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Koarynomarust — 3T0 COBOKYITHOCTH 3a00JI€BaHMUH, BBI3BIBAIOIIIX KPOBOTECUCHHE BCICICTBIE KOMIUIEKCHBIX Ha-
PYIIEHUH B CBEPTHIBAIOIIEM H IPOTHBOCBEPTHIBAIOIIEM MEXaHH3MaX KPOBH. THI KPOBOTOYMBOCTH IIPH AAHHOM
3a00JIeBaHNM HOCUT reMaToMHBIi xapaktep [1,2,3].

Koarynonaruu fenarcsi Ha HaclEACTBEHHbIE U IMpuoOpeTeHHble. HacnencTBeHHAs Koaryjaomnarusi BO3HUKAeT
OT CHIDKCHHUSI KOMIIOHEHTOB TeMocTa3a (CHCTEMBI OpraHu3Ma, paboTaromeil Ha MpeaynpeKICHUE U OCTAHOBKY
KpOBOTEUEHHH) WK OT WX HapymieHus. Hanbomnee pacnpocTpanénubie GopMbl 3a00IeBaHUS — reMO(UITHS TUITOB
A, B, C n apubpunorenemus. Uto xacaeTcst IpHOOPETEHHOM KoaryaonaTHH, OHa BO3HUKAET Ha (oHe MH(peKIu-
OHHBIX 3a00JIeBaHNUil, MOpaKeHUsI IEYEHH, SHTeponaTuil B TSHkENOH dopme, a Tarxoke Ha (OHE 370KaUECTBEHHBIX
obpazoBanmii [1, 4]. Jedunur pakxropa XI (Iemodunus C, 6one3nsr Pozenrans, MKb D68.1) nepemaercs mo
ayTOCOMHO-OMHHAHTHOMY THITY. boJie3Hb oTiM4aeT jerkoe TeueHne. [1oBrImeHHass KpOBOTOUMBOCTH BOSHHUKACT
JMILB [10CJIE ONEpaluid, TpaBM, PEAKO BO3HUKAIOT reMapTpo3bl. BOJIeOT M ManbuuKy, U A€BOYKH. Juarsos nox-
TBEPXKJIAIOT OTKJIOHEHHUS B (pa3e CBEpTHIBAHUS KPOBH U Hanuuue aeduiura pakropa XI [5].

VY GONIBHBIX € Koarylomnariei HaOMoaroTces OJIeTHOCTh KOXHOTO ITOKPOBAa M TeMOPPAarndecKii CHHAPOM, TIPH
KOTOPOM KpPOBH H3JIMBAETCSI U3 CTCHOK COCYIOB B IPHJICTAIOININE TKAHH WM BBIXOOUT HApyXy. DTO — IJIaBHEIC
CUMIITOMBI 3a00JIeBaHus, BRI3BaHHBIC COOEM paOOThl TEMOCTa3a MM U3MEHEHUSIMH B CTPYKTYPE €ro 3BEHBEB (T10-
BPEXJICHHE CTEHKH COCY/a, N3MEHEHHUS KOIMYEeCTBa TPOMOOIIUTOB U T.I1.) [4].

B nmuteparype ommcaHsl cayvYan [UIMTEIBHBIX H OOMIBHBIX KPOBOTECUCHHN Y OONBHBIX C KOATYIONATHsIMH ITOCIIE
ymaneHus 3y00B, BCKPHITUS aOCIieCcoB, (PIIETMOH M TeMaToOM, yIAICHUS MUHAAJMH, alllleHI KTOMHN, aMITy Tl
TOJICHH, PE3CeKIMH KHIIKH U APYTHX OIEPAaTHBHBIX BMEUIATEIHCTB. B CBs3M ¢ yrpo30if KpOBOTEUEHHUS MHOTHE
XUPYPrH U30€ratoT NPOU3BOIUTh ONEPATUBHBIE BMEIIATENbCTRBA Y JIUI] C 3a00JI€BaHISIMU KPOBHU, YTO BBIHYKAAET
OOJIbHBIX MHOIJA CKPbIBATH CBOE 3a00J€BaHUE. DTO HEPEKO BEJET K PA3BUTUIO «HEOXKUIAHHBIX» KPOBOTEUCHUI,
KOTOpBIE MOTYT 3aKOHUUTHCS JIETaNbHO [3, 6, 7, §].

B crarbe onucan knmHUYeCKu# cirydail narnuenTa ¢ gedunuroM dakropa XI (Iemodunust C, 6one3np Posen-
tans). [lanuent b.I'. my»xckoro nona, 1990 rona poxaenus, 5 ¢pespains 2013 roga odpatuics B MOTUKINHUYECKOE
oraenenue HannoHanbHOro neHTpa opTaabMOJIOTUM UMEHU akaj. 3. ANUeBod ¢ kanob0aMu Ha KOCMETHUYECKUI
Ie(eKT HIKHETO BeKa IPaBoro riia3a, CIe30TeUeHunE, 3y, HEPHOINIESCKH BO3HUKAIOIIEE CIM3UCTO-THOWHOE BEIIe-
JIeHne W3 mpaBoro asa. Co cIoB manueHTa AeeKT Ha HIKHEM BeKa 00pa3oBasics B 2-X JIETHEM BO3PAcTe MOCTe
MHOTOKPATHBIX XUPYPrHYECKHX BMEIIATEILCTB HA HHKHEM BEKe IPABOTo IJ1a3a M0 [TOBOJY YacTO MOBTOPSIOIIEHCS
MOJKOXHOI reMaroMsl B 3Toit obnactu. [locnequue 6-7 eT NOSBIINCH CIE30TEUEHUE U BBIACICHUS U3 IPABOIO
rna3a. HacnencrBenHbril anamae3 namuenTa b.I. otsromen HaciencrBennol koarymnomnarueit. C 2006 roga cocro-
WT Ha y4eTe B HayuHO-TipakTHYeCKOM IIeHTpe TeMOGIINH ¢ Tuarono3oM aedunutom dakropa XI. B anamuese ma-
IICHT OTMEYaeT 0OMIBHOE KPOBOTCUCHUE BO BpeMs IUPKyMIM3KH (00Ope3aHue KpaitHel mIoTH), eproJHIecKue
KpPOBOTEUEHHUSI JIECEH, a TAK)KE MOJKOKHYIO FeMaToMy Ha 3aJHel TOBEpXHOCTHU IpaBoro oeapa.

[NammenTy OBUIH IPOBEACHBI BU30METPHS, ITHEBMOTOHOTpadust, OHOMHKPOCKOIIHS, OPTaTHMOCKOIHS TIIA3HOTO
IIHa, IPOOBI HA CIE300TBEICHIE M MIPOMBIBAHUE CIIE300TBOMAIMINX MyTeil. Ha MOMEHT 0cMOTpa OCTpoTa 3peHHs
npasoro rmasa 0.9, nesoro rmasza — 1.0, BI'/] o6oux ra3 — 18 MM pT. ¢T. BuoMukpockonus 1eBoro riasza u opTans-
MOCKOIHUSI 000HX I71a3 HE BBISIBIIIN MATOJIOTMYEeCKUX U3MeHeHuil. IIpu ocMoTpe mpaBoro rasa 0b10 00HapyXKEHO
HETIOJIHOE CMBIKAHUE BEK 33 CYET PYOIIOBOTO BEIBOPOTA MEIUAIFHOHN MOJOBUHEI HIDKHETO BEKa M HIKHEH CIIe3HOM
TOYKH, 31rpopa (crnezoctosHue) (puc.l). B KOHBIOHKTUBAIBHOM MOJIOCTH OBLTO OOHAPYKEHO CIU3UCTOC OTICIISA-
emoe. [Ipr OMOMUKPOCKOIIMY KOHBIOHKTHBA IIPABOTO I1a3a Oblla HHBCIIMPOBAHA B HUKHEM CETMEHTE, POTOBHIIA
notepsuia 6meck U ¢ 5 10 7 yacoB y uMOa HaboaIach SMUTENMONATH POTOBUIIBI (TIOBEPXHOCTHAS dpo3us). B
DIyOOKONEKAIINX TKAHAX MMATOJOTHYSCKUX M3MEHEHHI He HaOII0Nanoch.
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Puc. 1. Ilanuent B.I. PyOuoBsbIii
BBIBOPOT MeIMAJIbHOM M0JOBUHBI
HUZKHEr0 BeKa U HUAKHell cie3Hoil
TOYKH

PCSYJ'ILTaTBI AUArHOCTHUKHU CJIC300TBCACHUA IIPEACTABIICHEI B Ta6J'II/II_Ie 1.

Tabmuna 1.
JAunarHocTuka cje300TBOISIIIAX My TeH
MeToabl JTUATHOCTHKH | IIpaseIii a3 | JleBblii 17123
Crne3ooTtBozsias mpoba oTpuLaTeabHas MOJIOKUTENbHAS
Pedmroxe cnesbt OTpHLIATEIbHBII OTPHLIATEIIbHBII
Cne3HoHOCOBAs Ipoba OTpULATENbHAS HOJIOKUTEIbHAS

HpOMLIBaHI/Ie CJIC3HOHOCOBOT'O KaHaja
(duspacTsop) TIOJIOKUTEIBHO TIOJIOKUTEIBHO

Kak BuaHO M3 TaOMHMIEBI, C JIEBOW CTOPOHBI HAPYIICHHS CIE300TBEICHUS HET, CIpaBa B CBS3H C BHIBOPOTOM
HWKHEW CJIe3HON TOUKH HAOIIOaeTCsl HapylIeHWEe aKTHBHOTO CJICOTBEICHUS

B cBsi3u ¢ HanmMUMeM y MalMeHTa HaClIeICTBEHHOM KOAryllonaTiy ObLTO PEHICHO MPOBEACHUE XUPYPrUIeCKOi
oTiepanuy Ha HIHKHEM BeKe MPaBoro miasa B PeciryOnmnkanckol 0OIBHUIIE IO HAONMIOAEHUEM reMaToiora. AHAIN3
KpOBH TaITMEeHTA JI0 OIlepaIiy nokasan ypoBeHb X1 dakropa 9.1%, Torma kak mo JUTEpaTypHBIM JaHHBIM MIPH
yposHe XI ¢akropa Hrxe 10% prck 0O0MIBHOTO KPOBOTEUEHHSI BBEICOK (Tabmnuia 2) [5].

C y4eToM JaHHBIX aHalW3a KPOBH IALMCHTY TeMaToNIoroM Oblla HAa3HAYCHA reMOCTAaTHYEeCKas Tepamus. 3a
gac 10 MPOBEACHHS OTIEPAIIUH O TIACTUKY HIDKHETO BeKa IIPaBoro 1a3a BHYTPUBEHHO ObUIH BBeneHHI 10-15mi/
KI' CBEXKO03aMOpOkeHHas 1iasma u 2000 EJI antunarnGuropHoro koarymsaTHoro kommiekca ®ENBA (FEIBA -
Factor Eight Inhibitor Bypass Activity, rekombinant VIla faktor).

HamwmenTy B.I'. mox BHyTpHBEHHBIM HAPKO30M ObLIa MPOBEICHA IUTACTHKA HIDKHETO BEKa MPABOTO I1a3a C Te-
pecaaKoil KoXHOTo JIOCKyTa ¢ BepxHero Beka 1o A.G. Tyers. Bo Bpems uccedeHus TKaHEeil BOZHUKAIN yMEpEeHHbIE
KPOBOTEUEHHS, KOTOPBIE KYITUPOBAJIH MPHUKJIAIIBAHIEM MapIIEBBIX TAMIIOHOB. KpoBoTeueHMit N3-11011 KPOBSHOTO
CT'yCTKa TIOYTH HE HAOIIOAATIOCH, OTHAKO 3aKHBJICHHE POTEKAJI0 CPABHUTEIBHO MEJJICHHO.

Uepes 6 4acoB mociie onepaluy naueHTy BHyTpUBEHHO ObUTH BBeeHbI 200 MIT CBE:KE3aMOPOKEHHOH I1a3Mbl
u 1000 EJT ®EMBA. Takas koMOHHAIMH HHY3HH NTPOBOAMIACH KaXK/Ible 12 4acoB B TEUCHUH 3-X JHEIL.

C yueroM naHHBIX monypacnana XI ¢akrtopa (52-60 yacoB) B MOCICIyIOIINE JHA BBEICHHE CBEKO3aMOPO-
KEHHOH IUIa3Mbl IIPOU3BOAMIOCH KaXKable 2 MHs. I'eMocTarndeckas Tepanus B yCIOBUSX CTAI[OHApa HalueHTY
IIPOBOAMIACK B TeueHue 14 nHeil nocne onepanuu. B TedeHue 3Toro nepuoja He HabII0AAI0Ch HUKAKOTO KPOBOT-
€UeHUs1, KPOBOU3IIHSHUSL.

OcMOTp TalMeHTa U CMEHA MOBA3KK B TCUCHHUH 2-X HelIeb POU3BOMIMCH B cTalloHape PecmyOnrkanckoi
OoNBHUIBI B oTACTeHUH reModmnn. KpoBoTeueHus U3 paH Ha BeKax He HaOmonanocsk. Pansl Bek yiCThIe, afanTu-
POBaHBI, IIBBI COCTOSITETIHHBI.
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Tabmuma 2

AHaau3 KPOBH NMallMeHTa

JlaGopaTopHble NOKa3aTeIH Pe3yabrarsl

ITpoTpoMOUHOBOE BpeMsi B CEKYHIaX 13.6 12u-1611
ITporpombuHOBOE BpeMs B Y% 75.0 60-95%
MHO (INR) 1.19 1.03-1.33
AKTHBUPOBaHHOE YaCTHYHOE TPOMOOIIACTHHOBOE BPEeMs 156.4 2811-3811
Oubpunoren 256.0 200-500mgq/dl
TpomOuHOBOE BpeMst 13.0 8u1-14n
AxruBrocth VIII dakropa 85.9 70-150%
AxrtuBHOCTS IX (haxTopa 100.6 70-120%
AxruBHOCTb XI (hakTopa 9.1 70-120%
AxrusHocTh XII (hakropa 150.0 70-150%
VWEF Rikof akTuBHOCTB 140.0 70-150%
Bpewmst cBepThIBaHMS KPOBU 30 71-131
PeTpakmus cBepThIBaHHS KPOBU 0.5 0.3-0.5

Uepes 1 rox mocre onepariy 0cTpoTa 3peHus MpaBoro riaza crana 1.0, B CBsS3HM ¢ BOCCTAaHOBIEHUEM ITUTEITHUS
POTOBHIIBI, POTOBHUIIA MPHOOpEa ecTecTBEHHBIN Oneck. JIOCKyT Ha HI)KHEM BEKE MOJIHOCTHIO MPHXKUJICS, HUXK-
Hee BEKO MPUIICKHUT K TIa3HOMY S0JIOKY, HUKHSS ClIe3Has TOUKa BMAaJaeT B CIE3HOE 03€pO, YTO CIIOCOOCTBOBAIIO
BOCCTaHOBJICHUIO aKTUBHOTO CJIE300TBeIeHMs. JKamo6 Ha clIe30TedeHre MalleHT He oTMeda (puc.2). CMbIkaHue
Bek — noytHOE (puc.3).

-

Puc.2. lanuent B.I'. Yepe3 rog nocie onepamum. Puc.3. lanuent B.I'. Yepe3 rox nocie onepanuu. [oJi-
HuokHee BeKO NPUIIEKUT K [IA3HOMY SIOI0KY, HUMKHSS HOe CMbIKaHHe BeK
cj1e3Hasi TOUKa BIaJaeT B clie3Hoe 03epo. JlockyT Ha
HIKHEM BeKe MOJTHOCTBIO MPUKUJICS

Puc. 4. llanuent B.I'. Uepe3 2 rona nocJe onepanuu.
. CrabujbHoe MojoKeHne HUKHEro BeKa

Ha npotspkeHuu Bcero BpeMeHU HaOMIoACHU (JBa roja) U3MEHEHHUE IIOJIOKEHHS HIPKHETO BeKa IIPaBOro Iiasa
u snudopa He Habmoaanucsk (puc.4).

INomy4yeHHBIE TaHHBIE CBUIETENLCTBYIOT O TOM, YTO ITAMEHTaM C HAaCJIEIACTBEHHOH KoaryjaonaThed mpoBesie-
HHE XUPYPIrHYECKHX BMEIIATENECTB € IIEPECaIKOM JIOCKYTOB BO3MOXKHO. HapyIieHus B IprKUBIICHUH JIOCKYTa HE
orMeuaeTcsi. OfHAKO XUPYPrHUECKOe BMEIIATEIbCTBO JJOJDKHO OCYIIECTBITECA Ha GoHe crienuduueckoi Tepa-
MM, BKITIOYAIOIIEH 1 MPOBEJCHUE Kypca IepeMBaHUi KPOBH M €€ KOMITOHEHTOB.
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IRST KOAQULOPATIYA ILO PASIYENTD® ALT GOZ QAPAGININ
PLASTIKASI (KLINIK HAL)

Akad. Zorifa Oliyeva adina Milli Oftalmologiya Morkazi, Baki, Azarbaycan

Acar sozlor: koaqulopativa, ¢capiglasmis cevrilma, qraftin kégiiriilmasi

XULASO

X1 faktorun defisiti (Hemofiliya C, PTA-plasma thromboplastin antecedent — tromboplastinin plazma salofi
catmamazlig1, Rozental sindromu) nadir rast golinan irsi koaqulopatiyalarin bir noviidiir.

Elmi-praktik hemofiliya merkozinde 2006-c1 ilden dispanser qeydiyyatda olan eyni diagnozlu, 23 yasli, kisi cinsli
xastonin anamnezinda circumsizio amaliyyati (siinnat) zaman1 ganaxma,sag budun arxa sathindo hematoma,dis ati
ganaxmalar1 geyd olunur. Nosildo vo qohumlarinda qanaxmal1 xastalori inkar edir.

Xastonin sag alt gdz qapaginin ¢apiqlagmis cevrilmasi qlisurunun carrahi korreksiyasi {igiin aparilacaq adekvat
hemostatik terapiyadan oavval xasts tokrar miiayins olundu.

Guseynzade G.T., Alizade G.A.

PLASTIC SURGERY OF THE LOWER EYELID IN THE PATIENT WITH
HEREDITARY COAGULOPATHY (CLINICAL CASE)

National Ophthalmology Centre named after acad. Zarifa Aliyeva, Baku, Azerbaijan

Key words: coagulopathy, cicatricial ectropion, transplant graft

SUMMARY

Hemophilia C (also known as plasma thromboplastin antecedent (PTA) deficiency or Rosenthal syndrome) is
a mild form of hemophilia affecting both sexes. It is caused by a deficiency of coagulation factor XI. A 23-year-
old adult male with plasma thromboplastin antecedent (PTA) deficiency presented with cicatrical ectropion of
lower eyelid of the right eye. For the surgical correction of the cicatrical ectropion of lower eyelid the patient was
repeatedly examined before the adequate hemostatic therapy.
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