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quaﬁ OKKAIO3UMOHHOM KOXKHOU BACKYAOITATAN BCAEACTBHE

myTanuu reHa nporpomonHa F2(20210)GA

© Kosanesa A.[1."™, Cokonosa M.B.", Marpywes A.B."?, benoycosa 1.3’

'BoeHHo-MeanumHekas akagemns umenn C.M. Kuposa, CankT-Tletepbypr, Poccust
HaumoHanbHbIA MeaULMHCKIA nceneaoBaTenbCKuii LieHTp umeHn B.A. Anmasosa, CaHkT-TleTep6ypr, Poccus

OnucaH cnyvan BackynonaTtum Koxu BcnegcTeme CUCTEMHOM kKoarynonatun. Y naumeHTkun 37 net

Ha (poHe nonHoro 6naronony4ms B TeHeHne 3 MecsiLeB Pa3BUNCH OOLLMPHBbIE 30HbI HEKPO3a

KOXW NPENMYLLLECTBEHHO B 061aCTU HUXXHUX KOHEYHOCTEN. Npy nepBU4HOM 06paLLeHnn B KOXXHO-
BEHEPOJSIOMMYECKUIA ANCnaHcep NOCTaBMIEH AMArHo3 «NanynoHEKPOTUHECKUIA BACKYIUT», HA3Ha4YeHa
cucTemMHas Tepanus riokKoOKOpTUKOCTeEpoMaaMm, KotTopasa okasanacb HeaddekTnBHON. [MoBTOpHOE
rMCTONOrNYecKoe NccnefoBaHne, NPoOBEAEHHOE B KITMHUKE KOXHBLIX M BEHEPUYECKNX 6ONEe3HEN
BoeHHO-MeanuUMHCKON akagemMun, No3BoSINI0 NOCTABUTb OKOHYATESbHbIA AUAarHo3 — «OKKJII03NMOHHAs
BacKkynonatus». [pu oueHke KoarynorpaMmmbl y 6011bHOM 3addMKCUPOBAH MNOBbILLEHHbIA YPOBEHb
npoTpoméuHa (165%) n He3HaunTenbHoe cHmxeHne AYTB (22,3 ¢). C y4eTomM HopMasibHOro

YPOBHS TPOMOOLUMTOB, OTCYTCTBUS CONYTCTBYHOLLEN NATONOMMN CO CTOPOHbI BHYTPEHHUX OPraHoB,
OTCYTCTBMSA AaHHbIX aHaMHe3a O NpUMeHeHn BapdapuHa, NepeHeceHHbIX MHAEKLMNSAX COCTOSAHNE
naumMeHTKM pacLeHeHo Kak NposiBiEHME CUCTEMHON Koarynonatuu. B xoge nomcka BO3MOXHbIX
NPUYMH runepkoarynsaumn BolsiBieHa 3HadnmMasn myTtauus reHa npotpombuHa F2(20210)GA. Mocne
KOHCYNbTaumMm remaTonora Ha4ata aHTukoarynaHtHasa tepanus. C y4eTom 60nbLUMX MO naowanu
A3BEHHbIX AE(EKTOB KOXM NauneHTKa nepeBeaeHa ans ganbHenRLWero e4eHns B XMpyprm4ecknia
cTtaumoHap. bnarogaps coBMecTHOM paboTe cneunanncToB 4epMaToNiorm4eckoro, reMaToiorm4eckoro
N XMpypruyeckoro npodunen yaanocb QOCTUMHYTh 3aXKMBMEHUA Oe(PEKTOB KOXM 6€3 BbINOSIHEHMSA
nnacTu4ecKux onepauui, a Takxe NpegoTBpaTnTb NOBTOPHbIE TPOMOBOTUYECKNE COOLITUA (OTCYTCTBME
peumguBoB B TeHeHne 6 MecsLeB HabNoaeHS).

Knto4yeBble CNOBA: BackynonaTtus KoXu; NpoTpoM6uH; chaktop Il cCBepTbiBaHMSA; KNMHMYECKUIA cnyyan

KOHMNUKT MHTEPECOB: aBTOPbI AeKNapupytoT OTCYTCTBME SBHbIX U MOTEHUMANbHBIX KOH(DIIMKTOB MHTEPECOB,
CBfI3aHHbIX C Ny6nnkaumen HacTosiLLen cTaTbu.

NCTOYHUK (hrHAHCUPOBAHMS: pykonuCh NOArOTOBEHA U ONY6NIMKOBaHa 3a cHeT (PMHAHCUPOBAHUS MO MECTY
paboThbl aBTOPOB.

Cornacve naumeHTa: nauneHT [O6POBOSILHO NOANMcan MHOPMUPOBAHHOE Cornacue Ha NyGnmnKaumo
nepcoHansHoOM MeguLMHCKON nHdopMaLmm B 06e3nnyeHHon hopmMe B XypHane «BecTHUK gepmaTonoruu
W BEHEPONormm».
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Chnical case of cutaneous vasculopathy due to mutation
of prothrombin gene F2(20210)GA

© Anastasiia D. Kovaleva'™, Maria V. Sokolova', Alexandr V. Patrushev'?, Irena E. Belousova'

'S.M. Kirov Military Medical Academy, Saint Petersburg, Russia
Almazov National Medical Research Center, Saint Petersburg, Russia

The article describes a case of skin vasculopathy due to systemic coagulopathy. In the setting of complete
well-being, a 37-year-old female patient developed extensive areas of skin necrosis, predominantly in

the lower extremities, over a period of 3 months. At the initial visit to the dermatovenerologic dispensary,
papulonecrotic vasculitis was diagnosed, and systemic therapy with glucocorticosteroids was prescribed,
which turned out to be ineffective. A repeated histological examination carried out at the Skin and
Venereal Diseases Clinic of the Military Medical Academy allowed to make a final diagnosis — occlusive
vasculopathy. When evaluating the coagulogram, the patient was found to have elevated prothrombin
level (165 %) and a slight decrease in aPTT (22.3 s). Considering the normal platelet count, absence

of concomitant visceral pathology, lack of history of warfarin use, and past infections, the patient’s
condition was regarded as a manifestation of systemic coagulopathy. A search for possible causes of
hypercoagulation revealed a significant mutation in the prothrombin gene F2(20210)GA. Anticoagulant
therapy was initiated after consultation with a hematologist. Taking into account the large area of ulcerative
skin defects, the patient was transferred to a surgical inpatient facility for further treatment. Thanks to the
joint work of specialists in Dermatology, Hematology, and Surgery, it was possible to achieve healing of
skin defects without plastic surgery, as well as to prevent repeated thrombotic events (no relapses during
6 months of follow-up).
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M AxtyanbHocTb

OKKJO3MOHHbIE BacKynonatun NpencTaBfsioT cobom
reTeporeHHylo rpynny 3abonesaHui, XapakTepusyroLmXx-
Cs1 3aKYNOPKOM COCYA0B KOXW 63 NPU3HaKOB MopaxeHus
(Bocnanenwus) cocygucTom cteHku [1]. MaTodmanonormye-
CKMe MexaHu3Mbl, NPpUBOJALLME K OKKITHO3MKU NpocBeTa Cco-
Cy[oB, NiexaT B OCHOBe Knaccudukaumm OKKIO3UOHHBIX
BackKynonatum [2].

OTnonornyeckMMm akTopom BbICTYNAKT pasfivyHble
MO MPOUCXOXAEHWNIO 3MO0SbI (XONMCTEPUHOBLIE, OKcanat-
Hble, MUKPOOHbIE, KOXHble BHYTpPUCOCYAUCTbIE MeTacTa-
3bl BUCLeparbHbIX 3/10Ka4eCTBEHHbLIX HOBOOGpPa30BaHWN,
WHOPOAHblEe Tena), TPomObl, obpasyloLumnecs BCreacTeve
HapyLleHuin B cucteme remoctasa (renapuHOBOro HeKpo-
3a, peakTMBHOro TpoM6oUMTO3a, TPOMOOTUYECKON TPOM-
60UMTONEHNYECKON MypPNypbl), CUCTEMHBIX U COCYAUCTbIX
koarynonatui (BapapuHOBOro HEKpo3a, aHTudocdhonu-
nugHoro cuHgpoma, cuHgpoma CHeppoHa, nMBe[oOVMAHON
BacKynonatuu), COCTOSIHWIA, COMPOBOXOAIOLLMXCA U3Me-
HEHMEM PeosiormyecKnx CBOMCTB KPOBU Ha (poHe BO3fAeN-
CTBMA HU3KUX TemnepaTyp (KpuoarrmioTuHaumm u Kpu-
onpeuvnuTauMu), a Takxe ppyrve BapuaHTbl hakTopos
OKKITI03UM — 3PUTPOLIMTbI, KOXHbIE KanbuuukaTsl, npuem
HEKOTOPbIX NIeKapCTBEHHbIX (MpenapartoB rMOpPOKCMMOYe-
BVHbI, JlIeBaMn3051a, MHTepdEPOHA) N HAPKOTUYECKUX (KO-
kaunHa) cpeacTs [3].

OTnUunTENbHON OCOBEHHOCTBLIO Crlyyas SIBASAETCH OK-
KMo3us, accoummpoBaHHas C¢ Tpombodumnuen Ha doHe
MyTaumMu reHa npotpombuHa (F2(20210)GA). Tpom6uH
UrpaeT KIoYeBylo porb B perynsauumn kackaga csepTbiBa-
HWS1 KPOBW, NMOCKOJbKY OH AENCTBYET Kak NPoKoarynsHTHbIN
tepmeHT, aktusupysa daktopsl X, Xl, VIIl n V, aktnsupy-
€MbliA TPOMOBUHOM UHIMOBUTOP PMBPUHONN3A, a TakxXe pac-
wennset pubpuHoreH Ans BblcBo60XAeHUs punbpmHa. He
MeHee BaXKHO, YTO TPOMOVMH TakxXe OeCTBYeT KakK aHTUKO-
arynsHTHbIN epMeHT, akTuBmpys npoTtemnH C. MNoBbiweHre
YPOBHSA NPOTPOMOMHA B Mria3Me KpOBW YBENUYMBAET PUCK
passutnsa Tpombo3a B 3—4 pasa [4]. Hanbonee yactbimu
BapuaHTaMu TPOMOOTUHYECKUX OCIOXHEHUN Npu TPOMO6O-
dunum Ha doHe MmyTauun F2 y XeHLnH penpoayKTUBHOIO
BO3pacTa fBMSATCA TPOMO0O3IMOONUS NIero4HON apTepuu,
TPOM603 rNy60KNX BEH N MPUBLIYHOE HEBbIHALLMBaHWe 6e-
pemMeHHocTH [5].

Onucanue cnyyas

B pekabpe 2023 r. B KNMHUKY KOXHbIX W BeHepude-
CKMX 60ne3Hen BOeHHO-MeOMUMHCKON akageMun MMEeHU
C.M. KnpoBa obpatunacb naumeHTka 37 net ¢ xanobamu
Ha BbICbINAHUA B 06nacTu roneHen u 6efnep, Bbi3blBalo-
Lne 4YyBCTBO CTArMBaHWA, BbIPaXeHHY0 O60Ne3HEeHHOCTb
npw xoab6e. I3 aHaMHe3a U3BECTHO, YTO NaumeHTKa cuun-
TaeT cebs 6onbHOM ¢ aBrycta 2023 r., korga Bnepeble OT-
MeTuna nosiBNeHNe BbIChINaHNA Ha KOXe YLLUHbLIX PaKOBUH.
CamocTosITENbHO He nevnnack, obpaTnnachk 3a MeguLmnH-
CKOM MOMOLLbIO B ParioOHHbIA KOXXHO-BEHEPONOrn4yecKum
AucnaHcep No MecTy XUTemNbCTBa, Ha3Ha4YeHbl ToMMYeckne
rMIOKOKOPTUKOCTEPOUbI, HA (DOHE MPUMEHEHUS KOTOPbIX
BbICbINaHWUs MONHOCTLIO paspeLunnuce. B ceHTabpe 2023 r.
OTMeTUna nosiBfIEHNe aHanorn4HbIX BbICbIMAHUA Ha KOXe
YLLUHBIX pakoBWH, roneHen un 6egep (puc. 1). MNpu nosTop-
HOM o6palleHnn 3a MeMLMHCKON NMOMOLLbIO YCTaHOBIEH
npefBapuTenbHbIA ANarHos: «nanyroHeKPOTUYECKUIA Ba-
ckynut». [NposoAmnack obLuas U HapyxHas npoTUBOBOC-
nanuTenbHasa Tepanus — 6e3 apdekTa, B CBA3N C YeMm
HarpasreHa B ropofcKoy KOXHO-BEHEepPOrormMyeckni amc-
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naHcep Ong nposefdeHusi O0006CNeAOoBaHUA U NeYeHus.
20.09.2023 BbINONHEHA AMArHocTUYeckKass 6MONCUsa KOXW,
YCTAHOBMEH OMAarHO3 «BacCKynuT KOXu». HasHaveHa cu-
CTeMHas Tepanus oeKcaMmeTa3oHOM (4 Mr/cyT nepoparbHo)
C MOCTENEHHBbIM CHUXEHMEM [03bl (HA MOMEHT MOCTYyre-
HUA npuHumana 1,5 Mr/cyT), a Takxe obLias geceHcmbu-
nmMaupyrowas, aHTUrucTaMmHHas U aHTubakrtepuanbHas
Tepanus. Ha dpoHe NpoBOAUMOro fieHeHUs1 NoNoXUTENIbHON
OWHaAMWKK HE OTMeYanocsb.

Pe3ynbTatel (on3nkanbHoro, 1abopaTtopHoro

U MHCTPYMEHTAJIbHOr 0 UCCN1e0BaHNsA

M3 aHamMHe3a naumMeHTKM M3BECTHO, 4To go 2023 r.
3Nn3000B MOAOOGHbLIX BbICbIMAHUN, a TakXe TPoM6030B
Opyrmx nokanusaumnen He 6bino. CemeliHbin aHamHe3 oLe-
HUTb HEBO3MOXKHO BBMAY TOr0O, YTO NauMeHTKa BOCMNUTbIBA-
nacb ornekyHamu, cBefeHUn 0 BUOIOrMYECKUX POAUTENSX
He umeeT. U3 akywiepckoro aHamHesa: 6epeMeHHOCTb
B Bo3pacTte 19 neTt, BbINOMHEH MEOUKaMEHTO3HbIA abopT.
Hanee 6epemeHHOCTM He nnaHuposana. [lepopanbHble
KOHTpaLenTuBbl HE Ha3Ha4Yanucb, CaMOCTOSATESNbLHO He Npu-
HumaeT. MNpu ocMmoTpe: Ha KOXe roneHen u 6epep (npe-
MMYLLIECTBEHHO Ha 3aHeW NMOBEPXHOCTM MPaBOW FONeHw)
oTMeYanucb eauHU4YHbIE A3Bbl OKPYrNon (opMbl, pasme-
pamu ot 4,0 go 5,0 cM B gnameTpe, C yMepPEeHHbIM KOmun-
4YeCTBOM (p1bpMHA Ha OHE 3B, MHOXECTBEHHbIE o4arun He-
KpO3a KOXMU pasnnyHbix oopM 1 pasMepoB, MakCUManbHO
0o 17,0 cm (3a c4eT CnusHUs 04aroB, C HE3HAYUTENBHBIMU
npu3Hakamu BocnaseHust no nepudepun (puc. 2).

[MaumeHTke 6bINU BbIMNOMHEHbI: OOLLUMA aHann3 Mou4u,

aHain3 KpoBM Ha MapKepbl FeMOKOHTaKTHbIX BUPYCHbIX

Puc. 1. Ha koxe roneHeli 1 6eaep BU3yanuaupyroTcs Ny3biput, 06LIMPHbIE 30HbI
Hekpo3a

Fig.1. Blisters and extensive necrosis areas are visualized on the skin of the lower
legs and thighs
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a

Puc. 2. O6LUMpHbIN 04ar NOpaXeHNs Ha Koxe roneHei (a) v beaep (6)
(MpenMyLLLECTBEHHO HA 3a[1HE MOBEPXHOCTIA MPABOM FONEHM): MHOXECTBEHHbIE,
MEeCTamu CIIMBAOLLMECS 04ary HEKPO3a PasfinyHbIX OPM 1 Pasmepos,
MaKCUManbHo 10 17 ¢M, ¢ He3HAYUTENbHbIMM NPU3HaKaMI BOCNANeHNs no
nepudepiK, a TaKxe S38bl OKPYroi (opmbl, 0T 4 40 5 CM B AnameTpe,

C YMEPEHHbIM KONM4eCTBOM (DUOPWHA Ha [HE 3B

Fig. 2. Extensive lesion on the skin of the lower legs (a) and thighs (6) (mainly on
the posterior surface of the right lower leg): multiple, sometimes merging foci of
necrosis of various shapes and sizes, up to 17 cm, with minor signs of peripheral
inflammation, as well as round ulcers, 4 to 5 cm in diameter, with a moderate
amount of fibrin at the bottom of the ulcers
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VMHAEKLUMA U CUPUNNC, CKPUHMHT HA OHKOMapKepbl (PIOA,
A, CA, CA 125, CA 15-3), ACJ1O — 6e3 nartosnoruu.
Mpwn oueHke Koarynorpammbl y 60MbHON 3adMKCMPOBaH
MOBbILLUEHHbIA YPOBEHb NPOTpoMOMHa (165%) 1M He3Haum-
TenbHoe cHxeHne A4TB (22,3 c). B knnHn4eckom aHanu-
3e KpoBM obpallaeT Ha cebs BHUMaHue yckopeHne COJ
no 30 MMm/4, ocTanbHble nMokasaTenu B npepenax pecdpe-
PEHCHbIX 3HAYEHWIA.

[na yTo4HeHns gmarHo3a B KIMHMKE KOXHBIX U BEHe-
pu4eckmx 6one3Het BoeHHO-MeOMUMHCKOM akagemMmnn 6bin
BbINOSTHEH NEPeCMOTP GMOMNCUINHOro Marepuana OT CeHTS-
6ps 2023 r. MNpw rMCTONOrMY4eCKOM UCCnenoBaHnmn: anuaep-
MMWC MCTOHYEH, NOA 3NNAEPMUCOM OBHapyXuBanachb cy6a-
nuoepMarsibHas 4aCTUYHO Pe3aNMTEeNn3MpoBaHHas NonocTb.
B pepme: cocyabl MOBEpPXHOCTHOW W FyOGOKOW ceTw pac-
LUMpEHbl, 6ONBbLUMHCTBO M3 HMX C NPM3Hakamu Tpombo3a.
Tpom6bl cogepxaT dparMeHTbl saep nerkountoB. CTeHKM
COCYA0B MHTaKTHbI. B oTAenbHbIX cocyaax npu3Hakn peka-
Hanusauun. KonnareHoBble BOSIOKHA AEPMbl YTOMLLEHbI,
MeXAy HWMK MMEKTCH MHOMOYMUCIIEHHbIE 3KCTpaBasarthbl
3puUTpOLMTOB (pUc. 3).

Ha ocHoBaHum aHamHe3a, KIMHNYECKOW KapTuHbI U Tn-
CTONOrMYECKOro nccregosaHns 6blil yCTaHOBNEH AnarHo3
«OKKIH03VIOHHAsA BaCKYonaTusi COCyA0B KOXW HESICHOW 3TK-
onormn». [Ins BbISBNEHWS NPUYMH BacKynonatum naumeHT-
ke NpoBefeHO JoobcnefoBaHne: Mapkepbl ayTOMMMYHHBIX
3aboneBaHuii (aHTUHyKneapHble aHTutena, ANCA aHTu-

Puc. 3. [ncTonornyeckoe 1ccneaoBaHme: @ — 3nuAEPMUC UCTOHYEH,

Mofl 3NNAEPMUCOM 06HapyXMBanach cy6anuaepManbHasi YacTniHo
Pe3nUTeNIN31POBaHHas NO0CTb, TPOMOO3 COCY0B AepMbl; 6 — B fiepMe
COCY/IbI MOBEPXHOCTHON 11 FMY6OKON CETIA PACLLNDEHBI, BOMBLINHCTBO W3 HUX

C NpU3HaKamin TpoM603a, TPOMObI CoAEPXaT (hparMeHThl SAEP NENKOLIATOB,

B OTZESbHBIX COCYMAX NPU3HAKVN PeKaHaN3aLNIA; B — KOMNareHoBbIE BOSIOKHA
JEPMbl YTOMLIEHbI, MEXLY HAMU IMETCS MHOrOYUCIEHHbIE 3KCTPaBa3aTbl
3UTPOLITOB, TPOMBO3 COCYA0B B HIDKHUX OTAENaX AepMbl

Fig. 3. Histological examination: 2 — the epidermis is thinned, a subepidermal,
partially re-epithelialized cavity was found under the epidermis, thrombosis of
the dermal vessels; 6 — in the dermis, the vessels of the superficial and deep
networks are dilated, most of them have signs of thrombosis, the thrombi contain
leukocyte nucleus fragments, and there are signs of recanalization in some
vessels; B — the collagen fibers of the dermis are thickened, with numerous
extravasations of erythrocytes between them, thrombosis of the vessels in the
lower dermis
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MPO, ANCA aHTn-PR3, aHTuTena K kapguonunuHy IgM,
IgG, aHTUTENna K 6eta-2-rnmkonpetenHy IgM, IgG, sonya-
HOYHbIN aHTMKOArymnsHT, peBMaTongHbIi hakTop) — B npe-
henax pedepeHCcHbIX 3Ha4YeHul; Koarynorm4yeckme uccre-
JoBaHuA: aHTMTPOoMOUH, npoTtenH C, chakTop Il B npegenax
pedepeHCHbIX 3Ha4eHunn, romoumncTemH — 12,1 Mmonb/n
(BepxHsas rpaHvua pedepeHca — 12,0); reHeTuyeckue mc-
cnegoBaHus: F5-npoTpoM6uH (haktop V cBepTbiBaHWs) —
6e3 0COBGEeHHOCTEN; BbIIBNeHa MyTauus reHa, kogupyo-
wero cuHTe3 F2-npotpombuHa (dakTop Il cBepTbiBaHMS).
[na yTo4YHeHUs Hann4umsa o4aroB XPOHWYECKOW MHMEKLMM
BbINONMHeHa 0630pHasi opTonaHTomorpadus, No pesyrb-
TaTaMm KOTOpPOW AuarHoCTMpoBaHa 4YacTuyHas BTOpuYHasA
afleHTUs1 BEPXHEN N HUXKHEN 4YeniocTeln, pacnpocTpaHeH-
HbI NAPOJOHTUT.

Jlevenune

Ha ocHoBaHWW BbIIBEHHOW NMaTONOrMM KOHCYNbTUPO-
BaHa remMatofioroM, peKOMeHAOBaH NpUeM aHTUKoarynsH-
TOB Ha MOCTOSIHHOM OCHOBE B MpodiunakTuyeckon [o3e
(kancynbl OaburatpaHa atekcunara 150 mr 1 pas/cyT).
B xoge rocnuMtanusauuu npoBoAUIOCh MNOCTENEHHOE CHU-
XXEeHWe 003kl flekcaMeTa3oHa 10 NOfHOW OTMEHbI B TeYeHUe
15 gHen, aHTUrMcTamMuHHas, obLlas cocyamcTasi, MecTHas
cumMnTomMaTn4eckas Tepanusi.

Yicxop v pesynbTartsl fasibHEALero HabiiogeHus

B nepuop ¢ 22.01.2024 no 03.02.2024 npoxoauna
nanbHenwee neyeHne B CaHkT-IeTepbyprckomM Hay4HoO-
MNCcCnefoBaTebCkOM MHCTUTYTE CKOPOW MOMOLLM MMEHU
.. OxaHenupse. [NpoBefeHoO nevyeHne: HEeKPIKTOMUSA
Ha Bcel nnowanm ¢ Y3-kaBuTtaumen; TyaneT paH, acentu-
YecKkne MoBA3KWU, CUCTeMHasa aHTubakTepuanbHasa Tepa-
nus, eceHcmbunuanpyrowlasa Tepanus. Ha oHe neyexus
OOCTUTHYT MONIOXUTESNbHBIA 3PMEKT B BUAE OYMLLIEHUA
paH, BOCMOSIHEHUA AEedEeKTOB rpaHynsaumMaMm, Kpaesown
anuTenusauum paH (pvc. 4). MNMpu ganeHenwem Habnoge-
HUW MauneHTKM KOXHbIA NPoLecc NOSIHOCTbIO pa3peLuus-
Cel B TedeHne 3 MecsueB C YaCTUYHON peanuTenusayuen
paH 1 dopmmpoBaHuem pybuos (puc. 5). Ha doHe npo-
bnnakTMyeckoro npMemMa aHTUKoarynsHToB peLvauBoB
3abonesaHns B Te4eHne 6 mecsaueB 3aperncTpuposaHo
He 6bIn0.

O6cyxpeHue

lMocTaHoBKa OnarHo3a KOXXHOW OKKITHO3MOHHOW BacKy-
nionatumv NpeacTaBnseT HENPOCTYIO 3aJady Af1s Bpada-aep-
mMartoBeHeporora. Ha nepeom atane He0o6x0AMMO NPOBECTU
anddepeHUmanbHy0 OUarHOCTUKY C BacKynmutamMu KOXW,
npy KOTOPbIX MOTYT HAGMOAATLCA CXOXUE CUMMTOMBI (Ope-
BOBUOHOE NMBEOO, HEKPO3bl, si3Bbl, ceTyaras nypnypa).
OTnnymnemM B KIIMHUYECKOW KapTUHE SBMISIETCA OTCYTCTBME
APKNX BOCMANUTENbHBIX U3MEHEHUIA KOXW BOKPYT BbICbI-
naHuin. MNpun 3TOM peLuaroLLen Haxoakon 6ygeT 3akynopka
cocynos 6e3 MpU3HaKoB BacKynuTa B xXode aHanu3a pe-
3ynbTaToB NAaTOMOPdONOrn4eckoro ncernegosaHus. Heob-
XOAMMO MOMHUTb, YTO KJIHOYEBbIM (DaKTOPOM AN BbIMOJ-
HEHWS HPOPMATMBHOIO MMCTONOMMYECKOr0 UCCneoBaHns
AIBNSETCA BpeMsi OT MOMEHTa MnosiBNeHus addrnopecLeH-
UuiA 0O B3ATUS MaTepuana, KoTopoe He [OMKHO MpeBbl-
wartb 24 4. B TeyeHue aToro nepuofa passmsaeTcs nos-
Hasi OKKJIO3MSA COCYLOB, MPOSBAIOLLAACA MaKCMMasbHOW
VLLIEMMEN TKaHEeW, HO OTCYTCTBYIOT MPU3HAaKM BTOPUYHOIO
Backynuta. [OMONHUTENbHLIMU BaXKHbIMU TEXHUYECKUMM
MOMEHTaMU ABNAIOTCS NpaBusibHas MeToauKa B3ATUSA Ma-
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Puc. 4. Bo Bpems neseHus naumentku 8 HAV CMI um. W.W. DxaHennase
HAOMt04a10Ch OYLLEHIE PaH, BOCTIONHEHNE AE(EKTOB rpaHyNnALNAMIA, Kpaesas
ANUTENN3ALMN PaH

Fig. 4. During the patient’s treatment at the .. Dzhanelidze Research Institute

of Emergency Medicine, wound cleansing, defect filling with granulation, and
marginal wound epithelialization were observed

Puc. 5. Pesynbrar neveHns nauneHTkm cnycta 3 Mecaua
Fig. 5. The patient’s treatment result after 3 months
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Tepuana (rnybokas 6uoncusi) U1 Npu HeOO6XOAMMOCTU Bbl-
NOMHEeHne CepuiiHbIX Cpe3oB [6].

Cnegyowmm atanom mget gudpdepeHumansHas gua-
FHOCTUKA BHYTPU CMeKTpa OKKIMIO3MOHHBLIX BacKynonatumn,
KOTOPbIV BKIIOYAET pasHble No 3TMonatoreHesy 3abonesa-
HWUS1 1 CUHOPOMbI, 06bEAVHEHHbIE B IPYMnbl MO TUNY OKKIIO-
3un. 34ech, Kak 1 Ha NpedbigyLuem aTtane, Ko4eByo posb
urpaeT ructonornyeckoe uccnegosaHue. B 6onblUMHCTBE
crny4aeB yfgaeTcs onpefenvTb MPUYMHY OKKIO3UU — 3M-
60n1s (xonecTepuH, okcanaTbl, ONyXoneBble KNeTKM, NHO-
pogHbIA MaTepuan v gp.), TPOM603, MUKPOOPraHW3Mbl,
rManuHos, oTroXeHus Kanbuusa. MNpu Hanu4um Tpom603a
3aboneBaHne MOXeT rnonagaTb B rpynnbsl TpoM6éouuTapHom
OKKINI031K, COCYaANCTON NN CUCTEMHON KoarynonaTtum [7].

B cnyyae cocygucTton Koarynonatum BbISBASIOTCS
XapakTepHble MMCTOMNOrn4yeckne U3MeHeHus, YTo B COBO-
KYNMHOCTU C OCOBOM KIMHUYECKON KapTUHOM MNO3BONSET
nocTaBuTb npasuibHbI AunarHo3. CuHgpom CHeppoHa
nposBrfeTcs APEBOBUAHLIM NIMBEAO W MOPaXeHneMm co-
CY[0B FOMOBHOIO MO3ra (XpOHWYeckue WHAAapKTbl, BbifB-
nsemble npu nposegdeHun MPT ronosHoro mosra), 4acto
pasBuBaeTca Ha hoHe aHTUOCHONUANAHOrO CUMHAPOMA.
Buoncusa Koxun nokasbiBaeT BOBIEYEHME MENKUX apTepui
1 apTepuon ¢ cy63HAoTENNanLHoOn runepnnasven Moilley-
Horo cnosi. [Mpu nuBefonaHOM BackynonaTum onpepenstoT-
€Sl r’ManvHN3NpoBaHHbIE NMOBEPXHOCTHbIE KOXHbIE cocyapbl,
nepuBackynspHbole nMMQounTapHble MHPUNLTPaTbl U 3KC-
TpasasaTbl 3puTpoumMTOoB. BonesHsb [leroca xapaktepuayeT-
Csl TUNMUYHBIMM BbICbINAHNAMU B BUAE HEGOMNbLUNX (2—5 MM)
narnyn po3oBO-KPacHOro LBeta ¢ 06pa3oBaHNEM B LigHTe
3MeMEHTOB 3anafgeHuvs unu dapdopoBo-6enoro pybéua
C 060KOM W3 TeneaHrnakrasum. [pu rucTonorn4eckom
uccrnefosaHumM 06HapyXuBaeTcsl KIMHOBUAHAs 06nacTb
HeKpo3a, B OCHOBaHMW KOTOPOM MMeeTcs apTepuona c rua-
NIMHU3MPOBAHHOWN CTEHKOW u/unm Tpom60o30om npoceeTa [1].

B rpynny Tpom6oLmTapHOM OKKMNO3UW BXOAAT 3abore-
BaHWs, MPU KOTOPbIX OCHOBHbIE NaTon3nonorniyeckme Me-
XaHW3MbI CBsi3aHbl C HapyLLEeHeM KonmMyecTsa n oyHKUMU
TpoM6ouuTOB. ['enapnHOBLIN HEKPO3 06YCOBEH 06paso-
BaHMEM aHTUTEN K KOMMJEKCY renapvHa n dakropa Tpom-
6ounToB 4, 4YTO NPMBOAUT K arperaummM v noTpedneHuto
TpoMmbouuTtoB. MuenonponudgepatnueHble 3aboneBaHus
MOTyT COMPOBOXAATLCSH TPOMOOLMTO3OM U AUCHYHKLMEN
TpomboumTOoB. [lpM TPOMOOTUYECKON TPOMOOLMTOMNEHU-
YeCcKoW nypnype noMMMo o6pasoBaHUsi TPOMOOLIMTAPHbLIX
MUKPOTPOM60OB 6yayT AMarHoCTMpoBaTbCs ApYyrne OTKIOo-
HeHWs (aHeMus, TPOMOOLIMTOMNEHMS, MOYeYHas He[oCTaTou-
HOCTb W HEBPOJIOrMyeckme cMMNTomsl) [1].

C y4yeTom OTCYTCTBUS Y NALMEHTKU U3MEHEHUI B 06-
LLeM aHanuse KpoBu, HOPMarbHOro YPOBHSA TPOMOOLMTOB,
OTCYTCTBUA MaTONOrMN CO CTOPOHbLI BHYTPEHHWX OpraHoB
pas3BuBLLEECs COCTOSIHNE MWKPOCOCYAMCTOM OKKIO3UN
6bINO pacuUeHeHO Kak MposiBfieHMe CUCTEMHOW Koaryrno-
natun. MNpn 3ToM B aHamMHe3e He 6bINo NPUMEHeHUs Bap-
hapuHa 1 nepeHeceHHbIX MHAEKUMOHHBLIX 3aboneBaHum,
B TOM YUCIle MEHUHIOKOKKOBOW WHMEKUMU. YKasaHHble
NPUYUHBI NPUBOAAT K HapyLUeHUsM B paboTe KIo4eBoWn
aHTUKOArynsHTHOM CUCTEMbI, COCTOALLEA U3 TPOMOOMO-
gynuHa, npotemHa C v npotenHa S. Ewle ogHUM cnctem-
HbIM MEXaHN3MOM Pa3BUTUSA OKKITIO3MOHHBIX BACKYonaTui
aBnseTcs obpasoBaHue aHTUOCHONUMUIOHBLIX aHTUTen,
onpefeneHne KOTopbIX Aano oTpuuaTernbHbIi pesynsrar.

Mpn oueHke Koarynorpammbl y 60fbHOM ob6paliaeT
BHVMMaHWE MOBbILLIEHHBIA ypOBEHb MpPOTpoM6UHa (165%)
W He3HauuTenbHoe cHkeHne AYTB (22,3 c), 4To rosoput
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O COCTOSIHUM runepkoarynaumm. B cBasu ¢ aTum BbINoOsHe-
HO reHeTU4ecKoe vccnefoBaHne, HanpaBeHHOe Ha NMOUCK
MyTaumn B reHax F2 (Il daktop cBepTbiBaHWUA MK Mpo-
TPOoM6UH) 1 F5 (V chakTop cBepTbiBaHNA MW npoakuene-
pvH). HapyLieHnsa B pa6oTe gaHHbIX FreHOB 06YCNOBMBAOT
pas3BuTHe HacneacTBeHHON TPoMOOodUIMKM 1M accouumnpo-
BaHHbIX C HeW 3aboneBaHvii. BoisiBneHa MyTauus reHa F2
(G20210A), npu KOTOpPOK NponcxoauT 3aMeHa ryaHvHa (G)
Ha ageHuH (A) B no3uumm 20210 [8]. IameHeHne nponcxo-
OVUT B PErynatopHOM y4acTKe reHa, MosTomy HapyLueHus
CTPYKTYpbI 6efka He NPOUCXOANT, HO YBENNYMBAETCH 9KC-
npeccus reHa, Y4To MPUBOAUT K MOBLILLEHWNIO YPOBHSA NpO-
TpoM6uHa B nna3me Kposu (B cpegHem B 1,5-2,0 pasa)
1 BO3pacTaHuio pucka obpasosaHus TPOMOOB Kak B BEHO3-
HOM, Tak U B apTepuanbHOM cOCyancTbIx 6accerHax [5, 9].
MyTaums B reHe F2 HacnegyeTcs o ayTOCOMHO-AOMUHAHT-
HOMY TUMy, B CBA3WN C 3TUM NaTONOrM4ecknn adpeKT pea-
nM3yeTcs Aaxe npu Hanu4nm ogHON Konmm NoBpPeXaeHHOro
reHa (reHotun G/A). BctpevaemocTb annens A B eBponei-
CKoW nonynsiumm coctaenseT ot 2 0o 5% [4, 10].

MHTepecHo, 4TO yBenuyeHue akTMBHOCTU MPOTPOMOU-
Ha caMmo 1o cebe He ABNAETCA CBUAETENbCTBOM MOBbILLEH-
HOro YpPOBHS TEKyLLEeW reMocTaTMyeckor akTmsauum, Tak
Kak ypoBHM dparmeHTa npotpombuHa 1 + 2 (F1 + 2) y aTux
nauMeHToB 3a4acTylo HaxoaaTcs B nepefenax Hopmel [11].
TeM He MeHee Mpu OEACTBUU MPOBOLIMPYHOLLMX (haKTo-
poB MOXeT 3anyckaTbCa npouecc Tpomboo6pasoBaHus,
KOTOpbIA peanua3yeTcs Yepes aTan reHepaumm TpombuHa
W NpvBOAUT K 06pas3oBaHWMi0 aHoMasbHbIX MO CTPYKType
(PMBPUHOBbLIX CFYCTKOB (C M3MEHEHHOW CTPYKTYPOW BOJSO-
kOH) [12]. OcHOBHbIMU hakTopamMun pucka TPOMBOTNHECKUX
OCNOXHeHUn npu myTtaumn F2(20210)GA MoryT ABNSTbCS
6epeMeHHOCTb, NPUeM oparbHbIX KOHTPaLenTUBOB, NOBbI-
LUEHHbIN YpOBEHb rOMOLMUCTEMHA B KPOBW, rOpMOHasbHas
3aMecTuTenbHasa Tepanusa, OnurenibHas MMMo6UIM3aums
v ap. [5]. B Halwuem cny4vae 3Ha4nMbIM (DakTOpoOM pasBuUTUA
BacKysnonaTmMm Morfo ctatb KypeHue (no 10 curapet B AeHb
B Te4veHue 6onee 10 ner).

TaknM 06pasoMm, YHUKaNbHOCTbL OMUCaHHOW KIWHUYe-
CKOM CuUTyauun 3aknioyaeTcs B COHETaHUM KOXXHOW OKKITO-
3MOHHOM BacKynonatMu c¢ MyTauuen reHa npotpoméuHa
F2(20210)GA. lNMounck B 0TEHECTBEHHOW 1 3apy6eXXHON Nu-
TepaType rnokasan OTCYTCTBME AaHHbIX O NOJoO6HON acco-
umaumu.

3aknioyenue

BepnyLuee MecTo B AMarHoCTUKe COCyanCTbIX 60nesHen
KOXW 3aHWMAaET BbINONHEHNE 6MOMNCUN C TUCTONOMMYECKUM
nccnegosaHveM, YTO NMO3BONSET NpoBecTn AnddepeHum-
anbHYl0 OMarHOCTUKY MeXpAy BacKyrnonatusiMM U BacKy-
nMtammn Koxu. lNpu OnarHoCTUKe OKKITHO3MOHHLIX BaCKYy-
nonaTtun BCEACTBME CUCTEMHBIX HapyLLeHU npoLeccoB
Koarynsiuum MoMUMO TUCTONOMMYECKOro MCccrnefoBaHns
TpebyeTcsa NnpoBefeHne pas3BepHyTon nabopaTopHON U UH-
CTPYMEHTalNbHON OMarHoCTUKW, MpUBMEYEHUs cneuuanu-
CTOB reMaTosfiorMyeckoro 1 peBmartosniorn4eckoro npogu-
nen, a Takxe BbINOSHEHUSA FreHEeTUYEeCKOro TeCcTUpOoBaHUA
Ha Hann4uue myTtaumn F2 G20210A n F5 G1691A.

Mpn Ha3Ha4eHun Tepanum HeobxoaMMO y4vacTue Bpa-
Yyer remMaTosnioros Ansa Bolbopa aHTMKoarynsaHTa u nogéopa
[O3MPOBOK CHavana B fie4ebHbIX, a 3aTeM U B npodunak-
TUYECKUX LensX. Takxke BaXHO BbINOMHEHUE pspa Mepo-
NPUATUIA NO N3MEHeHMI0 obpasa Xn3Hu (yMepeHHas 6bITo-
Bas mn3nyeckass akTMBHOCTb, OTKa3 OT HOLUEHUS TECHOW
OofeX[bl, KOMMPECCUOHHOro 6ernbs, nsberaHue AnUTenb-
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HOro npebblBaHWA B OQHOOOGPA3HOW BbIHY>XXAEHHOW Mo3e),
npoBefeHne MCUXONIOrMYeCcKoM KOppeKUMM MaumeHTos,
pasbsiCHeHMe BaXXHOCTU MOCTOAHHOrO npuema aHTukoary-
NAHTOB.

HABJTIOOEHUE N3 MPAKTUKWN / CLINICAL CASE REPORTS

B cnyyae BO3HUKHOBEHUSI OGLLMPHBIX 30H HEKpo3a
TpebyeTcs ydacTMe KOMOYCTUOMOrOB UMM NNacTUHECKMX
XMPYProB Ana onpefeneHns nokasaHuii K NpoBefeHuMIo ay-
Togepmonnactuku. [Jil
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