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bone3ns Bunnebpanna (bB) - cambiii yacThlii TeMopparudyeckuii auartes,
ayTOCOMHO HaclieyeMblid JeUIUT WK aHOMaJlbHAsl CTPYKTYpa CUHTE3UPYEMOTO
B DHJOTEIUMU COCYJOB MAaKpOMOJEKYJIIpHOro KoMmoHeHTa ¢akrtopa VIII —
daxropa Bmmieopanma (VWF). PacnpocrpanenHocts Oomnesnun BuinteOpanna
cocraByisieT okoio 1% B momyssuu [1,6].

[Ipu ©HenmocTaTtke (aOCOJIOTHOM WJIM OTHOCHUTEIbHOM) (akTopa
Bunnebpanna Hapymaercs B3aUMOJEHCTBHE CTEHOK COCYJIOB ¢C
TpOMOOUUTAMH, BCJIEJCTBUE 4ero MOBBIIIAETCSA JOMKOCTh
MUKPOCOCYOB (MOJOXUTEIbHBIE NPOOBl HA JOMKOCTb KaNHJJISAPOB).
[Ipu OonpmuHCTBE (GOpPM pE3KO BO3pacTaeT BpPEMsS KPOBOTEUYEHHS,
CHUXXAaeTCs aJAre3UBHOCTb TPOMOOIMUTOB K CYO’HIOTEIUI0 U HX
arrJlOTUHALUSA [OJA BJIHsSHUEM puctouethHa. OJHOBPEMEHHO B
Oonpmiel MAM MEHbIIEW CTENEHHM CHHXKAETCS KOoaryaslHuOHHAas
akTUBHOCTb (aktopa VIII, uTo BcTpewaercs kak mnpu 0OO0JE3HU
Bunnebpanna, Tak u npu Jgerkux ¢popmax remoduinuu A. Bo3mMoxHO
yBEJMYEHUE NMOoKa3aTejaed npoTpoMOMHOBOro Bpemenu u AUTB.

Onpenenenue ypoBHA ¢. BunneOpanma He Bcerjga AaeT HYXHYIO
MHPOpPMALIUIO, MOCKOJbKY MOXET OBITh HOpPMAalbHBIM NpHU TUHE 1 U
UMEET HHU3KYI MPOTHOCTHYECKYIO LEHHOCTh B OTHOWIEHHUU Pa3BUTUSA

kpoBoTeueHusa [2]. Yposens ¢.VIII — ocHOBHOIl moka3aTenb puCKa
KpOBOTEYEHHsI BO BpeMs ponoB wuiam onepauuu [2]. KomnmuectBo
TpOMOOLUTOB MOXKET HaXOJUThCS B npeneax HOPMBI.

TpomOomuToneHus BcTpeyaeTcss penko — npu tune 2B [5].

Paznuuaror Tpu Qopmbr Oone3snu Bunnebpanma. Hawubonee
TSKENble KPOBOTEUYEHHUS pPAa3BUBAKOTCA MPH TUNE 3, KOrja HMeeTcd
abcomtoTHbIMt nepunut . BunneOpanga, HO OH BcTpeuyaeTcss KpaiiHe
penKo.

I[Ipu  numarHocTuke 3ab0oyieBaHHUA  HEOOXOJMMO  TIIATEIBHO
cobupaTh aHaMHE3 C Yy4e€TOM JETCKOro Bo3pacTa, oOpamias BHUMaHUE
Ha TaKWe MPOSIBJICHUS KaK MEHOpparuu, HadyWMHAas ¢ MEHapxe, HOCOBEHIE,
JICCHEBBIC, KEIYyIOUYHO-KUIICUHBIC KPOBOTCUECHHUSI 0€3 YCTAaHOBICHHOTO
HCTOYHWKA, TEeMaTOMbl TIpM MHUHUMAJIbHOW TpaBMe, AJIUTEIbHBIC
reMopparuM TOCJe DKCTPaKIUM 3y0a W KPYHHBIE TeMaTOMBI IOCJE
BEHCMYHKI[MH, a TaK )K€ KPOBOTECUCHUS IMPH MPEAIMICCTBYIOMUX pOIax.

VYuuteiBas, uro Oone3nb BuineOpanna sBisieTcs BPOKICHHOW MATOJIOTHUEH,
HEOOXOJMMMO 3HATh O BIUSHUM OEPEMEHHOCTH Ha TeueHWe 3a00JieBaHUS U
YYUTHIBATH OCOOCHHOCTH BEICHHS 3TUX MAIlMEHTOK [4]. HecMmotpst Ha TO, 4TO
JUIsl OOJIBIIMHCTBA KEHIUH ¢ 0oJie3HbI0 Buimebpanga 6epeMeHHOCTh Oe30I1acHa,
Oomnee TOro, 0OBIYHO HAOJIOIAETCA YIydllleHne TeUeHUs 3a00JIEBaHUSI, PEMHUCCHS
3a Ccu€T BO3pacTaHMsl KOaryJsIHTHOM aktuBHOCTH (paktopa VIII, momywaemoro



matepbto oT miona. C xonma II - wawama III Tpumectpa OGepemeHnHOCTH
KoaryJsiHTHass akTHUBHOCTH (aktopa VIII Bospacraer mo 500% [2]. Moxer
YMEHBIIUTBCA  (HOPMAIu30BaThCs)  BpeMs ~ KPOBOTEYEHHS,  MOBBICUTHCA
aJIr€3UBHOCTh TPOMOOIIMTOB, MOSBUTHCS PUCTOLMTHH-arperamusi U MOBBICUTHCS
KoaryJjsiHnTHas akTuBHOCTh ¢akrtopa VIII. Opgnako y OosbIIMHCTBA OOJBHBIX
aZanTalys CUCTEMbI T€MOCTa3a K FeéCTAllMOHHOMY IMPOLIECCY HETOJIHOLEHHA.

[lepuonbl recTalMOHHOTO Mpollecca, MPEACTABIAIONIME HaWOOJBIIYIO
ONACHOCTB B IUIAHE PA3BUTHSI CEPHE3HBIX KPOBOTCUEHUN:

1. BBIKUIBIIT HA PAHHUX CPOKaX
2. MCKYCCTBEHHBIN abopT B | TpuMecTpe GepeMeHHOCTH
3. MO3MHUN ToCIepoaoBbii (6-10 mHM) M mocieonepanuoHHbIA (6-13

CYTKM) Tepuojbl, Tak kak ypoBeHb ¢akropa VIII m ¢akropa BumnebGpanna
Na/IaeT, a TOJHOTO 32)KUBJICHUS PAHEBOM MOBEPXHOCTH elie He mpowusonuio [3].
[Tocne ponoB konneHrpanuo VWF HeoOXxoauMo onpeneisiTh B TE€4eHUE, 1Mo
KpaliHei Mepe 2-3Henenb[6]. 3HaUUTENbHOE CHUXEHUE KOHIEHTpaIUHu
vWF Bckope mocie pojopa3pelieHHss MOMKET CIY)XUTh IIOKa3aHHeM K
NPUMEHCHHIO JIecMonpeccuHal 7].

JleueHue Takke 3aBUCUT OT (hopmbl Oosie3HH BuieOpanaa u npeacTosumx
MHBA3MBHBIX BMEUIATEIbCTB (pOAbl, omepanusi kecapeBa ceueHusi). llpu 1 tume
6one3nu BuieOpanna nokaszano BHyTpUBEHHOE BBeAeHHE aecMornpeccuna 0,3-0,4
MKr/kr [5,6] (B P® ne 3apeructpuposan). [Ipu npyrux tumax bB (2A, 2B) on
npaktnieckn HedppexktuBeH [6]. Kpome Toro, mpousBoauTe st pEeKOMEHIYIOT
PUMEHSTH €r0 BO BpeMsi OEPEMEHHOCTH C OCTOPOXKHOCTHIO[6].

[Ipy HEOOXOOUMOCTH TreMOCTaTH4ecKoil Tepamuu npu 2 u 3 tune bB
CIEQyeT HWCHOJIb30BaTh KOHIEHTpathl, coaepxkamme VWFE [7]. Jlo3za
KOHIIEHTpaTa OmpeJessieTcss B 3aBUCUMOCTU OT ypoBHs (paktopa VIII,
omnpeneseHHoro Ha cpoke 28-30 Hegenb OepeMeHHOCTH [5].

[Ipu cooTBeTcTByMONMEH TpodUIAKTUKE )KeHIUHbl ¢ bB mMoryr
poXaThb Yepe3 €eCTECTBEHHBbIE pPOJIOBbIE MNYTH € DBNOUAYpPaJbHOH
aHecTe3uei, ecau nMpokoaryiassHTHas akTuBHOCTH ¢. VIII cocTaBnsieT He
menee 40% , kecapeBo cedenue Bo3MoxHO 1npu 50% [8]. Bribop
CPOKOB M METOJIOB pOJOpa3pelieHuss OCYHIEeCTBIAETCA MO aKylIepCKUM
MOKa3aHUSM.

I[Ipodpunaktuka TpoMOOIMOOIHUYECKUX OCIOXKHEHUN HE [OJIKHa
NpOBOJAUTHCSA PYTHUHHO TMamueHTKam ¢ BB Bo BpeMs XUpypruueckoro
BMemarenbcTBa. OHa MoXKeT ObITh Ha3HAUYEHa B CBSA3U C MOBBIIICHHBIM
pUCKOM TpoM0Oo3a maluMeHTKaMm, NojiydaromuM Bbicokue a03b VWF
ITVII[6]

I[Ipumenenne kpuonpenunurara u C3II ¢ 3aMeCTUTEIIBHON LEIbIO

OMAacHO B OTHOIMIEHWH Tepegauyn HWHPEKIIUOHHBIX 3aboJeBaHUM
BUPYCHOUM 3THONOTHU. KpomMe 3TOTO HEOOXOQMMBI OYEHb OOJBIIHNE O35
C3Il nns pmoctuxeHus TtepaneBTuueckoro ypoBHsS ¢. VIII u »s10

JeYeHHEe JOJHKHO TPUMEHSITHCA TOJBKO B KpalHHUX, OE3BBIXOJHBIX
ciaydasax [5].



B cBs3u ¢ 3THM npeacTaBisieM KIMHUYECKUN CIydad BEJACHHUS MAlMEHTKU C
oosie3nbto Bunnebpanaa 2B Tum.

Cayuail u3 nmpaktuku. [Tanmentka b., 29 ner nmoctynuna 31.07.2013r. B
oTneseHue naTtojiorun OepemeHHOcTH KUpOBCKOTro 0O0JaCTHOTO KIMHHUYECKOTO
nepuHaTanbHoro nerrpa (KOKIIL) ¢ sxanobamu Ha reMopparndeckre BbICHITaHUS
Ha KOXK€ MO BCEMY Tely, TEMHO-KOPUYHEBBIC BBIIEICHUS U3 TMOJOBBIX ITyTEH,
HOCOBBIE KpPOBOTEUEHHUsI 1-2 pa3a B HEJENI0, MEPUOJIMYECKUE CXBAaTKOOOpa3HbIE
0071 B HU3Y )KUBOTA.

W3 anamnes3a 3aboneBaHusl HM3BECTHO, 4TO OoJie3Hb BuieOpaHna BrepBble
BBISIBJICHA B BO3pacte 4 JIeT, MPOSBIISIIACh KOKHBIM FEMOPPArndyeCKUM CHHAPOMOM
Y HOCOBBIMHU KPOBOTE€UCHMSIMU. Y OTIa (CO CIIOB Marepu) - 3a00J€BaHUE KPOBU C
MOBBIIIEHHON KPOBOTOYHBOCTHIO.

Hacrosimass GepemenHocth  TpeThs. [lepBas Oepemennocts B 2006 romy
NpoTeKalla C YCUJICHUEM TMPOSIBICHUN KOXKHOIO T€MOPPArknyecKoro CHHApPOMA.
Ponpl cpouHble, CaMOCTOATENbHBIE, OCJIOKHHUBIIMECA HA 7 CYTKH IO3JHUM
MAaCCUBHBIM TOCJIEPOJAOBBIM KPOBOTEUEHHEM C TE€MOPPArHYeCKUM IIIOKOM,
noTpeOOBaBIINM 3aMECTUTENBHON Tepanuu npenapatamu kposu u VIla pakrtopom
cBepThIBaHUS KpoBU. PebeHok OosneH Oomne3npto BuneOphnma, HaOmtogaeTcss B
Kuposckom HUU rematonoruu u nepenuBanus kporu (KHUNI ullK).

Bropast u TpeThsi OepeMEHHOCTH 3aKOHUMIIUCH MpEephIBAHUEM B Cpoke 7-8
Hezenb. BrickabiiMBaHKe MOJIOCTA MAaTKH MPOBOJUIIOCH HA (DOHE 3aMECTUTENLHON
Tepanun pakropamu ceepthiBanus kposu VWF/FVIII .

Kenmmna nocrosuno HaOmogaercs B KHUUITulIK. Ha cpoke 12 Henmenb
HACTOSIIIeN OEpeMEHHOCTH MPOXOAMUJIa CTAIMOHAPHOE OOCIIEI0BaHUE U JICUCHHE B
KJIMHUKE uHCTUTYTa. Ha (hoHe HacTosmieil OepeMeHHOCTH HAOII0Aal0Ch YCUIIEHUE
WHTEHCUBHOCTU KOXHBIX Tremopparuil. W3 ocobeHHocTell 1abopaToOpHOro
UCCJIEIOBAHMS — CHIDKEHHAs CTeTeHb arperaiuu TpoMoonuToB ¢ AJIID 2,5 Mkr/mi
- 11%, ¢ agpenammHom 2,5 wmxr/man - 10%, ¢ xommaresom -  8%.
KoarymaiuoHHbIl reMocTas B Ipeesiax HOPMBL.

[Ipu noctymnenun B KOKIIL] 00BEKTUBHO: MHOKECTBEHHBIE SKXHUMO3bI
pa3JIMYHON JABHOCTH IO BCEW MOBEPXHOCTHU TEJIA, 32 UCKIIOYEHUEM JIMIIA, HA KOXKE
nepeHe OpIOIIHON CTEHKH - SIPKHUE MHOKECTBEHHBIC TETEXHH, BBIJCICHUS U3
MOJIOBBIX TyTeW TEeMHO-KOpH4YHEBbIe. JlabopaTtopHble JaHHBIE — TPOMOOIUTHI
116x10° /n, AYTB 36 cek, pubpunorex 6,3 r/i, nporoMOuHOBBIN uHACKC 84,4%,
MHO 1,07.

ChopmynupoBan auarHo3: OepemeHHocTh 39 Hen. IIpenBecTHUKH POIOB.
bonesnp Buwmnebpanna 2B Tun, nerkoe teueHue. KoHbI reMopparnyeckuid
cuHApoM. PenmauBupyroiiee HocoBoe kpoBoteueHue. Oxxupenue 1 creneHu.
[TanieHTKa TPOKOHCYJBTUPOBAHA TI'E€MATOJOTOM, PEKOMEHJOBAHO HAa3HAYUTH
npeaHn30JI0H 90 MI/CyT BHYTPUBEHHO, TUIIMHOH 4 MJT 3 pasa B IeHb BHYTPUBEHHO.

Perynsipnast pogoBasi nearenbHocTh pazBuiack 2.08.2013 r. ¢ 2 yacoB 15
MuHyT. [Ipu nepeBose B poOBOE OTIEICHUE - BBIACJICHUS W3 MOJIOBBIX MyTEH C
MPOKUIIKAaMH aJloi KPOBH, JIECHEBOE KPOBOTEUEHHE, B OOIIEM aHaliM3e KPOBU -
CHU)KEHHE YPOBHS TPOMOOIIUTOB J10 51 x10° /1, Bpemst cBepThIBaHMS 8 MUH 45CeK,
JUIMTEIbHOCTh ~ KpoBoTedeHus: Oomee 10 wmumu. Hawata  Tpancdysus



CBEXE€3aMOPOKEHHOM IU1a3Mbl, OOJIIOCHO BHYTPHUBEHHO BBeAeHO 120 wr
npeaHu3o0sioHa. BeneHue polloB  KOHCEpPBATHBHO-BbDKUAATENbHO. B 8 wacoB 15
MUHYT JIMAarHOCTUPOBAHA PEXIeBpEMEHHAs OTCIIOMKa HOPMAJIBHO
pacnoyioxkeHHOM maneHThl. [lokazarenu remocraza Ha TOT MOMEHT ObUIU
cnenayrommumu: AUYTB - 87,3 cex, ¢pubpunoren - 6,0 r/n, [ITU - 74,1% MHO -
1,19, Bpemsi kpoBoTeueHHs - Oosiee 23 MUH (KPOBOTEUYCHHE M3 MOYKH Yyxa
MPOJI0JKAJTIOCHh B TEUEHUE BCEH omepalvu U npekpatuiocs B 11 yacos).

Ponel  3akOH4YeHBl  omepanMen — OKCTPEHHOTO  KecapeBa  CEYCHMH,
aHEeCTEe3MOJIOTHYECKOe Moco0ue — TOTalbHas BHYTPUBEHHAs  aHECTE3WS.
[IpousBeneH MOATAMHBIN XUPYPTHUECKUI TeMOocTa3, OaIJIOHHAs TaMITOHAJa MaTKH
(OamoH ymaneH depe3 6 4yacoB). 3aMeCTHTENbHAs Tepanus BO BPEeMs OMepaluu
npoBoawiiack KoHreHtparom VWF/FVIII (npenapat «I'emarell») B cymmapHoii
no3e 40 EJl/xr mo daktopyVIIl (Bcero BBemeno 8 103), Takke BBOIMICS
«Tpanekcam» B cymmapnoit noze 1000 mr. O6mias kpoBonotepsi coctasmia 1000
ML

[Tpu mepeBose B OTHENEHHE pEeaHUMAIMM — FeMOJMHAMUKA CTaOWibHasl, B
o6urem anammse kposu (OAK): remornoGus - 83r/m, TpomGomuTs! - 22 (78)x10%1,
AUYTB - 35 cexk.

Yepes 12 yacoB nocie omepaunu BBeaeHO 3 no3bl «I'emarell», 3atem
€XXEeIHEBHO 110 1 103e yepe3 12 yacoB 10 5 CyTOK MOCIEPOAOBOrO NEPUOAA.

N3 ocobeHHOCTE TeueHUs MOCIEPOJOBOrO MEPHOJA: HA BTOPbIE CYTKH —
TpaHcy3usa 3puTpouuTapHoil maccel 750 miu ¢ 3amectutenbHoi nenpto (HB 64
r/n, mocne tpancys3un — 92 r/m). Ha TpeTbu CyTku Ha BHYTpEHHEH MOBEPXHOCTHU
IIPABOroO IJI€Ya ITOSBWICS HOBBIM T'€MOPPAru4eCKHi 3JEMEHT — DKXHUMO3 3X5 cM,
IIPU CHATUU TMOBS3KU — Kpas paHbl UMOMOMPOBaHbI KPOBBIO, OTAEIISIMOE U3 PAHbI
ckynHoe, kpoBsHucToe. B OAK: remornmobun - 92r/m, tpomborutel - 36
(85)x10°%/1, AUTB - 32,5 cek.

[Tocne KOHCYIbTAIIMKM FeMaTOoJIoTa Ha3HAYeH MeTWInpeaHu30a0H S00Mr/cyT
BHYTPMBEHHO Ha 5 JHEH, NPOJODKEHA 3aMECTUTENIbHAS Tepanus Npernaparom
«I'emarell».

Ha (¢one mnpoBogumoro JieueHuss HOPMAJIM30BAIMCH JabOpaTOpHBIC
TOKA3aTell — YBEIHYMIOCH KOJNMYECTBO TpoMboumtoB mo 137(240) x10° /m,
HopmanuzoBasiock AUTB, ypoBenp daktopa VIII Ha 6 cytku cocraBun Ooiee
100%.

[IBb1 cHATBI Ha 11 cyTkuW, 3axuBicHHE Per premium. JlaGopaTopHbie
NoKaszaTelid TPOMOOLIUTAPHOIO M  KOAryJsIlIMOHHOIO TeMocTa3a B HOpME.
JKeHiMHa BbIMCaHA B yIOBJIETBOPUTEIILHOM COCTOSIHUH.

PebGenok, neBouka, maccoil 3650 r, anmuHoi 52 cmM, mpu poxaeHuu 8§/8
OoayuioB mo mkane Amnrap. PaHHul aganTallMOHHBIA TEpPUOJ TIpOTEeKan 0e3
O0COOCHHOCTEM, MPOSBICHUI T€MOPPAarMuecKoro CUHApOMa He ObLIO, MOKa3aTesH
reMocTasa — B npejienax HopMmbl. Beinmucana qomoit Ha 11 cyTku.

IIpakTHyeckoe 3Ha4YeHue. B  KIMHHWYECKOW TMPAKTUKE aKyllepam
TMHEKOJIOTaM HEOOXOJMMO IOMHHUTh O HACJEICTBEHHONM M NpuOOpETEeHHOMN
NATOJIOTMH CHCTEMBI T€MOCTA3a, KOTOPask MOXKET SIBUTHCA NMPUUMHON aKyIIEPCKHUX
KPOBOTEYEHHU.



HeoOxomumo TmiatenbHo coOupaTh aHamHe3, oOpamaTh BHHUMaHHE HE
TOJIBKO Ha MPOSBIEHUS T€MOPPAru4eckKoro CHHAPOMa Yy MallMeHTKH, HO
U y ee pOJCTBEHHHMKOB. B ciyyae yCTaHOBJIEHHOro [uarHo3a OoJe3HU
Bunnebpanna, cieayeT 3HaTh, YTO MOJHOLIEHHAS aJJaliTallksl CUCTEMbI TeMOocTa3a K
recTallMiOHHOMY TIIpoliecCy B OOJBIIMHCTBE CIIydyaeB HE HACTYMAeT, U PHCK
KPOBOTEUEHHsI TIOCJE€ POJOB OCTAETCS JOCTATOYHO BBICOKMM, TaK Kak 3TO
NPUHIUIHAIBHBIM 00pa30M MOXET HMOBIHUATH HA TEUEHUE U MCXO0J] OEpEeMEHHOCTH
U POJIOB.

Takum o0Opa3oM, BaXHBIM STarioM Ha MyTH PEUICHHs MPOOJIEMbl BEACHHUS
OepeMEHHBIX C TMaTOJIOTHEH CHCTEMBl T€MOCTa3a, B YAaCTHOCTU OOJIE3HBIO
Bunnebpanna,  mokHa CTaTh CBOEBpPEMEHHAas JAMAarHOCTHKAa, a Tak  Ke
NPUMEHEHHE COBPEMEHHBIX CMOCOOOB JIEUEHUS JAHHOTO 3a00JEBaHUS. Kak
IpaBUIO, NPU YCTAHOBJIEHHOM JI0 DPOAOB MWJIM OIEpaluu JuarHose O0JIe3HU
Bunnebpanna ynaercs wu30exaThb pa3BUTUST MAacCUBHOM KpPOBOIOTEPHU IMpU
IPOBEJCHUM aJIEKBAaTHON 3aMECTUTEILHOM TEparuu.
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