPOIIETO KauecTBa,
COOOIIAINIMX O PHCKAX KPOBOTEYEHHS IMPU HCIIOJIH30BAHIN
TTKII nsmn DI y meteii ¢ prckoM HapyIeHMi CBePThIBAEMOCTH
kpoBu. Bbuii 06HapysKeHbI JBa oTyeTa 0 ciydasx, riae OIID ac-
COITMIPOBATICS C KDOBOU3JINSHUEM B ITOJKOKHYTIO OCHOBY TOJIOBBI
y MJIQJIEHIIEB, KOTOPBIM TIOCTHATATIBHO JUATHOCTUPOBAJIU TeMO-
umro [60, 61]. B otHoil ceprn 0T4eToB cO0BIIATIOCH 00 UCIIONb-
soBanuu DIID y peberka MyKCKoro moja 6e3 Kakux-gmbo He-
GuraronpusiTHBIX rocseacTBuil [52]. He 6bl10 HaliieHo 0T4eTOB 0
BTOPUYHOM KPOBOTEYEHWU BCJIEACTBHE HCIOab30Banus DOIID
TIPH HAPYIIEHUSX CBEPTHIBAEMOCTH KPOBH Y TLIOJA.

He Obuin onpejesienbl 3HaueHusl JJisi [IPOTHO3UPYEMOTO
yposus dakropa VIII nam X, Bbiliie KOTOPBIX HET OrpaHUYEHUT
110 crocody pojtopaspetiiernst. XoTst yMepeHHast reMOGHIInst Ma-
JIOBEPOSITHO OYJIET aCCOMUPOBATLCS C CUIILHBIM KPOBOTEYEHH-
eMm nipu poxzaennu (IIpunoxenue IT).
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Yposenv doxazamenvcme 4

IIposonrupoBaHuble POABI ACCONUUPYIOTCS C TTOBBIIIEHHBIM
PUCKOM aTOHUM MATKU U HEOOXOAMMOCTBIO WHCTPYMEHTAIBHBIX
BarMHAJIBHBIX POJIOB, TEM CaAMBIM YBEINUMBAS PUCK KPOBOTEUe-
HUSL KaK [UIs1 MaTepu, Tak 1 Jist pebetika [62]. ITTocKOMbKY MCIo/b-
30BaHMe BAKyYMHOIl 9KCTPAKIINY, BHYTPUIIOJIOCTHBIX IHIUIIOB 1
BO MHOTHUX CJTy4asXx MHBA3UBHOTO MOHMUTOPWHTA IJIOZIa TTPOTHBO-
MIOKa3aHbI TP U3BECTHOH WJIN TT0/I03peBaeMOoil reMohnIny, yBe-
JINYMBAETCST BEPOSITHOCTD 9KCTPEHHOTO KecapeBa CeUeHMUsI.

[Tnote1 skeHCKOTO MOJIA, KOTOPBIE SIBIISTIOTCST HOCUTEIISIMI, FIMe-
10T HeGOJIBIIION PYICK 0YeHb HUBKOTO YPOBHsT (DAKTOPA CBEPTHIBAHUS
U3-32 YPE3MEPHON JIMOHU3AIMH, HO HEOOXOIMMO YUUTBIBATH BO3-
MOKHOCTD GOJTBINETO PUCKA TIPH MPOBEIEHUI HHCTPYMEHTATHHBIX
POIOB 1 MHBA3UBHOIO MOHHUTOpuHra Iofa. Ilockosbky ypoBHI
haxropa IX HiKe 11pK pOKIEHUN U HE YBEJUUUBAIOTCS BCJIE/ICTBUE
POJIOB, >KEHITIMHBI—HOCUTEJIN TsUKes0i reModmin B Teopetnueckn
THo/iBepraroTcst 6oJiee BHICOKOMY pucky. KoHcysbranT-akyiiep 1oJ-
JKeH y4acTBOBaTh B IIPUIATUN PellleHuil Bo BpeMs pojos [63].

4.10 Kak M0:kHO Ge300aCHO OCYNIECTBJIATh 00e300/mBa-
HU€ U aHECTE3UI0?
@ﬂﬂﬂ 86edenus. U Yoaienus SMUOYPaiLHozo Kamemepa u
NPUMEHEHUS. CRUHATILHOT AHeCMe3ul YposHU (axmopa
VIIL/IX dongxcnot 6oimo evtwe 0,5 ME/ma.
Onvimmvie 8pavu QOIACHYL NPUHUMATIY YUACTAUE 8 NPUHSL-
muu pewenuti 0 HeoOX0OUMOCMU BINOIHEHUS. UCHMPAIL-
HOU HeUPOAKCUAILHOU aHeCmesuu, a JHceHuune OoACHA
Ooimob npedocmasiena 6cs UHGopMmauus, Heoobxooumas et
01151 OCO3HAHHO020 8LOOPAL.
EI Haubonree nooxodsuast popma 06e360ausanus 3asucum om
suda podopaspeuenus. Bee nocumenu 0oaicHvlL uUMemy 603-
MONHCHOCTIID 00CYOUMb AHATIZE3UID CO CINAPULUM AHECTNE3UO-
J020m neped podamu. Yemwuil naar 06e360usanus u anec-
mesuu 0onicer Gvimy doCmynen 8 MamepuncKotl meoxapme.
Obviuno credyem usbezamv GHYMPUMBIUUCUHBIX UNHBEK-
wutl, eciu yposnu ¢paxmopa VIII/IX cocmasaaiom menee
0,5 ME/mn. Onu mozym ucnoin308amucs, K020a Gpaxmop
acerwgunot VIIT/IX noddepacusaemces 6 nopmanviom oua-
nasone ¢ NOMoOwpI0 66edenUs (PaKmopa ceepmvleanus
KPOBU ULU OCCMONPECCUNA.
Yposenv doxazamenvcme 3
OtHUM U3 OCJIOKHEHUIT EHTPATILHON HeHpOaKcuaIbHOu 610~
KaJIbl SIBJISIETCST PA3BUTHE KOMITPECCHOHHOI ALY PAIbHOI reMaTo-
MBI € TIOCTIEYIOIINM HEBPOJIOTHYeCKIM TTopakenueM. Tperuit Ha-
rmonasbHbIiA poekt 1o ayauty (The third National Audit Project)
BBISIBUJI, UTO TeMATOMA MO3BOHOUHOTO KaHaJa MOCJIe TIeHTPATBHON
HefPOaKCHaTbHON OJIOKa/IbI HAGIIONAETCST CPE/ BCeX MAIUEHTOB
xax 0,85/100 000 (95% AN — 1,0-1,8 na 100 000) [64]. Pymmen n
COABTOPBI [65] TIPOAHATMBUPOBAJIN YACTOTY BOSHUKHOBEHWSI AITH/LY-
PaJIbHBIX TeMaToM, HMH(EKIMH W HEBPOJOTHYECKHX PACcCTPOHCTB
[ocJjie HeHTPaIbHON HEHPOAKCHaIbHOI OJIOKa/bl B aKyIIEPCKON
NpakTHKe B 27 UCCIE0OBaHUSIX ¢ 0XBAaTOM 1,37 MJIH JKEHIIUH U BbI-
ABUIIM 3200J1€BAEMOCTb AUy pasibHOI remMatomoii y 1 uz 168 000.

Ypoesenwv doxasamenvcmes 4

Ectb psi ipobiieM 1py coCTaBIeHUN PEKOMEHAAIMN 110 6e3-
OITACHOCTHU BBITIOJIHEHUST IIEHTPATILHON HEPOaKCHAIbHOI GJIOKaIbI
y MalUeHTOB C AaHOMAJMSAMH KOAryJIsanuu. PekocTs aHoMan B
COYETAHUN C PEIKOCTHI0 BOSHUKHOBEHUST OCTIOKHEHUI YTPYTHSIET
BO3MOKHOCTb TOYHOI OLIEHKU YaCTOThI OCJIOKHEHUI, CBSI3AHHBIX C
HapPYIIEHUSIMI KOAryJIsiiini. Y PoBHU (haKTOPOB CBePThIBaHUS 6O-
siee 0,5 ME /Mt canTaroTest aleKBaTHBIMI JIJIST BCEX THITOB HEPOaK-
CUAJIbHOI aHeCTe3UMU, XOTS JJAHHbIE JIJIsl 9TOTO HEJOCTATOYHbI B CBSI-
31 C OIPaHUYEHHBIM KOJIMYECTBOM OTYETOB 1 HEOO/IbIIMMY CEPHsi-
MU ciaydaeB [66]. ITo Takke OTHOCUTCS K yIAJIEHUIO KaTeTepa, T7ie
PHUCK KPOBOTEUEHHUS aHAJIOTHYEH, eCJH He HaMHOTO 6oJibIie. MeTto-
JIVIKA OTHOKPATHO CIIMHATIBHON M NHIyPaJbHOI aHeCTe3nu T10-
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3BOJIsIET U30EraTh ATON MPOOJIEMBI, HO TPEOYET MOBTOPHBIX TIPOILE-
JIyp, €cai HeOOXOMMO POJIOHTUPOBAHIE AHECTE3HH.

ITH cOOOpaXKEHHsT MPOKO 0OCYKIANNCH B HAMOHATLHOM Py-
KOBOJICTBe «PerroHanbHast aHecTe3ust U NAIMEHTHI ¢ AHOMAJISIMU
koaryssiiuny [7]. OHE 3as1BJSIIOT, YTO B psijie OOCTOSITENBCTB HC-
TMOJTb30BAHIE PETHOHABHOI TEXHUKI MOKET TIPUBECTH TTAIIUEHTA K
3HAYNTETEHOMY PHCKY TP aHOMAJIbHOI KOATYJISIIN, aTbTePHATH-
Ba JUIS1 ATOTO TarieHTa (YacTo o0Mast aHeCTe3NsT) MOKET MOJBEPT-
HyTb €ro elre GosbieMy pucKy. XOTsl OCHOBHOE BHUMAHUE 371eCh
VeJIsIeTcsl TIPUOOPETEHHbIM HAPYIIEHKSIM TeMOCTa3a, MPHHIKIIbI,
M3JI0KEHHBIE B IOKYMEHTE, MOTYT ObITh PACIPOCTPAHEHbI Ha IIPUMe-
HEHUe TeHTPATbHOI HePOaKCHaIbHON GI0Ka/IbI IPH POJIAX Y HKEeH-
IIIMH C HACJIE/ICTBEHHBIMU HAPYIIIEHUSIMH CBEPTHIBAEMOCTH KPOBH.

3uanue yposus (akropa VIII/IX na 32—34-ii Heznene 6epe-
MEHHOCTH TO3BOJISIET AHECTE3HOJIOTY OOCYAUTh BO3MOMKHOCTU
006e360JIMBAHUS 1 AHECTE3UH. DIV PAIbHASI AHAJITE3UsT SIBJISIETCS]
nan6osee addexrrBHOiT hopmoii oberderns 6om B pogax. Kpo-
M€ TOTO, UMEIOTCS YETKIE CBUICTEIBCTBA OE30TaCHOCTH [IEHTPAIb-
HOIi HelipoakCHaIbHON GIOKajbl (JNMUAYPATBLHON U CIIMHAIBHON
AHECTE3UI) TI0 CPaBHEHNIO ¢ 00Iel aHecTe3nell Iuist Kecapesa ce-
yenust [64]. HarmonasipHble pekoMeHIaluy 3aKJII04aioTCcsT B TOM,
uto Gosiee 95% KecapeBbix cedyeHui 4-if kareropuu (IIAHOBBIE) U
Gosree 85% KecapeBbIX cedeHMil 1-if kaTeropuut (BBITIOJIHSIEMBIX
[IPU HETIOCPEICTBEHHON YIPpo3e JKU3HU MaTepu Wik peGeHKa) 1po-
BOJIATCS TIPU [IEHTPAJIbHOI HelipoakcuasbHol Giokajie [67].

BHyTpuMbIIIeUYHbIe HHBEKIIMU MOTYT OBITH ACCOMKUPOBAHBI
¢ 6OJIE3HEHHBIMK eMAaTOMaMU, XOTsI UCCJIE0BAHUE Y MaJbuli-
KOB ¢ reModruneil mokasaso, 4to puck 6oi epeoreten [68]. B
obrieM, ux cieayer u3berarh, MOKa YPOBHU (haKTOpa CBEPTHIBA-
HUsI KPOBH He HOPMATHM3YIOTCS M He TOAIEPKUBAIOTCS B HOP-
MaJIbHOM JIMaIla30He C TIOMOII[bIO 3aMeHbI (DAKTOPa CBEPTHIBAHUS
KpOBHM miu jecMonpeccnta. OIHAKO WX TIPOBEICHUE MOXKET
OBITh PACCMOTPEHO MOCJIE AHATIN3A PUCKA /TIOJTB3BI.

4.11 Yro Takoe MeHEeZKMEHT reMoCcTa3a BO BpeMsi POJIOB?
Eciu yposenv paxmopos ceepmui8aniust Kposu cocmasisi-
em menee 0,5 ME/Mi, credyem nasnauamo 0ecMonpeccun
st nogvuuenus Konyenmpavuu gpaxmopa VIII uiu xon-
uyenmpam gaxmopa IX dis e20 nosviuenust ¢ ueavio 0o-
cmugncenust snavenuti 1,0 ME/ma.

Tpanexcamosyro Kucaomy MONCHO PACCMAMPUBAMD KAK
MOHOMEPANUIO OAst HCCHUUH C HUSKUMU HOPMATLHOIMU
YPOBHAMIU, UL 8 COUCTNAHUL C DECMONPECCUHOM OIS Y6e-
Jquuenust yposus paxmopa VIIIL, unu ¢ ocnosnvim neuenuem
¢axmopom IX.

Jleuenue credyem Hasnauamo Kax MOYACHO OIudNce K POOaM.

Yposenv doxazamenvcme 2++

HemocraTouHo 10Ka3aTesibCTB UCTIONIb30BAHMS TPAHEKCAMO-
Boit kucsorsl mpu 11K, HO crcTemaTnueckne 0630pbI Peoa-
raioT ee BeposITHYI0 3(h(dEKTUBHOCTh MPU OTCYTCTBUU YETKUX
nporuBonokazanuii (cm. Pasner 4.12) [69-71]. Ecau Tpanekca-
MOBAsT KICJIOTA BBOJMTCSI B HAYaJIe POJIOB TTyTeM BHYTPUBEHHON
UHDBEKIMU, TO OHA MOYKET OKa3biBaTh aHTH(MUOPUHOIUTUYECKUI
adeKT cpasy e BO BpeMsi OT/IeI€HNS TIAIICHTBI.

4.12 Yro Takoe MeHeXKMEHT B NOCJIePO0BOil nepuoa?

Ymobut ceecmu k murnumymy puck ITK, eajcno pexomendo-

8aMb,/NPEOLONCUMb AKMUBHOE Be0eHUe MPEeMbezo Nepu-

0da pados.

@ Yposuu paxmopa VIII/IX credyem noddepocusamy Gviuie
0,5 ME/mn 6 meuenue ne menee 3 OHeil NOCIe HEOCTIOMCHEHHDIX
BALUHATILHIX POO08 UL 5 OHEll NOCIe UHCIPYMEHMATVHOIX
Ppodos unu xecapesa ceuenust. Menedacmenm donicer Goimn
OCHOBAH HA PE3YTLMAMAX AHATUSA YPOBHEL PaKmopos.
Tpanexcamosyio Kucromy cieoyem npumMeHsimy 6 nocie-
PO00BOTL NEPUO0 00 MUHUMUSAUUU JOXULL.
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MEXAOYHAPOOLOHDBIE MPOTOKOIBbI

B uyenom credyem usbezamv papmaxoiozuueckor mpom-
6onpodunaxmuxu npu yposue gaxmopa 0,6 ME/mn wiu
menee, HO ee HeoOX00UMO PACCMAMPUBATL Y ICCHULUN C
paxmopamu pucka mpomb0306 u MuAMeILHO OUCHUBAMD
bananc puckos.

Iocne svinucku us 60avHuLbL Uenmp 2emouiuu oJicen
n000epHcUBambd KOHMAKM C HCEHUUHOU, KOMOPOLL cledyem
PeKoMeH008amb coobuams 0 1000M YeeaudeHuU NocIepo-
00601 KPOBONOMEPU.

Yposenwv doxasamenvcms 4

Puck kpoBoteuenus y Hocureseit reModuinu yBeanunbaeT-
cs1 Kak JUIsh TIEPBUYHBIX, Tak ¥ juist Bropuudbix [TK [52]. IIpn
HU3KOM ypOBHE (haKTOPOB B TPETHEM TPUMECTPE PHCK HoJiee BbI-
COKMI Iayke 1ocJIe BBeleHUs KOHIIeHTpaTa (haKTOPOB CBEPThIBA-
Hus [72]. Hocuremn 10/KHBI KyPHPOBAThCS KaK MOIBEPKEHHBIE
nosbimennoMy pucky IIK ¢ mpenmoskenmeM mcrosb3oBanus
YTEPOTOHUKOB B TpeTbeM I1eprozie ponos [73].

YpoBHM (HaKTOPOB CBEPTHIBAHUS CHILKAIOTCS CO 2-TO JIHST TTOC-
Jie POJIOB, M XOTST MEXaHNU3M IIPEKPAIIEHSI KPOBOTEYEHHUS B OCHOB-
HOM MeXaHW4ecKuil (COKpallleHne MaTKK), TIOrPaHUYHbIe YPOBHU
akropos VIII n IX cBsizans ¢ nosbimeHHEbM pruckom [TK [6]. Ta-
KiM 06pasoM, B HAYaJIbHBIN MOCJEPOI0BOIT TIEPUOL JIOJIKEH MO/
JIEPIKUBATLCST CTaOUIILHBIN YPOBeHb reMocTasza. [locsie npoBeeust
JIeYeHNsI OTIeHKY YPOBHS (haKTOPOB CJIE/yeT TIOBTOPSTH uepes 6—12
YacOB U [IPU HEOOXOAMMOCTH BBOJIUTH IOBTOPHBIE 03I, [TOCKOJIb-
Ky ypOBeHb noTpelJientst (hakTopa B HTO BPEMSI MOKET ObITh BBIIIIE,
[ MpoBeieHIs KecapeBa ceYeHHs 1 IPYTHX XUPYPTIYECKHX MTPO-
1e/Lyp YPOBHHU He H0JLKHBI ObITh Huske 0,5 ME /M1 B Tedenue He Me-
Hee 5 jiHeit yist obeciiedeHust aIeKBaTHOro reMocTasa [74].

Yposenwv doxasamenvcme 2+

HepoctaTouHo 0Ka3aTesbCTB NCIIOIB30BAHNST TPAHEKCAMO-
Boit kucorer ipu 11K, Ho crctemarmdeckie 0630pbI TIpe/moa-
TaloT BEPOSATHYIO a(DeKTHBHOCTD IIPU OTCYTCTBUH YETKHX IIPO-
tuBomokasanuii [69-71]. Ilo-sugumomy, nety, Ybu MaTepu Ipu-
HUMaJIM TPAHEKCAMOBYIO KHCJIOTY BO BPeMs TPYZHOTO BCKapM-
JIMBAHUSI, HE UMEIOT JIOJITOCPOYHBIX HEOJIATONPUSATHBIX TOCTIE/[-
crBuil [63]. JKenmunam ciegyer peKOMEH0BaTb IIPUHUMATb
TPAHEKCAMOBYIO KHCJIOTY TOCJIe POJIOB /IO TeX MOP, OKa KPOBO-
TeueHHe He CTAHEeT TOXOXKe HAa WX OOBIYHBII MEHCTPYabHbIN
LUKJT WK JI0 Ipexpaienus kposoreyenus. [Tocie kecapesa ce-
YeHUs TPAaHEKCAMOBYIO KHCJIOTY cJie/lyeT IPUHIUMATh B TeUeHHe,
KaK MUHUMYM, 7 qHel mocse oneparn (cM. Pazmer 5.5).

Yposenv doxazamenvcme 4

IIpn nopmammsanmu yposaeii dakropos VIII, IX nmm npu
[IPOBE/IEHUN JIEUEHUsT C I1€JIbI0 JIOCTH)KEHMST MUHUMAJIbHOTO
ypostst 0,5 ME/Mi1, BOSMOKHO, UTO PUCK BEHO3HON TPOMGOIM-
6osn MoskeT mepeBecuth prck [TK. OHAKO PHCK BTOPHYHOTO
ITK MO3KeT GBITh BBICOKUM JaKe HECMOTPS Ha 3aMECTUTENbHYIO
Teparuio [72], W MO3TOMY /IOJDKHA TTPOBOIUTHCS eKefHeBHAs
TIaTeIbHAST OIlEHKA KPOBOIOTEPH U TPOMOOTHUYECKOTO PHCKA, &
pU HeOOXOANMOCTH Ha3HAYAETCs TPOMOOITPODUIAKTHKA.

VY nocutesneit reModbmn HabIIOAAETCST YBETMIEHHE TTPO-
JOJUKUTETBHOCTH BbifesieHnst joxuit — ¢ 21 mo 58 mmeit [75].
JKenmuna nosskna 6bTh IPOUHGOPMUPOBAHA, UTO YPOBEHD KPO-
BOIIOTEPU JOJKEH YMEHBIIUTHCS €O BpeMeHeM. Ecim ypoBeHb
KPOBOIIOTEPH YBEJIMIMBAETCS MM XaPAKTEP BBI/IEJIEHHUIT MEHsIET-
Cs1 Ha SIPKO-KPACHBIH, )KEHIIUHA JIOJIKHA TPOHTH OCMOTP C OleH-
KOI ypOBHsT (haKTOPOB CBEPTHIBAHUS KPOBH M HATMYUS JIOOOM
AKYIIEPCKON TIPUYMHBI JIJIs YBeJIMdeHus KpoBoreuenus [73].

4.13 Yto Takoe HeOHATAJIbHbIH MEHEIKMEHT?

IInan no duaznocmuueckomy mecmuposaniio HoGOPOICOeH-
1020 nocie Podos, BKIIoUAs OMOOP NP6 NYNOBUHHOU KPOBU,
dongrcer Obimuv 6KIOUEH 6 N edenust OepemMenoCmil.
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Ypoenu nokasameneii KoazynsuuiL HOBOPONCOCHHBIX CLedYy-
em UHMePnPemuposams 6 CPASHEHUU € HOPMATLHLLMU
YPOBHAMU NOKASAMENETL 8 OaHHOUL 603PACTIHOU KAMEZOPULL.

@ Omébop npob kposu u duaznocmuyueckoe mecmuposanie
pexomenoyemcs 0as 6cex MIAOeHUes MyNccKozo Noid,
PONCOCHHBIX OM Mamepell, Komopwle A6AAI0Mmcs HOCUme-
asmu zemounuu A/B, xoms nexomopwle Jezkue ciyuau
Mozym nompebosamy nOSMOPHO20 MECMUPOBAHUSL 8 603~
pacme 3—6 mecaues.

@ Om6op npob Kposu u duaznocmuueckoe mecmuposanie
MIAOEHUEE HCEHCKOZ0 NOJA, POHCOCHHDIX OM Mamepell, Ko-
MOpbLe AGLAIOMCS HOCUMELAMU 2eMODUIUL, HE PEKOMEH -
dyemcsi.

Pooumenu nosopocoenioix ¢ zemopuiuest OoNxCHbL C60e-

BPEMENHO UHPOPMUPOBAMBCSL 0 QUAZHOIC U NPUHUMATND

MepuL 0t HAbA00eHUst 34 HOBOPONCOCHHDIMIU 8 YeHmpe 2¢-

Mopunuu.

Y nosoposcoennozo ¢ nuskum yposrem (paxmopos euma-

mun K credyem 6800umo nepopaivio ¢ yuemom pesyiv-

Mamoe CKPUHUHza KPOBU HOBOPONCOEHHBIX, HEOOXOOUMO

usbezamv dasierust, umobvl u3bexcamv OONOJIHUMEILHOZO

Kposomeuenus.

Heiipoconoepaus donxcna nposodumocst 00 GbinUCKU
6CEM HOBOPONCOCHHBIM C MANCCNOU UNU YMEPEHHOTL 2eMO-
Qunueil.

EI Kpanuanvnas maznummno-pesonancuas momozpagus
(MPT) donicna nposooumvcst HOBOPOICOEHHBIM C CUMIL-

momamu uiu npeonoioxcumesvioimu npusnaxamu UKK

oadxce npu HOPMATLHLIX PE3YTbMAMAX HeUPOCOHOZPAPUU.

Y nosoposxcdentvix ¢ eemopunueis uHPopmauust o cumnmo-

max u npusnaxax UKK domicna 6vims npedocmasiena 6o

BpPeMSL BOLINUCKIL.

Kpamxocpounyio nepsuunyio npoguiaxmuxy ciedyem

PACCMAMPUBAMD NPU MANCELOU U YMEPEHHOT 26 MOPUNUL

Y MIaOeHe8, KOMOPvle NOOBEPZAIMCSL NOBLIUUEHHOMY DU~

CKY KPOBOMEUeHUs U3-34 MPABMBL NPU POOAX UTU Y HEOO-

Howennvlix demeil.

@ Knunuueckue ciyuau kposomeuenus y HOBOPOICOCHHHIX ¢
2eMopunueti QONNCHOL KOHMPOIUPOBAMBCS 6 COOMBEN -
CMBUL ¢ PYKOBOICIBAMU NO LEUCHUTIO OAHHOT NATNOIOZUIL.

Yposenv doxazamenvcme 3

HoBoposkieHHbIe MATBYUKH ¢ TeMOoduIIneii, 0c06eHHO ¢ TsI-
JKeJIOI N YMEPEHHOH, TI0/[BEPTAIOTCST TIOBBIIIEHHOMY PUCKY KPO-
BOTeUYeHUs B HeOHATAIbHbIIT 1epuoz. IloaTomy BaskHO 11pu 110710~
3pEHNH HA reMO(IIINIO BepU(UIIIPOBATD INArHO3 BCKOPE TI0CIe
POKJIEHHSI, TTOCKOJIbKY 3TO GYJIET CIIOCOGCTBOBATH HaJlJIesKaIle-
My Bezenuio (Ilpunoxenue V). Oxnako cienyer OTMETUTD, YTO
50% caydaeB reMoGbIIMN BO3HUKAIOT 6€3 ceMEeHOro aHaMHe3a
W He TIPEJITOJIATAIOTCS aHTEHATAIBHO [4].

Yposenv doxazamenvcme 2-

IemMocTaTiyeckne MPOTENHBI 3HAYUTETBHO 3ABUCST OT Tec-
TAIMOHHOTO ¥ MOCTHATAJIBHOTO Bo3pacTa. Jlnarnos remoduiinm
B TeYEHIE HEOHATATILHOTO MeproIa TpeGyeT TTOHUMAHNUS BIIHsI-
HUST BO3PACTa HA TEMOCTATUYECKYIO CHCTEMY M HCIIOJIb30BAHUS
COOTBETCTBYIOIIUX BO3PACTY HOPMAJIbHBIX IUAIIa30HOB |76].

TecTupoBanue Ha JIETKYIO reMOGbIIINIO B HEOHATAJIbHBIN 11e-
PHOJL He BCerjia MOKeT OBITh HEOOXOAMMO WJIH WH(MOPMATHBHO.
Ao GyJIeT 3aBUCETh OT CTENEHU TSKECTH 3a00JIeBaHUS B CEMbe
M BEPOSITHOCTH TOTO, YTO BbI CMOJKETE YCTAHOBHUTDH JIMATHO3 B
aToli BozpacTtHoii rpymie (cM. [Ipunoxenne V).

Yposenv doxazamenvcme 4

Ecsit TecTipoBanie 1erecoo6pasHo MpH POKIEHNH, 0ObIY-
HO PEKOMEH/IyeTcs1, 4T00bI 06paselt MyHoBUHHON KPOBH ObLI 10-
JIy4€H BO BPEMsI POJIOB /7S N36EKAHMSI TTIOTEHITMATBHOI TPABMBbI
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BCJIE/ICTBUE BEHOITYHKITHI. TeM He MeHee, aHOMAJIbHBIIH Pe3yJIb-
TaT J0JKEH OBITH OATBEPIKIEH 00PA3IIOM, B3SITHIM METOJIOM Be-
HOITYHKI[MU. B HEKOTOPBIX CJIydYasix TAKKe MOTYT ObITh [OJIE3HBI
MOJIEKYJISIPHO-INarHOCTUIECKIE HCcaeoBanus [27].

B nopme mipu poxxmennu ypouu dakropa VIII maxozmsarcs B
IIpeyiesIaX HOPMAJIbHBIX 3HAUEHUIT /IS B3POCIIBIX, TOI/IA KAK YPOBHI
cakropa IX 06brumo cocTaBmstior 0koso 50% OT B3POCILIX 3HAUYE-
HUH W B JIATbHENIIIEM CHIYKAIOTCST Y HEIOHOIIEHHBIX HOBOPOXK/IEH-
HbIx. TakuM 06pa3oM, JUArHo3 TSKEJION UM YMEPEeHHO! reMou-
Jn A MOJKHO TIOATBEP/IUTD Y HOBOPOXKIEHHBIX HE3aBHCHMO OT Tec-
TarnnoHHOro Bo3pacta. [1pu sierkoii remoduinm A ns-3a crpecca npu
poziax yposenb (akropa VIII MoskeT GbITh HOPMAIBHBIM, HOBTOP-
HOE TeCTUPOBAaHNE PEKOMEHTyeTcs B Bo3pacte 3—6 Mecsiies [27].

Kak mpaBmio, TsKeIyio u ymMepeHnyio reModuinio B Mosx-
HO JINarHOCTHPOBATD IIPU POXK/IEHIH, HO O/ITBEPIKIEHUE JIeTKOI
remMouinu B ocioskHSETcsT coBIaJieHNeM 3HaueHHil ¢ HOp-
MaJIbHBIMH, 4TO TPeOYeT MOBTOPHOTO TECTUPOBAHUS B BO3pACTe
3—6 MecsleB WM MOJIEKYJISIPHOTO aHATM3A HPU HAJTUYUN WH-
opmari o rerernueckom nedekre [27].

Y HOBOPOKIEHHBIX KEHCKOTO I0JIA, KOTOPBIE SIBJISTIOTCS
006513aTeJIbHBIMU UJIU TIOTCHIMATBHBIMEI HOCUTEJISAMU TeMObU-
s A win B, prck KpoBoTeueHNsT 04eHb HU3KHI, T03TOMY Y-
TUHHBII HEOHATAIBHBIN CKPUHUHT He peKoMenyetcs [27].

Yposenv doxazamenvcme 3

BuyTpuMbiiedroe BBesienne ButamMuHa K MokeT mpuBo-
JINTh K JIOKAJBHOMY KPOBOTEUEHUIO Yy jeTeill ¢ remoduiimeii,
BKJIIOYAsT MBIIEYHbIe TeMaToMBl [77]. IloaToMmy BHYTpHMBITIIEd-
HOe BBejleHre BuTaMuHa K 105KHO ObITh OTCPOYEHO JI0 TOIyde-
HUSI Pe3yJIbTaTOB JMATHOCTMYECKUX MCCJEOBAHUIL, a IpH nX
3HAYUTENBHON 3a/epikke BuTaMui K 10/ukeH GBITh BBEJEH Tre-
popasibho. Ilpu auarnoctupoBannoii remodunuu Butamun K
cJle/lyeT BBOJIUTH I1€POPATIbHO B COOTBETCTBUU CO CTAH/APTHBIM
pexkxnmoM. Beeznenne 1 mr Butammna K nepopasibHo Tak ke a¢-
(exTBHO, KaK ¥ BHYTPUMBIIICYHOE BBEICHIE TOH K€ JI03bI [T
NPOGUIAKTUKI KJIACCHYECKOTO TeMOPParnyeckoro 3abosieBa-
HUSI Y HOBOPOXKICHHBIX [78].

Yposenv doxazamenvcme 4

AnpTepHaTHBHBIE METOJbI CKaHMpoBaHUd, BKmodas MPT,
GBI UCTIOIB30BAHBI Y 3/I0POBBIX HOBOPOKIEHHBIX H ITPOJEMOH-
CTPHUPOBAJIH, YTO KPOBOTEUEHIE HE SIBJISIETCS PEJIKOCTBIO T10CTIe
POZIOB, OGBIYHO KJIMHIYECKH OECCHMITOMHO M PACCACHIBAECTCS
IIpH JasibHelell Busyaansanu. /laHable 0 HOBOPOXK/ICHHBIX C
HACJIe/ICTBEHHBIMU PACCTPOICTBAMYU CBEPTHIBAEMOCTH KPOBH OT-
cyterByioT. B Hacrosiee Bpemst MPT-ckanupoBanue He pexo-
MEH/IyeTCsI KaK PYTHHHBIN METOZ JINATHOCTUKH, HO €TO IIpHMe-
HEHVE CJIe/lyeT PACCMATPUBATh Y JII0OOT0 MJIaIEHIA ¢ CUMITTOMA-
MU JJIH TIPEATIONOKATETbHBIMI TTPU3HAKAMHI, YKa3bIBAIOIIMI
na KK [27].

Ceroaus HeT CTaHAAPTHON IIPAKTUKY, IIPelycMaTpUBaloLeil
KPaTKOCPOUHYIO TPO(MUIAKTHKY C BBeJE€HHEM KOHI[eHTpaTa
(haxTopa mpn TAKETOH MM yMepeHHO TeMOMUIIIN, U HeT JaH-
HBIX, [103BOJISTIONINX OLEHUTD ee a(h(HEeKTUBHOCTD, TAKIKE HE CO-
racoBaH pexxuM BBefieHns. OjHAKO ciiefyeT paccMaTpuBaTh
poGUIAKTHKY B CIydae TPaBMBI IIPH Pojax (HampuMep, Ioce
HNHCTPYMEHTAJIBHOTO POJIOPa3pelienusl WX IPU IIPOIOJIKH-
TEeJILHOM BTOPOM TIEPUOJIE POJIOB),  TAKIKe Y HEJJOHOIIIEHHbIX HO-
BOPOKIEHHBIX [27].

5. Bone3Hb ¢oH BunnebpaHpa
5.1 Knaccudukanus u Hacae10BaHne
E Bonesnv pon Buinebpanoa kiaccuuuyupyemcst 6 3aucii-
Mocmu om moeo, saeasemcs i depuyum gaxmopa Buane-
Opanda wacmuuno xoauwecmeennvim (mun 1), kauecm-
BeHHbIM (Mun 2) uiu msicenvim KoaudecmeeHnvim (mun
3). Knaccugpurayus sasxicna ons duaznocmuiu, ieuenus u
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npu Koncyrvmuposanuu nayuenmos. Oonaxo ona nema-
0€IACHO NPOZHOUPYEM PEAKUUIO HA MEPANUIO U UMeem ne-
pemennyio cesizb ¢ mymavusmu ezena VWF (kodupyem
¢axmop Bunrebpanoa).

Knunuyucmol, KOHCYIbMUpyowue maxux nauuenmos,
QoadrcHvL 3Hamv, umo naciedosanue 6onesnu Gor Buiiet-
panda s6Asemcs aymocoMHviM U 6apuadesvio oMu-
HAHMHIM UL PEUECCUBHBIM 68 3ABUCUMOCTIU OM MUNA.
Tenemuueckas xKoncywmayus o pucke nepedawu 60ie3HuU
U sapuabenvHocmu ee neHempauuul u SKCRPeccuil O0NICHbL
npedocmasnsmsCsi 6CeM JceHuuHam ¢ 601e31vio gon Bun-
aebpanoa.

Yposenwv doxazamenvcms 1+

Bosestb hon Buuiebpanjia SBJIsieTcs: pe3yJIbTaToM KOJInYec-
TBEHHOTO WJIN KauecTBeHHOTO ieduriuta (akropa Buiiebpana,
SIBJISTIOTIEETOCST GOJIBIITAM ¥ CJIOKHBIM TJIHKOITPOTEMHOM, HEOOXO0-
JAMBIM JUJI1 TPOMOOIMTO3aBUCHMOTO TIEPBUYHOTO TeMOCTa3a, a
TaKsKe 11 TpaHcnopTuposku daxropa VIII o cucreme KpoBoos-
paternst. bosiesun (hon Buirebpana cunraercst HanGosee pac-
MIPOCTPAHEHHBIM HACJIE/ICTBEHHBIM PACCTPONCTBOM CBEPTHIBAEMO-
CTH KPOBH. PacrpocTpaHeHHOCTh KIMHIYECKH 3HAYMMON GoJies-
nu (hon BusuieGpanza cocrasister we Gostee 1,/10 000, Ho caiyyan
¢ MEHbIIIell CUMITOMATHKOM MOTYT ObITh O0Jiee PacipoCTpaHeH-
HpiME — 710 1/1000 [79]. On kyaccudunupyercs B 3aBUCHMOCTH
oT xapakrepa AedUINTa; JUATHOCTHYECKHHA MOAX0H K 00JIe3HN
o BusuieGpanza 6pu1 pacemorpen Ng u coaropamu [80].

Kiunnyecku sunaunMplii penorun 6osesun doun Buiies-
panga 1-ro Tuma sSBJSIETCS YACTUYHBIM KOJUYECTBEHHBIM Jie-
unurom pakropa Bumnebpania, XapaKTepusyOUMMCS CO-
rJIACOBaHHBIM CHIZKEHMEM npoTenHa daxkropa Busnebpanna u
ypoBHS (yHKIIMOHAABbHON akTtuBHOoCcTH MeHee 0,3 ME/mu.
Ces13b Mexxiy ypoBHeM daxropa Buiebpania u dherorumnom
Gosesnn GoH BuimebpaHma JuIlb YACTUYHO OOBICHIETCS
cnenuduyeckuMu MyTtanuamu rera (paxropa BuusmeOpanja,
TaK KaK CYIIECTBYIOT MHOTO(AKTOPHbIE TeHETUYECKUE 1 IKO-
JIOTHYEeCKHe BO3/IeliCTBUS Ha YPOBHU aTOTO hakTopa. [loaTomy
HacsegoBanue 6osesnn Goun BumeGpanaa 1-ro Tuna He siBiisi-
€TCsl IPSIMBIM U XapaKTepusyeTcst BapuabeJbHOCThIO eHeTpa-
IIUU U 9KCIIpeccnu (eHoTHTA.

B Hacrosiiee BpeMsi pEKOMEH/Iy€eTCst, 4TOObI MAIEHTBI C ¥C-
TOpUeil KPOBOTEUECHHMH U aKTUBHOCTBIO (hakTopa Busuiebpatia
0,3-0,5 ME/MJ1 cauTainch NMEIONUMI «HU3KUH YPOBEHD (hak-
Topa BumieGpanma», a ne 6osesup don Busnebpanzga [81]. Y
TAKUX MOTPAHUYHBIX MAIIMEHTOB CJEIyeT UCKATh aJbTepHATUB-
Hble TIPUYUHBI KPOBOTEUEHUS, Takue, KakK AedeKTbl (DYHKIUN
tpoMbonuToB. OIEHUTh PUCK TIOMOKET XOPOIIO COOPAHHBINA
aHaMHEe3 OTHOCUTEJIbHO KPOBOTEUEHUIT Y CyObEKTa U CEMbH € UC-
M0JIb30BAHNEM CTAHIAPTH30BAHHOI TITKAJBI OIIEHKH KPOBOTEYE-
nuit. Korzia yposuu hakropa BusuieGpania coctaBisiioT MeHee
0,3 ME /M1, BepOATHOCTD TOT'O, UTO CYLIECTBYET MyTalllsl B FeHe
(bakropa BusieGpaH/ia HAMHOTO OOJIbIIIE, U TATTEPH HACJE0Ba-
HUSI B TAKUX CJIy4asiX BEPOsITHeE BCETO OyJIeT ayTOCOMHO-IOMH-
HAHTHBLIM U IIeHeTpaHTHBIM [82-84].

Bosiesub o BusieGpanaa 2-ro TuIia BO3HUKAeT H3-3a
MHOKECTBA KadecTBeHHbIX AedekToB (akTopa Buebpana,
KOTOpbIE 0OBIYHO MPOSIBJIAIOTCS JUCKOPAAHTHBIM COKpallleHeM
dyHKIOHANBHON akTHBHOCTH (hakTopa Busebpania (akTus-
Hoctb paxropa Butebpana: yposenb anturena dakropa Buii-
neGpana Menee 0,6). B ocHOBe marosiornu MOKeT JiexKaTh ce-
JIEKTHBHAsI 1IOTEPsi MYJIbTHMOJIEKY (hakropa BuseGpania ¢
BBICOKOIT MOJIEKYJISIDHON Maccoii, Kak, Halpumep, mpu 60Je3Hn
on BueGpanga Tuma 2A, yBesnyeHue win yMEHbIIEHUE CBsI-
3bIBaHus ¢ raukonporendoM rpombouuros (I'Tp) IB (tunst 2B
u 2M Gostesun hon Buiebpania COOTBETCTBEHHO) UJIH CHUKE-
nue cs3biBanyst ¢ haxropom VIII (tun 2N Gosnesnn dhou Bui-

neGpanza) [80].
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Yposenv doxazamenvcme 4

Hacaenosanue 6osesnu ¢hon Busiebpania 2-ro tuia 00brd-
HO SIBJISIETCSI JIOMUHAHTHBIM. [eHeTHYeCKHil InarHo3 0OblYHO He
SIBJISIETCST KIMHIYECKH TIOJE3HBIM. Y TAIMEHTOB ¢ GOJIE3HBIO
dbon BusieGpanga tuna 2B Bo BpeMsi GepeMEHHOCTH MOKET
YCUJIMBATBCS TPOMOOIUTONCHMS, OITOMY HEOOXOAUM TIa-
TETBHBII MOHUTOPUHT ypoBHEH hakropa BusuteGpanaa i koru-
yecTBa TpoMOOLINTOB [85].

Bosesub don Buiebpanga tuna 2N vMeeT periecCuBHOE
HacneznoBanue. /lnarnocTrka n guddepenIuaIis aToi maToro-
ruu OT reMouaInu A il OT HOCUTENbCTBA reModuanu A Tpe-
GyeTcst [Uist IPOBEIEHUSI TIPABIIBHOTO TEHETHYECKOTO KOHCYJIb-
THPOBAHUS, TOUHOH THATHOCTUKY HOCUTEIBCTBA I COOTBETCTBY-
I0TIETO JIeYeH s IIU30/I0B KPoBOTedyenus:. [erneTnuecknit qua-
IHO3 UTPaeT BAKHYIO POJIb B MH(MDOPMATUBHOCTU T€HETUYECKOTO
koncysbrupoBanus no tuiy 2N [85, 86].

Yposenwv doxazamenvcme 1+

Bouesmnb don Bruutebpanzia 3-ro THTIa XapaKTePH3yeTCst PaK-
THYECKH OTCYTCTBHEM (haktopa BuiureGpana u, ciie0BaTenbHo,
3HAUUTEJIBHBIM CHIDKeHUeM ypoBHa ¢axropa VIII. Pacnpocrpa-
HEHHOCTD 3-ro Tnma 3aboseBantist B BesmkoGpurannu coctaBisier
o010 1/1 000 000 B 0G1IEl TIOITYJIAMHI, XOTST Yallle BCTPEYaeTcs B
o01Hax, r7ie pacipocTpaneHbl pojcTBerbie Gpaku [81].

Yposenwv doxasamenvcms 4
Bosesnb dhon Buswiebpanga 3-ro TUIa UMeET PElecCUBHOE

HacJIeZl0BaHMe, C YacTBIM KPOBHBIM POACTBOM. [eHermueckmit

JIArHo3 SIBJSIETCS] BAKHBIM IPU IIPOBEIEHNN T€HETHIECKOTO

KOHCYJIbTUPOBAHUS, BBIABJACHUS GECCUMITOMHBIX HOCUTEJICH U

TIpe/[ocTaBIeHNsT MH(MOPMAINY O BApHaHTaX IPeHaTaIbHOI 1ra-

THOCTHKH (TIEPBBI TPUMECTP — OUOTICHSI XOPUOHA UJIN TPETHI

TpuMecTp — amuuonentes; cMm. [Ipunoxenue I11) [87].

5.2 KakoBbI puCKH 1IpH GepPEMEHHOCTH IS MATEPH U pe-

OeHxa?

Knunuyucmot 00axcHvlL 3Hamv 0 mom, wmo meHuunwl ¢ 60-
aesnvio gon BunneGpanda umeiom nosvluennvie npena-
ManvHble PUCKU, a MAK#e PUCKU NePEUYHOZ0 U BMOPUY-
nozo 11K.

Bce acenugunvt 0onichvL Goimo NPoKOHCYIbMUPOBAbL OM-
HOCUMETLHO YBEIUUEHN020 PUCKA KPOBOMEUEHUSI, 0COOEH -

1O JcenuunvL ¢ 601e3nv10 Qpon Buinebpanda 1-20 muna,
yposenv paxmopa Buniebpanda xomopuix ne ysenuuusa-
emcs 6omvwe 0,5 ME/mn, a maxace ¢ munom 2 unu 3.

Ypogenv doxazamenvcme 2

Vposuu daxropa Busrebpanga u paxropa VIII naunnaior
pacTu ¢ Hayasa MePBOrO0 TPUMECTPA U MOCTENEHHO BO3PACTAIOT
Ha TIPOTSKEHUN BCell HePeMEHHOCTH B JIBa-TPH pasa Mo CpaBHe-
HUIO ¢ MCXOAHBIM 3HaveHreM [88]. DToT pocT 00bIUHO JOCTaTO-
yeH Juis yerpanenus nedunura dpakropa Burebpanga y MHO-
IUX TanueHToB ¢ 6osesHbio o Buiebpanaa 1-ro tuma, y Ko-
TOPBIX YPOBHU HOPMAJIU3YIOTCS K MOMEHTY pozioB. OHAKO y ma-
[UEHTOB € TsKeIbiM Jedururom (akropa Buiebpanna, Ha-
npuMep, ipu 6azosBoM yposre meree 0,15 ME /i1, yposHH MO-
TyT He HopMasm3oBaThbes [89].

YV nanuentos ¢ Gosnesnbio dhon Busebpanga 2-ro tumna, y
KOTOPBIX HaOMIONA0TCS KayeCTBEHHbIE aHOMaIUU (hakTopa
Buiiebpanjia, OHM MOTYT He KOPPEKTHPOBATHCS U JIAXKE YCIOK-
uuthest [90]. 1o ocobenno xapakrepHo st 6oaesnu hou Bui-
sebpana tina 2B, rie TPOMOOIIUTONEHUS ¢ €€ COITY TCTBYFOIIUM
YBEJIMYEHHEM PUCKA KPOBOTEUEHUST MOXKET YCYTyOIIsATHCS € POC-
tom puchyuxnun [85]. [Ipu tune 2N yposuu daxropa VIII ne
MTOBBITIAIOTCS, TIOCKOJIBKY eeKT CBSI3aH C HAPYIIEHUEM CBSI3bI-
BaHUs aHOMaJIbHOTO (hakTopa Busuiebpansa. Y narneHTos ¢ 60-
Jsie3nbio hon Buiuredpania 3-ro THIIA MOBBIIIEHIE YPOBHST (hak-
Topa Busiebpanga MuHUMaIbHOEe WK He Habuogaercs [91].
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Vposuu dakxropa Bumiebpanga u daxropa VIII Haunnaior ciu-
JKAThCS TIPUMEPHO Yepes 3 /iHs nocie poioB [92], no Bpems Bo3-
Bpara K UCXO[HOMY YPOBHIO KOJIEOJIETCS MEKIY HECKOJbKUMU
JIHSIMU U HeCKOJIbKuME Hezessivu [88, 93-95].

Yposenv doxazamenvcme 3

Bo Bpemsi GepeMeHHOCTH ¥ POJIOB JKEHIIHHBI ¢ GOJIE3HBIO
don BusuieGpaHaa MMeEIOT 3HAYMTENHHO TOBBIIEHHBIH PHCK
KPOBOTEUYEHHsT; 4acTOTa JIOPOAOBBIX KPOBOTEUEHUI YBENMINBA-
eTcst B Jlecsath pas, nepsuunbie 1K guarnocrupyior y 15-30%
sKeHInH, a Bropuynbie [TK — npumepro y 25%. [lorpe6GHocTh B
MepeInBaHiy KPOBU MOBBILIAETCST B IISITh Pa3,  CMEPTHOCTD yBe-
JIMYUBAETCS B IECSITH Pa3 110 CPABHEHUIO C JKEHIIITHAMY (€3 1aH-
Hoil matonoruu [96]. XoTa rematoMa IPOMEKHOCTH SIBJISCTCS
PEAKUM OCJIOKHEHHEM HOPMAJIBHBIX BarMHAJIBHBIX POJIOB, Y
JKeHIH ¢ 6ose3ubio hon Burebparia HabIi01aeTCsI TIOBBIIIIE-
nue ee yactorbl. OHAKO, KaK MPEICTABISETCS, He CYIECTBYET
yBeJInYeHre PUCKA BBIKHIBIIIA, TTPEKAEBPEMEHHBIX POJIOB, OT-
CJIONKY ILTAIEHTBI, OTPAaHUYECHHS POCTA IJIO/lA MM BHYTPUYT-
po6uoii emepTu 1iozaa [97]. Coryyau BBIKUABIIIEH MOTYT OCJIOAK-
HATLCS 3HAUUTEIbHBIMU KpoBoTeueHusamu [91].

YposeHb HeoHaTambHOTO (haktopa Butebpanma busnono-
TUYECKN BO3PACTAET TIPH POKAECHUN. DTO AT HEKOTOPYIO 3all[i-
TY OT KPOBOTEUEHUSI, O/IHAKO MOKET 3aTPYIHUTD AUATHOCTUKY BO
BpeMst HeoHaTaIbHOTo 1epuoza [97]. HoBopoxkieHHbIe ¢ THIIOM
2, runiom 3 1 GoJiee TsKEIBIM TUTIOM 1 OY/IyT HMETh MOHUKEHHbIE
YPOBHU TIPU POKIEHUM M MOTYT IO/[BEPTaThCsI MOBBIIIEHHOMY
pUCKY KpoBoTedeHus. HecMOTpsi Ha 9TOT TEOPETUYECKUIl PHCK,
BO3HUKHOBEHHE KPOBOTEYEHNUET Y HOBOPOKIEHHBIX ¢ GOJIE3HBIO
o BusieGpana, Briiovast 3-if THII, 10-BUIMMOMY, BCTPEYaioT-
cs1 peliKko, a 00 OIACHOM ISt JKH3HU KPOBOTEUEHHUH, BTOPUYHOM
o orrorennio k KK, coobianoch oueHb Peiko, Py TOM, 4TO
TakWe CJIydal 4acTo MMeJH JTOMOJTHUTENbHbIe (haKTOPbl PHUCKA
KkpoBoTevenuil. M3 mectu ciaydaes 6osnesnn hon Bumrebpanzia ¢
VKK, 3aperncTprpoBaHHBIX B OJHOM U3 IeHTpoB Kanaspl, mu
OJIMH cJry4aii He GbLI BHISIBJIEH B HEOHATATLHBII Iepuof, a B Gpu-
taHckoM nccaienoanny IKK y gereil ¢ Hac/ieiIcTBEHHBIMU pac-
CTPOICTBAMI CBEPTHIBAEMOCTH KPOBHU He (DUKCUPOBATN CJIyYaeB
Gosiesnu don Busuebpana y noopoxzaenubix [98, 99].

5.3 Kakoii MeHeKMEHT T0JKEH OCYHIECTBAATHCS Tepen
6epPEMEHHOCTHIO M B AHTEHATAJIBHBII IePHO.?
Ileped sauamuem ciedyem nposecmu ouenky @enomuna
C6epPMbIBACMOCTU KPOBU, NPOAHANUSUPOBAT> AHAMHECTIU-
uecKue JanHbvle U Peakuuio Ha 66e0eHue 0ecMONPeccUna.
st Gesonacnozo menedwrcmenma mpedyemcs Myiomu-
Jucuunaunapbiil n00xoo.
Y ecex acenugun ¢ 6onesnvio pon Buanebpanda donxco
UCCIeA08AMBCS YPOBEHL AHMULEHOB U AKMUBHOCIb (DAaK-
mopa Buniebpanda, yposnu paxmopa VIII npu nocma-
HOBKe Ha yuem, 8 mpemvem mpumecmpe u nepeo uodvlmu
UHBABUBHLIMU NPOUEOYDAMIL.
JKenuwgunwt ¢ 6onesnvio pon Buinebpanoa 1-20 muna, y xo-
mopuvix paxmop Buinebpanda docmuzaem HopmaivHvix
ypoatetl, Mozym 6e30NaACHO KYpUposamvcsi @ cmanoapm-
HOIX AKYUWEPCKUX OMOCEHUSX 6 COMPYOHUtecmae ¢ nepco-
HAOM UeHmPa 2eMOPUIULL.
EI HKenwgun ¢ munamu 2 u 3 unu maxcenvin munom 1 credy-
em nanpasisms na npenamanvioe nabaodenue u podoi 6
yeHmp, 20e ecmv CReYUAaIUCbL N0 AKYWEPCKUM NATOJ0-
2USIM BLICOKO20 PUCKA, A MAKJCE 8 UCHMPbL 2eMOPUNUL.
Heo6x00uma 603moiciocmo 1abopamopiozo MOHUMOpPUH-
2a yposuei paxmopa Buniebpanda u paxmopa VIII.
Knunuyucmor donoicuvt cmpemumocst & ypoeuio axmopa
VIII u yposuio akmusrocmu pucmouyemun-kogakmopa gax-
mopa Bunnebpanoa 0,5 ME/mn unu eviuie 0ns noxpoimus
XUPYPZULECKUX NPOUEOYP U CHOHMANHO0Z0 BbIKUObIUA.
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B mex ciyuasix, kozda mpeGyomcst uneazustvle npouedy-
oL, npu akmusrocmu pakmopa Buniebpanda unu ypose
Gaxmopa VIII menvwe 0,50 ME/Mn scenugunvt 0oxcHbL
NOAYUAD 2 MOCTAMUYECKYI0 NOOOEPICKY 8 8ude 0ecmo-
npeccuna, npu HAIUMUU 0meema Ha mepanuio U Kom-
uenmpamos, cooepacawux (paxmop Buanebpanda.
IIpu eo3modcrocmu ieuenue 00IHCHO NPOBOOUMBCS € NO-
MOUDIO DECMONPECCUHA, HMO NPEONOUMUMETbHEe, YeM UC-
NOIL306AHUE KOHUCHMPAMO8 (axmopa u3 npenapamos
kposu. E20 ucnoiwsosanue 6e3onacho 6o epems bepemen-
HOCMU U Npu Pooax, Ho ciedyem usbezamov NPu NPesx-
JaAMACUU.
EI ITompebnenue scudxocmu 00axcHo Goims ozpanuueno 0o 1
aumpa 6 meuenue 24 uacos nocie 86e0eHUs 0eCMONPeECcl-
Ha Onst npedomepauets. MAMePUHCKOU ZUNOHATNPUEMULL.
Ecau mpebyemcs dononnumenvias scuokocmn, ciedyem
KOHMPOIUPOBAMb 3HAUEHUSL INEKMPOTUMNOB.
EI Knunuvyucmot donichol snamo, umo y nayuenmog ¢ 60Jie3-
nvto on Bunnebpanda muna 2B moxcem paseumvcs
MPOMOOUUMONEHUSL NOCTE JeUEHUSL DECMONPECCUHOM.
Ecnu mpebyemcsi 3amecmumenvhas mepanus, ciedyem
UCnonw306ams Konuenmpam, cooepycauwuii gpaxmop VIIT
u paxmop Bunnebpanoa, uszomosnennwiil u3 6€30nachozo
UCTOYHUKA NAA3MBL C A0CKBAMHOIMU GUPYCHBIMU UCCILe-
0o6anuUsMU U NPOUCOYPAMU UHAKMUBAUUU.
choebte ypoenu axkmuenocmu gaxmopa Bunrebpanoa
Oonxncnvl cocmagasmo 1,0 ME/un, a noddepicusarouiue
yposuu — evuue 0,5 ME/mn do cmabuiusauuu zemocmasa.
Jlns 6onvwuncmea 0opodosvix npouedyp 00Cmamouo
000U NPedONePauuoOHHOl MePanuu, Ho 6 HeKOMOPLIY
CYUASX MONCEm NOMPedosamvpcs 6mopas 003a 6 mevenue
1224 uacoe 6 3asucumocmu om xapaxmepa npoueoypol
U UBMEPEHUst YPOBHEIL.

Yposenwv doxasamenvcms 4

B cBete nepecmorpa kiaaccudukaiu yMepenHoii 6osiesmu
dhon BuseGpania, kotopsiii 6b11 nposened B 2014 roxy [80],
(axTa, 9T0 ypoBHHU yBesmuuBaiorcs ¢ BozpactoM [100], u Bapu-
abesbHOCTH (DEHOTHUIIOB HAPYIIEHUH CBEPTHIBAEMOCTH KPOBU
060t IMarHo3 B aHAMHE3€ CJIEYET MEPECMOTPETD 10 GepeMeH-
Hocti. JloskHA OBITH MPOBEEHA MOBTOPHASI OIEHKA TSIKECTH
(benoTuna HapyIIEHNST CBEPTHIBAEMOCTH KPOBH, YIUTHIBAS II€P-
COHAJIBHBIN aHAMHEe3 KPOBOTEUEHHI 1 OTBET reMocTa3a Ha Tpe-
nbiaytime mpobiembl. OmeHOYHbIE KT KPOBOTEUEHHS], TAKHE,
KaK MHCTPYMEHT OIEHKU KPOBOTEUEHUH, 0400peHHbiil Meskry-
HapOAHBIM OBIIECTBOM IO TPOMOO3Y U TEMOCTa3y, MOTYT OLITh
[IOJIE3HBI [IPU [POTHO3MPOBAHUY BEPOSITHOCTH KPOBOTEUYEHUST
[101, 102]. Heo6X0nuMo IpOBEPUTH UCXOAHBIC UCCIEOBAHYIST 1
TOYHOCTD IMAaTHOCTHKH.

Yposenv doxazamenvcme 3

[edurut xese3a pacmpocTpaHeH y MalMeHToB ¢ GOTE3HbIO
hon Busrebpamna u3-3a TSUKECTH MEHCTPYATBHBIX KPOBOTEUE-
uuit [103, 104]. loJokHbL OBITH TIPOBEPEHbBI YPOBHU FeMOTI00NHA
W JKese3a, TIPU HeOOXOIMMOCTH Ha3HAYAIOTCS TPEMapaThl JKeresa.

Yposenv doxazamenvcme 3

Cy1ecTByeT BapuabebHOCTh FeMOCTaTHYECKOTO OTBETA Ha
6epeMeHHOCTh TIPU Pa3HBIX TUIAX M MOATHIAX OoJsie3Hn (HoH
Buuiebpana. B nopme yposiu dakropa Buiiebpania n dak-
topa VIII 3HaunTespHO yBeanuuBaiorcst, pessimas 1 ME /v
ITpu G6osesnu don Busebpanga 1-ro tumna nabsogaercs mpo-
rpeccupyiolee yBejandenue yposueii axropa Busiebpanga u
axropa VIII, 1ipu 5T0M YPOBHU Yy GOJIBITMHCTBA MAIIHEHTOB 10~
cruraior 6osee 0,5 ME /M [90]. Onnaxo cieayer nposiBasiTh 0c-
TOPOKHOCTD, MOCKOJIBKY CYIIECTBYET reTepOreHHOCTh (heHoTu-
OB ¥ TEHOTUIIOB, JIEKALINX B OCHOBE GoJiesHu (o BusieGpan-

CEMEVHASI MEJIMLITHA Na6 (74), 2017
ISSN 2307-5112

na 1-ro T, 1 PEKOMEH/IYeTCst TIare/bHoe 00CIe/[0BaHIe BCeX
GepeMeHHBIX ¢ JIAHHBIM JINarHO30M.

B 1esiom y skennun yposuu paxropa Busiebpanga u pakrto-
pa VIII, y KOoTOpbIX OHM B Hauasie GepeMeHHOCTH Oblin GoJiee
0,3 ME /MJ1, BepOSITHO, IOCTUTHYT HOPMAJTBbHOTO 3HAYEHHS B KOH-
1e 6epementoctit [105]. O6bIuHO y sKeHIMH ¢ GA30BbIM YPOBHEM
menee 0,15-0,2 ME/wit ipu Tunax 2A u 2M cinaboe Hapactanue
YPOBHEN BO BpeMs1 GepeMeHHOCTH 1 JieheKT He KOPPEKTHPYeTCsT
[89, 106]. IIpoucxoauT 3HaYUTEIbHOE YBeInUeHUE YPOBH (hak-
topa VIII u anrturena dakropa Butebpania, HO aKTUBHOCTD
(akropa Buimedpana ocraercst 3aMETHO CHUKEHHOM.

BoabmmHeTBo sKentyH ¢ 6ose3nbio hon Bumnebpanga 1-ro
THUIA JoCTUTaoT ypoBHeil Boiiie 0,5 ME /Mt o repMuHaM 1 MO-
YT POJIOPA3PEIIAThCs KaK 00bIYHbIE GePEMEHHBIE ¢ HCTIOIb30Ba-
HUEM [EHTPAIbHON HeHPOaKCHAIBHON aHecTe3un npu HeoHXo0-
mmoctH [89].

Yposenv doxazamenvcme 3

JlecMOTIPeCCHH yBETMInNBaeT ypoBeHb hakropa Briiebpan-
Jla B TPH-TIATH Pa3, YTO HOPMATU3YET YPOBHU B GOJIBIIHHCTBE
ciiydaeB 1ipu 3aboJieBaniy THMA 1 1 HEKOTOPHIX MOKATETOPUSIX
tuna 2. IIpu 6onesnu don Bumnebpanga Tuna 2B nocie BBese-
HUSI JIECMOIIPECCHHA YaCTO BO3HUKAET TPAH3UTOPHAS TPOMOOIIH-
TOIEHMsI, & TePAlIeBTHYECKUIT OTBET HE3HAYMTEJBHBIN, T09TOMY
JIECMOIIPECCUH OOBIYHO He pekoMmeHyercss npu tumne 2B [110].
[Tpu Tune 2N anomasbhoe casbiBanue dakropa VIII ¢ daxro-
pom Buuiebparijia cHiskaetT OTBET Ha Tepanuio. J[ecMonpeccun
He CJIE/IyeT UCTOIb30BATh Y MAIMEeHTOB ¢ 6oesHbio hon Bure-
Gpan/ia Tra 3, MOCKOJIBKY Y HIX He IMEETCSI JIOCTYTHBIX 3aITacOB
(hakropa Buiebpariia 1 OHI He pearupyioT Ha IleCMOIIPECCHH.

Curentyer m3beraTh JIe4eHHsI C TIOMOIIBIO ECMOIIPECCUHA Y
MAIEHTOB ¢ HETEPEHOCHMOCTBIO HJIH TIPOSIBJIEHHEM MTOOOUHBIX
addekron. Ero Takke cieayer nuaberars y KeHIINH € TPEIKITAMIT-
cueii [107]. Mmetorest coobienust 06 nHdapkTe MUOKapa, mo-
HTOMY JIECMOTIPECCHH CJie/lyeT u36erath y MarfeHToB ¢ 3a00eBa-
HUSAMM apTepuil Wi HEeKOHTposupyemoil rurneprensueit [111,
112]. Bo BpeMst BHYTPUBEHHOI UH(DY3UK 0OBIYHO HAGIIIOIA0TCS
MSITKO BBIPDasKEHHBIE TMIIOTOHMUSI, TOJOBHAsT GOJIb U THUIEPEMUST
Jmna. AprepuasibHOe JlaBjleHue cjieflyeT KOHTPOJIMPOBATh 0 U
nocaie urdysun. [lorpebienne KUIKOCTH TOJKHO GBITH OTPaHH-
4eHo /10 1 iTpa B Teuenue CirepyIonunx 24 9acoB Jist TPeIoTBPa-
1ieHns rtunoHaTpuemMun y Mmatepu. [losropHoe BBesienue ciezyer
TIIATEJBHO KOHTPOJIMPOBATH, MOCKOJIBKY CYIIECTBYET BEPOSIT-
HOCTH Taxu(UIaKCHN ¢ yMeHbleHneM otseta [ 106, 113].

Konyenmpamot paxmopa Buanebpanoa

Cy1miecTByeT MHOTO CUTYalnii, KOT/IA IECMOIIPECCUH MOXKET
OBITh NPOTUBOIOKA3aH WIN HEA((HEKTUBEH, B OTUX CIydasax He-
06X0/IMMO BBeJleHHe KOHIeHTPaToB akrTopa Buiiebpana.
Konmenrparst 066r4H0 coziepskar dakrop VIII, a takske dharrop
Bunrebpanga. JloCTyHBI HECKOJNBKO Pa3JMUHBIX JIMIEH3UOH-
HBIX [TPENAapaTOB, TIOJYYEHHBIX U3 IIJIA3MbI C BBICOKOIT CTENICHBIO
OYUCTKM. JTH KOHIEHTPATBHI JOCTYIHBI B BHUJE JHODUIN3NPO-
BaHHBIX MOPOIIKOB U MOI'YT BBOJAMUTBCS IIYyTEM MEJIEHHOI (0-
JIIOCHON BHYTPUBEHHOI NH(Y3UU 110csIe pa3BeieHust BOIOH /15
unbeknuit. KosmdectBo ¢daxropa VIII mmpoko Bapeupyer B
Pa3IMYHBIX Mpenaparax, u CJeIyeT YUYUThIBATh COOTHOIIEHUE
anturena pakropa Busiebpana/kodakropa hakropa Buiieo-
panma. Hampumep, pn nCHoOIb30BaHIN KOHIIEHTPATOB C BBICO-
KOl CTENeHbI0 OYUCTKH, HO HeGOIBIINM KOJIUYeCTBOM (hakTopa
VIII, mosker niorpebosatcst Gosiee 12 yacos, utoObl ypoBeHb (hak-
topa VIII nmossicuicst 1o nopmansroro s3uavenws [114, 115].

Kowrenrparsr hakropa Buiuiebpania mpeactasisiior codoit
MIPOLYKTHI TJIA3MbI M UMEIOT OTJINYHBIE [TOKa3aTe i Ge301acHoC-
Ti. OHHU MOJIBEPTaIOTCs MPOIeCcaM BUPYCHOM MHAKTUBAIIH, KO-
TOpble SBJISIOTCS HEOTHEMJIEMON YacTblO IIPOU3BOJCTBEHHOIO
nporiecca. OTHAKO HEKOTOPbIE BUPYCHI, TAKHE, KK TAPBOBUPYC 1
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TeTIaTUT A, OTHOCUTEJIBHO YCTOHYMBBI K 9THM MeToziaM. HecmoT-
PsI Ha TECSTIIIETHS HCTIOIb30BAINS He OBLIO 3aPErHCTPUPOBAHO
nu oztHoro ciayyas BUY, renarura B wimm renarura C [115].

5.4 Uto Takoe MEHEZKMEHT BO BPeMs POJOB?
Bpemst neuenust donncno 6oims MaxcumMaivio npubiuice-
1O K podam, a yposenv axmusnocmu (axmopa Bunied-
panoda u yposenv paxmopa VIII donicnor usmepsamuvcs 0o,
nocie Jeuenus u nOSMOPIMbCs NOCie Po00s Ul 6 Clyuae
nPOLOH2AUUY POOOE.
Tpanexcamosyro kuciomy ciedyem paccmampusamy 8 co-
Uemanuu ¢ jeuenuem Ois 6Cex Ul ¢ AKMUeHOCMbI0 (Pax-
mopa Bunnebpanda menee 0,5 ME/Mn uiu 6 kavecmee mo-
nomepanuu 0ns wuy ¢ yposuem evuue 0,5 ME/ma. Moxcem
Obimb HA3HAUEHA NEPOPATLHO UNU BHYMPUBEHHO U HAUA-
ma do podos.
@ IIpu 6onesnu pon Bunnebpanda muna 2B unozda moxcem
nompe6osamvcs. neperusanue mpoMOOUUMapHoL Maccol,
max e, Kak u 6eedenue paxmopa Buirebpanoa.
Cnoco6 podopaspewenus 0oadxicen onpedeismvcs axy-
wepckumu noxasanusmu. Cnowmarnmvie poovl U HOPMAILL-
Hole 8azZUNANLHBIE POObL He NPOMUBONOKAANL, eClU HeMm
Opyzux aKyuepckux npobiem.
st ni00os, nodsepacennvix pucky Haiuuus 6ojes3nu Qou
Buanebpanda muna 2 unu 3, credyem usbezamn ITIKII, na-
PpyrHcHO20 akyuepckozo nosopoma, DIII, nanonenus
WUNLU08 U BAKYYM-IKCPAKUUU.

Yposenv doxazamenvcme 3

Tsaxenast TpOMOOIUTONEHIS MOKET BOSHUKATD Y MAIIMEHTOB
¢ 6osesnbio (hoH Busuiebpana Tuna 2B n3-3a pocta aHOMaJIbHO-
ro (pakropa BusneGpanga Bo BpeMs 6epeMEHHOCTH U YCUJICHUS
arperaiuu, are3uy 1 KIupeHca. ITo MOXKeT elile GoJIbIIe yeyry-
6uTh puck kposoredenvist [116]. Tloatomy uIst OIEPKAHKST KO-
smyectBa TpoMGonuToB Bhite 50x109/11 MokeT OTPeGOBATHCS
nepesuBanue TpomMbouuTos [84, 85].

Yposenwv doxasamenvcms 4

Xorst ypoBHu (hakTopa BuieGpana 0ObMHO TOBBIIAIOTCS
TIPU POSKIIEHNT, HOBOPOKIEHHDIE ¢ THIIOM 2, THTIOM 3 11 60J1ee TsKe-
JIBIMU BapraHTamu i 1 Gy/iyT MMeTh CHUKEHHbIE YPOBHH (hakTo-
pa BuseGpanaa ¢ umu 6e3 ymenbiieHus: yposhst akropa VIII ¢
BO3MOXKHBIM yBesmueHreM pricka kak VKK, rax u EKK [97, 98].

5.5 Kak Ge30macHO OCYIIECTBJISATh MEHEIKMEHT 00e360-
JIMBAHUS U aHECTE3UM?
- Hayuenmam ¢ Gonesnvio pon Buanebpanda 1-20 muna,
20e axmusnocmo paxmopa 6viia Hopmuposana bepemer-
HOCTLI0 UL JeUeHUCM, MONCEN Oblmb NPEeOLONCEHA UEHTN -
PANIOHAS HEUPOAKCUATLHAS. AHECTNESUSL.
Jlns nayuenmos ¢ sabonesaruem 2-20 muna cieoyem us-
bezamo UeHmparvHoil HeUpOaKCUATLHOU AHeCMe3UU, eCll
movKo akmusHocmv axmopa Bunirebpanda ne npegoi-
waem 0,5 ME/mn, a eemocmamuueckuii depexm ckoppex-
muposan, umo bvisaem mpyono 00cmuzuymo npu 2-m mu-
ne; UeHMPAILHAS HEUPOAKCUATILHAS. AHECME3US He 00JIHC-
HA NPUMEHAMBCSL NPU 3-M mune.
Jlns navuenmos c 6oaesnwio on Buanebpanoa muna 2N cie-
Oyem usbezamo ueHmpaILHOU HeUPOaKCUAILHOU AHeCesU,
ecnu yposerv haxmopa VIII ne npesviwaem 0,5 ME/ma.
Ileped podamu ecem acenwunam donxcra Gvims npedoc-
MABIEHA BOMONCHOCTL 00CYOUMb AHANZE3UN) CO CMap-
WUM AKYULLPOM-AHECTNEIUOTOL0M.
Y nayuenmos, xomopuvim 6oL nocmasien SMUOYParLHbL
Kamemep, ciedyem yuumvleamv HeoOX00UMOCMb NO-
6MOpH020 Nevenus 00 yoanrenus xamemepd, NOCKOIbKY
DUCK KPOBOMEUeHUS. He MEHbULe, YeM NPU 68e0eHUI.
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BryTprMBITIIeUHbIe UHBEKIN 1 TIOCTHATATIEHOE TTPUMEHEHIe
HECTEPOUIHBIX ITPOTHBOBOCHIAMNTENbHBIX TipeniapatoB (HIIBII)
IIPOBOJIUTCST TOJBKO KPaTKOCPOUYHO, KOIJ[A aKTUBHOCTBH (hakTopa
Buuiebpanga u daxropa VIII cocrasasger 6osee 0,5 ME /M.

Yposenv doxazamenvcme 4

[lenTpasbHas HeipoakcuanbHast aHecTe3Ws (CIMHAIBHAS 1
SIUJLYPATbHAS ) MOKET CUUTATHCS Oe301aCHON Y JKEHIIUH ¢ 60-
sesnbio ¢on Busuiebpanza 1-ro tuia, Korja akTHBHOCTb (hakTo-
pa npesbimaer 0,5 ME/mu. Ilpu Gosesnu don Busnebpanga Ti-
ma 2 ¥ 3 reMocTa3 B TEOPUU MOKET He HOPMAJIN30BATLCS JIasKe
[IpU  3aMECTUTEJIBHOM Tepanuu M3-3a aCCOIMUPOBAHHOI
nuchynkiu rpombormTos [117]. Xors obiast aHecTesust MO-
JKET PacCMaTPUBATLCS Kak OoJiee Ge301acHasi ¢ TOYKU 3PEHUsT
PHCKa KPOBOTEUEHNST, OHA CO3/1aeT 3HAUNTEIbHbIE JIONOJTHUTE b=
HbIe PICKI 1 aHAJTIN3 PUCKA,/TIOIB3BI JITIsT OTHX MAIIMEHTOB TPeOy-
€T yJacTHUs CTApIIero aKyIIepCKOro aHeCTe3N0JI0Ta.

O6b14HO crreayeT u36eraTh KATeTepPOB, HO IPH UX UCIOIb30-
BaHWUN HY>KHO PACCMOTPETh BO3MOKHOCTB JIOTOTHUTETBHOTO Jie-
YeHNUs Hepes] yAaJeHNeM KaTeTepa, Tak KaK PUCK KPOBOTEUEHUS
He MeHblile, 4eM IIPU ero ycTanosenuu [66, 118].

5.6 Uro Takoe MEHEIKMEHT MOCIEPOTOBOrO mepuoaa?
Bascro obecneuums noddepacarue yposis. axmueHocmu
paxmopa Bunnebpanda u yposus paxmopa VIII na ypos-
ne 6oxee 0,5 ME/mn 6 meuenue ne menee 3 oneil nocie ne-
OCLONCHEHHDIX BAZUHATLHBIX POOOS U, NO MEHbULel Mepe,
uepes 5 dneil nocie uHCmpyMeHmaivHolx POO08 Ul Keca-
pesa ceuenus. Menedwcmenm 0oxcen OGvolmy 0CHOBAH HA
PesyIbmamax 1abopamopHvLx UCCAeO08aAHUIL.

B nociepodosoii nepuod ciedyem paccmMampueamy 603-
MONCHOCTL  UCTOIBI0BAHUS MPAHEKCAMOBOT  KUCIOMDYL.
Cmandapmmas dosza cocmaensiem 12 mpu-uemwipe pasa 6
denv 6 mevenue 7—14 oueil. B Hekomopvix ciyuasx mo-
Jcem nompebosamovcs OIUmMenvHoe 66edeHue 6 meueHue
2-3 nedenv unu 6ouee.

Ecau neobxoduma mpombonpoQuiaKmura, MOojNCHo HaA3HA-
uamv nuskomonexyispuoiil zenapun (HMT) npu adexeam-
HOUL KOppexuuu nokasameneii monumopunza. Hpu nanuvuu
NPOMUBONOKA3AHULL K (PAPMAKOLOZUUECKOL MPOMOONPOpU-
JlaKmuKe caedyem ucnoib308amy MeXAHUUEeCKUe Memoobl.
HKenwunot ¢ 6onesnvio pon Burnebpanda dondrcivl Goimn

0CBEOOMAECHBL O PUCKE OMCPOUEHHO20 KPOBOMEUCHUS U

nPOUNDOPMUPOBAILL 0 HEOOXOOUMOCTIU COOOWECHUS. O

upeamMepHom KpogomeueHuu. Y acenuui ¢ Gojee msiceivl-

MU popmamu 3abonesanusi credyem KOHMpPOIUPOBAMDy

YPOoBeHy 2eMO2100UHA U PELYIAPHO KOHMAKMUPOBAMY C

NAUUCHMOM 8 Meuenue HecKOILKUX nederv. [layuenmam ¢

3-m munom 3abonesanus nocie podog moxcem nompedo-

samvcs ieuenue KoHuenmpamom gaxkmopa Buineopanoa

6 meuenue 2—3 nedenv uiu oadxce 6ovue.

Yposenv doxazamenvcme 4

V sxemiuH ¢ Gosesnbio hon Buiuiebpania sHaYUTENEH PICK
KPOBOTEUYEHUST TIOCTIE POJIOB, KOTOPbIIT MOJKET COXPAHSATBCS B Tede-
HIe HECKOJIbKHX Hezle b, VIHIypoBaHHOe GepeMEHHOCTBIO YBEJH-
yenue yposreil (hakropa VIII u hakropa Busuiebpara coxpansier-
Cs1 B TIepBbIe 48 4acoB 1ocIe POJIOB, HO OHM HAYMHAIOT CHUYKATBCS HA
3-it ienb niocsie pozios [91]. B Hopme cpeHsst poIoJKUTETbHOCTD
KPOBOTEYEHHMS TI0CIe PO/IoB cocTaBiisteT 21—27 jHeii ¢ BO3HUKHOBE-
HEEM OTCpOYeHHBIX ni Bropuutbix [TK menee uem B 1% cirydaes.
V skennmH ¢ 6osiesHbio hoH BriuieOpania OHN BOSHUKAIOT TOPAsio
varte — B 20—-25% ciryuaes. Cpeznee Bpemst passutust [1K y sken-
il cocrasisier 10-20 preit mocsie ponos 88, 89, 119].

Yposenv doxazamenvcme 3
TpaHekcaMOBYI0 KHCJIOTY MOKHO HCIIOJB30BATh BO BPEMsI
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pozoB. OrpaHIMYeHHOE ee KOJIMYECTBO 9KCKPETHPYETCS C TPYI-
HBIM MOJIOKOM, HO BPSI/L JIFL MOKET BBI3BATH aHTU(HUOPUHOIITH-
yeckull apdexr y mnazenua [63, 120].

5.7 Yto Takoe MeHe’KMEHT HOBOPO>KIEHHbIX ?
IInarn no Ouaznocmuueckomy mecmuposaniuio Ho8oPONC-
Oennozo nocie podos, KA 0mOop NPod NYnoGUHHOL
Kposu, 00JxceH OblMmb GKIIOUEH 8 NIAH MEHEONMEHMA
MAMePUHCKOT bepementocmu.
Obpasiypt nynosunHou Kposu O0ANCHbL GblMmb 63mul Y Oe-
meil ¢ puckom paseumus 6onesnu Gon Buinebpanda mu-
na2u3.
Jlnsi HOBOPOJNICOCHHIX, NOOBEPICEHHBIX PUCKY DAZCUMUS
6onesnu pon Buinebpanda muna 2 uwu 3, eumamun K
credyem HasHauamv NepopaivHo, eciu MOIbKO aKmue-
nocmy pakmopa Buiiebpanoa ne s8semcst HopMaibHOl.
@ Hosopoacdennowm ¢ 6onesnvio pon Burnebpanda 3-20 mu-
na NOKA3ana pYmurHas KPaHuaivHas 6U3Yaiu3auus ne-
Pped BbINUCKOTL U KPAMKOCPOUHAS NPOPYUIAKMUKA C HA-
SHaUeHUeM KOHUeHmpama (Qaxmopos, eciu npu pooax
6bLILA BO3MONCHOCTID MPACMDL.

Yposenwv doxasamenvcms 4

B HOpMe Y HOBOPOsK/IeHHBIX (hakTop Busiebpanga u yposHu
AKTHBHOCTH OOBIYHO TMOBBIMIAOTCS pK poskaeHun [96]. /Inarsos
Jsierkoit popmbr Gostesnn GoH BusieOpanjia, BeposiTHO, Gy/ier 3a-
TPY/IHEH B HEOHATAJIBHBLIT IEPHOJL, IIOCKOJIbKY JlerKue (hopMbI MOTYT
6BITH GeccMITOMHBIMIL TecTupoBarie 0GBIMHO OTKITABIBAETCS 10
6 Mecs1ieB, 3a NCKIIOYEHNEM CITy4aeB KIMHITIECKON MaHN(beCTaIn.
Kax 1paBusio, B 9T0ii BO3pacTHOII IPyIIIe BO3MOXKHO JUArHOCTUPO-
BaTh Gosee TsoKemTble (OPMBI THTIA 2 U THITA 3 1 CJIEIYET TIOMYIUTD
o6Gpasell Iy HOBIHHO KPOBH /IS aHAJIN3a KOHIIEHTPAIii (akTopa
VIII, akruBrOoCTH (hakropa BusuieOpana u anturenoB. Bee pesyiib-
TaThI IOJKHBI MHTEPIIPETHPOBATHCS O HOPMATBLHBIM ANAIIA30HAM,
CKOPPEKTUPOBAHHBIM 10 Bo3pacty. Harpassenne s nocrernyro-
IIIEr0 TECTUPOBAHHST JI0JIKHO ObITH OPraHU30BAHO /IO BBIITHCKH.

Hosoposkennsbie ¢ 6osestbto hon Bumnebpanna tuna 3 Gy-
YT UMETh OYCHDb HU3KHUII /Heolpe/essseMblil ypoBeHb (hakTopa
VIII u paxropa BusneGpania 1 MOryT OBEPraThCst MOBbIIIEH-
nHomy pucky KK, xoTst 4acToTa aTOr0 0CI0KHEHH TJI0X0 yCTa-
HosJieHa. HOBOpOsKIeHHBIE CO CHIKEHHO aKTHBHOCTBIO (hakTo-
pa BuueGpania Takke MOTYT TIOIBEPraThCs PUCKY MbIIICUHbBIX
KPOBOTEUEHMII MOCJIe MHBEKINH U 0JDKHBI MOTy4YaTh BUTAMIH
K nepopasbro [97].

6. Aeduunt pakrtopa Xl
6.1 KakoBa HacIeCTBEHHOCTD?
Hepuyum gaxmopa XI siensemcs newacmolm aymoco-
MHBIM PACCMPOUCMBOM, KOMOPOe UMeem Kax peueccus-
Hole, MAK U OOMUHAHMHBIE CXEMbL HACICO0BAHUSL.
3abonesaemocmy 6 Hee8pelicKol NONYAAUUU COCTABISE
1/1 000 000; pacnpocmpanennocms cpedu espees auxe-
Hasu ¢ zemeposuzomuocmuito cocmasnsiem 8% u 0,2—0,5%
Cpedu 20 MO3UZOMHDBIX.
@ Kunuvucmut donichvt 6oimv 0ceedomaenvl, 4mo cyuyecm-
BYIOM BHYMPU- U MENHCTUYHOCTIHDIE 8APUAUUU eHomuna
paccmpoiicmea ceepmvléaemMocmi Kposul.

Yposenwv doxasamenvcme 2++

Dakrop XI npexcrasisier coboii TIMKONPOTEUH, KOTOPbIii
WUTpaeT posib B aMILTHGUKAIIH TIpollecca KOAryJIAIH TT0ce
MepPBUYHOTO POy upoBanust tpombuHa. Jledurmr daxropa X1
npejcTaBisier co0Oi paccTpORCTBO CBEPTHIBAEMOCTH KPOBU €
ayTOCOMHBIM THUIIOM HacjenoBaHus. llaTTepH HacsemoBaHusS
CJIOKHBIN, W OIUCAHBI KaK JOMUHAHTHBIE, TAK U PEIECCUBHbIE
opmbl HacseoBanus. Bmecre ¢ Tem TeHjeHINIO K KPOBOTeEUe-
HUSIM JIEMOHCTPUPYIOT U HEKOTOPBIE TeTepo3uroTsl [ 122, 123].

CEMEVHASI MEJIMLITHA Na6 (74), 2017
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Yposenv doxazamenvcme 1+

Tsxenpiii nedpurut daxropa X1 penko Berpedaercs B o0mieit
nomyJianuy, yacrora cocrasuser 1/1 000 000 [124]. Oagnako on
pacrmpocTpaHeH Cpei eBPEHCKOTO HaCeTeH s, 0COOEHHO €BPeeB
amrkenasu. B atoil nomyssiinu reteposurotHast popma BeTpeda-
ercsi y 8—9% [125] u romosurornas — y 0,2—0,5% [126, 127].

Yposenv doxazamenvcme 3

KiIMHUIUCTDL IOJDKHBL 3HATD, YTO KJIWHUYECKUE (DEHOTHUIIbI
Pa3IMIAIOTCS Jake Y JIoJIel ¢ OJMHAKOBBIM yPOBHEM (hakTopa.
YacTHIHO 3TO MOKET OBITh CBSI3aHO € PA3INYMSIMEI MKy (DYHK-
et tpomGoiToB 1 ypoBHsimu daxrop Buirebpanma [128,
129]. CKJIOHHOCTD K KPOBOTEUECHUSAM TAKKE MOKET ObITh Bapua-
6eIbHOI Y OTHOTO M TOTO K€ HHANBHIyyMa. PUCK KPOBOTEYEHNUST
SIBJISIETCSI CAMBIM BBICOKUM, €CJIM OTIePAIlKsl WU TPaBMa BKJIIOYa-
€T Y4acTKHU MOBBIIIEHHOr0 (hHOPUHOMNEA. ITO CBA3AHO C aHTH-
bubpunonuTryeckoil posbio ¢axkropa XI depes aKTHBALMIO
TPOMOUMH-aKTUBUPYeMoro uuruburopa hubpunosusa [130].

6.2. KakoBs! penorumnsi?

Yposenv paxmopa XI 6 naasme crabo xoppeiupyem c

CUMNMOMAMU KPOBOMEUCHUSL.
C | Cnonmannoe xposomeuenue ecmpeuaemcs pedxo, oadxce
npu ouerv Hu3Kom yposte paxmopa XI. Tem ne menee na-
YUEHMbL YACO NO0BEP2AIOMC PUCKY KPOBOMEUEHUS NOC-
Jle onepayuy uiu mpasmoi.
Temeposuzomot umerom nezkoe uau ymepennoe chudicenue
yposueti paxmopa XI (6onee 0,15—0,20 ME/mx). Boro-
WUHCMBO U3 HUX GECCUMNMOMHO, HO Nayuenmvl daice ¢
ymepennvim cruxceruem gpaxmopa XI (0,5—-0,7 ME/mn)
MOZYm uMemv MeHOeHYUIO K KPOBOMEeUeHUIO.

Yposenv doxazamenvcme 2+

OTMedaeTcsi TeTepOreHHOCTh KIMHUIECKUX (DEHOTHTIOB IPU
nedurute pakropa X1. Koppessims Mexxy ypoBHeM (hakTopa u
TenJeHIell K KposoredenusaMm Huskas [129]. Bmecre ¢ Tem
Peyvandi u coasropsl [131] npogeMorcTprupoBaim ciabyo Kop-
peusiio Mexxay ypoBHeM axktopa X1 n KauHuueckum GeHoTH-
[OM Ha OCHOBEe JlaHHbIX, cobpanHbix B peectpe European
Network of Rare Bleeding Disorders. ITareHTbi, KOTOpbIE CTpa-
JAJTH TSKEJIBIME KPOBOTEUEHUSIMHE, UMeJIH YPOBEHb AKTHBHOCTU
axropa X10,09-0,41 ME /M1, B TO BpeMst Kak Ipu GECCUMIITOM-
HBIX caryvasx pukcrpoBaiu ypoBan Mexay 0,14 n 0,39 ME/mur.

Yposenv doxazamenvcme 3

TTarenTsl ¢ TOMO3UTOTHOCTBIO MJIN CJIOKHON TeTepPO3HUTroT-
HOCTBIO UMeIoT yposenb daxropa menee 0,15-0,20 ME /mur.

XoTs1 9T0 KJIacCU(UIPYETCsl KaK TsKeslask HeJJoCTaTOYHOCTb,
CIIOHTAHHbIE KPOBOTEUEHNS Y HUX BCTpevatoTest peziko. Kposoreye-
H¥st OGBIYHO TIPOMCXOISAT TOCJIE OTIEPAIMI UJTH TPABMBI, HATIPUMED
cim3ucTast 060JI09Ka OJIOCTH PTa M HOCA HJIM MOYEIIOJIOBAsI CUCTe-
Ma [132]. MHoOrre nanmeHThbl ¢ BBIPAKEHHBIM CHIKEHIEM YPOBHS
dakropa XI He nmeroT TeHAEHINH K KpoBoTedenuo [ 133, 134].

Yposenwv doxazamenvcme 2+

leTepo3uroTbl MMEIOT JieTKOE WJIM yMEPEHHOEe CHUKEHHe
yposust paxropa XI (yposuu mexzay 0,15 1 0,70 ME /mir) [129].
Hexoropbie abopatopuri MOTYT yKas3biBaTh BEPXHWUH TIpeest
nopmbl 0,5 ME /M1, HO ObLIM ONKMCAHbI CTydau ¢ TEHAEHIMEN K
kpoBoTederusim ¢ yposisimu ot 0,5 10 0,7 ME /vt [129].

6.3 KakoBbl pucku npu GepeMEHHOCTH J|isi MaTepH U pe-
6enka?
Yposenv paxmopa XI 06vruno ne yeeruuusaemcs. 60 epe-
M5l OepeMenHOCU; 00HAKO YPOBHU Cedyem nposepsmy
npU NOCManosKe Ha yuem, ¢ mpemvem mpumecmpe u 00
UNHBASUBHBIX NPOUEOYD.
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JKenwunoi ¢ depuyumom gpaxmopa XI mozym cmpadamo

OM UPEIMEPHOZ0 KPOBOMEUEHUSL NOCIE BLIKUObLULA ULU

npepuvisanus 6epemenocmu.

Cyuecmsyem nogvauennviil puck IK y jcenuwun ¢ deu-

yumom paxmopa XI.

Y navuenmos ¢ depuyumon paxmopa XI credyem oyenu-
amy HamuMue OpYzuUx NOMEHUUAILHO OCLONCHAIOULUX

(paxmopos, maxux, Kax nuskue yposnu gaxmop Buiret-

panda u ducynruus mpomoéouumos.

IIpu podax dns pebenra e mpebyomes HUKaAKue cneyu-

anvHvle Mepol NPedoCmOPONCHOCU, eClU HOBOPOHCOCH-

HoLLL He nodsepacer PUCKY 20MO3UZOMHOCIU UL CLONUCHOTL

2emepo3uzomuocmu.

Yposenv doxazamenvcme 2+

Nwmetorest coobiennst 06 yBeanueHnn yposHst akropa XI
npu 6epemennoctu. Yposenb (akropa XI caeayer mposepsaTh B
TPEThEM TPUMECTPE WJIU 10 WHBA3UBHBIX UM XUPYPrUIECKUX
mporeayp [135].

Prck BBIKH/IBIIIA, TIO-BUANMOMY, He YBETMINBAETCS, OJHAKO
JKEHIIIMHBL MOTYT CTPAJIaTh OT YPE3MEPHOrO KPOBOTEUEHUST 11OC-
Jie BBIKHJIbIIA WK npepbiBanust 6epemenHocTr [90, 136].

Puck [1K yBennunaercs y sxenuun ¢ gepuniutom axropa
XI, kak y romosuror (17-30%) [137], Tak u y rereposuror ¢ 06-
muM puckom 16-22% [136, 138]. Dror puck yBennunBaercs y
MAINEHTOB ¢ (DEHOTUIIOM KPOBOTEUEHHSI, C OTHOCUTETIBHBIM PH-
ckom 7,2 (95% JIN 1,99-25,90) [136, 138] Uccaenosanue, mpo-
Bezientoe B 2015 rofy, MoKkasbIBaet, 4TO HATMYKE TPYIIBI KPOBU
0(T) ysesmuusaet puck ITK; oco6er ¢ 0 (I) rpymmnoil KpoBu nme-
JIV TIOBBIIIIEHHBIA TIOYTH B TITh Pa3 PUCK 0 CPABHEHUIO ¢ 0coHa-
MU € OCTaIbHBIMU TpymHaMu kposu (26,4% mnporus 6,3%); e, y
xoro rpymnmna kposu 0(1) u heHOTHIT «KpOBOTEUEHUS >, IMEJH Ca-
Mblil BbICOKMIT puck — y 32,8% xenmun pukcuposann ITK.
Kenmmner He ¢ (1) rpynmoit KpOoBU U HEKPOBOTOUNBBLIM (heHO-
THUIIOM, HAIIPOTHUB, MMEJIN CAMBIIl HU3KHUII PUCK — 5,7%, TO €CTb
noutu crangaprubiii puck 1K [139].

Bepositro, uTo y MarenToB ¢ aeduimtom dakropa X1 apyrue
(hakTOpBI CBEPTHIBAHMS KPOBH, TaKkue, Kak ypoBHH (akTopa Bui-
siebpan/ia u GyHKIUs TPOMOOIUTOB, MOTYT UTPATh OIIPEIEICHHYIO
POJTb TIPH YCTAHOBJICHUU TEHICHIINU K KpoBOoTedeHIsIM. [loaTomy
JUIS OTIEHKW TEHJIEHIINN K KPOBOTEYEHHIO HEOOXOMMO U3MEPUTD
JIpyrue cOOTBETCTBYIONME (PaKTOpbl cBepThiBaus kposu [128].

Yposenv doxazamenvcme 3

Her coobmiennii o criontannom kposortedennn uin NKK y
HOBOPOKIEHHDBIX. [IpeHaranbHas AMarHOCTHKA He Tpedyercs,
MMOCKOJIBKY 4actoTa jgedunura dakropa XI sBisercss HU3KOIL.
KpoBousiustHust Bo BpeMsi POJIOB BCTPEUAIOTCSI PEJIKO, HO CJIe/Ly-
er u36eraTh TPaBM TOJIOBBI, €CJTH CYIECTBYET PUCK TOMO3HTOT-
HOCTH WJIH CJIO’KHON TeTEPO3UTOTHOCTH. Y poBeHb (akTopa X1 B
HEOHATAJIbHBII IepPHOJ| COCTABJSET HPUMEPHO MHOJOBHHY OT
ypoBHst B3pocsioro [96]. Ecii pebeHOK My3KCKOTO MoJia 1 MIaHu-
pyercst oOpe3aHuie, CIeyeT MPOBECTH aHAIN3 VIS TIPABHIBHOTO
MeHe/KMeHTa. B repBble HeCKOJIbKO MecsIeB JIeTKUii ehuiiur
caxropa XI He MOJKeT OBITH HAIEKHO THATHOCTHPOBAH.

6.4 KakoBbl TepaneBTHYECKHE BO3MOKHOCTU?
Bapuanmol neuenus 6Kaouaiom mpanexcamosyio Kucio-
my, konuenmpam gaxmopa XI u ceexncesamopoicennyio
naasmy (C3II), 00HAKO Y HeeHWUH ¢ HEKPOBOMOUUBHIM
@pernomunom unu Heu38ecmHvLM CIMamycoM 4acmo Modxicem
NPUMEHSNDCS. BUIICUOAMETLHASL MAKMUKA.
Tpanexcamosyio Kuciomy Heiv3st HAZHAYAMb> 00HOBpPe-
MenHo ¢ xonyenmpamom gaxmopa XI, nockonvky amo, kax
cuumaemcsi, nogvlulaem puck mpomoéosa. Bnoane eeposim-
HO, MO OJlsk MHOZUX HceHuur 6yoem 00CImamouro moivko
mpanexcamosol kuciomoi 0isi npedomapauenus I1K.
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Pexombunanmuovii paxmop VIla ne nuvyensuposarn Ot
Jleuenus aMoeo COCMOAHUSL U, KAK NPABUN0, HE PeKOMEH-
dyemcsi, 3a UCKIIOUEHUEM CHYuaes, K0z0a Cyuecmeyem
unzubuposanue paxmopa XI.

Yposenv doxazamenvcme 2-

BapmaHTbI JleueHUs] BKIIIOYAIOT TPAHEKCAMOBYIO KHCJIOTY,
koHtenTpat (akropa XI u C311 [132, 134]. TIpobiembl ¢ KOHIEH-
TparoM (akropa XI MpeacTaBstior cOG0N PUCK Pa3BUTUS TPOM-
603a 1 (PeIKo) pa3BUTHS MHTHOUPOBAHUS Y MAIIMEHTOB C OYEHb
HuskuM yposreM (akropa XI. Coobutennst o Tpombo3e Obiim
Brepsbie omyourkoBansl B 1990-x rozax [ 140, 141] u 6bwm ycra-
HOBJIEHBI PEKOMEHJIAINH 110 OTPAaHUYEHHIO JI03BI /7SI IPe0TBPa-
e noBbienns yposH: Boie 0,7 ME /M. CoBceM HetaBHO
GBI PEKOMEHIOBAHDI H0JIee HUSKKE JI03bI, TAK KK Y HEKOTOPHIX
WHIMBUYYMOB HO-IPEKHEMY UMEIUCH crydan Tpombo3a [142].

[TockombKy 9TO TPOAYKT KPOBH, CYHIECTBYET TakKke OUeHb
HU3KHUI pUCK Tieperaun UH(PEKINK Yepe3 repesnBaHie KpoBu
WU JIEPTUYecKux peakimit. Huskie 10361 peKOMOUHAHTHOTO
akTuBHpoBanHoro ¢akropa VIla ycrmenno mcnonb3oBamncs y
ManMueHToB ¢ TsKesbIM gepunutom daxropa X1 Bo Bpems xu-
pypruyeckux BMmemiatesibets [143]. On nossossier usbexarhb
TIPO/LYKTOB, TOJIyYEHHBIX U3 TIJIAa3MBI, HO TIOKa ellle He[0CTaTou-
HO JIOKA3aTeJIbCTB JIJIsi PEKOMEH/IAIINH 110 eT0 IPUMEeHEHHIO.

Yposenv doxazamenvcme 3

Uurubuposanue dakropa X1 MOKeT BO3HUKATH TIOCIE 3aMeC-
TUTEJIbHOIT Tepanun dakTopoM X1 B ciryyae ToMO3UTOTHOTO Jechu-
Ta. B ofiHOM 13 nccseioBanmii GbII0 MPOIEMOHCTPUPOBAHO 110~
sIBJIeHIe MHIMOMTOPHBIX anTuTes B 7 13 188 ciydaes ¢ oauHako-
BbIM reHerndecknM gedexrom [144] u npemronoxeno, 4To Heob-
XOJIFIMa TIIATEIbHAS OIIEHKA PHCKOB 1 IPEUMYIIECTB JIJIsT JICHCHIS
baxropom XI. Huskue 710361 pPEKOMOMHAHTHOTO aKTHBHPOBAHHOTO
daxropa VIla ¢ TpaHekcaMOBOI KHUCJIOTON MTOKa3aIl reMOCTaTH-
9ecKyIo a((HEKTIBHOCTD BO BPeMs OTlepalinil y MaIieHToB ¢ aedu-
toM dakropa X1 n nrarnburopusix antutesn [ 145]. B ogrom ciy-
yae aKTUBUPOBAHHBINA TPOTPOMOUHOBBINA KOMILIIEKCHBIIT KOHIIEHT-
pat OBl UCTIOJIL30BAH JIJIsk IOKPHITUSA KecapeBa ceyernns [146].

Ypogsenv doxazamenvcme 4

Jlns Beiennst GOJIBIIMHCTBA KEHIIMH MOKET OBITD J10CTaTOY-
HO TOJIBKO TPAHEKCAMOBOI KHUCJOTBI, HO TPU HEOOXOIUMOCTU
npodunaktuku daxropom XI caexyer usberatb UX OTHOBpE-
MEeHHOTO UcTosb3oBanus [147].

Yposenv doxazamenvcme 4

I[TeproANMIecKN NCHOMb30BAJICS HEAKTHBHBIH PEKOMOMHAHT-
ubiii akrop VIla, ocobenno npu Hamnyun uaru6utopos [143].
Omnako 6Ge3omacHast 032 HEM3BECTHA, TOCKOJIBbKY abbeKkT He
MOJKET OBITD JIETKO OTIPEJIENEH, TAKKE €T0 IPUMEHeT e OBLIO ac-
conuuposano ¢ Tpombo3om [ 148].

YpoBenb q0Ka3aTenbCTB 3

B oxroMm ucenenoBarum coobmaercs o pazpaboTKe IPOTOKO-
JIa, UCTIOJIb3YEMOTO TIEPHOIIEPAIIMOHHO IIPU MSTU MIPOTIEAyPax y
MaIMEeHTOB ¢ HAIMYMeM HHIMOUTOPOB, UCIIOJIb30BaHIEM TPaHEK-
CaMOBOI KUCJIOTBI 32 2 yaca /10 onepauuun u 7—14 jueit nociue
oTIepaIny B JIOTIOJIHEHKE K O/THON NH(MY3UN HI3KOI03MPOBAHHO-
ro pekomGunanTHoro dakropa VIla [145].

6.5 Uto Takoe aHTeHATaJbHBII, POAOBOI M IMOCIEPOTOBOI

MeHEeIKMeHT?

B anmenamanvuvil nepuod o0buno e mpedyemcs npumene-
Husi paxmopa XI unu mpamnexcamosorl KUCiomol, 3a UCKIIO-
UeHUEM CILYUACE NPOBEOEHUSl UHBASUBHDIX NPOULOYP UIU KPO-
BomeueHst NOCIE GbIKUOIUA UL XUPYPLUUECKUX NPOULOYD.
IInanuposanue podos 00aucHO Gbimb UHOUBUOYATLHBIM.
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IIpogpunaxmuuecxoe sedenue gaxmopa XI moxcem nompe-
006aMbCs1 ON1sL 20MO3ULOM,/CTIONACHDIX 2eMEPO3ULOM C NPedbl-
dyweri ucmopueti ITK unu o6weii ucmopueti Kpogomeuenuil.
B Opyeux cayuasix maxkmuxa modxcem Ovimn gvlicuoamenn-
HOU, C MOHOMEPANUEH MPAHEKCAMOBOU KUCIOMOT U 66e0eHU-
eM pakmopa, npu 603HUKHOBEHUU CUIHHOZ0 KPOBOMEUCHUSL.

Yposenv doxazamenvcme 3

IIpu nedpunure haxropa XI HeT 1OBBIIIEHHOTO PUCKA AHTEHA-
TaJIbHOTO KPOBOTEUECHNUS UJTH CIIOHTAHHOTO BBIKH/IbINA | 136, 138].

W3-3a HenpeickazyeMoro xapakrepa KpOBOTEYEHUI 1 BEPO-
SITHOCTU HAJIM4YUs HeM3MeHeHHOro yposus (akropa XI Bo Bpe-
Mst GepPEMEHHOCTH aHTeHaTaIbHOE HAGIO/ICHYIE U TIJTAH BEeJCHUS
POJIOB JIOJIKHBI ObITh MH/MBUYanu3upoBanbl. DakTopamu, KO-
TOpbIE CJIEYEeT YIUTBIBATD, SIBJISIIOTCS: TIEPCOHAIBHASI UCTOPUS
KPOBOTEUEHUH (CTaHIAPTH3UPOBAHHAS TITKATA OI[EHKI KPOBOTE-
yenus nomaraet B onienike pernoruna) [101], cemeiinas ncropus
KPOBOTEUeHUH, crocod pojopaspelnenus, MpeAblyIi aKy-
MIePCKIIT aHaMHe3, TPYTIIa KpoBH 1 ypoBeHb (hakTopa XI (Menee
0,1-0,2 ME/mi). Hexoropsle aBTOpBLI HOJAraioT, 410 mpodu-
JIAKTUYECKOE JIeueHue CJIe[yeT Ha3HAYaTh MalueHTaM ¢ TOMO3HU-
TOTHBIM VIV CJTOKHBIM F€TEPO3UTOTHBIM 3a00JI€BAHIEM TTPU JII0-
6om Buzie popopaspenienus [149], B To BpeMs Kak Apyrue yTBep-
JKIAIOT, YTO BBeIeHYEe (hakTopa He SBJISIeTCsT 00sI3aTe/IbHbIM.

B perpocriekruBHoM uccaenoBaruu B 2005 roxy Salomon u
coaBTopbl [137] udydann ncxonpl y 62 jKeHIUH C TSKEJNbIM Jie-
¢unurom dakropa XI. B nesom 43 xennunb 13 93 He umenn
TIK nipu pogax (69,4%); y BOCbMU 13 HUX OBIJIO TPOBEIEHO Keca-
peBo ceuenre. Kpooreuenus Goimn tiput 19 pogax, 17 us xkoro-
PBIX IPOUBOIILIN Y HIeCTH sKeHIIH, OHU MPUIILINA K BBIBOLY, YTO
JiedeHne MOKeT ObITh MTPOBEIEHO MPOMUIAKTUYECKH Y TEX, KTO
JIEMOHCTPUPYET TEHIEHINIO K KPOBOTEUEHISIM.

6.6 MoskHO /M Ha3HAyaTh LEHTPAJbHYIO HeHpOaKCHAJb-

HYIO aHECTe3HI0?

Lenmpanvras Helipoaxcuanrvhas awecmesus ne 00IHCHA
HA3HAUATNDCSL HCEHUUHAM C HUSKUM YposHem (paxmopa X

C U3BECTHDIM (PEHOMUNOM NOBLIUEHHOZ0 KPOBOMEUEHUS,

a maxdce mem, y K020 peHomun ne onpedeien Uil npu
CUNLHOM CHUMCEHUU YPosHs. IIpu Hexposomouusom geno-
mune cedyem npoeecmu KOHCYIbMAUUI0 OMHOCUMETLHO
PUCKOB U NPEUMYWEecms NposedeHUst HEUpOaKCUaIbHOL
anecmesuu ¢ unu 6e3 eeedenus gaxmopa.

YpoBenb 10ka3aTenbcTB 3

PesynbTaTsl peTpocnieKTUBHBIX MccienoBanuii [ 138, 139] ne
MPE/IOJIATAIOT TIOBBIIIEHHOTO PHUCKA KPOBOTEYEHUH IPH HC-
[10JIb30BAHUM MECTHON aHeCTe31U y KeHIIUH ¢ lehunintom hak-
tTopa XI. Tem He MeHee cylecTByeT o4eHb HU3KUI PUCK IS 10-
MyJISAIUA B 11€JI0M, U 9T HeOOJIbIINe UCCIE0BAHUS HE MOTYT
MIPO/IEMOHCTPUPOBATD, €CTh JI YBeJIMYeHne PUCKA B TPYIINE C
nepunurom axropa XI.

PuicKu 1 01632 10JIKHBI 00CYKAAThCS Ha WHANBUY a/IbHOI
octoge. [Ipu sIBHOM, He CBSI3AaHHOM C KPOBOTeueHUeM, (peHoTHIIe
GajlaHC PUCKOB MOKET CBUJIETEJBCTBOBATH B T10JIb3Y MCIIOJIb30-
BaHMsl HEHTPAIbHON HeHpoaKCHaJIbHON aHecTe3uu, 0COOGEHHO
[IPU OJVMHOYHON CIMHAIBHOI uHbeKInu. OHAKO 1IPU SABHOMN
W BO3MOKHOW TIEPCOHATBHOW WCTOPUM KPOBOTEYEHUN (TO
eCTh Yy TeX JKEeHIUH, KOTOPbIM He TPOBOAMJINCH WHBA3UBHbIE
MIPOIIEZyPbl U HEBO3MOKHO OIPENETUTh (HEeHOTHII KPOBOTEUE-
HUA) CJeyeT OTKa3aTbCs OT IeHTPaJbHOM HelpoaKcHaabHOM
AHeCTe3un WJIM TIPOBECTH TPODOUIAKTUKY JJIsI TTOBBIIEHUS
ypoBHs (akropa XI ns-za pearocTn 3a60JI€BaHs U TIEPEMEH-
HOI TEHJICHIINU K KPOBOTEYEHUSIM Y 9TUX JKeHIIMH. OTUYeThl 110
MPOBEIEHUIO AJIEKBATHOTO BBe/eHUsT (haKTOpa TIPEIIoJIaraior,
4TO 9TO GE30MACHO TPK MPOMUIAKTUKE CIMHAIBHON TeMaTOMBbI
[150, 151]. OmHako a1 UCCTEA0BAHYS TAKAKE OUEHD MAJIbl U He
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paccuuTaHbl Ha BbIABJIEHUE PA3JINuuil B 4acTOTe KPOBOTEYEHUI
1IPU 1IEHTPAJILHOI HelfpoakcHuaabHON aHeCTe3nn.

7. Pepkue HapylieHUs1 CBEPTbIBA€MOCTU KPOBU
7.1 Uro 3t10 Takoe?

@I@muuuucmw doIcHbL 3HAMD, UMO pedKue HapyuleHus.
CEEPMBIBACMOCTNU KPOBU BKIIOUAIOM YHACLEO08aHHbIe Je-
uuum gubpunozena, paxmopos II, V, VII, X, XI u XIII,
KomOunuposannoiil depuuum paxmopa V u paxmopa
VIII (paxmop V+VIII) u eposcoennviii depuuyum suma-
mun K-3asucumvix paxmopos.

Ypogenv doxazamenvcme 3

Pe/kuie HapyIIeHNs CBEPTHIBAEMOCTH KPOBU OBLIN OTIpe/ieie-
HbI KAK MOHOTEHHbIE HAPYIIEHUSI CBEPThIBAEMOCTH KPOBH, BHI3BAH-
Hble JIeUINTOM PACTBOPUMOTO (haKTOpa CBepThIBaHUS (MM (hak-
TOPOB), OTJIMYAIONIETOCSA OT TAKOBOrO 1pu Gosesnu ¢on Buiiied-
panzia u remodmn A wim B [122, 152]. Onu cocrasisiior 3—5% ot
BCEX YHACJICIOBAHHBIX IEHITITOB KOATYJIIAINHI 1 BKITIOYAIOT YHAC-
JiefoBaiHblil geunut hubpunorena, daxropos I, V, VII, X, XTI u
X111, kombunupoBanubiii geduimt dhaxropos V + VIII u Bpox-
JIeHHBII eunuT BUTaMIH K-3aBUCHMBIX (DaKTOPOB.

Hepunmr dpaxropa X1 u pubpunorena onucan B paszesax 6
u 8. JlokazaTesibCcTBa, MOATBEPIKIAIONIIe GOJIBIIMHCTBO 3asiBJIe-
HWIA, ABJSIOTCS CIa0BIMK, a PEKOMEHIAIMI B3SThl U3 MHEHUI
DKCIIEPTOB CO CCBUIKOI Ha HeOOIbIIIE Oy OJIMKOBaHHbIE PETPO-
CIIEKTUBHbIC CEPUU CIIYYAEB U OTKPHITbIE HAOMIOMATE/IbHbIE UC-
cnenoBanus [ 123, 131]. Taxvie JaHHbIE HEOCTATOUHO OOBEKTHB-
Hbl ¥ MOTYT [EPEOLeHUBATh TSKECTh KPOBOTEUYEHUH, 00y CII0B-
JIEHHBIX KOHKDPETHBIMU YPOBHSIME (haKTOPOB. PexkomeHnmariui,
MPUBEJICHHBIC B 3TOM PYKOBOJICTBE, COTJIACYIOTCS C /IEHCTBYIO-
UMK peKOMeHIalusaMu Bpurtanckoro obuiectBa reMaToJioroB
110 PeAKUM HapyuleHusaM xoaryJsauuu [123].

7.2 KakoBo nacieznoBanue aeduiura paxropos II, V, VII,
X u XIII u komGunanuu dpakropos V+VIII?

Tenemuueckas xoncywmayus 0oicHa 6A3UPOBAMbCSL HA
NOHUMAHUU 020, MO HAUb0Iee pedKue YHACIe08aHHbLE
HAPYWEHUS CEePMBIBACMOCTIU KPOBU SGLSIOMCSL AYMOCO-
MHO-PEUECCUBHBIMU, A 2eMEPOIUZOMHOC HOCUMENLCTNEO
060 beccumnmomno. Heobxooumo ycmanosums xpog-
HOe POOCMEO Y GONBHLIX HCCHUUN UIU OCCCUMNMOMHBLY
2emeposuzomubIx Hocumenet 01 NPOGeOeHUs: KOHCYILb-
mayuu, NPu 603MONCHOCIU — CKPUHUHZA, U DOPMUPOBA-
Hus naana podopaspewienus: 0Ls NOMEHUUAILHO NOPa-
Jcennozo pebenka.

Yposenv doxazamenvcme 4

PacnipocTpaHeHHOCTD TSKEIBIX 1eDUITNTOB (TOMO3UTOTHBIX
WJIM CJTOKHBIX TETEPO3UTOTHBIX ) B 00LIEH IOy IAuu Kosreber-
csa npumepno 1 na 2 000 000 gia nedunura dpakropos II u XIII,
1 1a 1 000 000 — pst nedpurura pakropa V, X u V+VIII u 1 Ha
500 000 — st mepunnra paxropa VII [122]. Pacmpocrpanen-
HOCTD BbllIIe B PaliOHaX ¢ BBICOKOII CTEIIEHbIO KDOBHOIO POACTBA.
TeTepos3uroTsl (POIMTENH U IETH TPOGAHIOB) YaCTO UMEIOT TIPH-
MEPHO TIOJIOBUHY HOPMAJIBHOTO YPOBHS (DAKTOPOB CBEPTHIBAHUS
u 06b14HO acuMiToMubl [122, 153, 154], X0Ts1 HEKOTOPbIE ABTO-
DBI TIPEATIOJIATAIOT, YTO Y HOCUTENIeH MOKET HabJI0aThesl YCH-
JIEHVe CUMIITOMOB KpoBoTeuennii [ 155, 156]. MuazgeHtis! ¢ prc-
KOM TOMO3UTOTHOCTU UJIH CJOXKHOI TeTePO3UTOTHOCTH TTO/[BEP-
rafoTcsl 3HAYMTETBHOMY DPHUCKY KPOBOTEUYEHHUS IOCJe POJIOB,
Bruouast MKK [122; 131].

7.3 KakoBbl pHCKH TIpH G€PEMEHHOCTH /ISl MATEPU U pe-
0eHKa U KAKOBbI BAPUAHTHI JIeUeHUSI?
Knunuyucmor 00axcivL nOHUMAMb, 4Mo YyposHu (Haxmo-
P0G CEEPMBIBANUSL MOZYM MEHAMBCS. 60 6peMs. bepemen-
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nocmu. OOHAKo amo 6psd U NOGIUSEm HA 2eMOCMA3 Y
Jcenun ¢ maceavim depuvumon. Heobxooumo yuumo-
8amy Kax yposens paxmopos, max u HaIudue Kpogomeye-
HUlL 8 KIUHUYECKOM anammese.

IInanvt newenus mozym nyxcoamocs 6 MoOOUGuUKauuL 6 3a-
BUCUMOCTIUL OM XAPAKMEPA OMOCILHIX KPOGOMEUeHUlL
. npouedyp, a maxdice 8 3ABUCUMOCTU Om eromuna
ceepmuieaemMocmu kposu 6 xaxcoom cayuae. Paxmoposa-
Mecmumenvias mepanusi 00bUHO PeKOMeHOYemcs npu
POOax y ey ¢ mANCERvIM depuuyumom paxmopa xoa-
eyaauUU U/ U ¢ kposomeuenuem 6 anamnese. Tpanexca-
Mmosyio kucromy 6 doze 15—20 me/xe unu 1 2 uemovipe pasa
8 denb MOJCHO UCNONB30BAMb Ol MOHOMEPANUY NPU He-
BHAUUMETLHBIX KPOBOMEUECHUSIX UNU 6 COUeMAHUU ¢ 66ede-
Huem ¢paxmopa.

Ecau pebenox naxooumes 6 epynne pucka msiicesiozo de-
Guyuma, naan podos domIceH UCKTIOUAMD IKCMPAKUUIO,
nonocmuwte wunuywt, IIKIT u OIID.

Y acenugun ¢ mscenvim degpuyumon credyem usbezamo
UeHmpanvHoi HeupoaKcuaILHol anecmesuu, nociepooo-
60U  (PapMaKoI0zudecKkoi mpomoéOnPOPUIAKMUKYU U
HIIBII, nockonvky moxcem Ovimv mpyono 006umvcs
Oanvredwell HOPMATU3AUUL 2eMOCMA3a dadice nocie npo-
sedenus aevenus. Onu MO2YM UCNOIL30BAMBCS NOCAE UH-
QUBUOYATLHOTL OUEHKU, eCU NPOBOOUMCS A0eKBAMHAS 3a-
Mecmumenvias, mepanusi.

Ypogenwv doxazamenvcme 3

CBsI3b MEX/IY YPOBHEM aKTUBHOCTH (DAKTOPA CBEPTHIBAHNST
KPOBH ¥ KJIMHUYECKOI TSKECThIO KPOBOTEUEHUs H0Jiee OUeBH/I-
na s daxropos X, daxropa XIII u gedunmra KoMOMHALIMN
dakropos V+VIII npu 6osee caboii accormaiiu ¢ qeGuinrom
axropos V u VII [131]. ¥posuu dakropos VII u X nosbimia-
10TCst BO BpeMst GepeMEHHOCTH, HO OOBIYHO OCTAIOTCS HEJoCTa-
TOYHBIMU JIJISI TEMOCTa3a B TSDKENBIX caydasx [157, 158]. Ypos-
uu daxropa II u daxkropa V He yBeanunpaiorcsi Bo BpeMsi Gepe-
mennoctu [87, 159], yposenns daxropa XIII ymenbimaercst Bo
BpeMs HopMasibHOI Gepemennoctu [160].

ITo BO3MOKHOCTU TIPEIIIOUTHTEIbHEE HCIIOIH30BAHIE CIie-
uUUecKX PeKOMOMHAHTHBIX WJIM BUPYCHHAKTHBUPOBAHHBIX
IJIAa3MEHHBIX KOHIIeHTPaToB (hakTopos, uem C3II min kpuorpe-
nunurata [ 123]. TpanekcamoBast KucaoTa MOXKeT UCIIOIb30BATD-
csl B BUJIe MOHOTEPANWH MPH HE3HAYMTEIbHBIX KPOBOTEUCHUSIX
WU B KOMOMHAIMY € 3aMECTUTETLHON Tepanueil Ge3 3HaYnTe b=
HOTO yBeJ4eHust pucka tpombo3a [161]. Jleuenue 10/KHO TIPO-
BOJIUTHCST BO BPEMs POJIOB WJIN JI0 HAaUasa KecapeBa CeYeHsI.

Yposenv doxazamenvcme 4

J17151 HOBOPOXK/IEHHBIX, Y KOTOPBIX OKIJIA€TCST TeTePO3UTOTHOE
HOCUTEJIGCTBO 3THX PEAKNUX HApYLICHWH CBEPTLIBAEMOCTH KPOBH,
0GBIYHO He IPOTUBOIIOKA3aHbI OllePaTHBHbIE BAIMHAJIBHbIE POJIbI 1
MHBA3WBHbIN MOHUTOPHHT ILIOJA, MOCKOIBKY HEOCTATOUHO JI0Ka-
3aTeJIbCTB U3 OTYETOB O CIIyYasiX, OTPAHUYMBAIONINX HCIIOJIb30BA-
HII€ 9TUX HOJIE3HBIX BCIIOMOTATEe/IbHBIX CPE/ICTB IIPU Pojiax. Y rete-
POBHTOTHBIX HOCHTENEH OGBIYHO He TIPOSIBISAETCS CKIOHHOCTH K
kpoBotedeHusiM [ 122, 154], X0Tst 5T0 MOKET ObITb He Tak mpH fedhu-
mute daxropa VII, korna 2% nanueHToB ¢ TSKEIbIM (heHOTHIIOM
KPOBOTEUEHWS SIBJISTIOTCS Teteposurotamu | 162]. Eciu cymectByer
PUCK TSEKEJIOro 3a60J1eBat st Y HOBOPOKIEHHOTO (TOMO3UTOTHOCTD
WIK CJIOKHAST TETEPOZUTOTHOCTD), TPEOYIOTCS CTPOTHE OrpaHuye-
Hust (Kak 1pu Tspkesoit remoduinm) (em. [pumnoxenue V).

Hepuyum npompoméuna (paxmopa II)

@Eczzu axmusnocmv (axmopa Il cocmasisiem menee 0,2
ME/Mmn u umeemcst sHauumenvHoe KposomeueHue 60 epe-
MsL 0008 UNU 00 HAUATA KeCapesa CeueHust, HeobX00UMO
86edenUe KOHUCHMPAma npompomouno60z0 KOMNIEKca 6
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doze 20—40 ME/xz Onst docmudgcenus: akmueHocmu ax-
mopa II 0,2—0,4 ME/m1 u nociedyiowee sedenuee Kom-
uenmpama npompombéuosozo xomnaexca 10-20 ME/xz ¢
48-uacosvimu unmepeaiamu 0is noOOePICAnUs AKMUG-
nocmu paxmopa Il 6onee 0,2 ME/mn 6 meuenue e menee
3 Oneil. Kenwunot, yice noryuaiowue Konyenmpam npo-
MPOMOUN0B020 KOMNIEKCA NPOPUAAKMUUECKIU, MOZYTM 1O~
YUamy €20 Ha NPOMSIHCEHUU 6Cell OePeMeHHOCTI.

Yposenv doxazamenvcme 3

B orderax o cirydasix Gblia OlrcaHa B3auMOCBsI3b MEXKLY Jieu-
nuroM daxropa II 1 noporoseiMu kposoreuenusimu (/K), norepeit
Gepemennoctu u ITK [163, 164]. HekoTopble JKEHIIMHBI, yIKe TOJIy-
YaoIIHe KOHIIEHTPAT MPOTPOMOUHOBOTO KOMILIEKCA MPOGUIAKTH-
"ecKu st ojyiepskanst yposnst (paxropa I 6osee 0,1 ME /mut, mo-
YT IPUHUMATD €70 Ha TIPOTsDReHnH Beeit GepemerHocTn. Hesnaun-
TeJIbHBIe KPOBOTEYEHNST MOKHO KOHTPOJIMPOBATH € TIOMOIIBIO TPa-
HEeKCaMOBOI KUCJIOTHI 110 1 T yeTbIpe pasa B jetb. Pexomenyercs
HCIIOJIB30BAaTh  KOHIEHTPAT — MPOTPOMOMHOBOTO — KOMILIEKCA
20—-40 ME/kr Bo Bpemst POJIOB, YTOObI MOIEP/KIBATH AKTUBHOCTD
akropa I1 6omiee 0,2 ME /v B Teuenne e menee 3 ueli [ 123, 163].

Jepuuyum paxmopa V
Ipu snauumenvrom KpoBOMeUeHUU UL POOAX Y HCCHUUN
@ ¢ axkmusnocmuio pakmopa 'V menee 0,2 ME/mn credyem
6600umv C3II no 15-25 mn/ke 0oun pas e nauaie pooos
un nepeo Kecapesuim ceueruem 0 00CMUNCeHUS, AKMUG-
nocmu dannozo paxmopa 0,2—0,4 ME/ma ¢ danvnetiuum
seedenuem C3II no 10 ma/xe ¢ unmepsanom xajicovie 12
uacog st noddepacanus axmusrocmu paxmopa V 6onee
0,2 ME/mn 6 meuenue ne menee 3 oneil.
IIpu cunvrom Kposomeuenuu uiu Kecapesom ceuenuu ne-
06X00UMO PACCMOMPEMDd HEOOXOOUMOCD OONOJIHUMENL-
HO20 NEPeNUBANHUSL MPOMOOUUMOE.

Yposenv doxazamenvcme 3

Hebunur dakropa V accormuposan ¢ ITK [165, 166]. Bouin
OITHCAHBI CJYYaN TSKEJIBIX KPOBOTEUEHHH Y TAIIMEHTOB C AKTHB-
HocTbio (hakTopa V 6osee 0,1 ME /M1, 109TOMY ClIeIyeT paccma-
TPUBATh KJIMHIYECKUI aHaMHe3 (HalpHuMep, C UCIOIb30BaHUEM
MIKAJIbl OIEHKH KPOBOTeYeHWH MeskIyHapoaHOTO 00lecTBa
TpoMbo3a 1 reMoctasa) [101] B morosHenne K NCCIeI0BAHUIO JTa-
GoparopHbIx ypoBHeil. Peyvandi u coasropsi [131] uaentudunm-
poBasI ypoBeHb (hakropa V jist 6eCCUMITOMHBIX TAI[IEHTOB KaK
0,12 ME/mu (95% /1IN 0,1-0,34).

Ha cerozus He cymiecTByeT KOHIIEHTPATa JaHHOTO (haKToOpa,
T03TOMY peKoMeH/yeTcs Jedenue ¢ momorbio C3II [67]. Ilpn
JIETKMX KPOBOTEUEHMSIX MOJKET HCIIOJIb30BATHCS TPAHEKCAMOBASI
KUCJIOTa, OJIHAKO TpH GoJiee 3HAYNTETLHOM KPOBOTEUEHIHN VTN
TIPU POJIaX y JKEHIINH C TspKeabM gedunntom dakropa V yc-
nemno ucnosbsyercst ounniennas C3TI. PekomOuHaHTHBIN
dakrop VIla Takke nCIosb30Bascs, HaIPUMeD, y TAIIEHTOB C
amneprueit na C3I1 [168, 169].

B kavecrtBe ponosnuTespHOrO Mcrounnka (axropa V uc-
MOJIb30BAIICH KOHIIEHTPATH TPOMOOITUTOB B COYETAHIN C OUH-
mennoit C3I1 [170].

Taxcenviii depuuum dpaxmopa VII

IIpu axkmuenocmu paxmopa VII menee 0,2 ME/mn ¢ mpe-
mvem mpumecmpe ¢ npeduecmeyiowell UCmopueil Kpogo-
meuenust ciedyem NPUMEeHIMy PeKoMOuUHaHmuiil Qak-
mop VIla ¢ dose 1530 mkz/xe xancovie 4—6 uacos 6 me-
uenue, no menvuei mepe, 3 uiu 5 oneil nocie xecapeea ce-
uenus. Jlist 6cex Opyzux JHcenuyun peKoMOunanmmvlil ax-
mop VIla ¢ dose 15-30 mxe/kz pexomendyemcst monvko 6
omeem Ha anomanvroe Kpogomeuenue. lpu neexom xpo-
80MeEUEHUL MOJICHO UCNONIL308AMb MPAHEKCAMOBYIO KUC-
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aomy (15-20 mez/xe uwu 1 2 vemovipe pasa 6 denv). Ipu
CUTILHOM KPOBOMEUEHUU MOKcem Obimb 66e0eH peKkomOu-
nanmuvii paxmop VIla 6 dose 15—30 mxe/ke ¢ nosmo-
pom, npu neobxodumocmu kaxcovie 4—6 uacos, 06vruno 6
meuenue MUHUMYM mpex 003.

Yposenv doxazamenvcme 3

Jlerkuii 6Geccumnromubiii redunnt daxropa VII ve sipisier-
Cs1 4eM-TO HEOOBIYHBIM U IMATHOCTUPYETCSI TPU (huKcarmum uso-
JIMPOBAHHOTO aHOMAJTHLHOTO MPOTPOMOUHOBOTO Bpemenn [155,
171]. O1o He TpebyeT HUKAKOTO JIeYeHUs WA OTPAaHUYEHUN BO
BpeMst GepeMeHHOCTH, XOTsi ¢ ypoBHeM akrtopa VII menee
0,01 ME/mi Gosiee BeposSITHO CHJbHOE KpoBoTeueHue [172].
Jlannbie u3 EBporieiickoro peectpa peikux pacCcTpoiicTB cBep-
THIBAEMOCTH KPOBH BBISIBUIIN ypoBeHb (haktopa mexay 0,15 u
0,35 ME/Mat y 6ecCHUMITOMHBIX TATIMEHTOB, OHAKO KOPPEJIsi-
s ypoBHs (akTopa ¢ KpoBoTeuenueMm Obuia caaboii [131].
KpoBoteuenust B aHaMHe3e UMEIOT GOJIBIILYIO TPOrHOCTUYECKYIO
3HAYMMOCTb, YeM ypoBeHb (akropa VII [173]. Coobmanock o
JIK u TIK npu nipepoiBaruu Gepemennoctu [156, 174, 175]. Ox-
HAKO Y JKEeHII[IH, Y KOTOPbIX HET KPOBOTEUEHUIl B aHaMHe3e, HeT
nosbImenHoro pucka 11K [176].

Taxcenviii depuuum dpaxmopa X

@ IIpu podax y acenuwun ¢ axkmusnocmvio paxmopa X menee
3 ME/mn 6 mpemvem mpumecmpe ¢ KpoBOMeEUCHUSIMU 8
anammese, a maxdice npu HeobX00UMOCMU NPOGEOCHUs. Ke-
capesa ceuenusl, UCNONL3YIOM KOHUEHMPAm npompomou-
1106020 Komniexca 6 0oze 20—40 ME/xe (unu xonyenm-
pam ¢axmopa X, eciu maxogot umeemcst) 0iisi docmudice-
nus akmuenocmu gaxmopa X 6onee 0,4 ME/ma. C danw-
HeUwum 66e0eHUEM KOHUCHMPAMAa NpompoMOUHO8020
xomniekca 6 0oze 10—20 ME/xz 00un pas 6 denv 0iist noo-
depoicanus axmusnocmu gpaxmopa X 6oaee 0,3 ME/mn 6
meuenue ne menee 3 oneil. Aumenamanvnas npoQuiak-
MUKA C UCROIB30BANUCM KOHUCHMPAMA NPOMPOMOUHOBO-
20 Komnaexca 6 dose 20—30 ME/xz déa unu mpu pasa 6
nedenio, umobvt noddepicusams koappuuuenm X 6oavuie
0,01 ME/mn, moxcem Gvimp paccmompena npu Haiuuuu y
JHCCHUGUH 68 aHAMHE3e PeUUOUBUPYIOUUX KDPOBOMEUCHUT
UNU HeOLAZONPUSIMHOZO UCX00A OEPEMEHHOCTIU.

Yposenv doxazamenvcme 3

VY nanuentos ¢ gepunutom dakropa X 6puiu onucanbl K,
noreps 6epemennocti u ITIK [177, 178] Ipodunaktika ¢ 3ame-
CTUTEJIBHON Tepaneil OblTa MpUMEHeHA aHTCHATAIBHO Y JKEH-
IIMH ¢ TPEABIAYIINMI HeGIArOPUSTHBIMU HCXOMaMi GepeMeH-
Hoctu [179]. Habmonanach BapuabesbHOCTh OMUCAHHBIX CXEM
3aMeCTUTEIBHON TePaIyH, 1 MBI JaJI PeKOMEH/[AIlNH, COOTBET-
crBytonue pekoMerganuaym UKHCDO no seuennio peakux Ha-
pylienuii caeproiBaemoctu kposu [123]. Ecau umeercs nunen-
3UPOBaHHBI KOHIEHTPAT (hakTopa X, TO 9TO MOXKET OLITH WC-
II0JIb30BAHO B KayeCcTBe aJTbTEPHATUBBI KOHIIEHTPATY IIPOTPOM-
GUHOBOTO KOMILJIEKCA.

Tancenviii depuuum dpaxmopa XIIT

Bo spems 6epemenrocmu mpebyemcs: ycuiennas npopu-
JAKMUKA € UCROID30BAHUCM NILASMEHHO20 KOHUEHMPAma
Gpaxmopa XIII uru pexombunanmmnozo (axmopa XIIT
(npu depuuume A-cyboedunuu,). Yacmomy esedenust cie-
oyem yeeruuusamv om 28 oneti 0o xaxcovix 14—21 oneii
0ast noddepacanus konuenmpavuu Gaxmopa XIII 6onee
0,2 ME/ma. IIpu podax moicem nompe6osamocsi 0onoi-
numenvnoe 6sedenue xonuenmpama paxmopa XIII ¢ dose
10—40 ME/x2 00un pas é nauwaie pooos uiu 00 Hauaia xe-
capesa ceuenus 6 3aBUCUMOCTIU OM BPEMEHU NOCICOHEl
npoguraxmuxu.
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Yposenv doxazamenvcme 3

Tsxenniit nedurut paxropa XIII 6e3 redenus accouuupy-
eTCsl ¢ KPOBOTEUEHUSIMU U BBICOKOH 4acTOTOi 1oTepu GepemMen-
voctu [180]. Hdonrocpouynas nmpoduyiakTHKa KOHIIEHTPATOM
dakropa XIII pekomengyeTcst BO BceX CJIydasx TKeJOro Jie-
¢unura ¢ JIMYHBIM WM CeMEHHBIM aHAMHE30M KPOBOTEUEHUI
[123], mubo ¢ momomipio masmennoro [181], imbo pekombu-
HaHTHOTO KoHIleHTpaTa ¢akropa XIII y manuentos ¢ peduiu-
oM A-cyObemnniipt [182]. TIpodurakrika noskna 6bITh 1po-
NOJKEHA U yCHUJIEHa BO BPeMsi 6EPEeMEHHOCTH, YTOObI CHI3UTD
puck norepu 6epemerocty 1 [IK [160, 183]. Bouio BeickazaHno
MIPE/IIIOIOJKEHNE, YTO TeTePO3UTOTHBIE HOCUTENH MMEIOT PUCK
KPOBOTEYEHUH, CBSA3aHHbBIX ¢ TpaBMoii [ 156], xoTst 910 He nsyda-
JIOCh CUCTEMATHYECKU, 1 UMEIOTCSI AHHBIE O TOM, Y4TO MOJIEP-
xanue yposus 0,03-0,10 ME/ma MokeT GBITh JOCTATOYHBIM
IS TIPEJIOTBPAIIEHIST KDOBOTEUECHNS Y TTAIMEHTOB C TSKEIBIM
teyenuem [ 184, 185].

Hepuuyum ¢paxmopos V+VIII

@ IIpu podax y acenwun ¢ KomOUHUPOBanvIM deuiju-
mom ¢axmopoe V+VIII, eciu akmusnocmv paxmopa V
menee 0,2 ME/mn 6 mpemvem mpumecmpe, Ucnonv3y-
1om ovuwennyro C3II 15-25 mun/xe odun pas e nauane
P000s wiu 0o guinoaHeHUs Kecapesa cevenus 0t 00-
cmucenust akmusnocmu gpaxmopa V 0,2—0,4 ME/ma.
B danvuetiwem — ssedenue ouuwennon C3II 10 ma/xe
0dun pas kaxcovte 12 yacos s noddeprcanus Yyposns
axmuenocmu gaxmopa 'V 6oxee 0,2 ME/mi 6 meuenue
He menee 3 Oneil. /lononnumenvnoe geedenue pekomou-
nanmmnozo ¢axmopa VIII moxcem nompebosamucs, ec-
Jau akmuenocms cocmasasiem menee 0,5 ME/mn ¢ mpe-
mvem mpumecmpe.

Yposenv doxazamenvcme 4

Kom6unuposausbiii geduir dakropos V+VIII accormn-
posan ¢ [IK [186, 187]. ¥Yposeus axropa VIII, 1o ne dpakropa
V, Bospacraet BO Bpemsi Gepemennoctu [87, 188]. B nepuon Ge-
PEMEHHOCTH HCIIOJIB3YIOTCS PA3JIUUHbIE CTPATETHH JIEUEHS,
BKJIIOYAsi MOHOTEPAIIIO peKOMOMHAHTHBIM (hakTopoM VIII um
B koMOunauuu ¢ C3II, uau pekombunanthbiii paxrop VIII ¢ ge-
cMmorpeccunom [ 123, 188].

8. ®nbpuHOreHHble paccTpoiicTBa
8.1 KakoBa npupoza u HacienoBanue apubpuHoreHemu,
runodubpuHoreneMuu u qucudpuHOreHeMun?

@ Knunuyucmut donorcnol 3uamu, umo paccmpoticmea ¢pub-
punozena mozym Guims aymocomHo-peyeccusHvIMu (agu-
Opunozenemus) und aymocomuo-oomunanmuvimu (¢ xo-
JUMECMBENHIMU U/ U KAYeCTNBEHHIMU Dedhexmami) u
CBA3aHbL C BAPUADETLHOCNGIO KIUHUMECKUX (HEHOMUNOS.

Yposenv doxazamenvcme 4

Tsxensiii gedunnt Gubpunorena — abubpuHOTEHEMIST —
SIBJISIETCST Ay TOCOMHO-PELIECCUBHBIM PACCTPOICTBOM U ACCOLMH-
pyeTcs ¢ KPOBOTEUEHHSMHU OT JIETKUX IO TSUKEJBIX, JacTOTa
1/1 000 000 [122, 131, 189, 190]. YacTnynas KoJMYeCTBEHHAS
(runoubpuHOreHeMus) ¢  KadyeCTBEHHbIMU  jedeKTaMu
(muchubpunorenemueil) uin 6e3 HIX OHA MOKET GBITH AyTOCO-
MHO-/[OMUHAHTHO# 1 GECCUMIITTOMHON WMJIM aCCOIMUPOBATHCS C
NepeMeHHBIM PUCKOM KPOBOTEUEHUs /NI BEHO3HOTO U apTe-
puanbroro Tpombosa [191-194] Coobuanock Takke 0 TI0XOM
3aKVMBJIEHUY PAH ¥ PA3PhIBAX CeJIE3eHKU TIPH TSIKEJIOM M dac-
trynoM aeduire hudpunorena [193]. Jlaboparophas 1uarto-
cTuKa abOPUHOTEHEMIH SIBJISIETCST TIPOCTOI, HO INATHO3 THIIO-
(ubpunorenemun u auchuUOPHHOrEHEMIN MOKET OBITH HEHa-
JIEKHBIM Y HOBOPOXKAEHHbBIX 1 TPeOyeT MOBTOPHOTO TECTUPOBA-
Hust B Gosiee osHuit mepuoz [123].
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8.2 KakoBbl PUCKH IIPH GEPEMEHHOCTH ISl MAaTepPH U pe-

Oenka?

@ Knunuvyucmor donicnvt 6bimo oceedomienvt, umo msiice-
Jtil depurgum pubpunozena mosicem Gvimy césL3am ¢ Kpo-
BOMEUCHUSIMU, HO KOJUUECTNBEHHVLIL U KAUECTNBEHHLIL O~
unum mardice Moxcem ACCOUUUPOBAMbCsL ¢ MPOMOO3OM U
nomepeti 6epemeHnocmil.

Yposenwv doxazamenvcms 3

Adubpunorenemus, runodubpuroreremus 1 gucuOpuHoreHe-
must Obiyin eBsizarbl ¢ JIK, TIK, BeHosHbIM TpoMGO30M U TIoTepeii Oe-
pementocti [175, 195-197]. ¥V noBoposzentbix abubputoreHemust
accormpoBanach ¢ MIKK u mymounsiv kpoBoteuenvem [189, 198].
Xotst ypoBHU (hHOPUHOTEHA YBEIMUUBAIOTCS BO BpeMs GepeMeHHOC-
™ [87], oHAKO 5TO He 06s13aTeIbHO 3AIUIIAET OT OCJIOKHEHMUIA.

8.3 KakoBa takTuka BeJeHHs] 0€PEMEHHOCTH U POJIOB?
@ Ecnu Qpynxuuonanvuviii gubpunozen cocmasisiem memee

0,5 2/, modcem nompebosamvcs npoGuIAKMUKa Ha npo-
mscenuy eceti GepemMenocmu ¢ nepeoHaUaILHbIM 86ede-
nuem konuenmpama guoépunozena 6 doze 50—100 me/xe
dsa pasa 6 nedenio ¢ nonpaskoll 1a nodoepicanue aKmue-
nocmu ubpunozena na yposue 6oree 12/ Illo mepe npo-
zpeccuposanus bepemennocmu 0Jist NOOOePICaAns Aakmue-
nocmu  @ubpunozena, eeposmio, nompedyiomcs 6Gonee
svicokue 003vl Konyenmpama. Heobxooumo npunumams
60 GHUMANUE 0ONOIHUMENLHYIO HeOOX00UMOCTNL 8 KOH-
uenmpame ubpunozena 6 nauaie pooos ois obecneue-
nus axmuenocmu gubpunozena 6onee 1,5 2/ 6 meuenue
He menee 3 Oueil. IIpu He3HAUUMENDHBIX KPOBOMEUCHUSX
MOJICEM UCNONB30BAMBCSL MPAHEKCAMOBAS. KUCIOMA.
HU3s-3a sapuabenvnocmu Kaunuueckux Genomunos, ces-
3annvlx ¢ eunoguobpunozenemueti u Jucubpunozenemu-
e, 0151 NPUMAMUSL Peuenuil HeoOX00UMbL 0anble Nepco-
HALHOZ0 U/Unu cemelinoeo anamnesa. Ecau nem nuunoti
U CeMEUNOl UCOPUU KPOBOMEUEeHUTl Ul MPOoMOO0308,
DEKOMEHOYEeMC s BLIICUOAMENLHAS MAKMUKA NPU Be0eHUU
OepeMentbIX ULU HOBOPOJCOCHHDLX.
3amecmumenvias mepanus. QuUOPUHOZEHOM CB8SI3aHA €
BLICOKUM PUCKOM MPOMO03a u mpedyem 6OumervHocmi.
Credyem paccmampusamo mpoméonpoPUAAKMUKY ¢
HMT y 6epemennvix ¢ mpombomuueckum heromunom uiu
Opyeumu Gpaxmopamu pucka 6enosnozo mpombéosa u ¢
HUSKUM PUCKOM KPOBOMEUEHUT.
Kax npasuio, credyem usbeeamo uenmpaioholl HeUpoaxci-
anvrou anecmeduu, HIIBIT u enympumviiuednvlx unoexyuil y
dceHuUI ¢ MANACEA0U PUOPUHOZENHOU HEOCMAMOUHOCILIO,
a maxce nepcoHaIvHOU UL CeMELHOll ucmopuetl Kposome-
ueHUtl U3-3a MpyoHocmu obecneuens KOppeKyuu npu nomo-
ug Konuenmpama axmopoes ceepmoisanus kposu. Oni mo-
2Ym UCNOTL30BAMBCSL NOCIE UHOUBUOYATLHOL OUCHKIL.
Caedyem usbezamv ucnoIb306aHUs NOIOCMHLIX WUNYOB,
BLIX0OHBIX WUNU0B, sakyym-axcmparyuu, ITKIT u DIII y
pebenxa ¢ puckom deuyuma pubpunozena, accouuupo-
8aMH0Z0 C (YEHOMUNOM KPOBOMEUEHUS.

Yposenv doxazamenvcme 3

I1ra3MeHHBIN KOHIEHTPAT (GUOPHHOTEHA PEKOMEH/YETCS IS
JiedeHnsT WM TPOMUIAKTHKN KPOBOTEUEHNS B TSKENBIX CITydasx
[123], a TpanexkcamoBast KICJIOTA SBJIACTCS BAPUAHTOM 1IPU He3Ha-
YUTENbHBIX KPOBOTEUeHMsIX. Eca KonteHTpar pubprHoreHa HeJo-
CTyTIeH, MOJKHO HCTIOTBb30BaTh Kprompertunutar [ 190]. Anrenarass-
Hasl TPOPMIIAKTUKA € 3aMECTUTEIbHOIN Tepanueil peKoOMeH/LyeTcst
pH TsKResIoM fiedutinte hudpruHoOTeHa (15T CHUZKEHHS PHCKa KPO-
BOTEUEHHSI 1 TI0TePU OEPEMEHHOCTH ), UMEFOTCST JIAHHBIE O JIyUIIIX
pesyJbTaTaX, panteM Hadase [ 164]. Bosee Bbicokue 103bI KOHIEHT-
para hubprHOTEHa, BEPOSITHO, TTOTPEOYIOTCST J7Ts1 TIO/UIEPIKAHIST aK-
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TUBHOCTH 110 Mepe TiporpeccupoBanusi 6epementoctu [197, 199].
HeoGxomumo npuHuMaTh BO BHUMaHUE AOTOJTHUTEIbHYIO HE00X0-
JIUMOCTDb B KOHIIeHTpaTe (pubprHOreHa B HaYaJIe POIOBOIL JesTE b
HOCTH JIst oOecTiedeHnst akTuBHOCTH (huGprHOreHa Gosee 1,5 1/11 B
TedyeHue, 110 Menblieii Mepe, 3 aueii [123]. Henpepoisuas undysus
— HTO BO3MOKHOCTh MUHUMU3HPOBATh KoJiebarust 10361 [199].

V skeHumH ¢ quedubpUHOreHeMIell MOryT BOSHUKATD M000-
Hble OCJIOKHEHMsT GepeMEeHHOCTH, KaK U Y JKeHIIMH ¢ rurnodubpu-
HoreHemueil. IMeroTest 0T/ie/IbHbIe COOBIIEHMST O CITyYastX, PE/Io-
Jlararoliye uxX rnpefoTBpalieHue IyTeM 3aMeCTUTEIbHOI Teparum
Ha nporskenun Beeit Gepemenrioctu [196, 200]. B o630pax ciy4a-
€B MOAYEPKUBACTCS, YTO AUCHUOPUHOTEHEMUST YACTO MPOTEKAET
GeccummnromHo [191, 192, 194].

TpomboTHYECKIE OCTOKHEHHUSI OY€Hb PACIPOCTPAHEHBI Y
MAIMEHTOB ¢ BPOXKIAEHHBIM AehuiiutoM GpubpuHoTeHa ¢ nim 6e3
3amectutesnpHoil Tepanuu [198]. [IpodunakTuka ¢ momorib0o
HMT ncrnomp3oBamach Kak aHTEHATAJIbHO, TaK U B TTOCJIEPOIO-
Boit iepuoy [200, 201].

3amecruresbHast GuUOPUHOreHHast Teparusi He 00sS3aTeNbHO
NpeoTBpalaeT Bee ocokHenust Gepemennoctu [198], BoamoskHO,
13-3a TPYAHOCTH TIOJIEP;KAHISI MUHUMAJIBHO aIEKBATHOTO YPOBHSL.

Yposenv doxazamenvcme 4
Tskesbtit gedunut GuOpUHOTEHA CBSI3aH ¢ PUCKOM Pa3BU-
tust KK y HoBopoxknennbix [ 164, 189].

9. HapyweHuna ¢pyHKkunn TpomooLUTOB

@ Knunuyucmor donicnol 6oims 0c6e00MACHDL, UMO CREKM]P
KPOBOMEUEHUTl Y NAUUEHNOB C PACCMPOUCMEaMU QyYHK-
YUY MPOMOOUUMOB BAPLUPYECTCS U MONCEM BNEPBLLE NPO-
SAGUMBCSL 60 BPEMSL OePeMEHHOCTIL.

HKenwunam ¢ umerowetics ducymruuet. mpoméouumos
credyem npoumu 0opoo0o6oe KOHCYILMUPOBAHUES MYIoMIU-
QUCUUNIUHAPHOL KOMAHOOT CNEUUAIUCMos, 001a0aIouux
ONbIMOM 8 00aAcmU Yx00a 3a NAUUEHMAMU C HAPYUEHUS -
MU PYHKUUU MPOMOOUUMOS.

Yposenwv doxazamenvcme 4

CyliecTByeT MHOXKECTBO HapyuieHuid (QyHKiuu TpoMGoIu-
TOB, BBI3BIBAIONINX MOBBIIIEHHYIO KPOBOTOUYMBOCTD KOJKU U CJIU-
3uCThIX 0bosouek. Hambosiee Tsikesble COCTOSIHUSI BKJIIOYAIOT
tpombacrennio Tnmannmana (TT) u cungpom Bepuapa—Cyiibe
(CBC), BoisBanHbIe AeUINTOM (DYHKIIMOHATBHBIX MHTETPUHOB,
GP IIb/I11a nnu Ib coorBercTBerHO. TsiKECTH KPOBOTEUEHUTT Ba-
PBUPYETCST OT HE3HAYUTEIBbHBIX JI0 MOTEHIINATBHO (DATAIBHBIX 1
pasimnyaercs ke B peesiax oqHoi cembn [202, 203].

Yposenwv doxazamenvcms 3

BepeMeHHOCTb M POJIbI MPEJICTABISIOT 3HAYMTEJNbHBIC Te-
MOpparmdecKne PUCKU U TPeOYIOT TIATENBHOTO MEHeKMEHTA.
JKenuunpl 10/5KHBL OITH TPOMHGOPMIPOBAHbI O PUCKE UX BO3-
HUKHOBeHUS 10 GepemerHocTr [204].

9.1 Cunapom Beprnapa—Cyabe (CbC)

9.1.1 Kakosa atuosorusi?

Kuunuvucmor donncnot suamv, umo CBC evizsan zenemu-
YECKOU AHOMANUEU BANCHOZO PEUENMopa adze3uu mpom-
6ouumoe (peuenmop GP Ib-IX-V) u uacmo accouyuupy-
emcsi ¢ MSNACENbIM PEeHOMUNOM KPOBOMEUECHUSL.

Yposenv doxazamenvcme 4

CBC 06ycJioBIeH KOJIMYECTBEHHBIM UM KaueCTBEHHBIM Jiehi-
urom komriekca GP Ib-IX-V meMGpaHb, 4To TPUBOAUT K aHO-
MaJTbHOI azire3unt TpoMbormToB. Bboito BosiBrerHo Gosee 30 rereTn-
YECKUX MYTAI[MH, ONpPEe/SIIONNX PA3IMIHbIe CTENeHNn TsKeCTH
kposotederuii [205]. KpoBoTeyemyist 4acTo HAYMHAIOTCS B JIETCKOM
BO3PACTE C MEPOPATIBHBIX 1 HOCOBBIX KPOBOTEUCHNI, HO IMATHO3 MO-
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JKeT OBITD BIIEPBbIE YCTAHOBJIEH BO BpeMst 6epeMenHocTH. MeHoppa-
THH SIBIBTIOTCST OOBIMHBIM SIBTIEHIEM U MOTYT TSDKEJIO MOJIaBATHCS
koppekimu [202]. CBC accomumnpyetcst ¢ TpoMOOIUTOIEHUEH U
GOJTBIIINM PasMepOM TPOMOOIIITOB, UTO OCJIOXKHsIET M depertina-
U0 ¢ IMMYHHO#T TPOMOOIITONEHIYECKON Ty PITYPOi, 0COOEHHO B
TOM CJIydae, KOrjia KoimdecTBo Tpomborntos menee 30x10° /01 u Mo-
JKET BapbIPOBATHCS Y OJIHOTO U TOTO JKe MHAMBIIyyMa [ 202].

9.1.2 KakoBa Hac/1e/ICTBEHHOCTh?

- CBEC — aymocommo-peueccusnoe paccmpoiicmeo. B obna-
CMAX € BHICOKUM KDPOBHBIM POOCTNEOM MONCem Oblmb pas-
YMHBIM NPOMECMUPOSAMsd OMUd, UCNOIL3YS NPOMOUHYIO
uumomempuio mpombouumos Ois onpeoeienius nosepx-
nocmuoti nromuocmu GP Ib.

Yposenwv doxazamenvcme 4

CBC B ocHOBHOM HacJe[yeTcsi Kak ayTOCOMHO-PEIeCCHB-
HBII PU3HAK; F€TEPO3UTOTHOCTh OOBIYHO IIPOTEKAECT OECcCUMII-
ToMHO. Ilmox GoJibHOIT Marepu GyjieT reTepo3UrOTHBIM, €CIIn
OTell He SIBJISIETCST HocuTeseM. B 061acTsIX ¢ BBICOKUM KPOBHBIM
POJICTBOM MOKET ObITh PasyMHBIM MPOTECTUPOBATH OTIA C UC-
MOJIb30BAHUEM TIPOTOYHON IUTOMETPUN TPOMOOIUTOB ISt OTI-
penenienust nosepxuoctoii moruoctu GP Ib [206].

9.1.3 KakoBbl MaTepUHCKHE PUCKH?

CBC accouuupyemcsi co 3HQUUMETLHbIM PUCKOM NePEU -
1020 u smopuunoezo 11K u eosnuxnosenuem zemamom. Ilo-
Imomy menedrcmenm podos mpebyem muyamenpiozo nia-
HUPOBAHUSL C YUACTIUEM MHOZONPOPUILHOU KOMAHODL.
Menedxcmenm 6 npouecce podos donsicer Gvims 0CHOBAH
na undusudyarvnol oyenke henomuna.

Hayuenmanm ¢ xposomeuenuem ¢ anammese ciedyem npo-
Quraxmuuecku HaHaAUAMb MPAHcPyuio mpomoouumos
npu podax unu neped Kecapesvim ceueHuem 6 CoUemanuu ¢
mpanexcamosoti kucromou. Ilo eosmoocnocmu mpom6oyu-
mot 0onncHwL Goimo HLA-coemecmumvl 015t CHUNCCHUS. PUC-
KA QIIOUMMYHUSAUULU U PEPPAKMEPHOCTI MPOMOOUUMOS.
Tpanexcamosyio kucnomy ciedyem Ha3navamy 6 nHaudaie
P0008 U pezyrspno 600umv 6 nociepodosol nepuod 0o
mex nop, noKa N0Xul He CIManym MUHUMATLHOIMU.

@ ecmonpeccun umeem nepemenyio Igpexmusnocmo u epsio
Ju Gydem nonesen 6 kauecmee mornomepanuu npu C5C.
Credyem usbezamv uenmpaivnoil HeupoaxcuaibHou

anecmesuu.

Yposenwv doxazamenvcme 2++

B cucremariaeckoM 0630pe JiTepaTyphbi ObLITN BBISIBJIEHBI CO-
o6uennst o 30 Gepemennoctsx y 18 sxerin. [lepsuunoe ITK nme-
710 Mecto y 33%, a Bropnutoe — y 40%. JIByM JKEHIIIHAM ITPOBE/Ie-
Ha 9KCTPEHHAst TUCTEPIKTOMUSA, Y 15 ObLII0 HEOOXOANMO TIepeTBa-
nue kposu [207]. Takske coo6IIAIOCH O PaHEBbIX FeMaTOMax B CBsI-
31 C KecapeBbIM CeUeHMEM 1 TpaBMaMu ripoMeskaocTH [208—-210].

Yposenv doxazamenvcme 4

B saBucrMocT 0T MHAMBI/YaTbHOTO (PeHOTHTIA KPOBOTEUEHHST
TpebyeMoe JIeYeH e MOKET BAPHPOBATHCS OT BBIKU/ATENLHOI TaK-
TUKHU JI0 TPODUIAKTUIECKOTO TIEPETUBAHIS TPOMOOIIUTOB B COYETA-
HUM C BHYTPUBEHHBIM BBEICHUEM TPAHEKCAMOBON KUCJIOTHI [204].

B smreparype masio coobiennii o Beziernn CBC Bo Bpemst Gepe-
MEHHOCTH, HO OTYETBI O CIIydasix 3a00JIeBaHIsT H MUHU-CEPUH CIIyda-
€B TIOKa3bIBAIOT, YTO TPOMIIAKTHIECKOE TIEPETIBAHIE TPOMOOITH-
TOB SIBJISIETCSI TIPEJITOYTUTETLHBIM B OOJILITHHCTBE cirydaeB. OHAKO
TepesMBanie TPOMOOIIUTOB CBS3AHO € PUCKOM aJITIOUMMYHUBALIUH, U
Kaskjl0€e TiepeJinBatyie TpedyeT TIarebHoro pacemorpenns [211].

Habuo1aTebHble MCCIe0BAHUS 1 OTYETBI O CJydasiX Mpo-
JIEeMOHCTPUPOBAJIN yCIIENIHOE IIPUMEHEHIEe TPAaHEKCAMOBOM KUC-
JIOTBI TIPH TPOHUIAKTHKE U JIeYeHNN KPOBOTEUeHNH TTocIe Baru-
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HaJIBHBIX POJIOB U KecapeBa CeYeHHs ¢ YMEeHbIIeHHeM KPOBOTIO-
Tepu U HeOOXOAUMOCTH TieperBanus [71].

B HEKOTOPBIX CJIy4asx BPeMsi KPOBOTEUCHUST MOKET ObITh
YMEHBIIEHO ¢ TIOMOIIBIO ecMorpeccrta [212, 213], Ho ahdexT
He SIBJISIETCS] HAJIEKHBIM U BPsiL JiK OYJIET I0OCTATOYHBIM B Kaue-
cTBe MOHOTepanuu 1pu OepementocTu. IIpu HcHoib30BaHIN
cJieryet 06paTuTh BHUMAHHUE Ha OrPaHiTIeH e JKHIKOCTH B Tede-
Hue caenyiomux 24 yacos (cMm. Paznen 4.9).

Currenmyer usberarhb IeHTPAJIBHON HEIPOAKCHAIBHON aHecTe-
3un y xxeHnmH ¢ CBC aske mocsie jiedeHHs ¢ NCTIOIb30BaHUEM
TPOMOOIIUTOB M3-32 M3MEHYNBOCTH WH/IMBU/IYQJIbHOTO OTBETA U
BO3MOKHOCTH pehpakTepHOCTH TPOMOOIUTOB.

9.2 Tpombacrenust Tnannmana (TT)

9.2.1 KakoBa aTHojiorusi?

Knunuvucmor donxcnor snamo, umo TI seaisemcs pac-
CMPOLUCMBOM DYHKUUU MPOMOOUUMOE C AYMOCOMHO-PEe-
UECCUBHBLM MUNOM HACLEO08AHUSL U YACTO ACCOUUUPYEm -
¢ ¢ menoenyuent K majcevim KpoBomeueHUsIM.

9.2.2 KakoBbl MaTePHHCKHE PUCKH?
@ TT ces3am co sHauumenvHbvLM PUCKOM KPOBOMEUEHUSL 8 PO-
dax u IIK, noamomy 1eob6xo00um muamenvioiil nian me-
nedacmenma.
@ Cosmecmumoe no cucmeme HLA nepeiusanue mpombouu-
moe u/unu pexombunanmiuvii paxmop VIila credyem na-
3nauamy npogurakmuYecku npu Pooax NAUUEHMAM ¢
Kposomeuenuem 8 anammese. B sasucumocmu om kiunuue-
CKOT KapmuHvl MOZYm nompe606amuvcst NOBMOPHule J03bl.
Jecmonpeccun ne doxasan ceoei spdexmusnocmu npu
GT u 6ps0 i 6ydem noiesen.

7| Tpanexcamosyio xuciomy credyem nasnavamy ¢ Ha4aiom
POO0BOIL desmervHocmu U nPOOOIHCAMs OECnPepbIGHO
6600UMb 8 NOCLEPOO0BOL NEPUOO 0 Mex NopP, NOKA LOXUL
He CIanym MUHUMATOHOIMU.

Cnedyem usbezam ueHmpaibHoOu HeUPOAKCUALHOL AHECTE3U.

Yposenv doxazamenvcme 2-

Cucremarndeckuii 0630p 40 caydaes TT pu Gepementoctw,
OIMCAHHLIX B JINTEPATYPE, OGHAPYIKUI AaHTECHATAIBHOE KPOBOTE-
venne y 50% sxennpn, nepsidnniii [IK — y 34% wu BropmdHbii
IIK — y 24%. B To Bpems Kak aHTeHaTaIbHOE KPOBOTEUEHHE, KaK
MPABHJIO, OBITIO JIETKUM, TOCTIEPOIOBBIE KPOBOTEUCHUS 4acTO Gbl-
JIV TSDKEJIBIME 1 BO3HUKAM /10 20 Heit mocsie pojos [214].

Yposenv doxazamenvcme 3

Cucrematnueckuii 0630p [214] mokasas JuIIb YaCTHYHINA
ycIex Mpu IpoBeieHIH MPoPUIaKTHIeCKO TpaHchy3nu TpoM-
Gouutos 10 poioB ¢ passuruem ITK y 38% seunBiimxcs sKeH-
TIUH 110 cpaBHEHNUTO ¢ 63%, KOTOPBIE HE MOIYYaTi TPOMOOIUTHIL.
TpombotuThr 10/KHBL ObiTh HLA-CeTeKTUBHBIMY, HAUMHATH Te-
PAITUIO € OJTHOI MJIH JIBYX B3POCJIBIX /103 U JIOTIOTHUTEIBHBIX /103
B 3aBUCHMOCTH OT HAOJIIOJIAEMOTO KPOBOTEUEHHSI.

PexombunanTHbiii (hakrop VIa JuiieHsnpoBa ist HCTOJIb30Ba-
Hust y naipeHto ¢ TT, kotopbie umetor anturena k GP IIb/IIla
u/mmm HLA, a Takke ¢ pepakTepHOCTBIO K MEPEIMBAHIIO TPOMOO-
I[UTOB B TIPOIIJIOM WJIM B HacTosiitiee Bpemst [215]. Pexomerjyemast
no3a coctasisieT 90 Mr/kr (zuarnason 80—120 MKr/Kr), BBEJICHHUE TTy-
TEM BHYTPUBEHHOI MHBEKINN Kayk/ible 2 yaca (quarason 1,5-2,5 qa-
ca). ly1st oOecrieyenyisi reMOCTasa y MAIMEHTOB ¢ aKTHBHBIM KPOBOTE-
YeHeM cJleflyeT BBOAUTB, [0 KpaiiHeli Mepe, Tpu 1103bL. 113-3a Masoro
kostdecTBa narmenToB ¢ TT 1 pehpakTepHOCTBIO TPOMOOIITOB KJIH-
HIYECKUI OIIBIT B 9TOM BOIIPOCE Orpanudet. B coorBeTcTBUn € IUpeK-
tusoiit UKHCDO ¢ 2006 roga pexomGuanTHbiii (akrop VIIa B co-
YeTaHWU! € TPAHEKCAMOBOH KHUCJIOTOH MOJKET TIOMOYDb YMEHBIINTB T10-
TPeGHOCTD B MEPEMBAHII TPOMOOIIMTOB, OIHAKO B TPEX OTYETAX O
cIydasix He ObLIO YCTAHOBJIEHO, UTO Tepariis Oblia yererHoi [214].
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Yposenv doxazamenvcme 4

ecmoripeccrt Obi1 OMPOGOBAH Y HEKOTOPHIX MAIHMEHTOB C
TT u MOKeT COKPATUTh BPEMsI KDOBOTEUEHHsI, HO €r0 [IPUMeHe-
HUe He MMeeT 3aMeTHOW KJInHUYecKkoit addekruHocTH [216].
TpanekcaMoBast KHCJIOTA MOKET OBITh MOJIE3HON KaK MOHOTEpa-
151, TaK ¥ B KOMOUHALY € TPOMOOIIUTAMHU ISt TPODUNAKTHKY
WJIN JIEYCHUS] KDOBOTEUCHMUIA.

Cuienyer usberarh IeHTPaIbHON HEHPOaKCHaIbHO aHeCTe3nn
Y SKEHIIHH € TsoKeIbIMU Jedertamu (hyHKIN TPOMOOIIUTOB JasKe
TIOCJIE JIEUEHIsT TPOMOOIIUTAMI M3-3a HEOTIPEIETEHHOCTH HH/INBHI-
JIyaJIbHOTO OTBETA M BO3MOKHOCTH pehPaKTEPHOCTH TPOMOOIIITOB.

9.2.3 KakoBbI pucKH 151 11012 ?

ANNOUMMYHUSAUUS Y Mamepu K (emanvHblm mpomoouu-
mapnoim anmuzenam (GP IIb/Illa) moxcem svizvieamo
mpomobouumonenuro y nioda, puck MKK u opyeux xposo-
meuenul.

Ecau pemanvro-mamepunckast aiiouMMyHU3AUUS He pas-
ausaemcsi, Hem HeobXOOUMOCIL 6 0ZPAHUUCHUU CNOCO608
sedenust podoe.

Yposenv doxazamenvcme 4

HeobxoauMocTh mepeimBaisi TPOMOOIMTOB TIPUBOJUT K
BBICOKOIl PACIPOCTPAHEHHOCTH AJJIONMMYHU3AIUNU [POTUB
TPOMOOTIMTAPHOTO AHTHTEHA YeToBeKa 1 amuronoB HLA ¢ pe-
(bpakTepHOCTHIO TPOMOOIIUTOB ¥ PUCKOM (heTabHO-MaTepUH-
ckoil ammonmmynuzanuu [217]. 3 onucannbix 40 Gepementoc-
teit Tpu wioza (7%) ymepsu or UKK B Teuenne 24—-31 wenenn
recrain [214]. Camblii BBICOKHMIT PUCK HAOMIONAETCS Y JKEH-
IIMH, KOTOPHIM IPOBOJUIM MHOKECTBEHHBIE IEPETNBAHI
TPOMOOTINTOB, OJHAKO MOXKET TakyKe HAOJIONATLCS Y SKEHIIITH,
KOTOPBIM He IIPOBO/INIIN TPAaHCHY3HHL.

9.2.4 KakoBbl BApDHAHTBI JI€YEHH ST ?

Y aicerugun neobxodumo credumo 3a naiuuuem mpomoo-

UUMAPHBIX aloanmumes npu npueme na yuem u na 28-i

u 34-il nedene 6epemennocmu.

Ecnu passusaemcsi pemanvro-mamepunckas arioummy-

HU3AUUSL, 8 MEHeONCMenme O0JICHO NPUHUMATD YUacmue

hemanvnoe meOuyuHcKoe omoeienue ¢ ONviMmoM Kypauuu

MAKUx cCOCMOSHUI.

AmHuoyenmes ¢ munuposanuem mpomoOouumos ModxucHo

paccmampusams 6 CIyuasx 2emeposuzomuocmu no om-

YOBCKOU TUHUU.

Ecu pebernok naxooumcs 6 zpynne pucka 20Mo3uzommocmu
TT unu (hemanvro-mamepuncroi aiiOUMMYHHOU MPomMOo-
uumonenuu (PMAH), credyem npumensmo ozpanuuenus
Ha cnocod podopaspeutenus, Kax u Olis 6Cex MIA0eHUes, Ko-
mopwim zposum puck UKK. Credyem usbezamv ucnonn3o-
BAHUS NOJOCTHBIX UWUNUO8, BLIXOOHLIX WUNU0S, BAKYYM-
axcmpaxuuu, IIKII u @DII3. B 3asucumocmu om pucka
MOJICHO PACCMAMPUBAMY SNEKMUBHOE KECaAPeso CeueHue.

@ Heonamanvuwlil yxo0 npu nomeHuua vHoll aii0UMMyHU-
sauuu mpebyem nodcuema mpomMOOUUMOE NYNOGUHHOU
KPOBU U OMCPOUKY BHYMPUMBIUEUHO20 B6EOCHIUS BUMA-
muna K 0o nomyuenust pesyrvmamos uiu 00 €20 66edeHus.
nepopanvio. Ilpu crugcennom xoruuecmee mpomoouumos
ux noocuem neobxo0umo nosmopumo na 3—5-u Oenv.
Tpancysus mpombouumos donicna Gvims HasHaAYena,
eciu Koauuecmeo mpomoouumos menviue 30x10°/1.

Yposenwv doxasamenvcme 2+

CulezryeT KOHTPOJIMPOBATD HAJIMYHE AJIJIOAHTHTEJ! Y SKEeHIIIH
[PH TIOCTAHOBKE Ha yueT u Ha 28-if n 34-it Hemese GepemMeHHOC-
Ti. TUTPBI aHTHTEN B HACTOSIIIIEe BPEMST He U3MEPSIIOT, TaK Kak
UMEIOTCS TIPOTHBOPEUNBBIE [0KA3ATEIbCTBA KOPPEJISIIIUK C PUC-
koM KpoBoteuenwii [218, 219]. [loBbieHHbIe PUCKH Y TIOAA
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MOJKHO OKU/IATD, €CJIH Y MaTepr Habroaercst pepakTepHOCTb
TPOMOOIIUTOB MJI TPOMOOIIUTOTIEHHUS TIJT0/Ia B aHAMHESE.

Yposenwv doxazamenvcme 2++

Bosapumacerso caygaeB KK, ceszanmbix ¢ DMAU, mpownc-
XOIAT BHYTPUYTPOOHO U TP HPEKAECBPEMEHHBIX POJIAX IyTeM
KecapeBa ceueHus [222].

Yposenwv doxazamenvcme 4

Heonaranbnast TpomGomuronenus mpu OMAW MoKeT 1IpuBo-
JUTH K OOJIE3HEHHBIM MBIIIEYHBIM TEMATOMAM OT BHYTPUMBIIEYHBIX
MHBEKLMIA, a BBeleHue Butamuta K cieztyer orcpounTs 10 nckimode-
HYST JINArHO3a WM BBOZTD Tepopasibio. Tparcdysmnio TpoMOoriToB
CJIe/lyeT TPOBOUTD, €CJIU  KOJUYECTBO TPOMOOIMTOB MeHbIIe
30x10°/71, vy TIPY BUAIMMBIX KPOBOUBJIMSTHUSIX WJI KPOBOTEUEHUSIX.
TpoMOOIUTBT OKHBT GBITH COBMECTHIMBI TIo cricteme ABO 1 pesyc-
(axropy D, smtiientibie anTHTEI 1 CKPUHIHTHPOBAHBI HA [IATOMETATIO-
supyc. Y muazneniies ¢ OMAU orser, BeposiTHO, Gy/IET HEIPOAOIIKU-
TeJIBHBIM 13-3a IMPKY/MPYIOIIIX MATePUHCKIX aHTUTeT. BHyTprBeH-
HBIH IMMYHOTTIOOYIIH MOKET 00ecTiednTh GoJiee yCTOIYIBbII OTBET,
HO OOBIMHO HAOIIO/IAETCS 3a/IEPAKKA B 24—48 YacoB 110 JIOCTHKEHST
V/IOBJIETBOPHTELHOTO YBEIMUYEHHUST KOJIIYeCTBA TPOMOOIIMTOB [226].

9.3 pyrue Bpo:xaeHHbie AedeKTbl PyHKIUN TPOMOOIUTOB

9.3.1 KakoBbI TepaneBTHYECKHE BO3MOKHOCTH?

HKenwgunovl ¢ neexumu napywenusmu GyHKuUU mpomoouu-

mos mozym nompedosamsy jeuenus Ois NOKPbIMus Pooos.

@ Jlecmonpeccun u/unu mpanexcamosyo KUCIomy MoxucHo
UCNOAL306amb 0151 NOKPLIMUSL POOOS.

Tpanexcamosyio xuciomy ciedyem 8600umo nocie pooo
00 mex nop, Noka IOXUY 1e CIMAHYM MUHUMATLHOLMU.
Lenmpanvyio Hetipoaxcuanuyo anecmesuio credyem npu-
MEHSINb MOILKO 8 MOM Clyuae, eciil NOb3a Nepesetusaen
pucku, a eemocmamuveckuil degpexm 6oL1 ucnpasien. Moicem
nompe6o6amvcsi 3a61az08pemMenHtoe neperusanue mpomooyu-

moe, a snudypanviiviii kKamemep oaxcer Ooimn yopa.

Yposenv doxazamenvcme 3

JlecMOIIpeCcCHH CJIe/lyeT Ha3HayaTh B IIPOLECCE POJIOB, MTPU
HAJINYUN TPOMOOIITOB B Pe3epBe, €N BO3HUKHET CHIIBHOE
KpoBOTeuyeHHe. AHTUAMypeTHYecKnil addeKT mecmomnpeccrnHa
Tpebyet, 4ToObl HaIueHT ObLII OrpaHuyeH B JKUAKOCTH 10 1 mt-
pa B TeyeHue 24 4acoB MOCJIe BBE/ICHMS.

10. BeaeHue *KeHIIMH C HACJIEACTBEHHBIMH HAPYIIEHUSIMU
CBEPTHIBAEMOCTH KPOBH, KOTOpPbIE TPeOYIOT NpepbiBaHust Oe-
PEMEHHOCTH
JKenuuivl, y KOMopwvLx ecmb HAPYUeHUst Co CPEOHUM WL BbL-
coxum puckom xposomeuenust (Ilpunoscenue II), mpedyrom
MYAMUOUCUUNIUHAPHOZO MEHEOHMEHMA 6 OmOeaeHuU ¢ 24~
UACOBLIM AOCYNOM K NPenapamam Kposu, paxmopam ceep-
MbIBANHUSL U KOHCYIDMAUUSM CNEUUATUCTNA -2eMaMOTI02d.
Yposnu paxmopoe credyem usmepsimo y nocumenei ze-
Mmouauu, wcenuur ¢ bonesnvio on Buanebpanoa u y
JCCHUUN ¢ U3BecmHbIM deuuumom pakmopos ((paxmo-
por VII, X, XT u XIIT) 0o nposedenus manunyasuil.
Yposuu ¢axmopos credyem xoppexmuposams ommocu-
MeALHO MeM, KOMOPble YKA3anvl O1ist o008, ¢ NPO8eOeHuU -
eM JeueHust, ONUCAHHOZ0 8blule, U NOOOEPHCUBATD 6 meye-
Hue 24 wacos nocie npoyedypol.

Kposomeuenus nocie npouedypul ciedyem SHUMAMeIuHO om-
CIEHCUBAMD, MAK Hce, KAK U NPOBOOUMD CIAUUOHAPHOE U AHA-
J02uuHOe Jieerue, Onucantoe 0Jist NOCAEPo008020 6e0eHUS..
ITocne npoyedypor navuenmxka OoaACHA UMEMb 0OCMYN K
2UHEKONOZUYECKUM OMOCICHUAM U UCHMPAM 2eMOPUIULL
NOCKOILKY PUCK KPOBOMEUEHUs. MOXCem OCMasamvcs 6
meuenue HeCKOILKUX Heoelb.
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MpunoxeHue |

Knaccudukauua ypoBHew aoka3aTeNnbCTB

1++ BblCOKOKQYeCTBEHHbIE METa-aHaNn3bI,
cucTtemartmyeckme 0630pbl PaHOOMU3NPOBAHHbIX
KOHTPONNPYEMbIX UCCIeA0BaHUIA UU
pPaHOOMU3NPOBAHHBIX KOHTPOIMPYEMbIX UCCNea0BaHui
C 04eHb HU3KNUM PUCKOM CUCTEMATUYECKOWN OLLINOKM

1+ XopoLo npoBeaeHHbIE METa-aHaNM3bl,

Knacc pekomeHaaunin
[A] Mo kpaiHen mepe, 0OANH MeTa-aHanM3, cucTemaTuieckuii 063op
VN PaHOOMU3NPOBAHHOE KOHTPOJIMPYEMOE UCCNeoBaHne, KOTOPOe
oLeHMBaeTcs kak 1++ 1 HENOCPEeACTBEHHO NPUMEHNMOE K LIENEBOA

nonynsumm. CuctemaTnyecknini 063op paHLOMU3NPOBAHHbIX
KOHTPOMPYEMBIX UCCNELOBAHWNI NN COBOKYMHOCTb AO0KA3aTENbCTB,
COCTOSILLAs rMaBHbIM 06Pa30M 13 UCCIIEA0BaHNI, OLLEHNBAEMbIX KakK
1+, HEMNOCPEACTBEHHO NMPUMEHUMBbIX K LLEIEBOV Fpyrne HaceneHus n

[EMOHCTPUPYIOLLMX OBLLYIO COrNaCOBaHHOCTb PEe3y/bLTaToB

cucTemaTtumyeckre 0630pbl PaHLOMU3NPOBAHHbIX
KOHTPONMPYEMbIX UCCEL0BAHUIA U
pPaHAOMU3VPOBaHHbIE KOHTPOJIMPYEMbIE NCCIef0BaHNSA
C HM3KMM PUCKOM CUCTEMATUNYECKON OLINOKM
1- MeTa-aHanu3el, cucteMaTnieckne 063opbl

[B] CoBOKYNHOCTb A0OKa3aTENLCTB, B TOM YMCSIE UCCNeaoBaHWS,
OLIEHEHHbIE KaK 2++, HEeNOCPEACTBEHHO MPUMEHUMBIX K LIEJIEBOV
MoNyNALMN U AEMOHCTPUPYIOLLIMX OAHOPOAHOCTL PE3YNLTATOR; UK
OKCTPanoMPOBAaHHBIE AaHHbIE UCCNEAOBAHNI, OLIEHEHHbIX Kak 1++ nnu 1+

PaHAOMU3MPOBAHHbBIX KOHTPOMPYEMbIX UCCIIEA0BAaHUM U
PaHOOMU3NPOBAHHbIE KOHTPOIMPYEMbIE NCCe00BaHNA C
BbICOK/M PUCKOM CUCTEMATNHECKOM OLLIMBKM

2++ BbICOKOKa4YeCTBEHHbIE cucTeMaTn4Yeckue 0630pbl

[C] CoBOKYNHOCTbL A0KA3aTENbCTB, B TOM YMCNE UCCNeA0BaHNS,
OLLEHEHHbIE KaK 2+, HENMOCPEACTBEHHO MPUMEHMMbIX K LLeNIEeBOV rpynne
HaceneHns N AEMOHCTPUPYIOLLIMX OOLLLYHO COraCOBaHHOCTb PE3YSbTaToB;
nn OKCTPanoINPOBaHHbIE AAaHHbIE NCCEA0BaHNN, OLLEHEHHbIX Kak 2++

nccnenoBaHUi Cny4ar-KOHTPOSIb UM KOFOPTHBIX
ncecnenoBaHui, UM NCCNefoBaHus ClydYan-KOHTPOb
WV KOFOPTHbIE NCCIEA0BaHMS BbICOKOro Ka4yecTsa C
0O4YeHb HU3KMM PUCKOM OLLMBOYHbIX BbIBOOOB,
npens3aToCTN N CY4anHOCTU U BbICOKOM
BEPOATHOCTbLIO MPUYUHHO-CNEACTBEHHbLIX OTHOLLEHN

2+ NpaBuUsIbHO NPOBEAEHHBIE NCCNEA0BAHNIS ClyHait-

[D] YpoBeHb aokazatenscts 3 unu 4; unu
OKCTpanonMpoBaHHble AaHHbIE NCCeN0BaHNMA,
OLEHMBaeMbIX kak 2+

KOHTPOJ1b UM KOFOPTHbBIE UCCNEOOBAHUSA C HUSKUM PUCKOM
OLUMOOYHbIX BbIBOAOB UN CIYHaNHOCTU 1 cpeaHein
BEPOATHOCTBIO NPUYNHHO-CIEACTBEHHBLIX OTHOLLIEHNIA

2- ViccnepoBaHus Cﬂy‘-lalz-KOHTpOJ'lb NN KOFOPTHbIE

PeKomeH,u,au,mm MO YNYYLIEHWIO KIIMHNYECKOM NPaKTUKu,
OCHOBaHbI Ha KJTMHNYECKOM OrbITe rpynrbl pa3paboTymkoB
pykoBOACTBA

nccnenosaHnsa C BbICOKUM PUCKOM BJITUAHUA
CJ'Iy‘-IaI‘/'IHOCTI/I 1 3HA4YNTEJIbHbIM PUCKOM OTCYTCTBUA
MPUYNHHO-CNEOCTBEHHbLIX OTHOLLEHN
3 HeaHanuTtnyeckune nccnenoBaHus, HanpumMep,

coobLeHns o cny4ae, cepuun ciny4aes

4 MHeHune akcnepTa

YpoBeHb

pucka KpoBOTe4YeHus

— Tun 3 6one3Hn doH BunnebpaHaa

BbiCcOkuin puck

KPOBOTE4YEeHEM B aHaMHe3e

— Tsabxenble (roMO3UroTHbIE) peaKue Koarynonartum
— Tsxenble HapyLeHUs GYHKLMU TPOMOOLUTOB
— Hocutenu remopunnnm co 3Ha4mTesNbHbIM

MpunoxeHue Il: CtpaTudukaumsa pucka MaTepUHCKOro KpoBoTe4eHuUs
CtpaTtudukaumsa pucka MaTe pUHCKOro

Mpepanaraembiii MEHEAXKMEHT B poaax
(» NnpuMeuyaHus K NOCNepPoOa0BOMY YXOAY)

A,D.eKBaTHaﬂ 3aMecTuTesibHaa Tepanna
[0/MKHA ObITb HA3HAYEeHa Nocse Havyana PoaoB.
M3beraiTe LeHTpasrbHOW HepoakcnanbHOM aHecTe3ann, ecnun
He NOATBEPXAEeHAa afleKBaTHOCTb 3aMECTUTENBHOM Tepanuu.
MopnepxunBarite HOpMasbHbIE YPOBHU, KAK MUHUMYM, 3 OHS
rnocre poaoB Uan 5 AHeN Nocsne Kecapesa cevyeHnsd

— Tun 2 6one3Hn doH BunnebpaHpa

CpemHnii prck ypoBHs dakTopos VI, X nnm aktmeBHocTN

— dedununt daktopa Xl ¢ peHoTunom
KIMHMYECKOro KpOBOTEYEHUS

— Jlerkas TpomboumTapHas anchyHKUNS

— YMepeHHO€e YMEeHbLLEHNE MaTEPUHCKOr0o

M3beraiTe ueHTpanbHOM HellpoakcuanbHOM aHecTe3nmn, ecnm
dakTopa BunnebpaHaa B TpeTbeM TPUMECTPE

AnekBaTHas 3aMeCcTUTENbHAsA Tepanust LOMKHA ObITb
Ha3Ha4eHa nocnie Havana poaos.

He NOATBepXAeHa afeKBaTHOCTb 3aMeCTUTENIbHON Tepanuu.
MoppepxunBariTe HOPManbHbIN YPOBEHb, KAK MUHUMYM, 3 AHS
rnocrne poaoB Uan 5 AHen nocne Kecapesa cevyeHns

VIII/IX>0,5 ME/mMn B TPETbEM TPUMECTPE
6epemMeHHOCTN
— Tun 1 6onesHn ¢oH BunnebpaHaa ¢
KOPPEKTMPOBAHHOM aKTUBHOCTbIO hakTopa
>0,5 ME/™Mmn

— Pepkue koarynonatum 6e3 deHoTuna

JNlerknii puck

Puck

— Hocutenu remodunum ¢ ypoBHeM ¢hakTtopoB

O6aymaTb Ha3HaYeHVe TPAHEKCAMOBOW KMCOThI MPU poaax
1 B NOCNIEPOAOBOM Nepmon,

KPOBOTEYEHUS (HAanpUMep reTepo3nroTHbIN
nedbunumt pakropos V, VI, X, XI)
— Dedunumnt daktopa Xl (noboii TaxecTn)

MasioBeposiTEH

Hukakoli 3aMmecTUTeNbHOM Tepanum He TpebyeTcs.
B0O3MOXHO NPUMEHEHME LLeHTPasibHOM HepoakcuasnbHOM
aHecTesnu

lMpumedarne. QuchubpuHoreHeMusl, kak nNpasmio, accoLUmMpoBaHa ¢ TpOMB030M,

HO MOXET BbI3BaTb KPOBOTEYEHME.
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MpunoxeHune V: HeoHaTanbHble PUCKU KPOBOTEYEHUN N UX BeeHne

Puck paHHero

KpPOBOTEYEHNS

npw THXXENoM
Aeduvuute

dakTop /
aKTUBHOCTb
TPOMOOLMNTOB B
HOpMe
Y HOBOPOXA,EHHbIX
OTHOCUTEJIbLHO
TepMuHa

AunarHos Taxenoro n

yMepeHHoro gepuuura

AnarHos
nerkoro pepuuura*

Bo3moxeH npu poxaeHun B
60onblUMHCTBE cny4aes, HO

®dakrop VI Hacrora HopmanbHbIi vk Ja HeobxoA1MOo NOBTOPHOE
P MKK 1-4% cnerka yBesMYeHHbIN P
TecTupoBaHue Yyepes 3-6 mecsaues
0019 NOATBEPXAEHVS YPOBHS
Coob6uanock o TecTtupoBaHue TpebyeTcs
KTop IX YMEHbLUEHHbIN
PaxTop 06 NKK e e Aa B 3-6 mecsaueB

BonesHb ¢poH

Coobuanock 06

YBennyeHHbln

[a npun gedpunuymTtax Tmna

TecTupoBaHue He crneayeT NPOBOAUTb
[0 [OCTUXEHNS 6-MecsiHHOro

Bunnebpanaa KK 3 1 HeKoTOpbIX TUNax 2 BO3pacTa, eCNn HET KIIMHNYECKOM
HeobxoauMocTKn
Coob6uanock HopmanbHbIl unm
OO6bIYHO BO3MOXEH MPU POXAEHUN.
06 KK cnerka
dunbpuHoreH . Ha MonTeBepxaeHue TpedyeTtcs
1 MYMOYHbIX YMEHbLLEHHbIN
B BOo3pacTe 3-6 mecsaues
KPOBOTEYEHUNAX (3aBMCUT OT OLLEHKMN)
Coob6Lanock 06
. TecTupoBaHue TpebyeTcs
dakTop Il VKK 1 nyno4yHbIx YMEHbLUEHHbIN Ha
B Bo3pacTe 3-6 mecsLeB
KPOBOTEYEHUSIX
HopmanbHbIl unm OO6bIYHO BO3MOXEH MPU POXAEHUN.
Coobuianocb P PV POXA
®dakTop V 06 VKK cnerka Ja MoaTeepxaeHue TpebyeTcs B
YMEHbLUEHHbIN Bo3pacTe 3-6 mecsLeB
Coobuanoch . TecTupoBaHue TpebyeTcs
PakTop VI YMeHbLUEHHbIN Ha
06 KK B Bo3pacTe 3-6 mecsLeB
Coob6Lanock 06
o TecTtupoaHue TpebyeTcs
dakTop X VKK 1 nyno4HbIx YMEHbLUEHHbIN Ha
B Bo3pacTe 3-6 MmecsLeB
KPOBOTEYEHUSIX
o TecTupoBaHue TpebyeTcs B BO3pacTe
PakTop Xl YMEHbLUEHHbI la P pedy P
3-6 mecsaues
Coobuanock 06 TecTupoBaHue TpebyeTcs B BO3pacTe
dakTop Xl VKK 1 nyno4HbIx YMEHbLUEHHbIN Ha 3-6 mecsiueB. Jlerkmin nedpuunt MoxeT
KPOBOTEYEHUSAX ObITb KJIMHNYECKN HE3HAYMMbIM
Ha. PFA-100 moxeT
Taxenoe MCMob30BaTbCA AN
KpOBOTEYEeHME HeoHaTtanbHble CKpPWHMHra.
TpombacTeHus
MaHumaHa aBngeTcs TPOMOOLMTLI 0OLIMHO OkoH4aTenbHoe HeT pgaHHbIX
OTHOCUTENLHO rMNopPeaKkTUBHbI TECTUPOBaHWE — aHaNn3
penkmm PMG meTtogom
NPOTO4YHON LUTOMETPUN
Ha. PFA-100 moxeT
1Ccnonb3oBaTbCs ANs
CuHapom Tsxenoe HeoHaTanbHble CKPWHUHra.
Beona ar—)Cynbe KpoOBOTEYEHNE TpoMbOLMTbI 06bIMHO OkoH4aTenbHoe HeT paHHbIX
pHap ABNSETCS pPeaKnm rMnopeakTUBHbI TecTMpOoBaHMe — aHann3

PMG meTonom

NPOTOYHOW LMTOMETPUM

lpumeyarme. * — TeCTUPOBAHME NPK POXAEHUN MOXET ObiTb HELIENECO0OPa3HbIM BO BCEX CyyasiX.
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MpunoxeHue IV: CtpaTtndukaums pucka KpoBoTe4eHU y nioaa/HOBOPOXAEHHOIo

YpoBeHb

BO3MOXHbIN MU NOATBEPXAEHHbIN ANarHo3

Mpeanaraemoe ynpaenexHue pogamm

pucka

nnopa

— Manb4yumkn ¢ TSXenNon n cpegHen remodpunmnen

PaccmoTpeHne amHuoLeHTe3a B TPETbeM TPUMECTPE A1
auarHocTukm 6onesnn. Ob6cyanTe cnocob poaoB, NMPUHMUMAas

Avnmn B BO BHMMaHue dakTopbl MaTepu 1 nioaa, Ho nsberante
Bbicoknii — bonesHb doH BunnebpaHga tmn 3 MCNONb30BaHNS LLMMNLOB, BakyyM-akcTpakummn, FBS, FSE n
puck — Taxenble (rOMO3UTrOTHbIE) peaKkne HapPYXXHOro aKyLLIEepCKOro noBopoTa.
Koarynonatum uam Tskenble TpoMboumuTapHble O6pa3seL, NynoBMHHOW KPOBY A1 aHann3a.
paccTpoiicTea ButamuH K nepopanbHO, eCnv TONbKO pesynbtaT
He SIBNSIeTCs HOPMaJibHbIM
PaccmoTpeHne aMmHUOLLEHTE3a B TPETLEM TPUMECTPE A1
OMarHocTukmn 6onesHun. MisberanTte NCNonb30BaHMS LLMMLLOB,
Cpennuii — Manbuuku ¢ nerkoii remodbuned A un B BaKyyM-3KCTPaKLMM U HAPY>KHOIO aKyLLEepPCKOro NoBOpoTa.
PasymHoe ncnonssosaxHme FBS 1 FSE
puck —Tvin 2 VWD

O6paseL, NyNoBMHHOW KPOBU ANS aHanm3a.
ButamuH K nepopanbHO, ecnuv Tonbko pesynstaT
He SBNSeTCs HOpMasibHbIM

Jlerkuii puck

— KnuHnyeckn ymepeHHbIn nnn Taxenslin Tmn 1

VWD B ceMbe

— Mokl XXeHCKoro nona, KOTopble ABAFIOTCA

0653aTeNIbHbIMI/BO3MOXHBIMU HOCUTENAMN
Taxenom remopunuu B

— JNlerkue HapyLleHus TPOMOOLIUTAPHOM BYHKLIN

M3beraiiTe BakyyMHOW SKCTPaKLMN 1 HAPY>XXHOMO
aKyLLepCcKoro nosopora.
PasymHoe ncnonbsosaxme FBS 1 FSE

Bpsa nn
cyliecTByeTt
puck

— KnuHnyecku ymepeHHbii Tun 1 VWD B cembe
— Bce ocTanbHble 06513aTeNbHbIE/BO3MOXHbIE
HOCUTENN reModUInmM XEHCKOro nosna
— [eTepo3uroTHbIe peakue koarynonatum

Hukakux cneumanbHbix Mep NpenoCTOPOXHOCTU HE HYXXHO

lpumeyarns: FBS — 3a6op kposw nnopa; FSE — MHBA3WBHbI MOHUTOPUHT COCTOSHUS M0aa.
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