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Bonesns Bunnebpanaa — penorunmuecku
reTeporeHHast KoaryJjomnarus, OCHOBHBIM ITPOSIBJICHUEM
KOTOPOH SIBJIETCSA FEMOPPAaruiueCKuil CHHIPOM
MHUKPOLUPKYJISITOPHOTO MIIM CMEIIAHHOTO THUIIOB
CHOHTaHHOTO ¥ MOCTTPABMAaTHYECKOTO XapakTepa.

Jnst GepeMEeHHOCTH XapaKTepHa T'HIIepKoaryIsiys,

Ha (QoHe KoTopoit pakTop Bumnedpanna u dpaxrop VIII
3HAYMTEJILHO MOBBIIIAIOTCS] BO BpEMsl OepeMEHHOCTH

Y 3/I0POBBIX XKEHIIHH. Y OepeMeHHbIX ¢ O0JIE3HBIO
Bunnebpanna naGmonaercst ropasto MeHee
BBIPOKEHHOE yBelnueHne GakTopoB, 4TO MpH
OTCYTCTBHH 3aMECTUTEIHHON TePAITH MOXKET
CIPOBOLIMPOBATH OTCPOYSHHOE NOCIEPOAOBOE
KpPOBOTEYCHHE.

B crarbe npeqcTaBieHsl [Ba Cilydast yCIEeIHOTO
BeJieHHs1 OepEeMEHHOCTH, POIOpa3peLIeHHs

U TIOCIIEPOIOBOTO NEPHO/ia NAMEHTOK C OOJIE3HBIO
Buuebpanna.

Von Willebrand disease is a phenotypically hetero-
geneous coagulopathy, the main manifestation of
which is hemorrhagic syndrome of microcirculatory
or mixed types of spontaneous and post-traumatic
nature. Pregnancy is characterized by hypercoagu-
lability, against which von Willebrand factor and
factor VIII increase significantly during pregnancy
in healthy women. Pregnant women with von Wil-
lebrand disease demonstrate much less factor in-
creasing. In case of absence of replacement therapy
the delayed postpartum hemorrhage can be pro-
voked. This article presents two cases of successful
management of pregnancy, delivery and the post-
partum period in patients with von Willebrand dis-
ease.
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bonesnp Bunnebpanna — GeHOTUNMMYECKH TETEPOTEHHAsI KOATYJIOMATHS C
ayTOCOMHO-PEIECCUBHBIM WJIM ayTOCOMHO-JIOMHWHAHTHBIM TUIIAMU HAacCIle0Ba-
Husg. OHA TPOSBISETCS KOJIMYECCTBEHHBIM ACHUIIUTOM WX (YyHKIIMOHATHLHOM
aHomaineit pakropa hon Bumtedpanma, mpuBoasiias K JuchyHKIIHA TPOMOOTTH-
ToB [2].

®axtop Gon Bumnedpanga (VWF) cuHTE3MpYyeTCSI U CEKPETUPYETCS DH-
JOTEJIMEM COCYOB, YTOOBI CTATh YACTHIO MIEPUBACKYJISIpHOM MaTpulibl [4]. dak-
Top GoH BumnebpaHnaa BBIMOTHSAET 1B BaKHBIC (PYHKIIMA reMOCTa3a: BO-TIep-
BBIX, TIPUBIICKACT W CBSI3bIBACT TPOMOOITUTHI B MECTE MOBPEKIACHUS COCYIOB,
CIIOCOOCTBYsI arperaiuu TpPOMOOIIMTOB, CKPEIUISACH C PELENnTOPOM Ha MEM-
OpaHe moBepxHOCTH TpoMOOIIUTOB (rrKonpoTenHa Ib/IX) [9]; Bo-BTOPBIX, Hei-
CTBYET KaK 3allUTHas MOJIEKYyJia — HOCUTEJNb MpoKkoaryisHTHoro ¢gakropa VI
(FVIII), umeromias pemiaromiee 3HaY€HHE IS IMOAEpPKAHUS HOPMAaIbHOTO
ypoBHs nupkyiupytomero FVIII.

UccnenoBanusi, KOTOpble ObUIM OCHOBaHBI HA MUKPOCKOIIMH C BBICOKUM
paspenieHueM, MPOACMOHCTPUPOBAIA, YTO TPU OTCYTCTBUU TTOBPEKICHUS
CTEHKH COCYJIa ¥l B YCIIOBHUSIX HU3KOTO CIIBUTA ITUPKYIUPYIOIIHI MY TbTUMEPHBIN
TJIMKOMIPOTEeNH 11a3Mbl KpoBu VWF cyiiecTByeT B rio0yIsIpHON WU CKJIaava-
Tol (opMe, HE JOMyCKarole aaresud TpoMOonuToB. OHAKO MPU BBICOKUX
CKOPOCTSIX CIBUTa WJIM TTOBPEKICHHON SHIOTEINATBHON CTEHKE TI00YISPHBIMA
VWEF ObIcTpO packpyunBaeTcs U yUIMHAETCS, TPEBPALIasiCh B BHICOKOAKTUBHYIO
MOBEPXHOCTH IS aare3un TpoMoonuToB [9]. B aToM pa3BepHYTOM COCTOSTHHH
VWF ciyxut cybctparom st metamionpoteasst ADAMTS-13, koropas pac-
nierisieT cBepxkpynueie mysbtumepbl VWF Ha cyObenunuins Y1605 u M1606.
[Tponiecc pacmermenus VWF meramnonpoteazoii ADAMTS-13 3amyckaercs
IpU TOBPEXKIACHUN COCYJOB, KOT/Ia CBEPXKpymHbie MyibTuMepbl VWF BBICBO-
ooxnatorcs u3 Tenen Beitbens — [lanage. Metannonporeaza ADAMTS-13 cno-
cobHa pacrienuts VWF, eciii OH HaXOUTCSI B «PacKpbITOM» cocTostHuu [1, 7].

Briaensitor HeCKoJIbKO BapuaHTOB (TUIIOB) 0ose3HU Bumnebpana:



Twun 1: vactuunbiii KonmmuecTBeHHBIN Aehunut VWF.

Tun 2: kauectBeHHBIN nedekT VIWF:

— Tun 2A: CHMXKEHHE KOJIMYECTBA BBICOKOMOJIEKYJISIPHBIX MYJIBTUMEPOB
VWF BcrencTBue MOBBIINICHHOW YYBCTBUTEIBHOCTH K mpoTeaze ADAMTS-13,
KOTOpasi paCUIEIUISIET CBEPXBBICOKOMOJIEKYJIISIPHBIE MyIbTUMEPHI VWF.

— Tun 2B: kauecTBEHHbIE BAPUAHTHI C MOBBIIIEHHBIM CPOJICTBOM K TJIUKO-
npoteuny Ib (GPIb) pomboruToB.

— Tun 2M: cHU>XEHHE PUCTOUETUH-KO(akTOpHOU akTUBHOCTH VWF mpu
HOpPMaJIbLHOM cojiep>kaHuu aHntureHa VWF; HopmanbHas MyJIbTUMEpHasi CTPYK-
Typa vVWF.

— Tun 2N: kauecTBEHHbBIC BAPUAHTHI C 3aMETHO CHM>XKEHHBIM CPOJICTBOM K
daktopy VIII.

Tun 3: npakTruecku monHbli Aepunut VWF u Hu3kas akTuBHOCTS [3].

OcHoBHOe mposiBiicHHE Oosie3HU BuieOpaHnga — reMopparuyeckuii CUH-
JPOM MUKPOLIMPKYJISITOPHOTO U CMEMIAHHOTO TUIIOB CIIOHTAHHOTO U IOCTTPAB-
mMaTudeckoro xapakrepa. [Ipu 6onesnn Bumnebpanga 1 u 2 Tumos npeoGnanaer
MUKPOLIMPKYJISITOPHBINA THUIT KPOBOTOYMBOCTHU: IKXUMO3bI, KPOBOTECUEHUS U3 CJIU-
3UCTHIX (JIECHEBBIE, HOCOBBIE), MEHOPPATrHH, KPOBOTEUECHHUS PY TIPOBEICHUN XH-
PYPTrUYECKUX BMEIIATEIbCTB U MHBA3UBHBIX JUATHOCTHYECKUX mpouenyp. [lpu
pa3nUYHBIX TUMAx OoJie3HH Buiiebpania, XapakTepU3yrOMIMXCsS BbIPaKEHHBIM
cumkenuem ypoBHs FVIII (2A, 2N, 3), yacto HabmromaeTcsi CMEIaHHbINA (MUK-
POIUPKYISATOPHO-TEMAaTOMHBIM) THUI TeMOpparudyeckoro cuHipoma. bose3Hb
Bunnebpanna 3 Tumna xapakTepu3yeTcs KU3HEYTPOKAIOIUMU KPOBOTCUCHUSIMH
[10].

JKeHIHBI UCTIBITHIBAIOT €CTECTBEHHBIE (DU3HOJIOTUYECKUE SIBJICHUS (MEH-
CTpyaluu, 6€peMEeHHOCTh U POJIbl), KOTOPbIE MOTYT MPUBECTH K OOUIHLHOMY KPO-
BOTEUEHUIO JTa)KE€ MIPU OTCYTCTBHM HApYIIEHUS CBEPTHIBAEMOCTH KpoBH. bepe-

MCHHOCTB CHUTACTCA COCTOSHUCM I'MIICPKOATrYJIIIUH, IIOCKOJIBKY Ha IMMPOTAKCHUN



BCEro Meproja 6epeMEeHHOCTH MOBBIIIAIOTCS HEKOTOPbIE FeMOCTaTHIECKHE (Pax-
Topbl. ®aktop VII, pakrop X, puOpuHOTeH 1 HUHTUOUTOP AKTUBATOPA MIIA3MUHO-
reHa Tuna 1 yBeIMYHMBAIOTCS, TOT/Ia KaK YPOBEHb CBOOOJHOTO OeKa S CHUXa-
eTcsl. DTU U3MEHEHHUS CUUTAIOTCS aJaNTUBHBIMU MIPU MOATOTOBKE K poaaM. Dax-
Top Bunnebpanna u paktop VIII 3HaunTENIbHO NOBBIIAIOTCS BO BpeMs OepeMeH-
HOCTHU Y 370POBBIX JKCHIIUH, JOCTUTAass MAaKCUMaJIbHOTO YPOBHS B TPETHEM TPH-
MECTpe, IpUYeM YPOBHU 3HAUUTENLHO npeBbimatoT 100 en./171 K MOMEHTY pOJIOB.
B To Bpems kak ypoBHu ¢akropa (on Bumnebpanga (VWF) u ¢akropa VIII
(FVII) yBenmumBaroTcs mpu 3m0poBoi 6epemennoctr Ha 200-250 %, y Oepe-
MEHHBIX ¢ Oone3Hbr0 BumieOpanna HabM01aeTCs TOPa3a0 MEHEE BBIPAXKEHHOE
ux yBenmueHue [5.]

OpaHaKo HEKOTOpBIE NEPUOABI T€CTAIMOHHOTO MPOIIECCa, YUNUTHIBASI IIUPO-
KYIO F€TEpPOr€HHOCTh (PEHOTUIIOB M OCHOBHBIX MATO(PU3UOJOTUUECKIX MEXaHU3-
MOB, CBSI3aHHBIX C 3a00JIEBaHUEM, MPEJICTABIISIOT OCOOCHHO OOJIBIITYIO OMTACHOCTh
JUTSI SKEHILMH, CTpajlatoiux 06ose3Hbi0 Buedpanaa.

Pa3nuuHbiil xapakTep U3MEHEHHH, HA0t01aeMbIX BO BpeMsl OEpEeMEHHO-
ctH, gakropa Gon Buinedbpanna u ¢akropa VI (OVIII), Oenka, nepeHOCUMOTO
¢dakropom Bunebpanaa, mpexycmaTrpuBaeT TIIATENIbHOE oOciiefoBaHuEe Oepe-
MEHHBIX KCHIIUH ¢ 00Je3HpI0 Bunebpanaa 1 uiaHupoBaHus Hanbosiee ToI-
XOJISIIIIETO JICYCHHUsT BO BpeMsi poJioB [6].

Ha pannux cpokax 6epemenHoCTH B | TprMecTpe BO3MOKHBI TAKHE OCTIOK-
HEHUS, KaK BBIKUABIII. Eciu mpu mporpeccupoBanuu 6epeMeHHOCTH He HalJIro-
JTAETCSl YMEHBIIICHHE BPEMEHU KPOBOTEUCHHUSI, COXpaHsETCs KpailHe HU3Kas ajre-
3UBHOCTh TPOMOOIIMTOB, OTCYTCTBYET PHCTOMHIIMH-Arperamus, CoJep>KaHue
daktopa VIII-K — ne 60nee 30 %, oueHb BBICOKHIT pUCK KPOBOTEUEHUS U KPOBO-
TOYMBOCTH B IOCJIEPOIOBOM UJIH MOCIIEONEPALMOHHOM MEPHOAAX.

Takue cuTyanuu mpeayCMaTpUBAIOT OO0S3aTENBHYIO MPEIBAPUTEIHHYIO

CIICOHUAJIbHYIO ITIOATOTOBKY K poaaM H OINICPATUBHOMY BMCHIATCIILCTBY. Hauboee



TSDKEJIBIM OCJIOKHEHUEM SIBIISIETCS TIPEKIEBPEMEHHAS OTCIIONKAa HOPMAJILHO pac-
TIOJIOXKCHHOM IJIAIIEHTHI C MOCIICAYIONIMM MAaCCHBHBIM KpOBOTEUCeHHEM [8].

VY xeHmuH ¢ 6one3Hbi0 Buinebpanaa, y KOTopbix 0azanbHble YPOBHHU (akx-
topa Bume6panna u pakxropa VIII >30 en./mn, kak mpaBuito, HOPMaIH3yIOTCS K
KOHILy OepeMEHHOCTH, crenuduueckass aHTUTeMOopparuyeckas MpoQPUIaKTUKA
TpebyeTcs penko. Y MamueHToB ¢ 0a3ambHBIM ypoBHeM <20 em./mim OOBIYHO
HaAO0JII0aeTCsl HE3HAYUTENLHOE €r0 YBEJIMUEHUE, U TpeOyeTCs cieliuPpuiecKkoe ux
nedenue [2]. HekoTophIX KEHIIWH MOXHO JICYHTh JCCMOIIPECCHHOM, TOTAa KaK
naryeHTaM, He pearupyroIuM Ha 3TOT IpernapaTr WA HMEIONTUM ITPOTHBOIIOKA-
3aHMS K HEMY, HE00XOJ1MMa 3aMECTUTENIbHAs Teparnus. Y MOCIeIHUX PUCK Baru-
HaJBLHOTO KPOBOTCUCHHUS BO BPEMS OEPEMEHHOCTH MOKET OBITh YBEIMYCH, IIOTPE-
Oyercsa npoduiakTuka KOHIEeHTpaTaMu (akTopa BuneOpanna. AHaIOTHYHBIM
o0pa3oM y »eHIIUH ¢ 0osie3HbI0 BuiuieOpanaa 2 Tumna, y KOTOPhIX COXPaHAETCS
CHUYKEHHAsI aKTUBHOCTh (pakTopa BusieOpaHia Ha NpOTSKEHUH BCell OepeMeH-
HOCTH, HaOJIO/IaeTCsl YBETUYCHHE AePEKTHOTO SHAOTeHHOTO (hakTopa Buineo-
paHaa. 3To IPUBOJIUT K YBEIMUYECHHIO YPOBHEH aHTUTeHa (hakTopoB Buiedbpanaa
u FVIII, so He k aktuBHOCTH VW. TakuM xeHITMHAM He0OX01Ma 3aMECTHTEITb-
Has Tepanus koHieHTpatamu FVIII/ VWF. Ecnu 3amecTuTenbHY0 Tepanuiio He
MIPOJI0JDKATh B TCUCHUE HECKOJIBKUX JTHEH, TO MOKET BOSHHUKHYTh OTCPOUYEHHOE
MOCJIEPOIOBOE KpoBoTeueHue. YpoBHU (akTopa Buinebpanna u daxropa VIII
OCTalOTCS HU3KUMH Ha TIPOTSHKEHUH BCe OEPEMEHHOCTH Y JKEHIINH ¢ 0OJIE3HBIO
Bunnebpanna 3 Tuna, 94To mpearycMaTpuBacT HEOOXOAUMOCTh Hayada 3aMeCTH-
TEJILHOM TEpaIiu B aHTCHATAIBHOM Tepuoe [2, 6].

Br160p CpOKOB M1 METOIOB POIOpa3pEIICHHS IPOBOAUTCS IO CTAaHJAPTHBIM
aKymepckuM mokazanusiMm. [Ipu cooTBeTcTByIOMIEH MPOOUIAKTUKE KSHIIUHBI C
6omne3Hpi0 Brinebpania MOTYT poskaTh caMoCcTOsATeNbHO. [Ipu perenun Bormpoca
0 croco0e poJopaspelieHns (BarnHAIbHOE MIIM ONIEPATUBHOE), €CITH OKUAACTCS
poxxaenue pedeHka ¢ 0one3npto Buebpanna, onTumaneH Haubosee arpaBMa-

TUYHBIA crnoco0. OnepaTuBHOE poJOpa3pelIeHue IMyTeM KecapeBa CEYeHHUs



MoxHO npoBoauTh npu FVIIL:C e menee 50 %. Bakyym-3kcTpakuus siBIsieTCS
OIACHOM U HE J0JHKHA MPOBOAUTHCS B OTHOUICHUU TUIOJIOB, Y KOTOPBIX MOJ03pe-
BaeTcst 6ose3Hp Buuteopanaa [10]. C yueTom BBICOKOTO pUCKa pa3BUTHUS KPOBO-
TEUEHHUSI BHINMKCKA POJUIILHULL U3 CTAIIMIOHAPA TPOBOJUTCS HE paHEE CEIbMBIX CY-
TOK MOCJI€ KOHCEPBATUBHBIX POJIOB U JIECATHIX CYTOK IOCIIE OINepalui Kecapena
CEUYECHUS.

B craTbke npencraBieHsl 1Ba cirydasi yCIEnHOro BeIeHusl 0epeMeHHOCTH U
poIopa3pelIeHus MaMeHTOK ¢ 0oie3HbI0 Brmebpana.

KJIMHUYECKUHA CITYYAHU Ne 1

[TaruenTtka K., 22 net, Ha cpoke 39 He nmocTynuia B pOAUILHOE OT/ielIe-
Hue IlepunaransHoro nentpa (I111) I'bY3 «Kpaeas knuHuueckas OojbHUIIA
Ne 2» (KKB Ne 2) ¢ xamobamu Ha peryisipubie cxBatku ¢ 22:30. M3 anamHe3a
U3BECTHO, uTO ¢ 2018 r. ObL1a ycTaHoBeHa 00s1e3Hb BuiuieOpanaa, koTopas npo-
ABJISIJIACH YaCTBIMH HOCOBBIMHM KpOBOTeueHUsIMU 110 13 pa3 B aeHb. [lannenTtka
npuHuMaia npenapar Okranat ¢ 2018 r., ¢ mocneayroniei 3ameHoil Ha bepuare,
JEHUCTBYIOIIMM BEUIECTBOM KOTOPBIX SIBJISETCS (pakTop cBepThiBaHUsA KpoBu VIII.
[To ocHoBHOMY 3abosieBanuto nanuenTka K. nadbmoganacs I'bY3 « Knuaunueckuit
onkonornueckuit nucnancep Ne 1» (KO/ Ne 1) MmuHucTepcTBa 34paBoOXpaHEHUS
Kpacnonapckoro kpasi. Hacrosimas 0epeMeHHOCTh TiepBasi, HaCTyMHjIa CaMOCTO-
ATEIIBHO.

TeueHnune OepeMeHHOCTH

[TanmenTka K. BcTana Ha ydeT B JKEHCKYIO KOHCYJIBTAIUIO 110 MECTY KU-
tenbcTBa B 10 Hen. [1epBblid TpUMECTP OCIOKHUIICS PBOTOW CPEAHEN CTENIEHU TH-
kectu. [lo moBogy PBOTHI MPOBOAMIIM KOHCEPBATUBHOE JICUCHUE IIEPYKATIOM.
B 8 u 16 nen manuentka neperecia OPBU, B 18 Hen — ocTphliii TpaxeoOpOHXUT,
OCTPBIN KOHBIOHKTUBUT, 10 MTOBOIY KOTOPBIX ObLiIa MPOBEJCHA aHTUOMOTHKOTE-
panusi Cymamenom 500 B TeueHue 6 AH, HA3HAYEH JIEKCAMETA30H B J103€ 8§ MT

onHokpaTHO. Ha BTOpOoM ckpununre (22 Hem) ObUT BBISIBIICH Y 3-MapKep XpOMo-



COMHBIN aHOMauH (XA): MUKpOTacTpUsi — aHOMaJIUs pa3BUTHSA iona. Ha koH-
CyJIbTalluU FreHeTHKa Oblila OKa3aHa MHBA3UBHAs MPEHAaTaIbHask TUarHOCTUKA, OT
KOTOpPOM TMAIMEHTKA OTKa3aitack. B 33 Hex oHa KOHCYJIBTUPOBAHA OHKOJIOIOM
KOJI Ne 1, o6cnenorana, FVIII — 95,00 %, anturen ¢akropa BumieOpanga —
67,5 %, uTo He MOoTpeOOBaJIO MPOBEACHUS 3aMeCTUTENbHON Tepanuu. B 27 u
34 Hen MalMEHTKA HaXOIUJIACh HA CTALIMOHAPHOM JICYEHHH IO MECTY )KUTEJIbCTBA
B CBSI3M C YIPOKAIOIIUMHU MPEXKIEBPEMEHHBIMU POJIaMU, TJe Mojlydyana KOHCep-
BaTHBHOE JieueHUe (MUIaTu(uuiiHa THIPOKapOOHAT, CIIa3MOJIMTHUKU, MarHe3H-
anbHas Tepanust). B 36 ven Ha Y3U miona B [lepuHaTaibHOM IIEHTpe HE OBLIO
BBISIBJICHO MATOJIOTMHU IJ10/1a, peKoMeH10BaHo poaopaszpemienue B [11[ KKb Ne 2.

Poagopaspemenne

IIpn mocTyrmuieHMHM B pOAWIIBHOE OTHENeHHE llepuHaTalbHOTO LEHTpa
KKbB Ne 2 y maniieHTKM OTMEYaIuch CXBAaTKU Yepe3 Kakapie S MuH, 1o 30 ¢, cpe-
Helt cuibl. [lo Y3U mioga pasmepsl COOTBETCTBYET JOHOIIEHHON O€pEeMEHHOCTH,
npeanonaraembiii Bec mioaa (ITBIT) — 3600—3700 r, mianeHTa pacrnosiokeHa 1o
3aJIHEW CTEHKE MAaTKU B HOPMaJIbHOM IOJIOKEHUH, €€ TOJIIMHA — 38 MM, CTPYKTypa
¢ meTpudukaTamu; creneHb 3penaoctu |l; KoauuecTBo OKONOIIOAHBIX BOJA HOP-

MaJlbHOE, HHAEKC aMHHOTHYeCKOM x)uakocT (MAXK) — 15 cm (Tabnuua 1).

Tabnuma 1 — [Nokazarenu koaryjaorpaMMbl IpY NOCTYIUIEHUU B CTallMOHAP

dubpuHoreH 5,07 r/n
PactBopumblii prbpuH-MoHOMEpHBII Komiutieke (POMK) 26 mr
[MporpomouHoBOE Bpewms ([1TB) 13,8 ¢
AXTHBHUpPOBaHHOE YaCTUYHOE TpoMOoIutacTiHOBOE BpeMs (AUTB) | 29,1 ¢

[IpunsTO pelieHre BeCTu poabl KOHCEPBATUBHO, Y€PE3 €CTECTBEHHBIE PO-
JOBBIC ITyTH. B CBSA3M ¢ BEICOKUM PHCKOM Pa3BUTHS SMHIYPAITBHON TeMaTOMBI Ha
done 6one3nn Bumnedpanga 66110 TOKa3aHO 00€300JIMBaHKE C TTOMOIIBIO HAPKO-
TUYECKHUX aHATbI'C€THKOB.

VY manMeHTKH TMOCIEpONOBBIA TMEpUOJ MPOTEKan Oe3 OCIOKHEHUI

(Tabnuia 2).



Tabnuua 2 — [Toka3aTenu KoaryJorpaMMbl B TOCIEPOIOBOM TIEPHO/IE

OubpuHoreH 4 r/n
PactBopumsiii pubpuH-MoHOMEpHBIH kKomIiuteke (POMK) 26 Mr
[TporpombuHoBOE Bpemst (ITTB) 11,2¢
AXTHBHpOBaHHOE YacTHYHOE TpomOorutacTuHoBoe Bpemsi (AUTB) | 30,7 ¢
AnTturpom6us 11 120 %
Mexaynapoanoe HopMmanu3zoBanHoe oTHomenue (MHO) 0,94

B pesynbTaTe aneMuu J€rkoi CTENeHr MPOBOIUIM TEpANUIo IpenapaTaMu
xene3a. Ha ceabmble CyTKH 1TOCIE pOJOB MAalIMEHTKA ObliIa BBITKCAHA C PEOEHKOM
¢ pexomenaanusamu odpatutbes B KOJ[ Ne 1 ¢ nenbro onpenenenus ypoBHs (ax-
topa VIII, anturena daxropa BumeOpanaa ¢ mocneayromnieit KOHCyIbTaluen re-
maronora KO/[ Ne 1 B utanoBOM nopsike.

KJIMHUYECKUN CAYYAHU Ne 2

[TanmenTka B, 1993 roga poxaeHus, BcTana Ha yYET B AKEHCKYIO KOHCYJIIb-
TaIMIO IO MECTY JKUTENIbCTBA B 9 Hell. I3 anamHe3a u3BectHo, uTo B 2020 r. Obla
ycTaHOBJIeHA OoJie3Hb Buieopanna. B kmnuHuyeckoi KapTUHEe OTMEYaIl OOUITb-
HbIE IJTUTENIbHBIC MEHCTPYaIlUU J0 TPEX HE/eNIb, HOCOBBIE KPOBOTEUCHUS, KOXK-
HBIN reMopparndeckuii cuaapoM. JIabopaTopHo onpeaessiii UHUITMATBHBIN ypo-
BeHb (pakTopa BumneOpanma — 25 %. B Tedenne 6 Mec manueHTKa Haxoauiaach Ha
3amectutenbHor Tepanuu paktopa VIl u dhaxropa Bunnedbpanna — no tpedoa-
HUto 8§ (hakoHOB, 3aTeM 6 mec — 16 dakoHOB. DddekTa OT Tepanuu He HAOIIO-
nanu. Jlanee B TeueHue roja naeHTka npuHuMana ButraMut C, (honneByro Kuc-
JIOTY W MIpenaparsl xkee3a, Ha ’TOM (POHE OTMEUaIl UCUE3HOBEHUE CUMIITOMOB.
Hacrosimas 6epemenHocTs BTOpas, nepsast osu1a B 2014 r. Ponopasperienue my-
TEM ONEpPALMH KEcapeBa CEUCHUsI B CBS3H C KPYIHBIM TuiogoM (4620 r).

Teuenne GepeMeHHOCTH

Ha cpoke 14 nen nanuentka B. mepenecna OPBU 6e3 mongsema temmepa-
Typbl. JleueHne ocyIecTBisAIa CaMOCTOATENBHO MpernapaTaMu: JapUIPOHT, aK-

Bajsiop. B Tpethem TpumecTpe ObliIa HampaBlieHa Ha KOHCYJIBTAIIMI0 K OHKOTeMa-



tosiory B KOJI Ne 1. KoncynpTanuro He mpoiuia, npenaparsl s 3aMeCTUTENb-
HOM Tepanuu He mnosy4vana. [lanmeHTka Oblia KOHCYJIBTHUPOBAHA T'€MAaTOJIOTOM
KKB Ne 2, 1o akymmepckoii cuTyaru ObIJI0 pEKOMEHIOBAHO POJIOpa3pEIICHHE.

Poxopaspeuenue

Ha cpoxe 39 Hen 1 neHp nanueHTka NocTynuia ¢ kaiodamMu Ha OTXO0XK]Ie-
HUE CBETJIBIX OKOJIOIUIONHBIX BoA. C yd4eToM MpeKIEBPEMEHHOTO U3IUTHUS OKO-
JIOTUTOAHBIX BOJI Y O€peMeHHOM ¢ pyOIloM Ha MaTKe Mociie onepaluu Kecapena
CEYEHMsI, 0TKa3a OT KOHCEPBATUBHOI'O BEJICHMS POJIOB COCTABJIEH ONEPATHBHBIM
1aH oocienoBanus U pojoB nanueHTku. 1o Y3U IIBIT — (3390 + 497) r; muna-
LIEHTA 110 33JHEH CTEHKE B HOPMaJIbHOM IOJIO’KEHUH, cTerneHb 3penocTH 11, Ton-
muHa pyona 2—2—2 MM (Tabauip! 3-5).

Tabnuma 3 — O6muii aHAIKU3 KPOBU IIPU MOCTYIUICHUU B CTAIlIOHAD

JIeHKOIUTHI 13 10-9/n
OPUTPOLUTHI 4,18 10-12r1/n
I'emorimobuH 10,6 r/n
I"'emaToKpuT 325%
TpomOouUTHI 349 10-91/n

Tabnuma 4 — Koarynorpamma npu nocTyIIeHUH B CTallHOHAP

OubpuHOreH 4,98 r/n
PactBopumslii hudpuH-MoHOMEpHBIi Komiuieke (POMK) 22 mr
[MporpomouHoBOE Bpems (I[1TB) 129c¢
AKTHBUpPOBaHHOE YacTHYHOE TpoMOoIutacTuHoBoe Bpemst (AUTB) | 25,5 ¢

Tabnuua 5 — buoxumust KpoBH MU MOCTYIIJICHUHU B CTAI[IOHAP

C-peaktuBnbiii 6enok (CPB) 4,3 mr/n
OO6muit 6enox 62 1r/n
MoueBuHa 3 MMOIB/T
Kpeatunun 66,9 MKMOJIB/1T
OO0t GunupyonH 6,5 MKMOJIB/TT
I'moko3a 5,08 MMoOIB/IT
AcnapratamuHoTtpancdepasa (ACT) 57 En./n
AnannaamuHoTpancgepasza (AJIT) 39 En./n
[lemounas pocdaraza 153 En./n
Jlakrataeruaporenasza (JIAI) 318 En./n




10

B cBs13u ¢ pa3BuBIIeiics OCTpOi TUITOKCHEN Ha (pOHE BO3HUKILIEH POAOBOM
NesATEeILHOCTH POKEHHUIIAa Obla mpoornepupoBaHa. [Ipu kecapeBoM ceueHUH Me-
TOJIOM aHeCTe3uu ObLIa BhIOpaHa CIIMHHOMO3TOBas aHecte3us. Poaunace noHO-
meHHas aeBouka maccoid — 3110 1, niuHOM — 54 ¢M, C OIEHKOH 110 IKaie Anrap
8-8 Oamog. [locnen oTnenuics caMoCTOSATENbHO, y1aleH 3a mynoBuHy. [Ipodu-
JAKTUKY TOCIEPOJOBOTO KPOBOTECUEHUS MPOBOIMIH KapOeTounHoMm. Oneparus
npoiiia 6e3 ocinoxkHeHui (Tabauna 6). O0mas kpoonoteps coctapuia S00 M.
[Tocne omepanuu nanueHTKa ObUTa MIEpeBeieHa B OTAelNeHne peannmanuu. [lo-
CIICOTICPAIIMOHHBIX OCIIO)KHEHUN HE HAOJII0AaI0Ch, COCTOSIHUE COXPAHSIIOCH CTa-

OWJILHBIM.

Tabmuna 6 — O0mmii aHATH3 KPOBU B TIOCIIEPOAOBOM TIEPHOJIC

JleKoLuTEI 7,55 10-9/x,
OPUTPOLIUTHI 2,94 10 - 12r/n
I'emornooun 10,0 r/n
I"'emaTokpuT 32,0%
TpomOoUIUTHI 498 10-91/n

Tabnuna 7 — KoarynorpamMa B mociepo0BOM NEPUOE

®ubpuHOreH 6,83 r/n
PactBopumslii prbpuH-MoHOMEpHBIH Komiutieke (POMK) 26 mr
[TporpomoOuHOBOE Bpems (I[ITB) 134 ¢
AXTHBHPOBaHHOE YaCTUYHOE TpoMOoIutacTHHOBOE BpeMst (AUTB) 29,8 ¢

Tabnuia 8§ — buoxumusi KpOBH B TIOCIEPOI0BOM TIEPHO/IE

OO0muii 0emok 54 r/m,
MoueBuHa 3,8 MMOJIB/1
Kpeatunun 67,2 MKMOJIB/1
OO6muit GunupyonH 3,5 MKMOJIIB/T
I'mroxo3a 3,54 MMOJIB/T
Acnapraramunorpancdepasa (ACT) 20 Ex./n
AnanunamuHoTpancdepasa (AJIT) 23 En./n
Jlakratneruaporenasza (JIJAI) 323 En./n

[TocneonepanmoHHbIil TIepuoA MpoTeKkan 0e3 ociaoxxkHeHui. PonunbHHIA
Obla BbIUCaHa oMo ¢ pedenkoM Ha 10-e cyTku. [lanmeHTke pekoMeHJ0BaHO

oopatuthcst B KO Ne 1 ¢ uenbto onpenenenust ypoBHs paxropa VI, anturena
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daktopa Bunnebpanna ¢ mocnenyromiei KOHCYIbTaIluel TeMaToI0Ta B TUNITAHOBOM
HOPSIZIKE.

BbBIBO/IbI

B npuBeneHHbIX KIMHUYECKUX CUTYalUsAX IPEACTABIECH ONBIT YCIEUIHOTO
BeJIcHUsI OepeMeHHOCTH Ha (poHe Oose3Hn Bunnebpanna. HecMoTps Ha Hannume
PHUCKOB U OCJIO)KHEHUW ITPHU 3TOM 3a00JI€BaHNH, C YUYETOM FE€TEPOr€HHOCTH TUIIOB
0one3nn BuineOpanna 1 0COOEHHOCTEN UX JICUEHHUs, BEACHUE OEPEMEHHOCTH B
YCJIOBHSIX MHOTONPO(UIBHOIO CTallMOHapa U pojopaspemenue B Ilepunaraib-
HoM 1ieHTpe 3A rpynnsl KKB Ne 2 no3Bonuim 1ocTiyb 01aronpusTHOr0 KCX0oAa

JUTSL MaTepu U peOCHKa.
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