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IHPU JUATHOCTHUKE BOJIE3HU BUJIVIEBPAH/IA
®OI'bYH “Kuposckuit HUM remarosioruu u nepenuBanusa kposu ®MBA Poccun™

bone3ns Bumnebpanna (bB) sBisieTcs HaclencTBEHHBIM 3a0oJieBaHUEM
CUCTEMbl  KPOBU,  XAPAKTEPU3YIOIIMUMCS  BO3HUKHOBEHHUEM  CIIOHTAHHBIX
KpOBOT€YEHH. B OCHOBE maroreHesa JaHHOW NATOJOTHH JICKAT KAYECTBECHHBIC
WIN KOJMYECTBEHHbIE HapylleHus cuHTe3a (paxtopa Bumnebpanma (VWF). Ilpu
ATOM HApYyIIAeTCs MPOIECC aare3ud TPOMOOIMTOB, a muiasMeHHbIA (aktop VIII
(FVIII) momBepraercst marosorudeckomy mnpoteonnsy. Kpome toro, mpu BB B
OpraHu3Me HaOJIIOAaeTCsl YMEHBIIEHUWE KOHLEHTPAaUUMUd CEPOTOHHMHA. ITO
MPUBOJUT K PA3BUTUIO MATOJOTMYECKOW AUIATallMd COCYJIOB M MX IMOBBIIIEHHON
MPOHUIAEMOCTH. BcreAacTBUE HW3MEHEHUM BCEX TPEX 3BEHBEB TIE€MOCTaza —
COCYJUCTOT0, TpPOMOOIMTAPHOTO U IUTa3MEHHOro y OonbHbIX BB  moryt
HaO0JII01aThCs OOIIUPHBIE, NTUTEIBHBIE U HE KOHTPOJIUPYEMbIe KpoBoTeueHus [1].

Haubonee xapaktepupiM u crnenuduyeckum cumntomoM T1pu BB
ABJISIIOTCS] KPOBOTEUYEHUS U3 CIU3HUCTBIX MOJIOCTU PTa, HOCA, BHYTPEHHUX OPTaHOB,
KOTOpPbIE MOTYT YIOPHO TMOBTOPATHCS B KaKOW-IMOO OJHOM M3 JIOKaIU3alun
[2]. CumMniTOMBI  KPOBOTOYMBOCTH BapbUPYIOT OT YMEPEHHO BBIPAKCHHBIX IO
KpailHEe TSXKEIbIX U MPOTEKAIOT MPEUMYIIECTBEHHO MO MHUKPOLMPKYJIITOPHOMY
tunny. OnHako y mnamueHToB ¢ pe3kum  nepumurom FVIIL (11 tun BB)
HaOMoatoTCss  OOWUJIBHBIE M MPOJOJKUTENIbHBIE KPOBOTEUEHHUS (HOCOBBIE,
JIECHEBBIC, MATOUHBIEC), @ TAK)KE KPOBOUBIIUSHUS B MBIIIIBI U cycTaBbl. KpoMe Toro
FEMOPPAruyeCcKuid CUHJIPOM TMPH ATOM MATOJIOTUUA KPAHE HEOJHOPOJEH U MOMKET
MEHSTBCA C TEUEHUEM BPEMEHHU, MCUYE3aTh HA JOBOJIBHO MPOAOJIKUTEIbHBINA CPOK,
a 3aTeM BHOBb TMOSBISATHCS; Takue (GopMbl 3a00sieBaHUS HauOoOJiee CIIOKHBI B
JMarHOCTUKE W  ONACHbl HEOXKHUJAHHBIMU  YTPOXKAIOIIMMHU  JJIs1  KU3HU
KPOBOTEUEHUSIMU BO BpEMsI ONl€paluid, poAoB, MPU TpaBMax U APYTUX COCTOSHUAX

13].

B wmreparype ymomMuHaeTcsi 4YacTO€ COYETAaHHE TIeMOpparuv4ecKux
nposiBieHud bB ¢ gBIeHMSAMM CHHApPOMAa ME3€HXMMAJbHOW JUCILIA3UU:
MOBBIIIIEHHAS PACTSKUMOCTh KOXH, CIa0OCTh CBSI30K, THUIEPMOOUIBLHOCTD
CyCTaBOB, pa3iuyHble JepopMaiiiu M MNTO3bI OpPraHoB. BeposiTHO, B OCHOBE
JIAHHBIX TPOSIBJICHUM JIeKAT JIOMOJHUTEIbHBIE MECTHBIE COCYAUCThIE WU
CTpOMaJIbHBIE  JUCILJIA3UM, KOTOpbIE MOTYT TMPUBOJIUTH K  pEUUIUBAM
KpoBoTeueHut [4]. i  uX  BBISBICHUS  HEOOXOJIHWMBI  TIATEJIbHbBIC
JIOTIOJITHUTENILHBIE HCCIICIOBAHUS CIIM3UCTBIX 000JIOYEK pPa3JIMYHBIX OPTraHOB, B
YaCTHOCTH — PHUHOCKOMHMS, JIApUHTOCKOMHUs, (PuOpoay0oIeHOTaCTPOCKOIHS,
KOJIOHOCKOIIHUSI, a TAKKE MAaTOTMCTOJIOTHYECKHUI aHaIU3 U3MEHEHHBIX CTPYKTYp. Ha
CIIM3UCTBIX 000JIOYKAX HEPEAKO OOHAPYKMBAIOTCS COCYIUCThIE OOpa3oBaHUS B
BHUJIE TOBEPXHOCTHO PACIOJIOKEHHBIX, PACIIMPEHHBIX W HW3BUTHIX COCYJIOB
qUaMeTpoM 110 1-2 MM, JIETKO MaroIMX OOWJIbHBIE, TPYIHO OCTaHABIIMBACMbIC
KpOBOTE€UEHHUS. ['MCTONOTrMYECKMMU NPU3HAKAMH ME3E€HXUMAJIbHBIX IHUCILIA3Ui
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ABJISIIOTCSL THUIEPAJIACTUYHOCTh, HEPABHOMEPHOCTh M ‘3aKPYUYEHHOCTH  TIETEIb
KanuJuISIpOB, UX “OyJIaBOBU/IHBIE” PaCIIUPEHUSI.

B cBsi3M ¢ TeM, YTO XUPYPrUYECKHE BMENIATEIbCTBA, POJBI, TPABMBI Y
naneHToB ¢ bB B coderaHMM C HE3HAYUTEIBbHBIMA T'€MOPpPArnYECKUMU
MPOSIBJICHUSIMU OIACHBI [5], cuuTaeM, 4To HaJU4Yue y OOJIbHBIX JaXe YMEPEHHO
BBIPQKEHHOIO  T'E€MOPpPAarvyeckoro CHHAPOMAa W TUNOUYHBIX  IPU3HAKOB
ME3EHXUMAJIbHON JMCIUIa3UU B MECTE€ KPOBOTEUEHHII OOOCHOBBIBACT JalibHEUIIIEE
HaOJTFOICHUE TAKWX MAIMEHTOB C MCCIIEAOBAHNEM Y HIX BCEX 3BEHBEB T'€MOCTa3a B
JTMHAMUKE.

B kawectBe mnpumepa NPUBOAMM KIMHUYECKHM CIIydyald MPOSIBICHUS
AHTHOJUCIUIA3UN C aTpOPUICCKUMHA U3MEHEHUSMHU KOXXKH Y TAIMEHTKU C JIETKOU
CTeIeHbI0 OoJie3nn BumieOpaHya.

Bonbnas M., 1982 roxa poxaenusi, ¢ 11 et mosiBUiicS CHOHTaHHBIN KOKHO-
reMopparuyeckuii CHHIPOM B BHJI€ TEMATOMBI B 00JIACTH HAJKOJICHHUKOB ClIeBa U
CIpaBa, KOXa HaJl HUIMU — C TIOBBIIIEHHON pacTsbkuMocThio. [Ipu obcnenoBanum
MOKa3aTelid MEPBUYHOIO U BTOPUYHOTO 3BEHHEB IeéMOCTa3a ObLIM B Mpejenax
pedepenTHbIX  3HaueHuil.  OJHAKO  KOXKHO-TEMOPPAruyecKuii  CHHJIIPOM
pEeLHUINBUPOBAJ, MOSBUIUCH HOCOBBIE KPOBOTEUECHUS. JlaHHBIE MPOSIBICHUS
KY[HPOBAJIA €-aMUHOKAMPOHOBOW KUCIIOTOM. [lanmeHTka peryiasipHO MpoXoJuiia
oOcye0BaHe B IMHAMUKE.

Uepes ron 6osbHas moctynuia B kKIuHUKY Kuposckoro HUU remaronoruu
U TIEpeIMBaHUs KPOBU C MOCTTPABMATUUYECKOW OOIIMPHOM reMatoMoi KOJIEHHOMU
obsiacTi U roJieHu ciieBa. [lanmeHTke MPOBOAMIIOCH OOCIEIOBAaHUE U JICUCHHUE B
KIIMHUKE WHCTUTYTa, HECMOTpPSI HAa OTCYTCTBME  HW3MEHEHHUM B J1aOOPATOPHBIX
TeCTaX, OTPAKAIOUIUX COCTOSIHUE IEPBUYHOIO U BTOPUYHOTO 3BEHBEB I'€MOCTA3A.

B npouecce nauHaMmuueckoro HaOtoIeHus 3a 00IbHOM, B Bo3pacte 21 rona y
Hel OblIM BBISABICHBI CHWKeHue aktuBHoctu FVII, VWF u pucramunms-
WHIYIMpOBaHHOM arperaruu TpomOonutoB (RIPA), uTo mo3Bonmio ycTaHOBUTH
nuarHo3 6onesnu BunieOpanma. B 2004 romy moa mpUKPHITHEM KOHIIEHTPATOB
(bakTOpOB CBEPTHIBAHWSA KPOBU OHA OJIArOINMOIYYHO POJMiIA JEBOYKY, MOCIE YEro
reMopparuyeckue SIBJICHUS HE OTMEUaINCh, NMPU KOHTPOJBHBIX OO0CIIETOBAHUIX
MoKa3aTelld reMocTa3a ObUIM B TIpe/iesiax HOPMBI (CIeyeT OTMETHTh, YTO y €e
JIOUYEpPU YCTAHOBJICHBI TOJOOHBIC KIMHUYECKUE MPOSIBICHHS T€MOPPAruyecKoro
nuartesa u cHwkenue aktuBHocTu FVIII, VWF u RIPA).

B 2012 rony OonpHas BHOBb moctymnuia B KiIMHUKY Kuposckoro HUUN
reMaToJIOTUU U MEePeSIMBaHus KPOBH C KaJlo0aMHU Ha U3MEHEHUS CTPYKTYPbl KOXKHU
U €€ I[BeTa B 00JaCTH KOJICHHOT'O CyCTaBa CJI€Ba, MEPUOJUYECKHUE MEeTEXUAbHbIC
BBICHITIAHUS] HA KOHEYHOCTSIX.

I[Ipyu O0O0BEKTUBHOM OOCJICIOBAHUH: JIOKAaJbHO B 00JacTH HUKHHUX
KOHEYHOCTEHW 0OHAPYKEHbI TeMaTOMBI Pa3HOM CTENEHU BHIPAXKEHHOCTH; B 00J1aCTH
JIEBOTO KOJICHHOTO CyCTaBa BBISBIEHBI aTpOPUUYECKUE H3MEHEHHS KOXXH THIIA
NanupycHOW Oymaru, CBETIIO-KOPUYHEBOTO IIBETa, KOKHAs Cckiaaka 6omee 10 cm.
JlanHbIe TaOOPATOPHBIX UCCIICTOBAHUN:



e 00muii aHamu3 KpoBU: remoriobun — 128 r/m; remaroxputr — 38,3%;
APUTPOLIUTHI — 4,24X1012/JI; COD — 2 MMm/4yac; JIEHKOLMTHI — 4,55x109/n;
TpombouuTs! — 260x10%/1; cpennuit 06beM TpombomTos — 10,1 dir.;

e KoaryJsiMOHHBIA remocraz ot 21.02.2013 (6e3 remMOCTaTHKOB):
JUTUTEIIbHOCTh KPOBOTECUEHUS — 2 MHH, CBEPTHIBAEMOCTh KPOBH — 7 MUH;
dakTop VIII — 100%; daxrop IX — 100%; TpomOuHOBOE BpeMs — 15 c;
dbubdpuHOIMTHYCCKAs aKTUBHOCTH — & w™wuH; uHuekc AIITB - 0,85;
poTpoMOMHOBBIN UHACKC — 93%; anTuTpomOuH |11 — 155 %;

® VHIYLMPOBAaHHAS aKTUBHOCTb TPOMOOLIUTOB C ajpeHanuHoM U AJ[D Opuia
CHU)KEHA, C PUCTOMUIIMHOM — MOBBIIIEHA, C KOJJIArEHOM — B HOPME;

e aktuBHOCTHE VWF — 93%, anturen k VWF — 78%.

YuuTeiBass BO3MOXHOCTH OITYXOJIEBOI'O MEPEPOKACHUS KIETOK KOXH U C
KOCMETHYECKOM 11eJIbI0, ITPOBEICHO MCCEYECHHE M3MEHEHHOrO ydacTKa B 00JacTH
JIGBOrO  KOJIEHHOTO cCycTtaBa. Marepuan HampaBJieH B JlabopaTOpUIO
1aToMop(OJOTUH KPOBH JIJISI UCCICIOBAHUS.

[Ipr MakpOCKONMMYECKOM OCMOTPE: y4acTOK KOXH pazmepamu 12x4x0,2cMm,
OTMEYACTCSd €€ MWCTOHUCHHE TII0 TUmy “nmanupycHord Oymaru”. Ilpm
MUKPOCKOIIMYECKOM aHajn3e (PUCYHOK): B Cpe3ax IpeJCTaBlIeHa KOXa ¢ TOHKUM
samuaepMucoM. Poropoit cioii B OOJBIIMHCTBE TIOJICH 3pEHHUS 3HAYUTEIIBHO
HWCTOHYEH, HEPAaBHOMEPHO PACCIOCH. 3€PHUCTBIM CJIOM YaCTUYHO PEAYLMPOBaH,
POCTKOBBIM M 0a3ajabHBIN CIOM COXpaHEHBbI. IMeeTcsi o4aroBblii yMEpPEHHBIN OTEK
ANUAECPMHUCA B BHUJE IPOCBETJICHHUS NEPUHYKICAPHBIX MNPOCTPAHCTB. B mepme
COCOYKH HECKOJIBKO CTJIa)KE€HbI, KOJJIATEHOBBIE BOJIOKHA PA3BOJIOKHEHBI, YACTUYHO
(GbuOpo3UpOBaHbI; OTMEUAETCS pPACUIMPEHHUE U HEPABHOMEPHOE KPOBEHAIOJHEHUE
COCYOB, ONPEACISIOTCS IPUTPOCTA3bl. B COCOYKOBOM M CETYATOM CIOSIX JIE€PMBbI
BCTPEYAIOTCS MEJIKO- M CPEIHEOYAaroBbl€ JIECTPYKTUBHBIC KPOBOMBJIMSHUSI
HACBIIICHHO-KPACHOTO I[B€Ta, C HEPABHOMEPHBIM YACTUYHBIM T€MOJIM30M
SPUTPOLIUTOB, BBISBIISIIOTCS €IMHUYHBIE JEMKOUUTHI. [IpencraBineHsl NpuUmaTKu
KOXKM B BHJI€ CallbHBIX M TMOTOBBIX >K€NE3, 4acTb W3 HHUX JAedopMUpOBaHa.
3akioueHue: aTpopuuecKoe H3MEHEHNE KOXKHU C SBICHUSIMH aHTHOIMCIIA3UH.

C yd4eToM BBISBIICHHBIX THCTOJIOTHYSCKUX HAPYIIECHUH I oOecredeHUs
aJICKBaTHOTO TeMOCTa3a ObLJT Ha3HAYECH aKTUBATOP 00pa30BaHUsI TPOMOOIJIACTHHA,
HOPMAJIM3YIOMKUK  (QYHKIIMIO TPOMOOIIUTOB — JHUIIMHOH. J[OMOJHUTEIHLHOTO
BBCJCHUS CHHTETHYECCKOI'O aHajiora Ba3oIpeccHHa W (H)aKTOPOB CBEPTHIBAHUS
KPOBH HE TTOTPeOOBAIOCH — IMOCICONIEPAIIMOHHBIX KPOBOTECUCHUH HE HAOJI01aJI0Ch.
Pana 3axxuna mnepBUYHBIM HaTSHDKEHUEM, BBl ObUIM CHATBI Ha 14 cCyTku.
[TarueHTKa BRIKMCAHA B YOBJIECTBOPUTEIBHOM COCTOSIHUM.
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Takum oOpa3zoM, Jaxe caMble MHUHHMAJIbHbIE KIMHUYECKUE MPOSIBICHUS
reMOpPpParuueckoro CHUHJIpOMa (HOCOBBIE U JIECHEBbIE KPOBOTEUECHMSI, IETEXUU Ha
KOXKHBIX  TIOKpOBax) M MHKPOCKOIIMYECKH  BBIABICHHBIE  IPU3HAKU
ME3EHXUMAJIbHON AUCIIIA3UM Yy MALMEHTA JOJDKHBI HACTOPOKUTH JISHYallero Bpaya
(TepaneBta, JIOP-Bpaua, cromaronora, Xupypra u Ipyrux y3KUX CIEHUAINCTOB) U
ObITh TIOBOJOM JUIsl JIMHAMUYECKOTO OOCIIEJOBaHMUS BCEX 3BEHbEB I'€MOCTa3a.
Oco0eHHO Ba)XHO €ro KOHTPOJMPOBATh Y KEHIIMH, TaKk Kak OE€peMEHHOCTb U
HOCJEIYIOIUE POAbl MOTYT CHOCOOCTBOBATH CPBIBY «StatuS qUO» M Pa3BUTHUIO
HEKOHTPOJIUPYEMBIX KPOBOTEUEHH, YACTO MPUBOIAIINX K KaJleHallen Onepauunl —
skcTupnauuu  Marku. Cuuraem, dYTO NOPOBEAEHUE THUCTOJIOTHYECKUX H
TUCTOXUMHUYECKUX UCCIENOBAHNN MO3BOJAT PACIIMPUTh NTOHUMAHHE MEXaHU3MOB
naToreHe3a ME3eHXUMAaJbHOW TUCIUTa3uH y OOJIBHBIX TpoMmOomuTonaTusiMu u bB,
YTO UMEET BAXKHOE MPAKTUYECKOE 3HAUEHUE.
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