KAiHIYHI HACTAHOBW

MERHELXKMERT BEPEMEHHBIX
C BPOXXAEHHBIMWN HAPYLLEHNAMI
CNCTEMbI TEMOCTASA (HACTDb II)

Wropb JlaxHo

TpaanUMOHHOE W3yYeHUe CBepTbl-
Balolen cuUCTEMbl MyTem onpejene-
HWA MoKasaTesiell Koaryanorpammbl He
[AEeT BO3MOXHOCTU He TO/IbKO 3anopo-
3pUTb ee BPOXAEHHYIO NaToNOrnio, HO
N OCYLLECTBAATL KAYECTBEHHbIN MOHM-
TopuHr [1]. CoctosHMe cBepTbiBato-
Lero noTteHuMana BO3IMOXHO M3yyaTb
€ nomolibto Tpombo3nacrorpadmu, KoTo-
pas Halwna LWMPOKOEe NpYMeHEHNE B aKy-
wepcte. Tem He MeHee, TONbKO UAEH-
TUdrKaLMa HenocpeAcTBEHHOO aedu-
LMTa KOHKpETHOTo (haKTopa CBEepTbIBa-
HWS AN HapylleHus BYHKLMOHANbHOTo
COCTOAHNMA POPMEHHbIX 31EMEHTOB KPOBU
MO3KET CTaTb OCHOBO NPaBubHOI neyed-
HOW AOKTPUHbI [13].

Oeduumt XI hakTopa cBepTbIBaHMA NPO-
ABNAETCSH YMEPEHHOW KPOBOTOUMBOCTHIO
TKaHell, KOTopas MOKET NPOBOLIMPOBATHLCA
onepaTMBHbIMU BMeLLatenbcTeamu. Mpu
3TOM KPOBOMOTEPS MOMET Pas3nuyarbCs
y Ntofieli C OAMHAKOBbLIM YPOBHEM 3TOMO
thakTopa. IToT haKT NoKa He ACEH non-
HOCTbIO, XOTA B C/Iy4asx Tsxenoro fedu-
LMTa UMEETCsl B3aMMOCBA3b MeXY theHo-
TUMOM W FeHOTUMOM MaLWeHTOK [2, 3, 4].
B Hopme chakTop XI aKTUBMPYETCS NOA BA-
AHMEM TPOMOUHA.

Oedwnunt Xl dakTopa BCTpeyaeTcs
BO BCEX 3THMYECKMX rpynnax, Ho Hanbo-
nee yacro y eBpeeB AlukeHasn. OH BO3-
HUKaEeT nog BANAHWEM [ABYX MyTauui
y ALLKeHa3un, a y ApYyrux HapoaHoCTen
Onu1caHbl MHOTO MPOYMX FEHHbIX MyTaL i
[5, 13]. Yacrota geduuymta dartopa Xl
He y eBpeeB cocrasnser 1:1000000,
a y ALKeHasu retTepo3nroTHoOe HoCuTeNb-
CTBO BCTpeyaetca cpean 8%, a roMo3mroT-
Hoe — 0,2-0,3%.

HepaBHO onucaH ciyyaii BPOX/AEH-
Horo feduuwnta haktopa Xl 1 06UAbHbIX
MEHCTpyaunn y kutaaHku [22]. Takke
y NpefcTaBNeHHON NaLeHTK oTMeYa-
N0oCb 3aMejfleHHoe 3a)VBNeHNe paH.
Y Hee Gbln 06HapyKeH 04eHb HU3KMIA ypo-
BeHb X| hakTopa cBepTbiBaHUA. YCTaHOB-
NeHa HoBas MyTaLmsA B Ap4 JIOMeHe 1 yike
13BeCTHaA MyTauma B AomeHe Ap3, yHa-
cnefoBaHHble OT oTua. [eTepo3nroTHoe
HOCUTEIbCTBO 060MX MYTaHTHbIX FEHOB

Hapsgay c xopoLwuo n3BectHbiMu opmamu BPOKAEHHbIX HApPY-
LWEHW CUCTEMbI TeMOCTa3a, KOTOPbIe BbiNN PacCMOTPEHDI
B NpeablayLiei yactm 063opa, nHoraa BcTpevatotca 6onee
peskue 3a6oneBaHus. 3aaymarbcs 06 X HaNMYKUM 3acTaBnser
NoBbILEHHAsA KPOBOMOTEPS BO BPeMs ONepauui unm poaos.
Mpu 3TOM YacTo BO3HUKAET HEO6XOAUMOCTb B NPOBEAEHUM
NOBTOPHbIX ONEPATUBHbIX BMELLATENIbCTB, NPUMEHEHUSA JOPO-
rOCTOALLMX NPenapartoB PEKOMOUHAHTHbBIX (haKTOPOB CBEPTbI-
BaHMA [/ OCYLLECTB/IEHUA HAAEKHOTO remocTasa

MOJET NPUBOAUTL K YKa3aHHOMY Hapy-
LIEHMIO CUCTEMBI TEMOCTa3a W F’MHeKoNo-
TMYECKMM KPOBOTEYEHNAM.

MnasmeHHbIN ypoBeHb thakTopa Xl
AeMOoHCTpupyeT cnabylo B3aMMOCBA3b
C HannMynem reMopparnyeckoro CUHA-
poma. CnoHTaHHble KPOBOTEYEHUS BO3-
HVKAIOT PefiKo B CNeACTBME OYEHb HU3-
Koro ypoBHs cakTtopa XI. OaHaKo BbICO-
KV PUCK KPOBOTEYEHNS CYLLLeCTBYET BBUAY
TpPaBMbI IV ONEPATUBHOTO BMELLATeNbCTBA
[8, 18]. JInua ¢ reTepo3nroTHbIM HOCUTENb-
CTBOM VMEIOT He3HaUUTeNbHOE UK yMe-
peHHoe CHUXeHWe ypoBHA dakTopa Xl
(<0,15-0,20 ME/mn). laxe npw He3Hauu-
TenbHom aeduuute (<0,5-0,7 ME/mn) ume-
€TCATEHAEHLMA K NOBbILIEHHOW KPOBOTOUU-
BOCTU. [pY1 3TOM HAUBOMbLLNIA PUCK UMEIOT
natuenTku ¢ 0 (I) rpynnoii kposw [11].

Bo Bpems 6epeMeHHOCTM He OTMeYa-
eTcs Bo3pactaHusa ypoBHa daktopa Xl.
OpnHako Heo6xoaym NabopaTtopHbIi KOH-
Tponb hakTopa Xl npu1 NoCcTaHOBKE Ha yyeT,
B |ll TpumecTpe GepemeHHOCTU 1 nepes
npoBefeHneM MHBA3MBHbIX NpoLeayp.
Y eHLWWH ¢ aeduumtom dartopa Xl moxeT
BO3HWKaTh M36bITOYHASA KPOBOMOTEPS
nocne CNOHTaHHOTO WM UCKYCCTBEHHOTO
npepbIBaHNA 6epeMeHHOCTU. [aLneHTKam
C ycTaHoBNEeHHbIM Aeduuutom haktopa Xl
Heob6X0AMMO M3y4nTb YpoBeHb (haKTopa
Bunnebpanara (MHora ObIBaeT CHUMKEH)
1 PyHKLMOHabHOE COCTOAAHME TPOMBOLIM-
T0B [13]. HUKaKux AONONHUTENbHBIX MEPO-
NpUATAA No npodunaKTMKe remopparui
Y HOBOPO/EHHOO NPOBOANTL HE CEAYeET.
XoTA 'y HOBOPOXAEHHOTO CyLL,eCTBYeT PUCK
rOMO- MW TeTepPO3UrOTHOrO HOCUTENbCTBA
[4,5,13].

Heobxoanmo npoBeseHve cneundm-
YEeCKOro eYeHns y NaLneHToK, Nosly4mnB-
LIMX TPABMbl, @ TAKXKE TEX, KOTOPbIM Npes-
CTOUT OnepaTvBHOE BMELLATENbCTBO UK
3KCTpaLus 3y6oB. [1ns 311X Lienei Mcnonb-
3YI0T CBEXXE3AMOPOKEHHYIO NIa3My, KOH-
ueHTpar Xl haktopa, h1bPUHOBbIN KNei
(repmeTunK), aHTUDUOPUHONUTUYECKME
npenaparbl U AECMOMPECCUH. Y Kax-
LO0T0 M3 HWX eCTb NPENMYLLECTBA U HELO-
cratku. PakTop Xl MoXeT 6bITb MCMONb30-
BaH NpuW onepauuax co 3HaYUTENbHbIM
PUCKOM KPOBOTEUEHUS Y MONOAbIX MaLu-
EHTOK. B T0 e camoe Bpems, y NOKUIbIX
3TOT Npenapar MOXeT NPUBOAUTb K TPOM-
603am. CBeXe3aMOopOoXeHHas nnasma
[O/MKHa BbITb TECTUPOBAHA Ha Hanuune
BupycoB. PUBpUHOBLIN KNei noxasan
cBOI0 3(hPEKTUBHOCTb, HO BCE elle Tpe-
6yeT aanbHeiilero usyyeHus [2, 5].

Y AnL, eBpPONeouAHON packl puck Aedu-
umta Xl chaktopa cBepTbiBaHMA, KaK npa-
BWO, HeAOOLEeHEH. MeHeKMeHT 3ToN
KaTeropuu naLuWeHToK [j0 CUX Nop npef-
CTaBnsieT coboi CNOXHyIO 3aa4y BBUAY
TEHAEHL MW K HEMPOrHO3MPYyeMOMY MOBbI-
LIEeHMI0 KPOBOTOYMBOCTU U OTCYTCTBUIO
AOCTaTOYHOrO KONMYeCTBa HayyHO AOKa-
3aHHbIX hakToB [13].

B oaHOM MccnefaoBaHMU MPUHAIN
yyactve 95 eBpONeoUAHbIX NaLMeHTOK
¢ pecpmumtom daktopa Xl [5]. Cpean HUX
pasnnyHble KpoBOTeYEHUS BOblN OTMe-
YeHbl y 26 eHuwuH (27,4%). Hanbonee
4acTo BCTPeYanncb aHOMasbHble MaToy-
Hble KpoBoTeueHus — 12 (12,6%). Bcero
9 nocnepoaoBbIX KPOBOTEYEHUA BbINO
3aperucrpvpoBsaHo cpean 136 ponos
(6,6%) y 57 WeHuwmH. OTMeYeHo 4 cny-
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yas KpOBOTEYEHWIA nocne 25 rMHeKono-
ryeckux onepaumii (16 %) y 20 nauyu-
€HTOK. Bo Bcex cnyyasx remopparuye-
CKUX OCNIOXHEHU obHapymeHa B3au-
MOCBA3b C AaHHbIMM aHaMHe3a 1 aedu-
untom haktopa Xl. Mpodunaktmyeckoe
MCNOMb30BaHNe CBEXEe3aMOpPOXKEHHOM
nnasmbl, npoeegeHHoe y 12/25 (48%)
MPOONEePUPOBAHHBIX HEHLLWH, HE UMENO
acdekTa B Tpex caydasx. B aByx Habnto-
LEeHUAX 3aperncTpupoBaHbl No6oYHbIE
peakuuun. Takum 06pa3om, y naLMeHToK
C BpoXaeHHbIM flecduuntom daktopa Xl
1 Hanuymem KpoBoTeYeHUIn B aHamHese
PVCK aKyLepcKux 1 (Mnmn) rmHeKonornye-
CKUX KPOBOTEYEHWI Konebnetcs oT cia-
60ro 10 yMepeHHoro.

0O60CHOBAHHOCTb CUCTEMHOW NpodK-
NAKTUKU reMopparmyeckux 0CN0KHEHN
He ABNAETCA OfHO3HAYHOW BCNeACTBUE
HanMyma nobouHbIX 3chheKToB.

OnpeaeneHHoi nepcnekT1eoi obna-
naet neyebHblii nnasmadepes. Onucat
cnyyar yCrnewHoro NpoBefeHns nnas-
madepesa y NauMeHTKU C BPOXKIEH-
HbiM aeduumutom dhaktopa XI u cucrem-
HOW KpacHOW BONYaHKOM [24]. B pe3ynb-
TaTe nnasmacdepesa oTmeyanacb Hop-
manusaumsa ypoHsa XI daktopa ceep-
TbiBaHWA. Bo Bpems KecapeBa ceyeHus
KpoBonoTeps 6bina 06bI4HOI. lemoppa-
TMYECKMX OCNIOKHEHU Y HOBOPOXKAEH-
HOTO He OblI0 OTMEYEHO.

Mpu 6epemeHHOCTH, poaax 1 Nocaepo-
[OBOM Mepuroae PEKOMEHAOBAHO UCMOSb-
30BaHMe TPAHEKCAMOBOI KNC/IOTbl, KOH-
LieHTpara XI hakTopa 1 CBeXXe3aMOpOKEH-
HoOW nna3mbl. BO3MOXHO NosiBeHne MHTU-
6utopos (aHtuten) K XI haktopy nocne
npoBefeHns MHMY3NM ero KoHLLeHTpaTa.
B TaKkmx ciy4asnx Mcnonb3yT peKombu-
HaHTHbI akTop VII. XoTa nocnepHui
He MMeeT NPAMbIX MOKa3aHUM K npu-
MEeHEHUI0 MpY AaHHOM PaccTponcTee
cuctembl remoctasa [13]. TpaHekcamo-
BYIO KWCNOTY UCMONb3YIOT B Ka4yecTBe
MoHoTepanuu. Heobxoanmo usberarb
COYETAHHOTO MPUMEHEHUA TpaHeKca-
MOBOW KMUCMOTbI U KoHLeHTpaTa X| dak-
Topa [4]. MpocunakTnyeckoe MCnonb30-
BaHMWe KoHLieHTparta thaktopa Xl Heobxo-
AVMO Nepej pofopaspeLleHnem y nayu-
€HTOK C reTepo- U1 rOMO3UrOTHbIM HOCU-
TENbCTBOM, HAIMYMK NOCIEPOAOBOIO UK
Nto60oro Apyroro KPOBOTEYEHUS B aHAM-
He3e. B npoTMBHOM ciyyae NpUMEHSIOT
BbIKM/ATE/NbHYIO TAKTUKY C M30MPOBaH-
HbIM MPYMEHEHNEM TPAaHEKCAMOBOW KUC-
NOTbl MW KOHUeHTpaTa daktopa XI [2, 5].
MpoBefeHve HelpoaKcanbHOM aHecTe-
311 B POAAx He NPOTUBOMOKa3aHo, XoTA
KOIMYECTBO UMEIOLLMXCA UCCNef0BaHNN
MoKa He oyeHb 6onbluoe [2, 18].

KAHUUMCTbI AOMKHbI BbITb OBEOM-
NeHbl, YTO pefiK1ue PacCTPOMCTBA CUCTEMBI
remocTasa BK/Ito4aloT B cebs gedmumnt dak-
Topos II, V, VII, X, XI and XIll, kom6uHupo-
BaHHas Hexaartka V u VIl dhakTtopos (dhak-
Top V+VIII), a TakKe BpOMAEHHbIN aedu-
UMT (haKTOPOB, CBA3AHHbIX C BUTaMUHOM K
[15, 16, 17]. lns uX BbIABNEHUSA HEOOXO-
AVIMO NPOBeAEeHVe MeANKO-TEHETUYECKOTO
KOHCYNBTUPOBAHWS, KOTOPOE TaKKe MO3BO-
JIAT YCTAHOBUTb HaNUyMe neprHatanbHbIX
puckoB. K coxaneHuio, 60/bLINHCTBO
PYKOBOACTB MO NpodunakTuKke u neve-
HUIO KPOBOTEYEHUI Y GEPEMEHHbIX C Nnaro-
norver reMmoctasa OCHOBaHbl Ha MHEHUN
3KCMEPTOB, a He YIKe UMEIOLLMXCA Pe3y/b-
TaTaXx HEMHOTOYMC/IEHHbIX MCCNefoBa-
Hui. TpaHeKcamoBas Kucnota npoje-
MOHCTPMPOBana CBoii 1evebHbIn AhdeKT
y eHLLWH 6e3 BPOXKAEHHbIX Koarynona-
TWIA. A NPY UX HANMYUW LOCTOBEPHbIX AaH-
HbIX NMOKa HeJ0CTaTO4YHO A1l OKOHYATe/b-
HbIX BbIBOAOB [13]. Y NaumneHToK ¢ naeH-
TMhULMPOBaHHLIM AeduLnTom onpese-
NeHHbIX (haKTOPOB CBEPTbIBAHWSA NPearno-
YTUTENbHO NPOBEAeHNe 3aMeLLEHNS KOH-
uentpatamu VII, VIII, IX, XI n Xl dakTo-
poB. To 3Ke camoe NpaBuio PacnpoCcTpaHs-
€TCA 1 Ha XeHLWWH ¢ fgeduuutom dubpu-
HoreHa. OTKPbITbIM BOMPOCOM OCTaeTca
KO/IMYEeCTBO BBOAMMbIX NPenaparos, Heob-
XOAMMOE Ana foctveHunsa addekra. Mpw
necduumte haktopa Il (NpotpombUH) 1 hak-
Topa V 1CMoNb3yHT KOHLEHTPAT NPOTPOM-
GMHOBOTO KOMM/IEKCA MU CBEXE3aMOpPO-
YeHHyto nnasmy. Mpu CHUKEHUN YPOBHSA
thaktopa Il meHee, yem 0,2 ME/mn Hanu-
4MM KPOBOTEYEHWS, @ TAKIKe Nepes poAamu
U KecapeBbIM CEYEHVeM Ha3HAUaKoT KOH-
LleHTpaT NPOTPOMOBMHOBOIO KoMMieKca
B go3e 20 ME/Kr maccbl Tena. JleyebHblin

3(hheKT coxpaHAeTCs Ha NPOTAXKEHUU
Tpex cyToK [16]. Ecam ypoBeHb haktopa V
Hue 0,2 ME/mn, To NnpoBoaAT TpaHcdy-
31110 CBEXKE3AMOPOKEHHOM Ma3Mbl B 103
15-25 mn/Kr maccol Tena [19]. B caydae
aeduuuta darrtopa VI Huxe 0,2 ME/mn
NPOBOAAT BBEAEHNE PEKOMOUHAHTHOMO
thaktopa VIl B fo3e 15—-30 MKr/Kr macchbl
Tena Kawzble 4—6 4acoB Ha NPOTHKEHNUM
3-5 gHel nocne Kecapea ceveHus [13].
Mpu cHKeHNUM hakTopa X BBOASAT €r0 KOH-
LleHTpaT Ansl NoAAEPMHaHUsA aKTUBHOCTM
He meHee 0,4 ME/mn [16]. Mpu geduumte
bakTopos V+VIII ncnonb3yiot cBexesamo-
POXEHHYI0 NAasMy M301MPOBAHHO WK
B COYETAHUW C PEKOMOMHAHTHLIM hak-
Topom VIII [1, 13]. Y nauneHToK ¢ Tpom-
6acreHunein MaHUMaHa UM CUHAPOMOM
BepHapa-Cynbe Tepanuei nepeoit IMHUK
ABNAETCA TpaHCdy3usa TPOMOOLMTOB. XOTA
npu NepBOM BapuaHTe BO3MOXHO Npu-
MeHeHne pekombrHaHTHoro haktopa VII
[7,9, 10, 19, 20]. Mo-BuAYMOMY, HEOGXO-
AVMO NPOBEAEHME fanbHENLINX Uccneao-
BaHWUI 415 nomcka 3chheKTMBHOTO neve-
HUS Y JKEHLLWH C BPOX/AEHHOI NaTtonoruei
CUCTEMbI FeMoCTasa.

Bonpoc 0 Heo6XxoaMMOCTV NpoBeaAeHNS
3aMelLEeHA BbisiBNIEHHOTO AedmuuTa hak-
TOpa CBEPTbIBAHMUA 3aBUCUT TAKIKe OT HaNK-
Ynsl KPOBOTEYEHWIA B aHamHe3e. [To3aTomy
NIeYeHe C NOMOLLbIO haKTOPOB CBEPTHIBA-
HUs NPOBOAAT NPU UX 3HAYUTENBHOM ied-
LLMTE 1 MONOXUTENbHBIX JaHHbIX aHAMHe3a.
B03MOXHO Ha3HauyeHue TpaHeKcamo-
BOW KMUCNOTbI B A03€e 15—20 Mr/Kr maccbl
Tena [1]. Eciv y HOBOPOXKAEHHOTO UMe-
eTCA PUCK TAXenoro aeduunta hakropos
CBepTbIBaHNS B poAax Heobxoanmo n3be-
raTb Ha/JIOXeHUsA NONOCTHbIX aKyLIePCKUX
LWMNUOB, TPOBEAEHUS BaKyyM-3KCTPAKLMK
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nnoga, WHBA3MBHOrO MOHUTOPUHIa
nnoaa [13]. HelipoakcnansbHas aHecte-
31, nocnepoaoBas Tpoméonpodunax-
TMKa 1 Ha3HaYeH1e HeCcTepOoMaHbIX MPOTH-
BOBOCMNANNTE/bHbIX NPEnapatoB He MOryT
6bITb CMO/b30BaHbI Y AAHHO KaTreropuu
60onbHbIX [8, 18].

OTBETbI HA BCE BOMPOChI, HO MOKET BbITh
noneseH KIMHULMCTaM. Takum o6pasom.
ecnnypoBeHb ubpuHoreHa Huxe 0,5 r/n,
HEOOX0AMMO VCMO/b30BaTh €r0 KOHLIEHT-
par B go3e 50-100 mr/Kr maccol Tena
AN5 NOAAEPIKaHMA KOHLeHTpaLuumn bonee
1 r/n [13]. Mpy He3HAYMTENBHOW KPOBO-

BeneHue 6epeMeHHbIX C BPOXXOEHHbIMWN HapyLLIe-

HUNAMW CUCTEMbI TEMOCTA3a — CJTOXKHadA 3agada.
Ee peLleHne cBA3aHo Co B3aMMOLEVICTBMEM C re-
HETNKaMW, remartosrioraMu1, HeoHatoloramMmn, aHec-
Te3nonoramMmm n nNpo4rnMm cnegmarnnctamn

BpoxaeHHbln gebunumnt pubpuHo-
reHa — 370 ayTOCOMHOE PeLeCcCMBHO UK
JAOMMWHAHTHO HacneyemMoe pacCTpoincTBo
remMocTasa, pasnyatoLieecs no Koamnyect-
BeHHbIM (@hnbprHoreHemMus nam runodu-
GpuHOreHemMus) UMK KayecTBeHHbIM (anc-
(hnbprHoreHemMus) NpM3HaKkam. I1a narto-
norvs cesa3saHa c aedextamu 6enKoBbIX
uenen Aa, Bb nnu c, 4to cHUaeT Konu-
4ecTBO (hYHKLMOHANbHO NMOSIHOLEHHOTO
hubpuHoreHa [12]. [laHHOMN KaTeropum
nauueHTOK Nepez NpPoBeAeHNEM onepa-
TUBHOIO BMELLATeNbCTBA, MPOBOAHMKOBOM
aHecTe3nn 1AM poaammn OCyLLEeCTBASAIOT
BBeJeHne KoHueHTpata hubpuHoreHa
WK CBEXE3aMOPOXEHHON Nna3mbl. ns
KOHTPO/IA CUCTEMbI reMOCTa3a UCMob3ytoT
Tpombo3anacrorpacduio [14].

JKcneptbl U3 benbrim, paHumn LLisei-
Lapuu, ucnonb3ya metogonoruto Delphi,
€O3[a/IM KOHCEHCYC N0 BeAeHWo nauu-
€HTOB C runo- n ahnbpuHoreHemmeii [6].
OCHOBHble peKOMeHJaLMKn: BTOpUYHas
npodunakTMka KoHueHTpatom hnbpuHo-
reHa Jo/MKHa NPOBOAUTLCA MOC/IE NepBHY-
HOTO 3MM30/a KM3HEYrPOXAIOLLEro KPOBO-
TeyeHus; Lenesas KoHueHTpabus Gubpu-
HoreHa Ha choHe NpoBOAMMON Npodunak-
TUKU JoMmKHa focturats 0,5 r/n; B ciyyae
apUOpPUHOreHEMUN MHPY3MIO KOHLLEH-
TpaTa prUOPUHOreHa NPOBOASAT HA OCHO-
BaHWW HAMYMA KPOBOTEYEHUIA Y YEHOB
CeMbM; NaLMeHTaM C yMePEHHbIM fiednLim-
Tom hrbpuHoreHa (0,5 r/n) v oTcyTcTBUEM
@HaMHEeCTMYECKOro PUCKa KpOBOTEYEHMA
KOHU,eHTpar hnbprHoreHa He HasHavarT
npounaKkTMYecKku; BO Bpems bepemeHHo-
CTV NPOBOAAT EXXEMECAYHBIA MOHUTOPUHT
ypoBHA (rbpuHoreHa 1 Y3-KOHTponb 3a
COCTOSIHMEM NALEHTbI 1 POCTOM NI0A3;
3amecTuTeNbHan Tepanus KOHLLEHTPaToM
thmbprHoreHa Bceraa A0OMKHA CONPOBO-
KAATb aHTUKOATYNAHTHYI0 TEPanuIo y nauu-
€HTOB C apubprHOreHemMMel M TPOMBO3IM-
6on1eit; aHTUKOAryNsHHTHYIO Tepanuio npo-
BOAAT TO/IbKO Npenaparamm HU3KOMOJIEKY-
NAPHOTO renapuHa. 3T0T KOHCEHCYC He faeT

TOUYMBOCTV BO3MOXHO NPUYMEHEHME Tpa-
HeKcamoBoii kucnotbl. Cneayet usberarb
HeMpoaKCUabHON aHeCTe3VN 1 BBEAEHNSA
HeCTepOMAHbIX MPOTYBOBOCMANMNTENbHbIX
npenapatoB. B pogax HexenarenbHO Hano-
YKEHVE MOMOCTHBIX aKyLIEPCKMX LWMMLIOB,
NpoBeAeHMs BaKyyM-3KCTPaKLMM Nnioaa
U WHBA3MBHOIO MOHWUTOPMHra nioja,
TaK KaK y HEero noBbIlIEH pUCK feduuuta
thunbpuHoreHa [11].

BpoxpaeHHas nartosiorms Tpoméoum-
TOB TaKXKe OTHOCUTCA K PefKM remoppa-
rMYecKUm cMHApomam. OHa MOXKEeT npo-
ABNATLCA (DYHKLUMOHANbHBIMU HApYLLEHU-
AMKU UM TpOMOBOLMTONEHNEN, KOTopble
MOryT 6biTb 06ycnoBAeHbl aedeKTamu
CTPYKTYpbI TPOM6OLMTOB. OCHOBHbIE KNW-
HUYECKMEe NPOABNEHUA CBA3AHBI C NeTexu-
AMW Ha KOXe 1 Can3ncTbIX [8, 9, 19, 211.
Xotsi 30—-50% 3Tux 3a60neBaHnn UMeoT
HeyCTaHOB/IEHHYIO 3TUONOTIO, TOYHAs Ana-
rHOCTMKa NO3BOJISIET OLLEHMBATb PUCK KPO-
BOTEYEHWS Y KOHKPETHOTO NaumeHTa. Hau-
60/1blLE ONAaCHOCTbIO Pa3BUTUA remoppa-
TMYECKMX OCNIOXHEHMN COMPOBOXAAIOTCA
TpombacteHun MaHumaHa U CUHAPOM
BepHapa-Cynbe. Y 3TvX nayneHToB Heob-
XOAMMO MCMOMb30BaHe TPOMOGOMACChl ANs
NpoUNAKTUKM 1 NeYeHNs KPOBOTEYEHWIA,
lMepuHaTanbHbIA NepUo HOBOPOXKAEHHBIX,
KOTOPble POX/EHbI OT MaTepen ¢ yKasaH-
HbIMU 3ab0neBaHus, TpebyeT 0cob0ro BHU-
MaHus. Takke noutny 50% faHHOW Katero-
PV KEHLMH OTMeYaeTcsi He0OX0ANMOCTb
remotpaHccy3nm B pofiax 1 paHHeM noce-
poaoBom nepuoge [13].

TpombacreHus [naHumaHa Hacneayercs
no ayTOCOMHO-peLiecCBHOMY Tuny. Puck
BbIKMbILLIA, AOPOAOBOI0 UK MOCNEPOa0-
BOrO KPOBOTEUEHMS 1 FeMopparmyecKmnx
OCNOXHEHU HeoHaTaNbHOro nepuoaa
MOBbILLIEH Y AHHbBIX 60/IbHbIX. Y HEKOTOPbIX
NaLneHTOB OTMEYEHO Hanuyune aHTUTeN
K IKONpOTeNHAM TPOMOOLUTOB, YTO MHO-
rla CONpPOBOXAAETCS HEOHATabHOW 130-
VMMYHHO TPOMOOLUTONEHNEN U BHYTPU-
yepenHbIMU KpoBou3nuAHUAMK [21, 23].

Mo3Ttomy B BeAeHUM GepemeHHbIX Heob-
XOAMMO Y4acTu e CMEXHbIX CNeLanmcTos.

MaumeHTKam ¢ TpombacTeHuei MaHu-
MaHa uan cuHapomom bepHapa-Cynbe
MOMeT ObITb NOKa3aHa TpaHCdy3us Tpom-
6oMmacchbl 1 NeYEHUs CNOHTAHHOTO KPO-
BOTEYEHUsl, reMOPPArMyecKux OCIoKHe-
HWIA BCNeacTBME TPABMbl UM OMepaTue-
Horo BmellatenbcrtBa. K nepenviBaHuio
TpomboLuToB HeobX0aAMMO BCeraa nog-
XO[UTb 04eHb 060CHOBAHHO. JTO CBA3aHO
CO 3HAYUTENbHBLIM PUCKOM M30MMMYHU3a-
umy HLA aHTUreHamm uav muKonpoteu-
Hamn MeMbpaH TPOMOOLUTOB, YTO CNOCO6-
CTpYeT pa3BuTuio pedpaKTepHOCTY K eYe-
HUto. Mo3TOMY NPEeANOYTUTENBHO UCMONb-
30BaHKe NPenaparoB KPOBM NOCTOSAHHOTO
AoHopa. [py oTCYTCTBMM TaKO BO3MOXKHO-
CTU CNefyeT NCKYNTL NnonajaHve nein-
KouuToB peumnuenty [13]. Mpounmu Bax-
HbIMM acneKTamn MeHeKMEHTa NaLueH-
TOK C 3TUMM 3a60/1€BaHMAMM ABAAIOTCA:
BaKUMHaALUA NpoTUB renaruta B, oTkas
oT ucnonb3osaHusa HMBIM, cobnoaerne
TUTEHbI MONOCTU pTa, KOpPeKUMa aedu-
LWTa }enesa v npeHartanbHas [MarHo-
ctrKka [17]. MHorne BapuaHThbl iedeHuns
MOTYT 6bITb UCMONb30BaHbI CUTYATUBHO
Ha hoHe KpPOBOTEYEHUs: KPOBOOCTAHaB-
NMBatoLLMe rybKu 1 Knewu, B3BECh 3PUTPO-
LIMTOB, TPAHEKCAMOBas KMC/I0Ta 1 PEKOM-
6uHaHTHbIN hakTop VII [19]. BBeaeHue
TpaHeKCcamMoBOW KUC/IOTbI CIeAYeT Hauu-
HaTb C MOMEHTa Hayana po/AoB U NPOAON-
aTb B NOC/EPOJOBOM NePUO/E 10 YMEHb-
LIEHMS KONMYeCTBa T0XUIA. [lecmonpeccuH
HEe MOXeT 6bITb 1CMO/b30BaH B KayecTse
MoHoTepanuu. HellpoakcuanbHas aHecre-
315 He UCnonb3yeTcs B poaax [13].

BeneHune 6epeMeHHbIX C BPOM/AEH-
HbIMM HAPYLLIEHWSIMM CUCTEMbI reMoCTa3a
ABNAETCS CNOXHOI 3aaadeit. Ee nonHo-
LleHHOe pelleHKe CBA3aHO CO B3au-
MO/ECTBUEM C FreHeTUKaMm, remaro-
NI0ramMu, HeoHaToNoramu, aHectesuno-
noramMmu 1 NpoYuUMK crneuuanmucTamu.
Bo MHOTOM 3aBMcUT OT N1aboparopHoii
6a3sbl 1 ciywbbl KpoBu. ObecneyeHne
KayecTBeHHOI MOMOLLM AaHHON KaTe-
ropumn NauMeHTOK ABNAETCA PE3EPBOM
ANA CHUXKEHWUS MaTepuUHCKoii 3abonesa-
emocTu U cmepTHocTy. Mpexae Bcero,
3TO KacaeTcs NociepoaoBbIX KPOBOTE-
yeHnit. TaKKe 0YeHb BaXKHO NOHMMATb
npMpoay BO3HUKHOBEHWA remopparu-
YECKOro CUHAPOMA Y HEKOTOPbIX HOBO-
POMAEHHbIX. [03TOMY HEOBXOAMMO CTpe-
MUTBCA K UCMO/b30BaHMI0 MEXAyHapPO/-
HOTO OMbITA U B CJIOMHbIX YCNOBUAX YKPa-
VIHCKON MEAULINHBI.
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