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- W3BecrtHO, uTo Aedunut pakropa VIII (OVIII) cBepThiBatomieit
CHCTEMBI KPOBU IIPUBOAUT K NUCHYHKINY BHYTPEHHETO MEXaHU3MA
CBEPTBhIBAHMSI, UTO 3HAUHUTEIbHO CHHKAET reHepalinio TpPoMOMHa, a,
cJeI0BaTeJIbHO, U CBEPTHIBAIOIIUI IOTEHIINAJI KPOBH, 00yCIaBINBas
pa3Butue remoduinu A. HacinencrsenHbid HegocTaTOK OVIII
IIPUBOUT K BpoxkaAeHHOU remoduinuu A (BI'A). B psaze ke ciyudaes,
nedurnut OVIII MmoxkeT HOCUTh TPHUOOPETEHHBIN XapaKTep,
aCCOLIMUPOBAHHBIN C ayTOUMMYHHBIM IIPOIIECCOM, B pe3yJIbTaTe
KOTOPOT'O IPOUCXOAUT 0Opa3oBaHUE ayTOAHTHUTE K ATOMY (aKTOPYy.
Takoe cocTossHHE HOCUT Ha3BaHUe IIPHoOpeTeHHOM reMoprinm A
(IIT'A)



o duuaemmuosioruda. III'A Bcrpewaercs HamHOro pexe, uyem BI'A. Ee
pacIpoCTpaHEeHHOCTDh MO JIaHHBIM Pa3JIMYHBIX aBTOPOB COCTaBJAET OT 1,2 10 1,48
cIydaeB Ha MWIJIMOH HacejeHUsA B rof [2, 3]. HeobxogumMo OTMETUTH, UTO
HCTUHHAs paclIpoCTpaHEeHHOCTh 3a00JieBaHUA MOKeT ObITh BBINIE, T.K. B psAeE
cJIydyaeB, B 0COOEHHOCTU Y MOKWJIBIX ManueHToB, [II'A yacTo He JuarHocTupyercs,
OIINMOOYHO IPUHUMASCh 3a ApPyrue IIpuoOpeTeHHble HapYIIEHHs CBePTbIBAHUS
KpoBHu. 3aboseBaemocTh III'A yBesuuuBaeTcsi C BO3PAacToM, €€ CiIydau y JieTen
ABJIAIOTCA Ka3yUCTUYECKUMMU. Tak, COrJIaCHO MOCJAEeJHUM JaHHbIM, yacrora [IT'A 'y
7eTer MJIajiiie 16 JIeT cocTaBJsAET 0,025 caydyaeB Ha MUWIJIMOH HaceJieHUs B IOJi, B
CpaBHEHUU C 14,7 CaydyassMH B BO3pacTHOM Karteropuu crapiie 85 Jjer [2,3].
PacrpocTpaHeHHOCTh 3aboJsieBaHMs HE 3aBHUCHUT OT I10JIa, OAHAKO 3a001€BaeMOCThb
»KEHCKOT'0 HaceJIeHHUs JIOCTUTAET ITHKa B IETOPOAHOM Bo3pacre. OAHON M3 MPUUYNH
BTOTO SIBJISIETCA CIIOCOOHOCTh OEpEMEHHOCTU W POJOB IIPOBOIHMPOBATH Pa3BUTHUE
[IT'A. Tak, 110 JaHHBIM Pa3JIMUHBIX aBTOPOB, PACHPOCTPAHEHHOCTh MMOCIEPOI0BOU
IIT’A coctaBisieT OT 7 10 25% OT 00IIero yucja ciay4daeB 3aboeBaHus [4]. B memom
npu II'’A oTmedaeTcs BBICOKHH YPOBE€Hb CMEPTHOCTH, IIPUOJM3UTESBHO Y 90%
3a00JIEBIIMX  PA3BUBAIOTCA  TsKEJble, KHU3HEYTPOKAIOIIHE KPOBOTEUEHMS,
JIETAJIbHOCTH IIPU KOTOPBIX KOJIeOIeTcsA B mpeaesiax oT 8 710 22% [4].



 dtnojornda I[I'’A Ha cerogHAINHUN JEHb
JIOCTOBEPHO HEN3BECTH.
IIpeapacnosaramuMyA K €€ Pa3BUTHIO
COCTOSIHUSIMU  SIBJIAIOTCS OepeMeHHOCTbD,
ayTOMMMYHHBbIE 3a00JIeBaHUs, COJIUTHbIE U
reMaTOJIOTUYECKHE ONyXO0JId, BHUPYCHBIE
renaTtuThl 1 Ap. B 50% ciydaeB HHTUOUTOP
®VIII omnpenenserca y MamueHTOB 0e3
COIYTCTBYIOIIIEd IMATOJIOTUH, B TaKHX
caydasax [IT'A cauTaercs uauonaTu4ecKon




PUUMHbI pa3BMUTUA

1) 3a0oJIeBaHUA Y COCTOAHUSA, KOTOPbIE€ MOTYT IIPOBOIIIPOBATH
pazButue IIT'A
2) bepeMeHHOCTH
3) AyrTouMMyHHBbI€E 3a00JI€eBaHUSA
-CHCTEeMHAs KpacHasi BOJTYaHKA

-peBMaTOU/IHBIN apTPUT

-CUCTEMHasA CKJIePOZlepMUsl

-cugzpom Illerpena

-ayTOUMMYHHAas reMOJIMTHYeCKasA aHEMU A
-cuHapoM ['yanacuepa

-MUACTEHUA

-ayTOUMMYHHBIN TUTIOTUPEO3
4) CoaunaHpie OIMyX0JIu

-~OIyXOJIU

-TIpeCTATEILHOM KeJIe3bl

-JIETKUX

-TIO/IKETYJOUYHOU JKesie3bl

- KeJTyZIKa

-TI0YEeK

-MeJIlaHOMa




5) 'emaToJjioruueckue Omyxoju
-XpOHUYECKUU JTUMDOJIENKO3
~HEXO/>KKHUHCKHE TMMMOMBI

11) IIpuem JieKapCTBEHHBIX MPENapaToB
-MHOXKECTBEHHAA MHEIOMaA

-MaKporio0y1uHemMus Bajibaencrpema ~IICHUIINJUTHHBI
-MUEJIOAUCILIACTUUECKUN CHHAPOM -C}’thbﬂHHﬂaMHﬂhl
-Mue0¢puopo3 -XJI0pMpEeHHKOJI
-9PUTPOMHUEIIO3 -MeTH/JIJI01a

6) BocnnasiureJibHBIE 3200 /1€ BaHUA 6

KHIIIeYHHuKa -pryrapabun

-HecnenupuIecKuu A3BeHHbIN KOJIUT ~KJIOMMHJOTPEJ

7) JlepMmaTojiornuyeckKue 3a0oJ1eBaHuA -uHTepdepoH-aabda
-IICOpHa3s,
-ITy3bIpYaTKa

8) CaxapHbIiii nuader

9) Nundexnuu

-OCTpble BUpPYCHbIE rernaTuThl B u C
10) 3abo1eBaHUA OPOHXO0-JIETOYHOU
CHUCTEMBI

-OpoHXUaJIbHasI aCTMa

-XpoHHUYEeCcKasi 00CTpYKTUBHas1 60JIe3HD
JIETKUX




- IlaTorene3 III'A Ha cerogHANTIHUU IEHb OCTAETCA A0 KOHIA HEACHBIM |5,

KittoueBoe 3BeHO — obpasoBaHue ayroanTutesa mpotus OVIII. dtoT dakTop
IpejicTaBysAeT cOO0M OEJTOK ¢ MOJIEKYJIAPHOU Maccou 265 KMI0AaIbTOH,
COCTOSIIIINH M3 MOCJIeA0BATEIbHOCTH aMUHOKUCJIOT, CTPYIIIUPOBAHHBIX B JIOMEHBI
A1-A2-B (tskenas nenb) u A3-C1-C2 (J1erkas melrb). JloMmeHbI HeCyT B cebe
CBABYIOIHE YYACTKU /i B3aumoericreusa OVIII ¢ aipyrumu pakropamu Kackaza
cBepthiBanusAa (PIXa, ®X, ®B, TpomOoLuThI). JloMeHbI A2 U A3 CiIy:KaT JJIs
npucoennHenusa ®IXa u ®X, Torma kak gomeH C2 HeoOXoauM 71 cBsA3U ¢ PB u
dochonunuaHOM MeMOpaHOll TPOMOOIIUTOB. AyTOoaHTHUTE A Yallle BCero
HaIlpaBjeHbl POTUB JOMeHOB A2, A3, 1 C2. UHTHOUTOP NPENATCTBYET
aktuBanuu ®VIII 3a cuet 6;10KMpOBaHUS JOMEHOB B 30HaxX Bo3aercTBus PIXa,
®X u ®B, Takum 06pa3oM HUCKIOUAsI €ero U3 KOATryAsIUOHHOTO KacKasa.
Aytoanturtesna Kk OVIII ABasOTCS MOJIUKIOHATIBHBIMU UMMYHOTIIOOyinHamMu 1gG
1 IpUHAJJIeKaT IJIaBHBIM 00pa3oM Kk noakaaccam 1gGi, IgG2 u 1gG4 [4, 51.

I'ymopasibHasa UMMyHHasA peakiusa, HanpasjeHHada npotus OVIII npeacrasiser
coboii citokHOe B3auMoencrBue Mexxay CD4+ cybnonyssuei T-1uM@onuToB.
T-xenmneps! 1 moaruna (Thi) cruMyTupyOT B-1uM@OIUTH K ITPOU3BOJICTBY
arTuTen moakiaccos IgG1 u IgG2, a T-xenneps! 2 nmoaruna (Th2) — moakiacea
IgG4 [4]. IIpeobnamanune ayroanTuTen moaruna Th2 mporus O VIII koppenupyer
c OoJiee BLICOKUM TUTPOM UHTUOUTOPA, B TO BpeMsI KaKk XOPOIINU OTBET HA
MMMYHOCYIIPECCUBHYIO TEpaIuio Hab0AaeTcs y MalleHTOB ¢ MpeobJiajlaHueM
ayToaHTuTes noxaruna Thi



- B kauecTBe 0/1HOH 13 BO3MOKHBIX THIIOTE3 IIaTOoreHe3a mocaepoaoBoi I1TA
paccMaTpuBaeTcs ceHcuomauzanusa matepu petaababiM OVIII Bo Bpemst poaos [7].

« Taxke HEOOXOAUMO OTMETUTD, uTO npu IIT'A, B oTsimunie ot BI'A, HeT 3aBUCUMOCTHU
MeKy KOHIIeHTpaliell MHTHOUTOpa U CTENEHbBIO I0/1aBieHus akTuBHOCTH P VIII,
YTO 00YCJIOBJIEHO PA3/IMUHBIMU PEAKIINAMU KUHETUKU B3aUMOAEUCTBUS MEXKITY
OVIII 1 THAKTUBUPYIOIIMMU aHTUTEJIAMU IIPU 3TUX COCTOAHUAX. [Ipu BI'A,
OCJIOKHEHHOH 00pa3oBaHUEM MHTHOUTOpA, cBsa3biBaHue ®VIII ¢ mHTrHOUTOPOM
IIPOUCXOJIUT OCPEACTBOM PeaKIIuil KUHETUKU 1-TO MOPSA/IKA, T.€. CTEIEeHb
nHruoupoBanus OVIII npsaMonopoHaaIbHO 3aBUCUT OT KOHIIEHTPAIIUU
uHruourtopa [8].

« Ilpu IIT'A HaGromar0TCs KHHETHUECKHE PEAKITUY aHTUTeH-aHTUTEI0 2-T0 IOPAAKA,
T.e. OOJIBIITMHCTBO ayTOAHTHUTE UMEIOT BHICOKYIO HAUaIbHYIO CKOPOCTh
MHAKTUBAIIMH C TOCJIAEAYIONed MeIJIEHHOU (pa30H, IIPU KOTOPOU OCTaTOYHAs
akTUBHOCTHh OVIII MOXKeT onpezieaTbCA ake MPU BbICOKUX KOHIIEHTPAIUAX
nHruouTopa B maa3me [9]. KpaliHe HHTEPECHBIM 1 HE UMEIOIINUM Ha CeTOHAITHUMN
JleHb 00bsICHEHUH sIBJIsAeTCA (PAKT TOTO, UTO IIPU cOMmocTaBUMON aKTUBHOCTU DPVIII y
60s1bHBIX ¢ [I['A cTeneHb TAKECTH KPOBOTEUEHU M MOKET ObITh 3HAUUTEIbHO BBIIIIE,
yeM y 00JIbHBIX ¢ BI'A



- KimHunueckue npoasjaeHusd. /[ng o ¢ III'A xapakTepHbI OCTPO pa3BUBIIINECA
MaCCHUBHbIE KDOBOU3JIUAHUA B KOXKY, MBIIIIbI U MATKHAE TKAHU, MAaCCUBHAA reMaTypus,
peTpodapuHTreaibHbIE U PETPOIIEPUTOHEATIbHBIE TeMAaTOMbI, KDOBOTEUEHUA U3 CIIM3UCTHIX
000JI0U€eK: HOCOBbIE, MATOUHbIE, JKEJTYOUHO-KHUIIIedHbIe [9, 10]. Takxke mpu I1T'A yacro
Ha6JTI0/1aI0TCA JTUTEJIbHO HEKYIIUPYIOIHUECA KPOBOTEUEHUS TTOC/Ie XUPYPTUUECKUX
BMeEILIATEJILCTB. Pexke BCTpeuarTca MacCUBHBIE JUIUTEIbHBIE IIOCJIEPOI0Bble KPOBOTEUCHUH,
KPOBOTEYEHU s IIOCJIe TPABM WJIM Ollepalluid, BHyTpUYepeHble KPOBOU3IUAHUA.
I'emapTpo3bl :Ke, ABIAIINECA TUIIMYHBIM IIposaBjaeHueM BI'A, BecTrpeyarorca y Takux
001bHBIX KpaliHe peiko [10]. KpoBoTeuenus ripu [1I'A yacTo HOCAT KHU3HEYTPOKAIOIITU I
Xapaxrep.

« Huaruo3s IIT'’A MmoxkeT OBITH 3aI10/I03P€EH TPU U30JupoBaHHOM yinHeHn AUTB u
HOPMaJIbHBIX ITOKA3aTeJISAX MPOTPOMOUHOBOTO, TPOMOMHOBOTO BpEMEHM, KOHIIEHTPAI[UN
¢ubpunorena, ®B, komnyecTBa TPOMOOIIUTOB U UX arperalimoHHON CIIOCOOHOCTH,
cHkeHnu aktuBHocTH OVIII. K yyinHenuio AYTB MoskeT IpUBOAUTh HAJTUUME
WHTUOUTOPA, SK30TeHHBIN IPUEM aHTUKOATYJISHTOB 100 n301upoBaHHbIl nedurut OVIII,
®IX, ®XI u ®XII. HauboJsiee npocThiM criocoboM sinddepeHnaTbHON TUAaTHOCTUKHT MEXKITY
HAJIMYUEM UHTUOUTOPA U U30JIMPOBAHHBIM J1ePUITUTOM (PAaKTOPOB CBEPTHIBAHUS SABJISETCA
IIPOBEJIEHUE TaK Ha3bIBaeMoro MUkKc-Tecta [9]. Ero cyTh 3aki04yaeTcsa B CMelllnBaHUN
IUIa3Mbl HAIeHTa ¢ HOPMAaJIbHOM IIa3MOU B COOTHOIIIEHUH 1:1 U JAIbHEUIIEN TOBTOPHOM
oreHke AUTB. B cirygyae oTcyTcTBUA B KpOBU O0JIBHOTO UHTHOUTOPA IIPOUCXOIUT
koppekus rmokazaresns AUTB 710 HopMabHBIX 3HAUEHU N, €CITU K€ UHTUOUTOP
IIPUCYTCTBYET, TO Koppekiinu AUTB He npoucxoaut. Tak kak UHTUOUTOP IO CBOEN CYyTH
SBJISIETCS «MeAJIEHHBIM » AaHTUTEIOM, MHTHOUPOBaHMEe (DaKTOpa B OOBIUHBIX YCIIOBUAX HE
MOKET IIPOUCXOJUTh HEMEJIEHHO, B CBA3U ¢ yeM olleHKa AYTB nipousBogutcs
HENOCPEACTBEHHO Cpa3y, U Uyepes3 2 4 MocJie CMEelIuBaHuA



o IIpu MOJIOKUTEJILHOM pe3yJbTaTe MUKC-TECTA, C I1eJIbI0 OKOHYATEJILHOTO
oATBEPKAeHus Auarnosa [II'A mpoBoiuTesa onpeeeHre TUTPA UHIHOUTOPa
MeTozioM bere3na [7, 10]. JlaHHBIN MeTO OCHOBAH Ha CIIOCOOHOCTH MHIHOUTOpaA
nHaktupupoBaTh OVIII. Coaep:kaliyto HHTHOUTOP Pa3BeIeHHYIO IIJIa3My
IalfeHTa B TeUeHHe 2 Y UHKYOUPYIOT B CMECHU C IJIa3MOU, UMeEIOIel
HOpMaJIbHYI0 akTUBHOCTb O VIII 11pu Temiieparype 37°, 3aTeM U3MEPAIOT
octaTouHyto akTuBHOCTb ®VIII B emnannax beresas! (BE). ITpunsTo, uto 1 BE —
KOJIMYECTBO aHTUTEJI, CIIOCOOHOE Ha 50% cHU3UTh akTuBHOCTH FVIII B
HOPMaJIbHOMU IlJIa3Me IIPU 2-X 4 MHKyDOaIuH €€ ¢ I1a3MoU MmanueHTa IIpu
temiiepaTtype 37° [14]. Kpome metona bere3ma pazpaboTaH uMMyHOGEPMEHTHBIHN
MeTos, (ELISA), ocHoBaHHBIM Ha cieru@UUecKol peakIiui aHTUTeH-aHTUTEJIO, B
koTopoM Mosiekyabl OVIII azicopbupoBaHbl Ha TBEPOU (hase, 0JITHAKO IITUPOKOTO
pacnpocTpaHeHUs B KJIMHUYECKOU IIPAKTUKE OH He MOJY4YWJI, T.K. II03BOJISIET
OIIPEIeJIATD JIUIIb HaJINYWEe UJIU OTCYTCTBHUE AaHTUTEJI, HE IIPeCTaBIAA
nHopMaruu 06 uX HHTMOUTOPHOM aKTUBHOCTH [6, 9, 10].



o JIleueHne. AneKkBaTHOE MEeIUKAMEHTO3HOE
jgedyeHnne nanueHToB ¢ III'A 3aBucur B
IIEPBYIO O4Yepeab OT UMEIINXCA (POHOBBIX

3a00jieBaHnl,  OOYyC/JIaBJIMBAIOIIUX €€
pa3BUTHE U KJIMHUYECKOW MaHU(eCTalUuU
KOAaryJIOIIaTUH. dyH/IaMeHTaJIbHBIMU

acIieKTaMUd  TepaleBTUYECKONM  TAKTUKU
BesleHUda OospHBIX ¢ [ITA  gaBigroTcd
OCTAHOBKA KPOBOTEYEHUUN M MEPONPUITHS,
HaIllpaBJIEHHEbIE Ha ApaguKaI[UIO
MHTHOHUTOpA



« OcmaHoexa kpoeomeueHuil. Ha ceromHsAIIHUN JleHb Tepamnus IEePBON JIUHUM s
KYIIUPOBAHUSI OCTPBIX KpoBoTeueHHU y OoabHBIX ¢ II['A BxIoyaeT B cebsi BBeJeHUE
IIYHTUPYIOIUX IIpenaparoB. K TakuM mpemapataM OTHOCATCS aKTUBUPOBAaHHBIN
KOHIleHTpaT mpoTpombuHoBoro kominiekca (aKIIK), comepxkamiuii pakropsr 11, VII, IX, X u
mpenapar pekoMOWMHAHTHOTO akTuBuUpoBaHHOro ¢aktopa VII (pdVIla). CorsacHo
IIPOBEIEHHBIM HCCIIEA0BAHUAM 3G MEKTUBHOCTD JIEUEHHS OCTPHIX KPOBOTEUEHHH Y OOJTbHBIX
¢ [IT’A sTuMH mpenaparamMu MPaKTUYECKH OJIMHAKOBA U COCTABJISIET NPUOJIU3UTEILHO 93%.
TpombOoreHHbIE OCJOKHEHHS IIPU HOPUMEHEHUM JIaHHBIX KOHIIEHTPATOB  TaKXKe
comocTaBuUMBbI — 2,9% aysa p®Vlla u 4,8% na KoHIeHTpaTa MPOTPOMOUHOBOTO KOMILIEKCA.
IIpu HesPPEeKTUBHOCTU TepaNuM OJJHUM M3 IIPEnapaTroB IIEPEXOAT K BBEJIEHUIO JIPYTOTrO.
HaznayeHue aHTUDUOPUHOIUTUKOB (aIpOTMHUH, TpPaHEKcaMoBasi KUCJIOTA, SIHUCIOH-
aMUHOKAITPOHOBAs KHUCJIOTA) OAHOBPEMEHHO C KOHIIEHTPATOM ITPOTUBOMNOKA3aHO B CBA3U C
BBICOKHM pUCcKOM pa3Butus /IBC-cuHzipomMa 1 TPOMOOTEHHBIX OCJIOKHEHUH. I1pu TsKeIbIX
nposaBiaeHuax IIT'A u orcyrcrBuu sddekra Tepanuu MpenaparamMu IIepBOHM JIMHUM
pEKOMeHIOBaHbl ceaHChl IIazMadepe3a WM UMMyHOcopOuuu (yaajaeHue MHTHOHUTOpa) C
MIOCJIEAYIOIIUM BBEIEHUEM IIPenapaToB C ITyHTUPYIOIUM MeXaHu3MoM JelictBus [2]. [lpu
TUTPe UHTubuTopa MeHee 5 BE 1 OTCyTCTBUM TsKEJIO0T0 KPOBOTEUEHUS BO3MOKHO BBEJIeHUE
Oospmiux m03 KoHIileHTpaTta DVIII (mpeomosieHre WHIHOUTOpA) WJIHM JAECMOIIPECCHHA,
KOTOPBIN cTUMYyaUpyeT BbIcBoOOkAeHUe DPVIII n @B u3 KIeToOK 3HAO0TENNs, IPUBOAA K
KpaTKOBPEMEHHOMY IOBBINIEHNI0 KoHIeHTpanuu OVIII 10 TepameBTUYECKOrO YPOBHA [5,
10]. Heo6xo1mmMo MoAYEPKHYTh, UTO €T0 BBEJIEHHE OIIPABAAHO JIUIIb Y MAIlNeHTOB C HU3KUM
TUTPOM MHTHOUTOpA. EcTecTBeHHO, BHIOOD JieueOHON TAaKTUKHU 3aBUCUT B IIEPBYIO0 OUEpPEIH
OT TS’KECTU KPOBOTEUEHH U TUTPa UHTHOUTOPa B KPOBH.



KynuposHue KpoBoTeueHuu npu MrA

. PexoMOMHAHTHBIN aKTHBHPOBAHHBIH (hakTop cBepThiBaHus KpoBu VII (p®PVIla)*
- 60-120 MKr/KT Kaxkabie 2-3 9 J0 JOCTHKESHHS TeMOoCcTa3a
o AKTHUBUPOBaHHBIN KOHIIEHTpAT mpoTpoMOuHOBoro komruiekca (aKIIK)* - 50-100
ME/kr kaxapie 8-12 4 10 JOCTHIKEHUS reMocTa3a

*npu Hed)PEKTUBHOCTH OJHOrO Ipemapara MEepexoAsT K BBEIEHUIO JPYroro B

PEKOMCHAOBAHHBIX O103axX

[Ipu oTcyrcTBUUM 3¢ dekTa OT HIYHTUPYIOUIUX [TPEernapaToB:

Ilpu  evicokom  mumpe  uncubumopa _ u | llpu mumpe uncubumopa menee 5 BE u

nDOOOﬂJfCCliOWGMC}Z MAMNCETIOM KpOB6Ome4erHuu. omcymcmeuu mAsSMNCEN020 KpOoBOmMeYeHus.

[IpoBeneHne ceaHcoB muasmadepesa WM | IpenapaTsl, CIOCOOCTBYIOIIME ITOBBIIICHUIO
UMMYHOCOpPOLMH ¢ mocienytomumM BeeaeHueM | ypoHs OVIII B kposu:
ITYHTUPYIOIIHUX IIpernapaToB B e Konnenrpar ®VIII - 100-200 ME/kr

PEKOMEHIOBaHHBIX /103aX (CM. BBIIIIE) e JlecmompeccuH - 0,3 MKI/KT B/B




« Ipadukauun uHzubumopa. llpu BhIsIBIAeHUS HHTHOUTOPA,
MEePONPUATHSA, HalTpaBJIeHHbIE HA 3JIMMUHAIINI0 AHTUTEJ TOJIKHBI
OBITH HauaThbl He3aMeAJIUTEJIbHO, T.K. JaKe B CJjaydae, ecid
3a0osieBaHME€ MaHM(ECTUPOBAIIO YMEPEHHBIM TeMOPParuYecKuM
CHH/IDOMOM, WMEETCSI BBICOKUU PHUCK Pa3BUTHA (HATaJIbHOTO
KpoBoTeueHus [5]. Ha CeromHAIHUI J€Hb MMEETCS HECKOJIBKO
BO3MOJKHBIX CTpaTeruil, HaIpaBJeHHbIX Ha 3JINMHHAIUIO

HHTuOUTOpA - [IPUMEHEHUE TJIFOKOKOPTUKOCTEPOU/IOB,
I[TUTOCTAaTUKOB (nmknodochamus, a3aTUOIIPUH, 6-
MEPKAITOIyPUH, BHHKPHUCTHH), BBICOKHUX 03 BHYTPHUBEHHOTO
HIMMYHOTJIO0YJINHA G, pUTYKCHUMAO; 1a3zMmadepes,

MMMYHOCOPOIIUSI ¥, HAKOHEIl|, MPOBEeleHNe Kypca WH/YKIUH
UMMYHHOU TosiepaHnTHOCTU npemnaparamu OVIII (Ttabs.3). [JlaHHbIE
METO/AbI MOTYT IIPUMEHSATHCS KaK B KauecTBe MOHOTepAIlnM, TaK U
B KOMOHHAIIUH APYT C APYTOM



PekxomMmeHaaiiim o IOIPUMCECHCHHUTIO

ITpenau3onoH+mukiIodochamug

IIpenaun3oi0H (1 MI/KTr BHYTPh €>XSIHEBHO) +
nukirodpochamua (1,5-2 w™Mr/Kkr BHYTPh) B

TEYEHUE MO MEHbIIIEH Mepe 5-THU Hel

I{ukirocrmopuH 200-300 wMr/cyr B KadecTBE MOHOTEparuu
00 B COYETaHHHM C IIPSIAHU3O0JIOHOM B
KadecTBE Tepanuu 2-l JTUHUU

YenoBeueckuit BHYTPUBEHHBIN | 2 I/Kr B TedeHue 2X AH Jub6o 0,4-0,5 r/kr B

HMMYHOTJIOOYJIUH

TeEYeHue S5 1OH B COYETAaHUU C [OpYTruMu
METOdaMU JedeHUs (TIIFOKOKOPTUKOUIHI,
UMMYHOCPOIIHSI, UHIYKIIUS

HUMMYHOJIOTHYESCKOMN TOJISPaHTHOCTH)

HMMmmyHocopOuusi, rutasmadepes

ITo3BosisieT OBICTPO YyAaJIUTh HWHTHOUTOP U3
KpPOBH TmalleHTa, OaHako »>@ddexT sBisiercs

KpaTKOBPEMCHHBIM

MHEAyKIWst *UMMYHHOM TOJIEPAHTHOCTH

KoMmriiekcHbIe MPOTOKOJIBI, BKIIFOYAIOIIIUE
BBeaeHue koHueHTtpara @VIII B coueTranuu c

mUuTOoCTaAaTUKaAaMM U MMPCIAHHU30JIOHOM

Putykcumad

375 mr/m° B/B 1 pa3/Hen B TedeHUue 4-X HE B
COYEeTaHUHU C TIIIOKOKOPTUKOHIAMH B KAadeCTBE

TeparnuH 2-i1 THHUH




« BosibHBIM [1T'A HEeoOxOoMMO M30eraTh JIIDOBIX
BO3JE€HCTBUM, CIIOCOOHBIX YBEJIMUUTh PUCK
KPOBOTEUEHUS - BHYTPUMBIIIIEUHbBIE
MHBEKIINH, HHBA3UBHbIE MaHUIIY IS,
IIpreM MeJuKaMeHTOB, 00J1aJal0IIuX

aHTHarperauoHHbIM 3(P@PEKTOM U T.[.




o IIpornos npu II'’A HanpAMyo 3aBUCUT OT
BO3pacra 060JILHOTO 51 ATHUOJIOTUH
3aboseBaHusd,. [lo [JaHHBIM €BPOMENCKOTO
peructpa 6obHbIX [IT'A, ypoBeHb CMEPTHOCTHU
cpeid MOJIOABIX ITAIlUEHTOB COCTaBJjAeT 16%,
cpeid  MHOXKWIBIX — 44% . Boapacr,
HECOMHEHHO, ABJISAETCA HE3aBUCUMBIM
IIPEUKTOPOM cMepTH y manueHToB ¢ IIT'A, B
TO BpeMA, Kak ypoBeHb OVIII u THUTp
HHTUOUTOPA He OKAa3bIBaeT BJIUSHUSA HA HCXOJT
3abosieBaHUs




[IpMBOAMM COOCTBEHHOE K/IMHUYECKOE HabIloAeHMe.

[TaumenTtka K., 26 ner mocTynwia B I'e€MaTOJOTHYECKOE OTIEIEHHE KIMHUKU B
ceHtsiope 2016 r. ¢ xajobamMyu Ha HaJM4Yue OOMIMPHBIX T'E€MaTOM B OOJIACTH BEPXHUX H
HWKHUX KOHEYHOCTEM pa3IMYHOM CTENEHU JTaBHOCTH, MOSIBIISIIOIIUXCS CaMOMNPOM3BOJIBHO,
OrpaHUYEHUE JBUKECHUN B JIEBOM BEpXHEH KOHEUHOCTH.

B ampene 2016 r. nmepeHecna MIaHOBOE KECAPEBO CEUEHUE B CBA3H C BPOXKIACHHOU
aHoMaJIuel CTPOEHMUsI BHYTPEHHHUX MOJIOBBIX OPTraHOB — «JIBYpPOroil MaTku». bepeMeHHOCTh
MPOTEKaJia HOPMaJIbHO, POJIBI B CPOK, TTOCIICPOIOBBIN NTepUo1 — 0€3 0COOSHHOCTEH.

20.07.16 r., BOepBble 3amMeTHIIa y ceOs OCCIPUUMHHBIA OTEK W I'eéMaTOMYy JIEBOTO
npenruiedbs (OT JIOKTS 0 KUCTH) C OTPAaHUYEHHUEM JBH)KECHHI B JIEBOM JIOKTEBOM cycTaBe. B
Mocjenyloue JHM OTMedasia I[IOsIBJICHMEe IeMaTOM B IIOJKOJIEHHBIX sIMKaxX, 00JlacTu
TOJICHOCTOITHBIX CYCTaBOB M MpaBoro mnpearuiedbs. B centsiope 2016 r. BO3HUK CIIOHTaHHAs
NPUNYXJIOCTh, OOJb W OrpaHUYEHUE [BWKEHUU B JIEBOM KOJIEHHOM cycTase. Jleunmnach
CaMOCTOSITEIbHO U Y YYacTKOBOIO TEpamneBTa, HEOJHOKPATHO OCMAaTpuBajlach XUPYPIoM,

KOHCYJIbTUPOBAaHA AaHTMOXUPYPIrOM, PEBMATOJIOIOM, HO TMAarHO3 OCTaBaJICS HESICHBIM.



ITpu naGopatopHoM 00CT€OBaHUM B OOIIEM aHAIM3€¢ KPOBH M MOYM TMATOJIOTHH HE
obL10, mpoTpoMOKHOBBIN HHAEKC (ITTU) Ob1 HOpMabHBIM (94%.). B CBSI31 ¢ MOBBILIIEHHEM B
KpOBU YPOBHS MEYEHOUHBIX (hepMeHTOB (amaHMHAMHHOTpaHCHEPa3bl "
acnapraraMuHoTpancdepasnsl) u ooHapyxxenueM PHK Bupyca remaruta C, manuentka Obiia
TOCIUTAIU3UPOBAaHA B WH(EKIMOHHOE OTICTCHHE, TIIe ObLT 3aloJ03peH «XPOHHMYECKHIA
BUpYCHBIM TematuT C ¢ MHUHUMAIbHOM OMOXMMHYECKOM aKTMBHOCTBIO, OCIOKHEHHBIN
BHETICYEHOYHBIMH MPOSIBICHUSAMI?
B cBs31 ¢ comHeHusiMuU B anarnose, 12.09.16 r. nanuenTtka Obuia epeBeeHa B Hally

KJINHUKY.



I[Ipy mOCTYIUICHHH - COCTOSIHHE YIOBJICTBOPUTEIBHOE, MPABHIBHOTO TEIOCIOXKCHMUS,
YIOBJICTBOPHUTEIILHOTO TTUTaHUsI. KOXKHBIC TOKPOBHI Y BHJIMMBIC CITU3UCTBIC OJISTHO-PO30BHIC.
Ha neBoM mnpeamiedne, B 00JacTH TPaBOTO M JICBOTO KOJICHHBIX CYCTAaBOB OOIIMPHBIC
reMaTOMBbI, MPHITYXJOCTh, 00Jb W OrPAaHUYCHHE JBUKCHHH B NPAaBOM JIOKTEBOM W JICBOM
KOJICHHOM CyCTaBaX, MHOXECTBO OJHHOYHBIX T'eMOpparuii B BHJE CHHSKOB JO 1-2 cM B
nuaMeTpe Ha Oeapax, rojieHsX, )KUBOTE U crinHe. MIMeeTcst orpaHudeHrue NBMXKEHUMN B JICBOM
jokTeBoM cycrtaBe. llluroBumHas xene3a He u3MeHeHa. KOCTHO-MbIIIeyHasi cucrema Oe3
ocobenHnoctel. [lepudepuueckne numdoysnbl He yBeauudeHbl. Haa JIErKUMH BE3UKYIISIPHOE
IbIXaHHE, XPHUIIOB HET. J[esATeIBLHOCTH cep/lla PUTMHYHAs, TOHBI 3BydHble, AJ[-110/60
MM.PT.CT., IyJibCc - 84 mun. JKuBor msirkuii, 6e3GosesHeHHbIH. [leueHb y Kpasi pebepHOU
IyTH, celie3eHKka He manbnupyercs. I[lepudepudeckux oTekoB HeT. DHU3MOITOTHYESCKHE

OTIIpaBJICHHA B HOpPMC.



AHamHe3 XU3HU: TyOepKynE3, Tu(bI, MaJsIpuio, BeHepudeckue. 3aoboineBanus, BUY-
UHDEKIUI0 OTpUIlaeT. AJUIEProJIOTHMUYECKUM aHaMHE3 HE OTATOLICH. OMNHUJIOKPYKEHUE
O6naromnosryddoe. Poaunacek ¢ pomoBoi TpaBMoi — mapanud Jp0Oa jieBoi pyku. OnepaTuBHbIC
BMemarenbcTBa: 1994r. — JieyeHue CBUILEBOTO KOMYMKOBOro xoaa, 2015 r. — ynanenue
JIUTIOMBI TIpaBoOro TIuieda, ampenb 2016 r. — kecapeBo ceuenue. Bce mnporekanu 06e3
reMOpPpParudyecKux OCIOXHEHUH. HacnelIcTBEHHOCTh MO IeéMOpparnd4ecKoMy CHHIAPOMY HeE
OTATOLIEHA.

Bo Bpemsi HaxoXJeHHs B KJIMHHUKE y TAIMEHTKHA ObLIO BBISBICHO H30JMPOBAHHOE
yanmuaenue AUYTB o 70 ¢ npu HOpMaNIbHBIX TTOKa3aTeIsaX NPOTPOMOUHOBOTO, TPOMOMHOBOTO
BpeMEHHU, KOHIIeHTpalnu ¢pubpuHorena, @B, konudecTBa TPOMOOIIUTOB M UX arperalimoOHHON
CIIOCOOHOCTHU. YUUTBIBAsI TaHHbIE JAa0OPATOPHBIX METOJO0B MCCIIEIOBAaHMS, a TAKXKE KECapeBO
CeueHUE B aHaMHe3e, ObUI0 3amomo3peHo Hamuuue [II'A, B cBa3W ¢ 4yeM marueHTKa Oblia
HampaBjieHa st noobcienoBanus B ['emaronmormdeckuit Hayunwiit [{eatp (I'HLIM3P®) r.

MOCKBEL.



JlarHble oOciienoBaHuil, BEITOJHEHHBIX B LlenTpe 22.12.16 r.:

AUTB — 92 ¢, pubpunoren — 3,7 r/n; IITU — 79%; MHO — 1,13; ®VIII — 0,7%; OIX
— 31,3%; uarudutop ®VIII — 130 BE, uarudurop ®I1X — 0 BE; arperauust TpoMO601IUTOB C
AlD — 75%; ¢ pucromunmHoM — 83%, ¢ kosuareHoM — 94%; OB— 86%; anturen OB —
148%.

YauteiBas jabopartopubie maanHbie (yanmumHenue AUTB, cHmkenue ypoBHs DVIII,
Hanuuue uHruouropa DVII) OGonpHOI BhIcTaBieH auarHo3: «lIpuoOpereHHBIH AedUIUAT
dakTopa cBepTeiBaHus — [II"A, BeposiTHEE BCEro, - MOCIEPOTOBAS.

B cBsi3u ¢ >TUM, nalifueHTKEe ObLIa NpOBEJIecHa UMMYHOCYIIPECCUBHAS Teparus NepBoOi
JIMHUU - MOHOTEpAIrsi IPeAHU30JIOHOM B J103€ 65 MI/CYT C MOCJIEAYIOIUIUM CHUXKEHUEM 10 32
mr/cyr. Ha ¢oHe »TOM Tepanmmu  COXpPAaHSJIMCh  HE3HAUYUTEJIbHBIC  IPOSBICHUS
reMOpparud4ecKoro CUHJApOMa B BHUJE ITOSIBICHHSI MEJIKUX OJMHOYHBIX T'eéMOpparuii Ha KO>Ke
TYJOBHMILIA U KOHEYHOCTEeH nuameTrpom a0 2 cM. Ilo jmaHHBIM KoaryjaorpamMmbl COXpPaHSIJIOCH
n3onupoBanHoe yqimHeHue AUTB no 62 c. Mouutopusr ypoBHst OVIII u tutpa naruburopa
HE MPOBOJIUJICS 1TO OOBEKTUBHBIM NpudynHaM. IlarimeHTke NpoBeJeHO NOCTENEHHOE CHUYKEHUE

JI03BI TIPETHU30JI0OHA 10 MOJHOM OTMEHBI B KoHIIe (eBpanst 2017 .



IIlpn muHAMHYESCKOM MOHHUTOPHHIC COXPaHSIIUCHh PEIUIUBUPYIOINIHE TI'€MaTOMBI
MSITKHUX TKaHEH, Mo IMpUYHHE Yero OoJIbHasi MOBTOPHO HamnpaiiecHa B [ HIIM3P® c¢ 1enpro
omnpeaeiacHus TuTtpa antTurea u ypoBHst PVIII. ITo narabsIM KoaryjgorpaMmbl oT 11.04.2017 r.:
DdOVII — 2,9%; marudutop DPVIII — 16,1 BE. BBemenue mperapaToB C IIYHTHPYIOIITUM
MEXaHU3MOM JCSUCTBUSI B HAIIIEM PETrMOHE HE IIPCACTABIISIIIOCH BO3MOXHBIM, B CBSI3H C YSM Ha
6aze T'HIIM3P® mnanmeHTKE OJHOKpaTHO OBUI BBEIACH AaKTUBUPOBAHHBIM KOHIICHTpPAT
aporpoMmOmHOBOTO KOoMIuiekca (FEIBA) 200 ME/kr.

IIlpu nanpHEeWIIEM MOHHUTOPHHIC TEeMOPPArU4YeCKHUii CHHIPOM perpeccupoBall, B
TedeHHue 4-X MeC HOBBIX €TI0 MPOSIBJIICHUN HE HAOIFOJa10Ch.

Takum oOpazom, B IIPHUBEACHHOM HaOmoneHuun y mnanueHTku [II'A meOroTrupoBaiia
IIOCJIE KecapeBa CCEUYCHHUS KIIMHUKOM CIIOHTAHHBIX T'eMapTpPO30B, Ka3YHCTHYECKH PEIKO
BCTPSYAIOIIUXCsI MPU JaHHOM 3a00JIeBaHUM, JAWArHo3 OBLI 3arloJ03pCH Ha OCHOBaHUHU
U30JIUPOBAaHHOTO YymiamHeHuss AYUYTB mpwm HOpMalIbHBIX IIOKa3aTeIsIX MNIPOTPOMOHMHOBOTO,
TPOMOHMHOBOTO BPEMEHH, KOHIIeHTparmuu pudpuHoreHa, @B, koamungyecTBa TPOMOOITUTOB U WX
arperaifMOHHOM CIHOCOOHOCTH H TMOATBEPIKICH BBISIBJICHHUEM BBICOKOTO YPOBHS HHTHOHUTOpA
DdVIII. MMmMmyHOCynIpeCCHBHAsI HW IIIYHTHUPYIOIIAs Teparus I[IPUBOJAWMIN K YIYYIIICHHUIO
COCTOSITHUSI TIAITUCHTKH.

K coskaneHuro, Ha CEroaHSIIITHUN JeHb OCTAaCTCsI MHOTO HESICHOTO B TAKTHUKE BCJICHUSI
MmarueHTOB, cTpanaroux [1I"A. B cBs3u ¢ ’THM HEOOXOIUMO MIPOIO0JIKATH UCCICIOBAHUS JIJIsI

YTOYHEHUS TMaToreHe3a 3ab0ojieBaHus U Moucka 3PPESKTUBHBIX CXEM JICUCHHUS.
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