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Pe3iome. HacnefcTBeHHbIE reMopparnyeckme 3aboneBaHus y aeTeit IBNSIOTCS Cepbe3HOM MPOONEMON B XMpypruye-
CKOMW MpaKTWKe, Tak KaK acCoLMMPYIOTCS C BbICOKUM PUCKOM KPOBOTEYEHMI BO BPEMS onepaLyu U NocTonepaLyoH-
HOM nepuope, UMeLOT CBOM 0CODEHHOCTU 3aXmMBNeHUs 1 hopMMpoBaHKs pybua. MpeacTaBneH KNMHUYECKUI CyYan
no3sgHew anarHocTvku bonesHu BunnebpaHaa 2 Tuna y pebeHka AByX NET C OCTEOMUENUTOM BEPXHEN YEIOCTU ClieBa U
abcueccom AHa opbUThI NEBOTO rnasa, 0cobeHHOCTU CMHAPOMA KPOBOTOUMBOCTM B NEpPUONEPaLMOHHOM NEPUOAE Npu
OTHOCUTENbHO Y0BNETBOPUTENbHbIX NMOKa3aTeNsix KoarynorpamMmmbl 1 Konuyectsa Tpomboumtos. CTaTbs NpegHa3Haye-
Ha NS XpYpro., CTOMATO/NOrOB, NeA1aTPOB, OTOPUHONAPVHIOMNOIOB.

Summary. Hereditary hemorrhagic diseases in children are a serious problem in surgical practice, as they are associated
with a high risk of bleeding during surgery and in the postoperative period, have their own characteristics of healing and
scar formation. The article presents a clinical case of late diagnosis of type 2 von Willebrand disease in a 2-year-old child
with osteomyelitis of the upper jaw on the left and an abscess of the orbital floor of the left eye, features of the bleeding
syndrome in the perioperative period with relatively satisfactory coagulogram and platelet count. The article is intended

for surgeons, dentists, pediatricians, otorhinolaryngologists.
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50He3ﬂb Bunne6panma (bB) otHocuTcs k Hanbonee
pacIpoCTpaHeHHBIM HaC/IeCTBEHHBIM KOarysomna-
TUAM, OOYC/IOB/IEHHBIM CHIDKEHUEM KOMNYeCTBA VN
HapyienreM ¢yHKuu ¢pakropa Bunnebpannga (VWE).

Kopuposanue no MKb-10: D68.0 — bonesub Busne-
Opanpa.

bB mMeer ayTOCOMHO-IOMMHAHTHBIN WM pexe —
ayTOCOMHO-PELIeCCYBHBIN TUIT HACTE[OBAHMA C BBICO-
KOJl BapuabeIbHOCTbIO KIMHMYECKUX IIPOSBICHUN B
BUJIe TEMOPPArnyecKoro CMHAPOMa pas3INyHOl CTelle-
HM BBIPOXEHHOCTH, C HU3KUM ypoBHeM VWF B kpoBnu
WIN KaueCTBEHHBIM ero Je(eKToM, CHIDKeHIeM Koary-
nsiHTHON akTuBHOCTH VIII hakTOpa, HUSKMMU BeTN4n-
HaMW aJTe3VBHOCTY ¥ PUCTOLETUH-arperanym TPOM-
6ounros [1, 2]. B 6onpmnHCcTBe cry4yaes bB aBnsercs
pesynbratoM MyTauuu B reie ¢ vVWE, koTopsiit nsme-
HAET KOMYECTBO 1 PYHKIUIO K/I0YeBOTO IIMKOIPOTe-
MHa KaK B IIEPBUYHOM, TaK U1 BO BTOPUIHOM IeMOCTa-
3e [2, 5, 10].

C/OXXHOCTb OMAarHOCTMKM J[AHHOJ KOary/lonaTun
3aK/II04aeTCs B TOM, YTO OHA He BBIAB/IAETCA PU IIOMO-
M CTAaHJAPTHON KOAryJIOTPaMMBl, a Tpe0OyeT IpuIie/b-
Horo wmccrenoBanus aktuBHocTu XIII dakropa, 4To
HIPUBOIUT K HECBOEBPEMEHHOIA, MO3/IHEN ITOCTAaHOBKE
muarsosa [3, 4, 10].

Oco6eHHO 3TO KacaeTcsi OO/IbHBIX, KOTOPbIE IIOCTY-
IIIM Ha OIlepaTUBHOE JIeYeHMe 110 SKCTPEHHBIM ITOKa-
3aHUAM B TOPOJACKYI0 KIMHNYECKYI0 OOnbHuIy. ¥ Ta-
KJX NAIMIEHTOB MOTYT OBITh KPOBOTEUYEHVS Pas/INYHON
CTeIeHY BBIPAXKEHHOCTH, KOTOPbIE TSKE/IO TOAAI0TCA
CTaHJAPTHBIM METOJaM OCTaHOBKM, IIPM YHOBIETBOPHU-
TeJIbHBIX II0OKa3aTe/AX KOAryJIorpaMMbl M KOIMYeCTBa
TPOMOOLIMTOB.

YacTora BcTpevyaeMocTy B nonynAuys — 0,5-1% Ha-
CeNeHNsA, PACIPOCTPAaHEHHOCTD KIMHNYECKN 3HAYMMBbIX
¢dopm - 1-2 Ha 10 000 genosek [2, 5]. B 70-80% ciy-
JaeB 3a00JIeBaHIIe MIMEET JIeTKOe KJIMHNYECKOe TeUeHue,
Y OCTa/IbHBIX HaOMIONAI0TCS CPeHETsDKeIble WM TsKe-
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JIble KJIMHIYEeCKIe IPOsAB/IeHNA TeMOppParndeckoro C1H-
npoma. B Poccun BB HabmroaeTcst 3HAYMTENBHO PedKe.
Tak, mo ganueiM A.T. Augpeesoit (2013), pacipocTpa-
HeHHOCTb bB B momysAuum He focturana 1% u koneba-
mack ot 0,0001 1o 0,018%, 4uTo CBsI3aHO ¢ peobIagaHm-
eM JIeTKUX 1 6ecCUMITOMHBIX (OpM, a TaKXKe HU3KON
JOCTYITHOCTBIO Ta00PATOPHOI AUATHOCTUKH [6].

VvWF cunTesupyeTca u ceKpeTUpyeTcsi COCYAUCTBIM
SHJIOTE/IMEM, OH CIIOCOOCTBYET aire3nyu TPOMOOLUTOB
B IeMOCTa3€, TEM CaMbIM COJIe/ICTBYET IIPMCOENVIHEHIIO
TPOMOOLIUTOB K CTEHKe COCyZa. DTO IOMOraeT TpoM60-
LUTaM CKJIEUTbCSA, 00pa3oBaTh CrYCTOK B MeCTe TPaB-
MBI I OCTAaHOBUTb KpoBoTedeHue. VWF mpenArcreyeTr
npexpeBpemenHoit uHakTuBauuu VIII dakropa cBep-
TBIBAaHMs KPOBMU, ABIAACH €r0 INEpeHOCUMKOM. Y ue-
noBeka ¢ bB Hapymaetcsa ofHO U3 3BeHbeB 0Opa3oBa-
HUA KPOBSHOTO CrycTKa [7]. B GonpummHCcTBE CrydaeB
npu BB, B oTmune ot remodunii, KpOBOTEYeHE UMe-
€T JIETKYIO M/IY YMEPEHHYIO CTEIIeHb TKeCTH. TsKenble
KpOBOTEYeHNA MOTYT BO3HMKATD IIPY TpaBMax WIN UH-
Ba3VBHBIX IpoLefypax y nanueHTos c III Tumnom n y He-
KoTopbIx yu1i co II tumom BB (3, 4].

B 3aBUCHMOCTM OT COOTHOIIEHMUS aKTMBHOCTH aH-
turena FXIII-A n FXIII-B pasnmnuaror Tpu tnna gedu-
LuTa:

e I tun - cumwxenme axtuBHocTu FXIII BcrmemcTBue

CHIDKEHIS MaJIOro KOMM4ecTBa A-CyObeiMHUIIBL;

o II Tun - gocTaTOYHOE KONMMYECTBO aHTUTeHa A-Cy0b-
eIVHNLILL, HO Y HeTO pa3/IiyHasA CTelleHb aKTMBHOCTY;
o III tun - camwxenne akTuBHOCTH FXIII 32 cueT ma-

JIOTO KOIM4ecTBa B-cyobenuHNIbL.

I n IIT Tumpl, KaK NMpaBUIO, XOPOLIO AUAarHOCTUPY-
I0TCA IIpYM CKPMHMHTOBBIX T€CTaX Ha OIpefe/leHNe aH-
Tureda VWE Tak Kak oHU O6yC}IOBHeHbI YaCTUYHBIM
WIN ITyOOKUM KOMMYeCTBeHHBIM fAeduuyroM. Kiac-
cudukanus II Tuna BB sBnsercs Hanbomee CIOXXHBIM
BApMAHTOM [JIA OMArHOCTUKY, TaK KaK MMeeT YeTbIpe
nopTuma (2A, 2B, 2M, 2N) ¢ PpasIMYHBIMY KavyeCTBEH-
HbpiMU Hapymenusamu VWE [7, 8, 10].

OCHOBHBIM KIMHMYECKUM IpOsIB/IeHUEM SABJIAETCA
reMOpparn4ecKuii CMHAPOM, KOTOPBII MOXeT OBITb MU -
KPOLMPKY/IATOPHBIM (JleCHeBble, HOCOBBIE, JTYHOYKO-
BbI€ TUIIBI KPOBOTOUYMBOCTI) VIV CMEIIaHHBIM (MUKpO-
LVIPKY/IATOPHO-TeMaTOMHble). OfHaKo XapaKTepHOI
gyepToll bB siBnsieTcA BBICOKAA 4acTOTa KPOBOTEUEHNIA,
a TaKXKe JINTe/IbHOE 3aKMBJIeHNe PaH, fedekTHoe dpop-
MIpOBaHMe pyOLIOBOJ TKaHM, HeBBIHAILINMBaHMe Oepe-
MeHHOCTH [7, 8, 10].

Knnunyeckne npossnenns bB dame Bcero BcTpe-
YaIOTCA Y JleTell IepBbIX IIATYU JIeT, YYUThIBasA 0COOEH-
HOCTY UX IICUXOMOTOPHOTO U (PM3NYECKOTO Pa3BUTHA,
ABUTATe/IbHYI0 aKTVBHOCTDb U BBICOKYIO CTEIIEHb TPaB-
Matu3auuu. JJuarHocTukKa HauMHaeTcss co cbopa ce-
MEJHOTO ¥ IIepCOHATbHOTO aHaMHe3a >KM3HU U yCTa-
HOBJICHVMsI Ha/IN4NA TeMOPpParm4eckoro CHMHApPOMa Yy
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HalJieHTa, OLeHKM KOCTHOM CHUCTeMBI, KOTOpble KOC-
BEHHO I03BOJIAIOT 3aMIO[JO3PUTh PACCTPONCTBA OIpefe-
JIEHHOTO 3BeHa reMocTasa [7].

B cBoeil mpakTM4YecKON HAeATeNTbHOCTU XUPYPIH,
CTOMATO/IOTY, TeAMATpPbl NpPU OKA3aHUM SKCTPEHHON
rmoMomy nanyeHtaMm ¢ bB moryT ormedaTh CMHApOM
KpOBOTOYMBOCTY, YBe/lIM4YeHNE CPOKOB BOCCTAHOBIIE-
HIIS TKaHel, 0co0eHHOCTN GOopMUpOBaHMA pyOLa, 4TO
K/IVHIYECKY [IOMOTaeT 3aIll0f03pUTh BPOXXAEHHYIO Ia-
TOJIOTUIO TeMOCTa3sa.

SpxuM mpuMepoM B Halllell IpakTUKe CTaa KINHU-
4eCKMIl Cydart mo3Heit auarHocTuky geduunra FXIII
¢dakTopa ¢ 0COOEHHOCTBIO TeYeH Vs THOHOTO BOCIIajIe-
HUsI, TOCTOIEPAIMOHHOTO TIepUOofia U mepuofa peabu-
JIUTALNN.

Manbuuk, 2 ropa 8 Mec, TpaXflaHMH TagKUKMUCTa-
Ha, IIOCTYNIII Ha BTOPBIE CYTKM 0OJIE3HM C KJIVHMKOI
OCTPOTr0 THOMHOTO NEePUOCTUTA BEPXHENl YeTI0CTH Cle-
Ba, XPOHNYECKOTO IIEPMOAOHTITA 64-T0 3yba ¢ >kanoba-
MU Ha NIPUITYXJIOCTb ¥ 60/Ib B 00IaCTY JIEBOJI TIOJIOBU-
HbI JIML}A, [IOBbILIEHVE TeMIlepaTypsl Tena go 37,5 °C,
0eCIIOKOJICTBO U OTKAa3 OT ejbl. Ma/IbuuK OT IepBoii He-
PEMEHHOCTH, POAWIICA B CPOK Ha 38-11 Hefiezie C Macco
2850 1, muHa Tena — 49 cM. PanHuii nepuop pocra u
Pa3BUTHUA IPOTEKAN I7IafIKO, HAa IPYSHOM BCKapM/IMBa-
HUM 10 TOZIa, ICUXOMOTOPHOE U PM3MUeCKOe pasBUTHE
COOTBETCTBYIOT Bo3pacTy. Co ClIOB ponuTeneit, Hacuesn-
CTBEHHBIII aHaMHe3 He OTATOlIIeH, a/7IeprnyecKux Ipo-
SIBIEHU He ObUT0. ManbumMK C POXKIEHUS MPOKUBAET
Ha Tepputopuu Poccun, IpuBKT 1O KajeHApIo.

[To 9KCTpeHHBIM IOKasaHUAM ObUI yHaleH 64-it
3y6. Ilocme BMelIaTe/nbCTBa COXPAHIOCh KAaNVIUIAP-
HO€ KpOBOTEYEHMe U3 OINEpPALMOHHON paHbl, I'eMO-
cTta3 6bUI HOCTUTHYT 4Yepe3 40 MUHYT. Bbu1 B3AT 1O-
CeB M3 paHbl Ha YYBCTBUTEIBHOCTDb, IOTYYEH POCT
Streptococcus viridans ¢ 4yBCTBUTENIBHOCTBIO K Iiede-
UMY, [UIPOQIOKCAlNHY, KINHIAMULIVIHY, JTMHe3a/I1-
Iy, NEHUIVUIVMHY, BAHKOMULIMHY, Pe3MCTeHTHOCTBIO K
a3UTPOMMLMHY. OMIMPUYecK) ObIIa Ha3HaYeHa aHTHU-
OakTepuanbHas Tepamys B BUJIe BHYTPUBEHHBIX MHDB-
exuuit (neoTakcum).

B cBs13U € TsKeCTBI0 OCHOBHOTO 3a00/€BaHUs 1 He-
COCTOSITENTBHOCTBIO B paHHEM ITOCTOIIEPAIIOHHOM IIe-
puofe reMOCTas3a BBIIOMHANOCH Tab0PaTOPHO-UHCTPY-
MeHTa/lbHOe oOceoBanme. B obiem aHammse KpoBu —
neikounTos mo 20,2 x10° ¢ TPaHyIOLNUTO30M Jio 82,4%,
reMor7io6uH — 116 1/, TpomboruTs — 192 x10°, oBBI-
merrie COJ - 60 mm/4. B 61oxnumMmdecKkoM aHamm3e ot-
ME€YaJIOCh He3HAYNTeTbHOE IOBBILIEHNE CORep)KaHmA
neyeHo4YHbIX TpaHcammuas (ACT - 68 En/n, AJIT -
55,5 En/n), noBbitenne ypoBH:A C-peakTMBHOTO OeKa
(CPB) po 55, 4TO COOTBETCTBOBAIO KIMHNYECKON Kap-
TyHe POpMMpPOBaHNS THOHOTO ovara. [[pyrue nokasa-
Tenu ObUIM B TIpefieNiax BO3pacTHO HOpMbI. [1pu oreH-
Ke IJIA3MEHHOTO TéMOCTa3a BBISB/ICHO He3HAYNTENbHOE
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HOBBILIIEHVIE KOINYeCTBA PaCTBOPUMBIX (HMOPIH-MOHO-
MepHbIX KoMIUiekcoB (POMK) go 6 mr% (Hopma — 1o
4 Mr%), 4TO XapaKTepHO IJI TUIIEPKOATY/IALVM, 00y-
C/IOB/IEHHOJI OCTPBIM OaKTepManbHBIM BOCHA/ICHUEM.
JIpyrre mokasareny KoaryJlorpaMMbl ObUIM B IIpefie-
JIaX HOPMBI: aKTMBMPOBAaHHOE YaCTUYHOE TPOMOOIIIa-
ctuHoBoe BpeMs (AYTB) - po 26,1 ¢, TpombuHOBOE
Bpems — 16,4 ¢, dubpunoren — 3,9 r//1, KOHLIEHTPALS
nporpombuHa — 124,043%, MeXXyHapOHOE HOpMaIu-
3oBaHHOe oTHOUeHue (MHO) - 0,902, mpoTpombuHO-
Boe BpeMs — 10,4 ¢, arperauys TpombounTos — 10 c.

C y4eToM Ha/M4Ms THOHOTO BOCIAJIeHVs B 06a-
CTV BepXHell 4e/MoCcTy peOeHKy OblTa IpoBeieHa PeHT-
reHorpa¢usa IpUAATOYHBIX Ma3yX HOCA, YTO MO3BO/NU-
JI0 AMATHOCTMPOBATD TafiMOPONIATHIO C 00EUX CTOPOH.
Manbumk OBbII IPOKOHCYIBTUPOBAH OTOPMHONAPUH-
TOJIOTOM, HA3HA4YeHO CHUMIITOMATHYeCKoe JieueHMe.
B nuHaMuke HabIIOa/IOCh HEKOTOPOE YIy4IIeHMe CO-
CTOSIHVS ¥ CAMOYYBCTBMS pebeHKa: OH cTaj 6ojee ak-
TUBHBIM ¥ OOILIVTEIbHBIM, OJHAKO COXPAHAIACH JIU-
XOpafiKa C TEHJEHUMEN K IOBBIMIEHNI0 O 38,5 °C.
B obmactyu BepXHeil 4eTIOCTI C/IeBa COXPAHSNCH OTEK,
MHQUIbTpauMs U 60/Ie3HEeHHOCTb MATKYX TKaHell. [1pu
3TOM JIYHKa 64-r0 3y6a OblIa YMCTOI, HO MEIJIEHHO II0-
KpBIBa/ach peIxibiM GubpuHOM. K naTeiM cyTkaM Ha-
Omofamach OTpUIATeNIbHAA [MHAMMUKA: YCUIMIICDH
IpU3HAKM BOCHAJIEHNs C IIePeXOofoM Ha 00/macTh Jie-
BOJ1 OpOUTHI, OOLIEKIMHIYECK e CUMIITOMbBI MHTOKCH-
Karyy. [To sKCTpeHHBIM IOKa3aHMAM OblIa IpOBeieHa
KOMITbIOTepHas TOMOTpadus INIEBOTO OTHENA Yepela,
YTO MO3BOJIVJIO BBISABUTH OCTEOMIENTNT BEPXHEN YeITio-
CTH c7leBa ¥ abcliecc JHa OpOUTEI C/leBa, TOTA/IbHYIO CU-
Hycomnarui. [Ipu moBTOpHOM /1a60paTOpPHOM 06CIERO-
BaHUM 3HAYNTeNbHO yBemmummucb COI — go 80 mm/y,
yposenb CPb - o 115.

ITo 9KCTpeHHBIM ITOKa3aHMAM Ha IIATbIe CYTKM C MO-
MEHTa TOCHUTAIN3ALNM ObIIO IPOBEIEHO BCKPbITHE U
IipeHMpoBaHye abcrecca THa OpOUTHI C/IeBa HAPY>KHBIM
pocrynom. Oneparpys mpouuia 6e3 0ClIoXKHeHMIt, Kpo-
BoroTepst coctaBwiaa 5 mit. K aHTubakTepuanbHOiL Te-
pamuu 6bUT f0OaB/IeH METPOHMA30T BHYTPUBEHHO B
BO3PAaCTHOII JO3MPOBKe.

OpHako 4yepes IIeCTb YacOB V3 PaHbI B IOAITIA3HIY-
HOJI 0071aCTY ¥ B IOJIOCTY PTa Ha4a/I0Ch 0OMIbHOE KPO-
BoTedeHMe. [Ipy peBusun pan onpenenanocs guddys-
HO€ KpPOBOTEYEHME II0 BCE PaHEBOM IIOBEPXHOCTMU.
OcCTaHOBUTD KPOBOTEUYEHNE METOZIOM 3/IEKTPOKOATYLA-
LUV He YAA/I0Ch, [I09TOMY PaHbI ObUIV YIIUTBI Y3/IOBBI-
MM IIBaMJ HAI/TyX0 C HAJIO>KEHVeM JaBsAIell ITOBA3KIL,
HOCJIe Yero KpoBoTeueHe 610 0cTaHoBIeHo. KpoBso-
norepsi cocraBula npumepHo 150 M. PebeHok 6b1r 1e-
PEBENiEH B OTHE/IEHNE PeaHUManM Ha 12 9acoB C 1e/IbI0
HaO/ofieHNs1. B paHHeM 1moc/eonepaioHHOM Iepuosie
ypOBeHb reMorno6mHa coctaBui 111 /1, Konn4ecTBo
aputpouuToB — 4,38 x10'3, remaTOKpuUT — 33,3, 4TO MOA-
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TBEPAWIO OTCYTCTBYE IIAaTOJIOTMYECKMX II0Tepb KPOBH,
COXPaHHOCTb TPOMOOLIMTApHOTO 3BeHa (CofepKaHue
tpoMbounToB — 232 x10°). KomnyecTBO 1eKOLUMTOB
CHM3WIOCH 0 8,35 x10° ¢ BOCCTAaHOBJ/IEHMEM JIEMKOL M-
TapHOI GpopMy/bI (ypoBeHDb HeNTpodunoB — 1o 44,9%,
numoouuToB — 10 40%), YTO CBUJETENIBCTBOBANIO 00
3¢ deKTUBHOI CaHAIUY THOVHOTO OYara.

Tem He MeHee wucciaemoBaHNMe IUIAa3MEHHOIO 3Be-
Ha remocTasa BeLABWIO yanuHeHne AYTB mo 59 ¢ npu
pedepeHCcHBIX 3HaueHMAX 25-36,5 ¢, YTO MOITIO CBU-
IeTenbCTBOBATh O meduunre mmasMeHHOro QaxTopa
cBepThiBaHMA. [Ipy MOBTOpPHOM MCCIeOBaHUY, KOTO-
poe ObIIO IPOBEMIEHO CITYCTA ABOE CYTOK, B KOAryyo-
rpaMMe OTMeEYajoch BOCCTAaHOBJIEHNE IIOKasaTeselt:
AYTB - 28,5 ¢, nporpombuHoBOe Bpemsi — 11,6 ¢, MHO -
1,02, arperaumsa TpOM60]_H/ITOB - 15 ¢, Tp0M6MHOBoe
Bpems — 17,1 ¢, dubpuHoreH — 2,44 /71, KOHLEHTPALIUS
nporpombuna - 97%, D-gumep — 338 ur/mn, POMK -
4,5 mr%. V1 3a sToT mepuop y MaabpuMKa He ObUIO IIO-
BTOPHBIX KPOBOTEUYEHMIA, YTO ITO3BO/INJIO HAM IIPOJOTI-
XKUTB JIe4eHNe OCHOBHOTO 3a00/IeBaHMA.

B panbpHeleM COCTOAHNME M CaMOYyBCTBUE pe-
OeHKa YIy4YlIMIOCh, KYINMPOBANINUCh JUXOpajKa MU
CUMIITOMBl MHTOKCMKALVV, HOPMAaJIM30BAIUCh aK-
TUBHOCTDb U aNIeTUT, TeMOPPArnIecKoro CUHApOMaA
He OBUIO. YUYUTBIBAs IONOXUTETbHYIO KIMHUKO-JIA-
0OpaToOpHYI0 AUHAMMKY, aHTMOAKTepuanbHas Tepa-
nusA OblTa 3aBepllieHa 4yepe3 JiBe HefelM MOoC/Ie IO-
CIIeJJHEN OIepaLun.

B To e BpeMsA MBI OTMeYajIM O4€Hb MefITIEHHOE KY-
IVPOBaHNe BOCHAJIEeHNA B 00/IACTY BEpXHEN YelToCTH
U JIHA JIeBOJl OPOUTHI, IIUTEIbHOE 3aKUBJIEHNE PaH C
dbopMuUpoBaHMeM PBIXIBIX (PUOPMHOBBIX HaIOXKEHWI
Ha C/IM3YCTON 000JI0UKe 1 MeJ/IeHHOE 3>KUBJICHNE PaH.
Py6er; Ha xoxxe B o61mactu neBoit opouts chopmupo-
Bajics arpodudecknM (puc. 1).

Masp4umk ObUT BBIINMCAH JOMOIL Ha 27-€ CYTKU C MO-
MEHTa HOCTYIUIEeHNS B YJOB/I€TBOPUTEILHOM COCTOS-
HUY NOf HaO/TIofleHe TIeAnaTpa U reMaToIora.

B Teuyenne mecsirja pe6eHOK HAXOAMIICS HOJ HAaOIIIO-
JleHJeM YeTTI0CTHO-/INIIEBOTO XMPYPra, a TAKXKe IPOoIIesT
obcneoBannue B reMaTonormdeckom ornenednu I'bY3
«Moposzosckas II'KD [I3M». PesynbraTsl AMarHOCTUKA
MO3BO/IM/IN BBIABUTD y pebenka bB II tuma (He3snaun-
TenbHOe CHIDKeHMe ypoBHA VWE — 53%, anTurena vWFE -
59%, ocTanmbHbBIe (AKTOPBI, arperauus TPOMOOLUTOB
- B mpepenax Hopmbl). Ha ocHOBaHMM pesynbraToB
obcnenoBaHusa pebeHKy OBUIO PEKOMEHJOBAaHO OIle-
paTMBHOE JIeUeHNUe TOIbKO B CIIydae KpaliHeil He00Xo-
AVIMOCTY, HalpuMep, IpU TPaBMax, IOf, HaOTIOfeHN-
€M reMaToJIora ¢ IpuMeHeHMeM KOHIIeHTpaTa (akropa
VIII + vWF (Bunate, Temarte II).

B HacTosA1ee BpeMaA MaTbuMK PACTeT U pa3BUBAETCA
B COOTBETCTBUU C BO3PAcTOM, IOCELIAET AeTCKue KO-
JIEKTVBBI, He VIMeeT OTPaHNYeHNI 10 (U3NIeCcKO aK-
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MPAKTIKA

neavartpa

Puc. 1. Atpocmyeckuin pybel, B 0bnactv nesov opouTbl
(nocne BbINKCKK)

TMBHOCTMN. POI[]/ITCTII/I n CIIEnMaancTbl 10 MECTY JKU-
T€/IbCTBA MMEIOT YE€TKNE PEKOMEHOALNM IO TAKTUKE
BeAEHN ITAMEHTA B SKCTPEHHDIX C/TyYaaAX.

BbIBOAbI

Ba)XHO IOMHUTb O HAC/IeCTBEHHBIX KOATy/IONaTUX,
KOTOpble Hamubosee pacImpoOCTpaHeHbl Cpefy BCeX Ia-
TOJIOTMIA T€MOCTa3a U ABIAKTCA OCHOBHOV IPUYMHONM
KpoBOTedeHuIt. Yalle Bcero ¢ BIEpBbIE€ BBIABIECHHON
IaTO/IOTHel TeMOCcTa3a (0COOEHHO Y JieTeil IePBbIX JIeT
KM3HM) BPauyl CTA/JIKMBAIOTCA HA STaIle OKa3aHMA 9KC-
TPEHHOII XUpyprudeckoit momomu. Koapcrso 60res-
HY Buie6panpa 3ako4aeTcss B TOM, 4TO IaXKe XOpO-
IO COOpaHHBIN CeMeVIHbII aHaMHe3, aHaMHe3 >KU3HU
MMall€eHTa, OTCYTCTBME Te€MOpPParmdecKoro CHMHApPOMa
He JJal0T BO3MOXXHOCTM WCKIIOYNUTH (7160 IOpTBep-
mutb) bB. U nedpunur vWF He BbIABIACTCA IPU IIOMO-
IV CTAaHJAPTHO KOATyTIOTPaMMBl, @ TpeOyeT IpUIeb-
Horo uccnegoBanys aktuHocTy XIII dakropa.

OnucaHHbII KIMHUYECKUIT IIPUMEp OTpaXkaeT He
TOJIbKO TIOBBILIEHHYI0 KPOBOTOYMBOCTD, CIOXKHOCTD
71abOpaTOPHOIL AMATHOCTUKY U ee CIeln(UIHOCTD, HO
u ocobeHHOCTN (OpMUPOBaHKA aTPOdUIecKoro pyob-
113, KOTOpbIe XapakTepHsl st bB (puc. 2).

Tounoe ompenenenue tima bB mossonser momy-
YUTh PEKOMEH/IALINY 10 IPO(UIAKTIIKE KPOBOTEUEHUI
IIpY XMPYPIUUECKUX BMELIaTeIbCTBAX, 4 TAaKXKe B 9KC-
TPEHHBIX CIy4asAX IPUHATD IIPaBUIbHOE pellleHNe K
MapUIpyTU3aluy MalyeHTa. a
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Puc. 2. ChopmupoBaBLUMics aTpoduryeckuin pybel, yepes
3 mMecaLLa nocne BbINUCKK

Jlutepartypa

10.
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