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Pesiome. [peacraBneHbl
CpaBHWTENbHbIE AaHHbIE aHaMHe3a

N KNMHUYECKMX NposiBNeHnid y 28 neTen
C NOATBEPXKAEHHOM 601€3HbI0
BunnebpaHaa 6e3 MaHubecTHOM
ConyTCTBYIOLLEN naTonorum ny 12 netei
C QHANOMMYHBIMU KITMHUYECKUMM
CMMMTOMaMMU, Pa3NYHbIMU
COMYTCTBYOLMMM 3a60NEeBaHMAMM,

HO 6€3 COOTBETCTBYHOLLErO
OTArOLEHHOrO reMOoCTa3noNorMyecKoro
aHaMHesa. M3yyeH kaTamHe3

B 06eunx rpynnax B TedyeHue 2-7 net.
MpencTaBneHa cxeMa nabopaTopHOro
06cnenoBaHUs U HEKOTOpble KpUTEpUH
anbdepeHumanbHOro AMarHosa
6one3Hn BunnebpaHpa 1 BTOPUYHOTO
cuHapoma Bunnebpanga.

Kniouesble cnosa: feTu; rematonorus;
6onesHb 1 cHapoM Bunnebparpa.

YOK: 616.151.5-053.2

OUWATHOCTUKA BTOPUYHOIO CUHOPOMA
BUNNEBPAHOAY OETEN:
KIMHUKO-AHAMHECTUYECKUE OAHHDIE

JlnarHocTuka u eueHre NpPOABICHUH MOBBILIEHHON KPOBOTOUUBOCTH Y
JeTell — akTyanbHasi mpolsieMa KIMHUYECKOH MPAaKTUKU Bpada-TeauaTpa.
I'emopparuyeckuii CHHIPOM MOXET ObITh MPOSIBICHUEM OCHOBHOTO 3a00-
JIEBaHMs, @ TaKXKe SABIATHCS COMYTCTBYIOLIUM NP PA3IMYHBIX BUAAX I1aTO-
moruu [1, 2, 3]. [1aTonorust cUCTEMBbI TEMOCTa3a, B CBOIO OUYEPE/Ib, MOXKET
ObITH 00yCJIOBJIEHA KaK BPOXICHHBIMH MEXaHU3MaMH, TaK U MPHOOpeTeH-
HBIMH — TIpU pa3inyHbIX 3a0oieBaHusix. CaMbIMHU pPaclpOCTpPaHEHHbI-
MH KJIMHUYECKHUMH BapHaHTaAMH TEeMOPPAarmdecKuX CHHIPOMOB Kak IMPH
BPOXKJCHHBIX, TaK W MPH NPUOOPETEHHBIX T€MOCTA3UOIATHUSX, SBISIOTCS
MUKPOLUPKYIATOPHBIA ¥ CMEIIaHHBIH TUIIBI KpOBOTOUMBOCTH [1, 4] 1 co-
OTBETCTBYIOILIME UM BUABI TEMOPParuiyecKux reMoCcTasuonaTuii: Tpomoo-
nuTomnaTuy 1 6one3ns Bumiebpanga [1, 2, 4, 5].

MexaHn3MBbI TeMOPPAarnYeCKIX TeéMOCTa3NOIIaTHI BCECTOPOHHE M3Y4EHHBI,
YTO J1aeT BO3MOXKHOCTbH JIOCTATOYHO TOYHO M KOHKPETHO JAUArHOCTHPOBATh
pa3IYHbIe X BUABI, 0O0OCHOBATh MAaTOTCHETUYECKOE U CUMIITOMAaTHYECKOE
JIeYeHHE, a/IeKBaTHOE BBISBICHHOW MAToJIOTUH. B TO e BpeMs CyliecTByeT
JIOCTaTOYHO MHOTO CIOPHBIX MPOOJIEM, NPEICTABIIOINX CIOKHOCTh Kak
JUISl TUarHOCTUKH, TaK TOCIEYIOIIEro JICYCHUsI, TUCIIAaHCEPHOTo HabmroIe-
HUS ¥ iporHo3a. K TakoBeIM oTHOCHTCS Oone3Hb (cunapoM) BuneOpanna y
JIeTeH, MPOTEeKAaIoIas C HAPYILICHUEM B JIBYX 3BEHBSIX T€MOCTAa3a: CHIKEHHEM
(yHKIMOHAIBHOM aKTUBHOCTH TPOMOOLIMTOB M Pa3BUTHEM KOAryJIONaTHH.
N3BecTHO, uTO Mpeobagaromum spisieTcs 1e(heKT TPOMOOIIUTApHON aKTHB-
HocTH. MHOTHE aBTOPHI paccMarpuBaroT Oose3Hs BuieOpanaa kak ofuH 13
BapuaHTOB TpomOonmTonaruii [1, 2, 5, 6].

Bonesns BunneOpanga — reHeTuueckd JeTEpMUHHPOBAHHOE 3adoiie-
BaHHE. B OCHOBE 3TOro COCTOSIHMS JIS)KAT KOJIMYECTBEHHbIC W/MIIM Kaue-
CTBEHHBIC M3MeHeHus (akropa BuneOpanga — crenuduieckoro Oeika
(VWF), y4acTByIOILIEro B COCyAUCTO-TPOMOOIIUTAPHOM 3BEHE TeMocTasa 1
tpancnopre ¢akropa VIII ceepreiBanus kpoBu. B Hacrosmiee Bpems cuu-
TaeTcs, 4ro 6one3Hb Buinebpanaa — 31o Hanbojee 4acTo BCTpeyaroIeecs
HACJICICTBEHHOE 3a00JIeBaHKe, IPOSIBILIOIIEECS] KPOBOTOUMBOCTHIO. Ilo
JAHHBIM Pa3IMYHBIX aBTOPOB, Ooyie3Hb BuieOpannga BcTpeuyaercs B TO-
nymasinuu ¢ gactoto 0,08-2% [7,8]. CBemenust o pacupoCTpaHEHHOCTH
JAHHOM MaTOJIOTHH €Ba JIM MOJKHO CUMTATh OKOHYATEIbHBIMHU, TIOCKOJIBKY
B O(pUITMAIbHBIEC PETHCTPHI MTOTAIAI0T B OCHOBHOM TsDKEJbIe (hOpMBI 3200-
JIeBaHUs, COOTBETCTBYIOIIME 110 Kiaccudukanuu Ooje3nn BuieOpanna
tuny 3. Bonee nerkue ¢popmel, cooTBeTcTBYIONIME | M 2 THIIAM OOJIE3HH, HE
TpeOyIoIye MOBTOPHBIX TOCTIMTAIN3AIHN, YPTEHTHBIX METOJ0B JICUCHUS,
Yalie BCEero He NONajaloT B PETUCTPBI U HE NIOABEPratoTCs TOUHOMY YUETY.
OTO NPUBOAUT K JAOCTATOYHO MPOTHBOPEUYMBBIM OLICHKAM YacTOThI U pac-
MPOCTpPaHEHHOCTH 3a0omneBanust. CYUTAaeTCs, YTO YacTOTa BCTPEYaeMOCTH
nedexrHoro reHa, kopupytromiero vVWE, cocrapnsiet 1: 100 yenoBek, ofHako
KIIMHUYECKHE NposiBiieHUs: uMetorces Tosbko y 10-30% u3 mux. Mccneno-
BaHME 3THUOINATOTCHETUUECKUX MEXaHN3MOB JaHHOHM MAaTOJOTHM IOKa3allo,
YTO CHUYKEHUE YPOBHS U aKTUBHOCTU VWF MOXET HOCUTh BpEMEHHBIN Xa-
paxTep, U He SBISITHCS CIEACTBHEM TeHeTHndeckoro aedekra. B aToi cBsizu
CTaJu pa3nuyarhb 0ose3Hb BumneOpania, B OCHOBE KOTOPOH JIEKHUT MEPBHY-
Helid gedexr VWFE, u cuanpom Bunnedpanna, nMeronuii mproOpeTeHHbII
reHe3. YMeCTHO OTMETHUTb, YTO JI0 HACTOSALIETO BPEMEHHU B JIUTEPAType 10-
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MyCKaloTCsd TEPMUHOJIIOTUYECKHE HETOYHOCTH TpPHU HC-
MOJIb30BaHUH JAHHBIX TEPMUHOB.

JlaHHbIE 0 YacTOTE BCTpEUYaeMOCTH CUHpoMa Buiiie-
Opanna npotrBopednBbl. C MOMEHTA €0 MIEPBOTo OIHCa-
HUs B 1968 rony y marueHTa ¢ CHCTEMHOM KpacHOM BOJI-
YaHKOH, B JOCTYIHOW JIUTEpaType ObUIO MpeICTaBICHO
oonee 300 cimygaeB. Jlnarnoctuka cuapoma BuieOpan-
J1a TOCTAaTOYHO CJIOKHA, ITyOJIMKAIMi — HEMHOTOUHCIICH-
HEI [9]. B HacToOsiiee BpeMst 10 OIEHKaM Pa3HbIX HCCIIe-
JloBaresyield CUHIApPOM BuiuieOpaHna MOXKET BCTpedaThes
y 0,04-10% mnanueHToB, UMEIOLIUX COOTBETCTBYIOILIUE
npeapacmonaratoiue Bupl naronoruu [10]. Paccmarpu-
BAETCsI IIECTh IPYTIIT 3a00JICBaHMIA, B TATOT€HE3€ KOTOPBIX
BO3MOYKHO pa3BUTHE CHHApoma BusieOpanna:
JlmmponponudepaTuBHbIe 32001€BaHMNS;
MuenonponudeparuBHble 3a0071€BaHus;

ConuaHbIe OITyXOJIH;

MMmyHonornueckue;

KapaunoBackynsipHbie 3a001eBaHuUs;

CMelIaHHbIE COCTOSTHUSL.

B mocnenHioro rpynmy BKIIOYEHBI TaKHE pacipo-
CTPAaHEHHBIC BUIBI MATOJIOTUHU, KaK CHHIPOM IUCILIA-
3U1 COEIMHUTENbHON TKaH!, DNTeH-bapp-BupycHas
MH(EKIKs, TaToJIO0THsl UIMTOBUIHON KeJe3bl, HEeKOTO-
pble BHJIBI TAJlACCEMHM, HCIIOJIb30BaHHE JIEKAPCTBEH-
HBIX CPEICTB (B TOM YHCJE MPOTUBOCYIOPOKHBIX) H
npouee [9]. imeromuecs naHHbIe TTO3BOJISIOT TIPEATIO-
JlaraTh, 4TO BpEMEHHbIE, TPAH3UTOPHBIE CHUKEHUS CO-
JepKaHusl W/WIKM akTHBHOCTU (axTopa BumneOpanna
MOTYT UMETh MECTO Hallle, YeM IEPBOHAYAIBEHO MpEN-
M0JIarajaoch, U, COOTBETCTBEHHO, BOSHUKAIOIHUE B OTUX
CITy4asx TPOSIBICHHUS TOBBIINICHHONW KPOBOTOUYHMBOCTH
JIOJDKHBI MMETh aJIeKBaTHYIO OLIEHKY M TPAaKTOBKY.
Knuandeckue mnposiBieHus cuHApoMa BuneOpanna
aHaJIOTHYHBI TaKOBBIM Ipu Oone3Hu BuneOpanna u
COOTBEeTCTBYIOT N0 Kiaccudukanuu 3. C. bapkarana
CMEIIaHHOMY THUIy KPOBOTOYMBOCTH: KPOBOU3ZIHMSIHUA
Ha KOXKE€ M CIU3UCTHIX 000JI0UKaX B BHJIE IKXUMO30B U
METEXUI, HOCOBBIE, MAaTOYHbIE KPOBOTEUEHHS, a TAKKE
reMarypusl, KpOBOTEUEHHS U3 JKEIyJOYHO-KUIIEYHOTO
TpaxTa, KpOBOTOUMBOCTH JIECEH, BHYTPHUEPEITHBIE KPO-
BOM3JIUAHNS, T€MaTOMbI, KPOBOTEUEHUS 1OCJIE TPaBMBI,
onepanyy, TPaBMaTHUYeCKUX MEIUIUHCKUX BMella-
TENbCTB: PaHHHE W OTCPOYEHHBIE, PEHUAUBHPYIOMUI
XapakTep KPOBOTEUECHHH, [UINTENBHOE U OCIOKHEHHOE
3a)KUBJICHNE TPU TIOBPEXKICHHUSIX MATKUX TKaHEH.

IlaToreneTnueckne MeXaHU3MBl pa3BUTUS CHUH-
apoma Bumnebpanga mocTatouHo pazHOOOpasHbI, HO
HNPUHIMIIMAIBHO MOTYT OBITh NPEICTABIECHBI CHUXKE-
HueM cuHTte3a VWF win ero HapyleHUsIMU B LIUPKY-
nupytouei kpoBu. [lepBbiii MexaHU3M, BKIIFOUAOUIUN
TaKXke HapylieHue BeicBoOokaeHuss vVWF u3 mecra ero
CHUHTE3a, UIMEET MECTO y MALUEHTOB C THIIOTHPEO30M.
VYcunennoe BoiBeieHrue VWF umeer MecTo npu pa3HbIX

SNk W=

BHJaX MATOJIOTMH U OCYIIECTBISETCS TPEMS OCHOBHBI-

MU MEXaHU3MaMH:

1) nmefictBue crienduUecKux WM HecnenuhuIecKux
ayTOaHTHUTEN, KOTOpble MHAKTUBUPYIOT VWF 1 00-
pasytor LIMK (xomrutekc ymansiercsi Fe-nHecymmmu
KJICTKaMH);

2) abcopbmms VWF Ha KieTkax 3710KaueCTBEHHOTO
KJIOHA;

3) HoTepH BBICOKOMOJICKYISIPHBIX MYIbTUMEpoB VWF
B YCJIOBHSIX BBICOKOT'O HAIIPSKEHUS CIIBUTA.
Hepenko B kadecTBe TpeTbero MeXaHW3Ma Ha3bIBa-

IOT IPOTEOIUTHYECKYIO Jerpananuto VWFE, a mexanu-

yeckas gerpanauus vWF paccmarpuBaeTcs Kak JOMHOJ-

HUTENBHBIA MEXaHU3M.

[lepBast rpynma MexaHHM3MOB, KaK CTall0 HM3BECT-
HO, UMEET MECTO IIPU KIOHAJIBHBIX reMonponudepa-
TUBHBIX 3a00JIeBaHUAX, aJCHOKApPIIMHOME >KEIy/IKa,
a Take TMpHU 3a00JICBaHUSX MMMYHOIIATOJIOTHYECKOM
MIPUPOJBI: CUCTEMHAs KpacHas BOJIYAHKA, FEHEepaIn30-
BaHHBIE ayTOMMMYHHBIE ITpoLecchl. JleficTBHEe aHTHUTEN
HaIpaBJIeHO Ha cailThl cBsA3bIBaHUSA VWF ¢ OCHOBHBIMU
CTPYKTYpaMH:

1) TpomOonmTapHbM penentopoM GP Ib, Takum obpazom
uHruoupys ces3bBanne VWF ¢ pucronernn- w/nmm
OOTPOIIETHH-CTUMYITMPOBAaHHBIMU TPOMOOIIUTAMHU;

2) KoJuTareHoM, MHTuOupys cBs3piBanne VWF ¢ Heron-
BHYKHBIM KOJIJIAaT€HOM;

3) GPIIb/llla, uarubupys ceszeiBanue vWF c TpomOuH-
AKTMBUPOBaHHBIMU TPOMOOLIUTAMH.

Jlo HacTosIero BPEMEHHM HE OIlyOIMKOBaHO CO-
oOIeHuid 00 aHTHTENaX, HAITPABICHHBIX MPOTHB calTa
cs3piBanusg VWF ¢ ¢dakropom VIII. D10 MOXKeT OBITH
OOBSCHEHO TEM, YTO B (PU3UOJIOTHUECKUX YCIOBHUSAX B
kpoBu ¢akropVIII ceazan ¢ vVWF u, Takum obGpasom
MAaCKHpPYEeT 3TOT cailT. BO3MOXHO, 1O 3TOH ke Mpuyu-
HE, KIMHNYECKUE MPOSIBICHHSI, 00YCIIOBICHHbBIC KOAry-
JTSIMOHHBIM JedektoM VWE, BblpakeHbl B MEHbLICH
Mepe, 4YeM CUMIITOMBI TPOMOOLIMTONIATHH Y MAllMEHTOB
¢ cuaapomMoM BuiieOpanaa.

IIpyn nelicTBMM MEXaHM3MOB BTOPOM M TpeTbel
IPYNIbl MPOUCXOAUT TMPEUMYILIECTBEHHOE yAaleHHe
MyasTUMEPOB VWF ¢ BBICOKON MOJIEKYIIPHON MaccoH,
oOJTajjaromux, Kak M3BECTHO, HaMOOJbIIeH (YHKIIHO-
HaJTLHOM aKTHBHOCTBIO. B pe3ymprare oOmias akTHB-
HocTb VWF B KpOBHU CHUXKAETCS.

JIOTIONIHUTENIbHBIN MEXAHU3M B BUJIE YCUIIEHHOU IIPO-
TeoauTHIecKor nerpagauun vVWF npoucxoaur B Tsxe-
JIBIX KIIMHUYECKHUX CITy4asX, IPOTEKAIOUINX C HAINIHEM
MUPKYIUPYIOMINX TPOTea3: MHEIOnpordepaTHBHbIC
3a005eBaHMs, YPEMUs, MOPaKeHNs KIIallaHOB CepIIia.

Hu onuH U3 npencTaBieHHbIX MEXaHU3MOB HE SIBJIS-
eTCs CTPOro cretuUIHBIM: OJHH U T€ K€ PEaKLUH MO-
I'yT OBITh OTBETCTBEHHBI 3a pa3BUTHE BTOPUUHOro VWF
MIPH Pa3IUYHBIX 3a00JIeBaHUIX.
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Teuenue cunapoma BumnneOpanga, JTUHaMHUKa re-
MOPParn4ecKoro CHHIPOMa HEMOCPEICTBEHHO CBSI3aHbI
C IMHAMHUKOW OCHOBHOTO 3a00JICBaHUS, M, TAKUM 00Opa-
30M, MPOSIBIICHHS TIOBBIIEHHOW KPOBOTOUMBOCTH TIPEJI-
CTaBJISIIOT COOOH SIBIICHUE HECTOWKOE, TPAaH3UTOPHOE, B
MOAABIISIIOIIEM OOJIBIIMHCTBE CIy4aeB yracarouiee Ha
(hoHe n3IeYeHNs WM PEMHUCCHH 110 OCHOBHOMY 3a001e-
BaHUIO. YUUTHIBAsI OTCYTCTBHE ICHETUUECKONH OCHOBHI,
reMOCTa3HOJIOTHUECKUI aHAMHE3 B CEMbSX MOJJOOHBIX
MaIMEHTOB HE OTSTOICH, a Y CaMOro NallueHTa HaYHa-
€T IPOCIICKUBATHCS] CO BPEMEHHU Havasla WK HECKOJIb-
KO IO3[JHEE OT OCHOBHOIO 3a0oseBanus. CylecTBYIOT
OTIpeNieIeHHbIE CIOKHOCTH B M hepeHnnaibHoi 1ua-
THOCTHKE TAaKUX COCTOSIHUHM C JISTKUMH M CpEIIHETsIKe-
neiMu popmamu Oone3Hn BuineOpanaa, MOCKOJIBKY U
B 3TUX CIIy4YasX KIMHUYECKUE MPOSBICHUS MOTYT OBITh
HECTOMKMMH, BeCbMa AWHAMUYHBIMH, & OOOCTpEHHS,
Kak U B Cilydasx CUHJpoMa BuieOpanma, MOryT ObITh
CBsI3aHBI C IPUCOEINHEHNEM IpYyTuX 3aboneBanuii. Ba-
pHabenbHOCTh OCHOBHBIX JIAOOPAaTOPHBIX TECTOB IPH
1 u 2 ture Gone3nn BuineOpanma Taxxke 3arpyaHs-
et nuddepeHInanTbHbII THarHo3 ¢ MPHUOOPETCHHBIMU
(hopMamu aTOJIOTHH.

NMAUUEHTbBI U METOADbI

B Hacrosmieit paboTe mpencTaBlieHbl KIMHUKO-
AHAMHECTUYECKHE JaHHbIE TIPYIINbl MNALUEHTOB C
MpeAnoaraéMbIMi BTOPUYHBIMH, IPHOOPETECHHBIMHU
HapyumeHusMu ¢akrtopa Bunnebpanna. [Tog Habmio-
JICHHEM HaxXOAMJINCh 12 manueHToB: 5 aeBouck, 7
MaJbuuKoB. Bce OHM 00paTtuiimch K reMaToJioTy TI0
MOBO/AY TeMopparuyeckux mnposiieHuit. Ha momeHnT
oOpalieHus BO3pacT JaeTel coctapui 2,5 roxa jgo 14
neT. B nanpHelneM BBIMOJHEHO JUHAMHMYECKOE Ha-
ONMrofieHe W aHaliu3 KaTaMHECTHYECKHX JIaHHBIX B
CpPOKH OT 2 110 7 JIeT TMOcJie MMEPBUYHOTO 00CIe0Ba-
HUS ¥ IOCTaHOBKH MPEABAPUTEIHLHOTO [Uarnos3a. Bee
MalHUEeHThl HE UMEJHU OTSITOLIEHHBIN CEMEWHBINA remMo-
CTa3MOJIOTHYECKUI aHaMHe3: yOeIUTENbHBIX JaHHBIX
O TOBBILICHHOM KPOBOTOYMBOCTH y APYTHUX YJICHOB
CEeMbH TOJyICHO HE OBLIO.

JUig yTOUHEHUsI TeMaToJOrMYeCKOro TUarHo3a BbI-
MOJHAJIOCH 00Ce0BaHKe, BKIIOYABIIEE CICAYIOINE
[0Ka3aTeiu:

e KimHWYeCKHid aHaIu3 KPOBH, YACIO TPOMOOITUTOB.

e JUINTENBHOCTh KPOBOTEUEHUS O J[BIOKY.

e KoarynorpamMma, Biirouatomiast uajaekc AIITB, ak-
tuBHOCTh (paktopaVIll, ypoBenr anturena vWF
(VWF:Ag) u aktuBHocth VWF (VWF:Rco).

e VHmynupoBaHHAs arperanys TPOMOOIIMTOB Ha arpe-
TOMEeTpe, B TOM YHCJIE arperanus ¢ pUCTOMUIITHOM.

* OmnpexaeneHue MNPOAYKTOB jAerpagauun  (Huopu-
Ha (IIA®P) u pacTBOPUMBIX KOMIUIEKCOB (hUOPHUH-
MoHoMepoB (PKM@) B miasme.

* Omnpenenenue rpynmnsl kpoBu u Rh-akropa, ¢
Y4eTOM BO3MOXKHBIX 0o0jiee HHU3KUX MOKazaTesel
vWF:Ag u dpaxropaVIII.

* Bce mamueHTsl 00cie0BaHbI MMOBTOPHO C WHTEP-
BaJIOM B HECKOJIKO MECSIIEB C COOMIOICHUEM BCEX
MpaBUII TIpoBeAeHus o0cienoBanusi. OTKIOHEHHS B
71a00paTOPHBIX JaHHBIX Y OOJNBLIMHCTBA MALMEHTOB
BBIP@XEHBI HE OIMHAKOBO B MTOBTOPHBIX MCCIIEI0BA-
HUSX, y 4 13 12 yenoBek 0OHAPYKUBAIUCH JIMIIb B
OZIHOM M3 TpeX SMHU300B 00CIIC0BaHNUS, HO UMEIN
OZIHOHAIIPABJICHHBIN XapakTep, yKa3blBaIOIIUN Ha
Hammaue nedexra vWE.

PE3Y/NIbTATbI

VY nereil uccaeayeMol TPyNIIbI BBISABICHBI CIETYI0-
M€ TeMOpparnyecKrue CHUMIITOMBI: HOCOBBIE KPOBO-
TeUeHHUs y 8 JIeTeil, KOXKHbIe TeMopparuu y 3 JeTei,
0OWITBEHBIC, TIPOAODKUTENLHEIE MENsSeS y 1 meBOoUKw.
Kpowme Toro, y 4 u3 8 maieHTOB, CTpaJaBIINX HOCOBHI-
MH KPOBOTEUEHHSIMHU, BBISIBIICHO PACHIMPEHUE COCYIOB
HOCOBOM ITePETOPOIKH.

IIo COBOKYITHOCTH ITOMYYEHHBIX KIMHHUKO-JIabopa-
TOPHBIX JJaHHBIX B Ka9eCTBE MPEBAPUTEIHLHOTO THArHO-
3a y MalMeHTOB BBISBICHBI: Oone3Hb BuireOpanaa (?),
tun 1 —y 10, 6one3ns Bunnebpanga (?), Tun 2 —y 2.

VY nereii BBIABICHA COMYTCTBYIOIIAS ITATOIOTHS:

1. Tamaccemust — 2.

2. HacnencrBennas remosutayeckas aHemus (dep-
MEHTOIATHsI )PUTPOLIUTOB) — | UEIOBEK.

3. Bpoxaennsiit runponedpos — 2.

4. Dxromus o4k — 1.

5. Ilopoxwu pa3Butus aprepuii — 3.

6. Arenesus mouku — 1.

7. CHHIpPOM JHCIUIa3MM  COCIUHHMTEILHOW  TKaHU

(IIMK, aprepuanbHas TunepTeH3us) — 2.

YuuTsiBasg OTCYTCTBHE Y POACTBEHHUKOB aHAMHE-
3a, OTATOIIEHHOTO 0 TTOBBIIEHHONW KPOBOTOUHBOCTH,
a TaKke BapuabeIbHOCTh MToKa3zareseil 1aboparopHo-
ro o0cnenoBaHus, OblI MPOAHAIN3UPOBAH KaTaMHE3,
B TeueHue 2—7 mocienayromux jetr. Okazanock, 4To
y 9 n3 12 manmeHToB reMoOpparndeckuii CHHAPOM He
peuMIUBUPOBaN. DTH K€ JETH UMENHU TOJIO0KUTEIb-
HYI0 JMHAMHKY TEUYEHHs COMYTCTBYIOLIEH MaToJIo-
rud. Y HeOOIbIIOro Yncia MalueHToB — 3 yeaoBeKa
n3 12, oTMe4anuce MOBTOPHBIE 3MHU30ABI HOCOBBIX
KpOBOTEUYEHUH. DTO OBLIN MAIEHThI, UMEBIIIHNE pac-
HIMPEHUE COCYAOB O0JIACTH HOCOBOW IMEpPErOpOAKH.
Oco0eHHOCTBIO ABIISAIACH UX cllabasi BEIPa)KEHHOCTD,
CYLIECTBEHHO OTIMYaBIIAsCA OT TAaKOBOM HpH Iep-
BUYHOM oOpamieHuu. llanueHToB ¢ coxpaHsomu-
MUCSl TEMOpPparusiMi MpeKHEH WHTEHCUBHOCTH WIIU
MMEBIIUX HapacTaHWE TeMOpparuid He BBISBICHO.
Taxas TUHAMHUKA HMeJa MECTO, HECMOTPS Ha TO, 4TO
BCE MAIlUCHTHI BEIU OOBIYHBIN 00pa3 JKU3HH, IIEPHO-

& [NEANATP TOM I

Ne1l 2011

ISSN 2079-7850



OPUTUHANIbHBIE CTATbYU

35

JINYECKU TIEPEHOCUIIU OCTpbIe 3a00JIeBaHMUS, BBIIOJ-
HSJIM (U3WYECKHE Harpy3kw, 4 W3 HUX 3aHUMAIHCH
CITOPTOM, BKJIIOUasi CIIOPTHBHYIO 00phOy. Bee neBod-
KU C HACTYIUICHHEM MyOepTaTHOTO Mepruoaa UMEIH
HOpPMaJIbHbIC CPOKU HACTYIUICHUS MEHapXe U pery-
nspHble (HeoOmnbHBIE) Menses. [lpencraBneHHas
TpyIia TAaIMeHTOB B HACTOAIIEE BPEMS MPOXOIUT
nmabopaTopHOE 00CIEAOBAHME, BKIIIOYAOIIEE TOIOI-
HUTEJBHBIC TIOKA3aTeNH, XapaKTepU3yIolue IMpH-
oOpeTeHHBIl cuHApoM BunneOpanpma. Pesynbrars
o0clieoBaHMs TIPEANOIAraeTcs MpeICTaBUTh B I0-
CIEAYIOMIHNX IMyOIUKAIUIX.

B xauecTBe cpaBHEHUS IPOaHATU3UPOBAH KAaTaAMHE3
MAIMEHTOB, UMEBIIINX TMOATBEPKIACHHBIA AUarHo3 0o-
ne3nn BuieOpaHjaa, OCHOBaHHBIN B TOM YHCJIC W Ha
JTAHHBIX OTSATOIIEHHOTO TeMOCTa3HOJIOTHYECKOTO aHaAM-
He3a KaK caMoro IMalMeHTa, Tak U ero POJICTBEHHUKOB.
OTH ACTH HE WUMENU W yOCOUTEIbHBIX MPU3HAKOB CO-
IIyTCTBYIOIIEH narosioruu. I'pynmy cpaBHeHHUs cocra-
BUIMU 28 4enoBeK. B oTiauune OT mauueHTOB OCHOBHOM
TpyNIbl, y OONBIIMHCTBA OOCIEIOBAHHBIX COXpaHs-
JIUCH TIPOSIBIICHUS] KPOBOTOUYHMBOCTH B BHJIE TTOBTOPHBIX
HOCOBBIX KPOBOTEUEHUN — 7 4YE€JOBEK, CKIOHHOCTH K
00pa30BaHUI0 YKXMMO30B — Yy 12 4YenoBeK, a Takke
KPOBOTOYHMBOCTH JECEH M TNETEXHAIbHBIX BBICHITTAHHUMA
OT MEXaHHYECKUX HATPY30K — «CBHIb HAPSIKSHUD.
VY 4 u3 9 neByliieK BbISABACHBI OOUIbHBIC U/WIIH 3aTSIK-
HbIe Menses. HekoToprle U3 MalueHTOB — 5 YelIOBEK
HAOJIO/IAIOTCS TEMaTOJIOTaMH.

CoBepIIeHCTBOBaHHE JTA0OPATOPHBIX METOIIOB 00CITe-
JIOBaHHUS C BHEJJPEHNEM HOBBIX METOJMK OT CPaBHUTEIb-
HO TIPOCTBIX — ompesiernenne cootHomenuit vWEF:Rco/
vWEF:Ag 1o Gonee CIOXHBIX, KaK OMNPEACICHUE YPOBHS
nponentuaa VWF:Agll, unrubutopoB vWEF, MmynsTH-
MepHbIi aHanm3 vWE, mo3BonuT Ha Ooliee BRICOKOM Ka-
YECTBEHHOM YpPOBHE TMPOBOIUTH AW PepeHIaTbHbII
JIMarHO3 MKy OONE3HBIO U CHHIApOMOM BueOpanaa.
B Hacrosiiiee Bpemsi Bpau-KIMHUAIMCT UMeeT Oosee orpa-
HUYCHHBIE BOBMO)KHOCTH, HO aHAJIH3 IAHHBIX JIUTEPATYPBI
1 TICPBBIC PE3yNbTaThl HAa9aToOl paboThl, OCHOBAHHOW Ha
W3yYCHNH KaTaMHE3a, CBUIIETEIIHCTBYIOT O TIEPBOCTETICH-
HOU POJIM OLIEHKHU KIIMHUKO-aHAMHECTUYECKUX CBEICHUM.
[omoOHBI MOXO0M TOCTYIICH Ha JIFOOOM dTarne padoThI ¢
TIAIMEHTOM, HE3aBUCHMO OT SKOHOMUYECKHX U METOANYe-
CKHUX CJIOXKHOCTEH.
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