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AHHOMAayun

B HacrosiIeM KJIMHUYECKOM HabJII0/IeHIH ONMCAHbI PENU/IMBUPYIOIIIe BeHO3HbIe TpoOMO03Mb0nyeckue ocnoxkHeHus: (BTO0) B pa3nuuHbIX Be-
HO3HBIX OacceffHaX y MOJIOZIOTO MY>KUMHBI: TP 311130712 TPOMO03MOOIHH JIerOYHOH apTepuu ¢ GOpMUPOBAHHEM BBICOKOH JIErOYHOH Ir'UIepTeH-
31U, IByCTOPOHHUI TPOMOO3 IIOUEUHBIX BEH, TPOMOO03 BeH HIKHUX KOHeUHOCTel. IIpUIHHOM JaHHBIX TPOMOO30B sIBUJIACH IEPBUYHAST MeMOpa-
HO3HasA He(ppomaTHs, HSTHOJIOTHUECKH NMEIOIIas ayTOMMMYHHYIO IIPUPO/LY, COUETAIOLIAACS Y IAHHOTO AIeHTa ¢ TeTePO3UTOTHBIME TPOMO0bH-
JiMyeckuMu MyTtanusaMmu. IIpescraBieH AuarHOCTUYeCKUH Mouck npudyuH BTOO, nmposoypkaBIIniics 11 Mec U 3aTPyJHEHHBIH BBIABJIEHHBIMU
AyTOMMMYHHBIMH MapKepaMu aHTH(HOCHOIUITUAHOTO CHHAPOMA € ayTOUMMYHHBIM [IEPEKPECTOM B CaMbIil pasrap IMaHJeMHUH KOPOHABUPYCHOMN
uH}eKnuu.

Knaoueesnle caoea: nepsuyHas MeMOpaHo3HasA HedpoIaTHsA, PeUAUBUPYIOLUE BeHO3HbIEe TPOMOO3bI, IIPOTENHYPUs, HePPOTHUECKUH CUH-
JipoM, aHTU(DOCHOTUTTUIHBIA CHUHAPOM.
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Abstract

This clinical case report describes recurrent venous thromboembolic events (VTEs) in multiple venous basins in a young male patient: three
episodes of pulmonary embolism with the development of severe pulmonary hypertension, bilateral renal vein thrombosis, and lower extremity
venous thrombosis. The underlying cause of these thrombotic events was primary membranous nephropathy, which has an autoimmune etiology,
combined with heterozygous thrombophilic mutations in this patient. The diagnostic workup for the etiology of VTEs, which lasted for 11 months,
was complicated by the detection of autoimmune markers of antiphospholipid syndrome with an autoimmune crossover, occurring during the
peak of the COVID-19 pandemic.
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1" UTIEPKOATYJISIIIUOHHBIE COCTOSIHUS SIBJISTIOTCS OJ[HOM U3
OCHOBHBIX IPUYUH BO3HUKHOBEHUS U PEIU/UBOB Be-
HO3HBIX TPOMO03IMOOIHUeckux ocaoxkuennit (BT0). Ouu
MOTYT OBITH CBSI3aHBI C PA3JTUYHBIMU 3a00JI€BAHUSMU: OH-
KOJIOTUYECKOH IaTosIornel, HeppOTUIECKUM CUHIPOMOM
(HC), BocmasnutesnbHbIMU HH(MEKITUOHHBIMU U HenH(EK-
I[UOHHBIMU 3a00JIEBAHUSIMU, T€HETHUECKUMU MYyTaIUsIMU
[1, 2], HO GosbIast /1OJISI THIIEPKOATYJISIIMOHHBIX COCTOSI-
HUH IPUXOUTCS Ha ayTOUMMYyHHbBIEe 3a00I€BaHUS — aHTHU-
dochonmunuaaeiii cuagpom (APC), CHCTEMHYIO KPaCHYIO
BOJTYAHKY U JIp., KaK [IEPBUYHBIE, TAK U BTOPUUHbIE [3, 4].
CrexTp ayTOMMMYHHBIX 3a00JIeBAaHUI MIUPOK, U HEPEIKO

BCTPEYAIOIUICA KINHUYECKUH M J1ab0paTOpHBIA ayTo-
MMMYHHBIH IlepekpecT (CUTyarus, KOrja y OZHOTO Ialiy-
eHTa HaOJIIOAAIOTCS IPU3HAKY PA3JINYHBIX ayTOMMMYHHBIX
3a00JIeBaHUI) OCJIOKHSIET U Y/JIMHSIET JUATHOCTHUECKUI
nouck npuyuH BTIO.

KnuHunyeckoe Ha6n|erHv|e

IMamuent T., MyxurHA 33 JIeT, HE UMEIOIINI XpOHUYe-
ckux 3a00JIeBAHUH, HE IPUHUMAIOIIUN MeUKaMEHTO3HOMN
Tepanuy, ceMeHHbI aHaMHe3 0e3 ocobeHHOCTeH, 3260716
0CTpPO 22.02.2020 Ha (hOHE MOTHOTO 3/I0POBbS: C KIIMHAYE-
CKOH KapTHHOU IIOYE€YHOH KOJIMKH CJIeBa FOCIUTATU3UPO-
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BaH B JIEXKYPHBIA XUPyprudeckuil cranuonap. [lo qanHbIM
MYJIBTHCIIHPATIBHON KOMIIbIoTEpHOH ToMorpaduu (MCKT)
3abpOIIMHHOrO IpocrtpaHctBa (6e3 KOHTpacra) OT
26.02.2020: cJIeBa IIOYKa yBeJW4YeHa B pasMepe, IUIOT-
HOCTb IIADEHXWMBI CHIJKEHA, YallleYHO-JIOXaHOYHAfA CH-
cTeMa He paclINpeHa, B HIDKHEN TPeTH OIPEeeJIAI0TCA TPU
KOHKpEMEHTA pa3MepaMu 3, 4 u 5 MM. IlarueHTy npose-
JleHA KOHTAKTHas YPETEPOJIUTOTPHUIICHS.

Uepes 10 JiHEH [TOCIIE BBIMKUCKH (C MapTa 2020 T.) Ha4ya-
JIUCh ¥ PELUMBUPOBAIHN JIByCTOPOHHUE TPOMOOIMOOINH
sterouHol aprepuu (TIJIA) 0J1€BBIX U CETMEHTAPHBIX BET-
BeH, IOZATBEDP:K/€HHblEe KJIMHUYECKHU, JIaDOPaTOPHO U II0
nauabiM MCKT-auruorpadun (0ot 13.03.2020, 15.05.2020,
15.08.2020; TpoMbosin3uc AKTUIN3e OT 16.08.2020) ¢ Ha-
pacTaHueM JIETOYHOU TUIIEPTEH3HH, HECMOTPS Ha PETYJLAp-
HBIH IIpMeM Ha3HaueHHOH Iocse mepBoro snusoza TIJIA
AHTUKOATYJITHTHOH Tepanuu (naburarpad 300 MT/cyT).

C anpeJif 2020 I'. B KJIMHHYECKOU KapTHUHE IIPe00JIafjaoT
O/IBIIIIKA DU HE3HAYUTEJbHOM (U3UUECKON HArpyske,
cJ1a00CTh, MOABJIEHHE M HapacTaHUE OTEKOB HOT U JIMIA,
MOBBIIIIEHHBIE 3HAUEHUsI apTePUaIbHOTO faBienus (Al) —
JI0 170/100 MM PT. CT.; OTMeYaJs HOsBJIEeHHUEe TIOKPACHEHUS
u 6osiell B JIEBOM KOJIEHHOM CyCTaBe, KyIHPOBABIIMXCS
IIPUEMOM HECTEPOH/IHBIX IPOTHUBOBOCIIAJIUTEIBHBIX IIpe-
I1apaToB.

Ananus Ha aHTHTesna (AT) K BUpycy UMMyHOzedULIIUTA
yestoBeka (BUY) ot 15.05.2021 HOJIOKUTENbHBIN (TIpu 00-
pamennu B CIIV/I-ieHTp ¢ HOBTOPHOM c/1avel aHaIn3a Ha
BUY fuaruos He MOATBEPIKIEH).

B uroHe 2020 r. mpoxogu1 aMOysiaTopHOe 00csIe/J0BaHNe
y peBmarosiora: aHaims Ha AT k GeTa-2-TyiMKonpoTenHy I
(arTH-P2-I'TI I) cymmapHbie — 43,82 oTH. er/Mu (HOpMa J10
20,0 OTH. e;/m), C-peakTUBHBIN 6eJI0K — 169 MTr/JI, Ipo-
tenH C — 142% (HopMa 70—140%), mpoTeuH S cBOOO/THBIN —
60,9% (HOpMa 74—146%), BOJTUaHOUHBIN AaHTHUKOATYJISTHT —
72,8 ¢ (HopMa 31—44 ¢). YCTaHOBJIEH JUATHO3: BEPOSITHBIN
A®DC, penypusupytomasa TAJIA. CHHOBUT IPaBOro KoJIeH-
HOTO CycTaBa. PEKOMEHJJ0OBaHO NPOJOJIKUTH IPHEM aHTH-
KOAryJIAHTOB U TUIIOTEH3UBHOU TEpAINH, 0OABUTS K Jieye-
HUIO IIPEJHUB0JIOH 15 MI'/CyT.

B aBrycre 2020 r. BO BpeMs rOCIIUTAIN3ALUH 110 IIOBO/LY
peunauBa TAJIA mpu [IOMOJTHUTEBHOM O00OCIIE€OBAHUI
(MCKT mouek ¢ KOHTPAacTOM) OOHApy:KeHbl CyOTOTaIb-
HBIH TPOMOO3 IIPABOH IIOYEYHOH BEHBI, CTEHO3 JIEBOH I10-
YeYHOU BeHBI (peKaHaIn3alus IPEeIIeCTBYIOIIUX TPOM-
6030B). BepBbie BBIIBHHYTO IIPEIIOJIOKEHHE O HATUINN
y naruenta HC (¢ Hauasia 3a6oJieBaHUs BO BCEX aHATU3AX
MOYH IIPUCYTCTBOBAJI OEJIOK B KOJIUYECTBE OT 1 JI0 5 T/,
CyTOYHAs IPOTEUHYPHUA — J0 6—7 T'/J1) P COXpPAHEHHOU
dbyuknun moyek (CKOPOCTh KIyOOUYKOBOHM (UIbTpALUU
82—-90 wu/MuH/M?, runoasLbymuHeMus a0 28 wmr/i,
obmuii xosyectepuH — 8,64 MMOJIb/JI, JIUIOIPOTEUBI
HUBKOU IJIOTHOCTH — 6 MMOJIb/J1), BEPOSITHO, HA (DOHE T1e-
PEHECEHHOT'O JIByCTOPOHHETO TPOMOO3a IOYEUYHBIX BEH.
JlaburaTpaH 3aMeHeH Ha JHOKCAIAPUH MTOJIKOKHO B 7[03€
1 MT/KT 2 pa3a B CyTKU.

B okTA6Gpe 2020 I. MAIMEHT SKCTPEHHO FOCIUTAIU3UPO-
BaH C HapacTaHHEM OTE€YHOI'O CHHJpPOMA, BIUIOTH 0 aHa-

CapKH, O/IBIIIKY, OBbIIeHneM A/l 10 220/110 MM PT. CT.,
CHUHKOIIJIBHBIM COCTOSHHEM C JHarHO30M: XPOHHYECKasd
SMOOIMYecKas JIETOYHAs THIlepTeH3usd. IlociencTBus pe-
nuauBupyoomeit TOJIA. JIBycTopoHHUN TpoMO03 IMOYed-
HbIX BeH. Hedpormueckuil cuHapom. XpoHuueckas 06o-
ne3upb nouek (XBII) I craguu. Teparust 60JIbIIAMU J03aMU
IJIFOKOKOPTHUKOCTEPOU/I0B. BropuuHas aprepuanbpHas T'u-
nepreH3usa. KyImuHrOuIHbIH CHHIPOM.

ITocyie rocnuTaNM3ay KOHCYJIBTHPOBAH He(GPOJIOTOM
aMOyJIaTOpHO: B KauecTBe IpuunHbl passutua HC y namu-
€HTa IIpeIIoJIaraeTcs JABYCTOPOHHUNA TPOMOO3 HMOYEYHBIX
BeH, BepoATHBIA ADC, 0CJI0KHEHHBIN PelU/IMBUPYIOIIIMHI
BT3O0. Breicokuii Tutp antu-f2-I'Il I. B kauecTBe aHTHKOA-
TYJITHTHOM Tepanuy IpesJIoXKeH IIpHeM BapdapuHa Iof
KOHTPOJIEM MEKAyHAapOJHOTO HOPMAaJIN30BAHHOTO OTHO-
IIIeHN B [UaNla30He 2—3.

B ¢deBpasie 2021 r. mpoxoans 06ciIeOBaHUE U JIEUEHHUE B
HanuoHaIpHOM MEIUIIMHCKOM HCCIIE/I0BATEIBCKOM IIEHTPE
Tepanuu u npodunakruyeckon meauiunabl (MockBa), ryie
sabopaTtopHo nnoarsep:x/ieH HC ¢ mporpeccupoBanueM mpo-
TEUHYPUH, THITOIEOYMUHEMUY, TUCIUNIAZEMUH (CyTOYHASA
MPOTEUHYPHS — 710 8 T, aTbOYMUH — 21 T/J1, IUCTUTIAEMUS:
o61mii xosecTepuH — 8,8 MMOJIb/JI, JIUIIOIPOTEN bl HU3-
KOH IUIOTHOCTU — 6,37 MMOJIb/JI). AHaJIN3 KPOBU Ha TPOM-
O6odunyeckrie MyTalli{ BBIABUJI I'eT€PO3UTOTHBIA IOJIH-
Mopdusm reHoB F7: 10976 G>A, ITGA2: 807 C>T, MTHFR:
1298 A>C, MTR: 2756 A>G, MTRR: 66 A>G. Ilpu uHcrpy-
MEHTAaJIbHOM 00CJIeIOBAaHUM OOHApPYKEHBI II0CJIE/ICTBUSA
TPOMOO30B B pas3/IMYHBIX BEHO3HBIX OacceiiHaX. Bricokas
JIETOYHAs THIIEPTEH3UA: CHUCTOJIMYECKOE JaBJIEHHE B JIe-
rounoii aprepuu (CIJIA) — 95—-100 MM PT. CT., BBIPaXKeH-
Hasg AwIaTanus IPaBbIX OTJEJIOB Cep/la, THIepTpodusd
MMOKap/ia JIEBOTO JKeJIy/I09Ka U MeXOKeIy/[0UKOBOH Iepe-
ropoziku. JInarHos3: CUMITOMATHYECKas apTepruaabHas I'i-
neprensus 111 craguu. Puck cepziedHO-COCYTUCTBIX OCIOK-
HeHMNH 4. HedponaTtus cMemagHoro ree3a. XpoHUYECKast
6osie3ub nmouek I11a craguu. ®onoBoe 3aboneBanne: ADC ¢
MHOJKECTBEHHBIMHU TPOMOO03aMu. YOeauTe IbHbIX JIAHHBIX,
CBUJIETEJIBCTBYIOIIMX O HAJIMYUKM XPOHUYECKOTO IJIOMEepy-
JioHedpUTa, He IoJIydeHo. HanpapiieH Ha KOHCYJIbTallUIO B
Knuuuky Hedposorun u npodmnaronoruu uMm. E.M. Tape-
eBa (Mocksa), r7ie 6pLJI0 PEKOMEH/IOBAHO BBHITIOJIHEHHE aHA-
sn3a Ha aHTuTesa K pocdonunaze A2 (aPLA2R).

ITpu wucciieoBaHUU OT 14.03.2021 BBIABJIEH BBICOKUH
tutp AT x aPLA2R — 1:640 (HOpMa <1:10) U yCTaHOBJIEH
JINaTHO3: XPOHUYECKUH TIyioMepysoHedpuUT HedpoTHde-
ckoro Tuna (BeposAtHas MeMOpaHo3Has Hedponarusd, AT
aPLA2R 1:640), ¢ coxpaHHOU QyHKIIHEH T0Y€eK, OCTI0KHEH-
HBIN penuauBupyomumu BTIO0.

C ycraHOBJIEHHEM JAHHOTO JMArHO3a II0C/Ie/0BAIN TOC-
[IUTATN3a0NUY [TanueHTa B MeauIMHCKII HayqHO-00pa3o-
BaresibHBIN neHTp MI'Y ¢ mpoBesieHneM KypcoB UMMYHOCY-
IIPECCHBHOU ITyJIbC-Tepanuu (IIPeHU30JI0H U ITUKI0dOC-
damuzr No8) B 2021—-2022 IT., ¢ IOJIOKUTEIBHON J1abopa-
TOPHON W KJIMHUYECKOW AWHAMHUKON, HO HE JIOCTHTHYyTa
MIOJIHAA PEMHCCUSA — IpoJosLkal nepcucruposars HC, uto
1oTpe6OBaJIO B TAJIbHENIIIEM IPUMEHEHUs Kypca Teparuu
putykcuMaboMm (500 Mr BHYyTpUBEHHO N24) B 2023 T.
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[To 3aBepIlleHNH JIeYeHUsI Y MallieHTa HOPMaIU30BaJICs
tutp anturen Kk aPLA2R (<1:10 or 16.10.2023), ucuesia
nporenHypus, pexaynuposan HC, Hopmanu3zoBaauch
3Hauenud AJl. Ha HacToAIUY MOMEHT IIPOBOAUTCS JIede-
Hue Jerounoii runeprens3uu (Cungenadbut + Puonuryar) ¢
MOJIOKUTEJIbHON AUHAMUKOHN B Buze cHikeHus CIIJIA co
106 10 40 MM PT. CT., CHI?KEHHE JI03bl MIPEJHU30JI0HA C
nocsenytome ormeHod. BTOO He penmgusuposainu. Ila-
IWEHT IIPOJ0JKAET IPUHIMATH BapdapyH 107, KOHTPOJIEM
MEXX/IyHAPOHOTO HOPMAaJIM30BAHHOTO OTHOIIEHUS B J{UA-
IMa30He OT 2 710 3, HECMOTPSA Ha PEMUICCHIO TIEPBUYHOHN MeM-
OpanosHoi Hedpomaruu (IIMH) m HC, uz-3a BbIABIEH-
HOTO T'eTEPO3UTOTHOTO IOIMMOpdU3Ma reHoB TpoMbodu-
JIAH.

[TanrieHT BO30OHOBUJI TPYJOBYIO JIESITEJIBHOCTh U BEP-
HYJICSI K aKTUBHOMY 00pasy »KU3HU.

O6cyxaeHune

B HacrosAIeM KIMHIYECKOM HabJII0/IeHUY IPUINHOU pe-
nuguBoB BTOO sasnserca IIMH, BepubunupoBaHHAA
TOJIBKO 4Yepe3 Toji I10CJIe BOSHUKHOBEHUS IEPBBIX KJIMHU-
YeCKUX IposABIeHuH. Takas Mmo37HAA IIOCTAaHOBKA OCHOB-
HOTO INarH03a He TOJIbKO CBsI3aHa C IaH/eMuell KOpOHAaBU-
pycHOH nHMeKUU U IpobieMaMy B OKA3aHUU MeZUITIH-
CKOM MOMOIIY TaI[ieHTaM B 3TOT mepuoj [5], HO u 006b-
SICHSIETCS CJIO’KHOCTBIO NG (pepeHnnaaIbHON JUArHOCTUKN
IIpe/iCTaBIEHHBIX CHMITOMOB.

ITpu noucke npuuuH penuausa TAJIA, B ToM unciie ayTo-
MMMYHHBIX IPHYHH TUIEPKOAryJIANNY, He ObLJI0O HACTOPO-
sKeHHOCTH 110 nosogy IIMH, xoTa ee ayrouMMyHHas IIPHU-
poJia oKazaHa: MOBPeKeHNe MOJIOIUTOB U SHJOTEIUA C
TIOCJIEYIOIINM IIaTOJIOTHYECKHUM ITPOKOATYJIIHTHBIM Kac-
KaJI0M BBI3BIBAIOT ayToaHTHTesna 1gG4 Kk mogonuTapHOMy
TpaHCMeMOpaHHOMY penenTopy docdosnnassl A2 M-Tuna
(PLA2R) [6], KOTOpBIE BBISBISAIOTCSA Y 70—80% HaI[EHTOB
¢ IIMH [3]. CortacHo 1aHHBIM psijia aBTOPOB [3], BbIsIBIIE-
Hue PLA2R nossosser guarnocruposats IIMH ¢ 80% uys-
CTBHUTEJIBHOCTBIO U 100% crenudUIHOCTHI0. Y MEHBIIIETO
uncesa nanuentos ¢ IIMH (ot 2 10 5%) ObLIN BBIABJIEHBI
npyrue aaTutena IgG4, cnenuduansie k THSD7A, npyromy
MeMOpaHHOMY aHTUT€HY IIOZIOIUTOB CO CBOMCTBAMHU, CXO-
vHeiMH ¢ PLA2R. OgHako okoJi0 10% MmarmueHTOB C TUIINY-
HeIM [IMH nMeroT oTpuIaTeJbHBIH pe3ysIbTaT aHAIU30B
Ha oba aHTHUTeNA.

Ha cerogHAmHUN JIeHb K OOIIEIPUHATHIM IIPHOOpPETEH-
HBIM IIPOKOATYJIAHTHBIM COCTOSHHSAM, HAa KOTOpBIE CTaH-
JIApTHO IIPOBOJUTCA CKPUHUHT, OTHOCAT A®C, moprsep-
JKIaeMBbl HajmdueM aHTU(OCHOIUINIHBIX AHTHUTE
(adJIA): BOJTYAaHOYHOTO AHTUKOATYJSAHTA, aHTU-B2-T'TI I u
AHTUKapAHOIUINHOBBIX IgG- u IgM-anturen [1]. B To xe
Bpemsa [IMH 3anuMaer nepBoe MeCTO Cpefild XPOHUYECKUX
IJIOMepyJI0He()PUTOB II0 PHUCKY Pa3BUTHUA U PEIUUBOB
BT3O0. L.J. Zhang u coaBT. B X0/ie IPOCIIEKTUBHOTO aHA-
sm3a O0bL10 06HapykeHo, yto [IMH npucyrcrByer y 48%
nanuentos ¢ HC u TOJIA [7].

B uccaeqosanuu M. Harza 1 coaBT. IMOKa3aHa ITOBBIIIEH-
HadA pacnpocrpadeHHOCTb BT9O y nmanuentos ¢ IIMH no
CPaBHEHUIO ¢ (POKATBHO-CETMEHTAPHBIM IJIOMEPYJIOCKIIe-

po3oM u 60JIe3HPI0 MUHUMAJIbHBIX U3MeHeHul [8]. B wc-
caepoBanuu S.J. Barbour u coaBr., BKIOUaBIem 1313 ma-
nuenTos ¢ HC, nmokazano, uro puck passutua BTOO npu
IIMH B 2 pasa Bblllle, 4eM IPU JPYIHUX THCTOJIOTHUYECKUX
BapHaHTaxX IOPA)KEHUs II0YeK, He3aBHUCHUMO OT YDPOBHS
IIPOTENHYPUHU U CBIBOPOTOYHOTO ayibOymuHa [9].

IToBpexxieHne B5HAOTENNsA, KOTOPOe 3allyCKaeTcs IPHU
aTake ayTOAHTHUTEJIAMH HA IIOJIOLUTHI, HE TOJIBKO CIIOCO0-
CTBYeT Pa3BUTHUIO IPOTENHYPHH (YTO BBI3bIBAET I'MIIEPKOA-
TYJIAIAIO U3-32 MIOTEPU €CTeCTBEHHBIX aHTUKOATYJIAHTHBIX
0€eJIKOB), HO M IPUBOJIUT K BBIZEJIEHUIO B MEXKJIETOUHOE
IIPOCTPAHCTBO OOJIBIIOTO KOJIMYECTBA 3H/A0TEINAIBHBIX
MHKPOYACTHI]. ITH MHUKDPOYACTUIBI 3aIyCKAIOT BHEIIHWH
IIyTh KACKa/la CBEPTHIBAHUA KPOBH [10]. VIMEHHO BBICOKUIA
YPOBEHb LUPKYJIUPYIOUIUX 3HAOTEJIHAIbHBIX MHUKpOUa-
CTHII, BHE 3aBHCUMOCTH OT YPOBHSA aJIbOYMUHEMUU U JIHC-
JIUIIAZIEMUH, OIIPeZiesisieT BBICOKUN TPOMOOTeHHBIN OTEH-
[IUaJI, HE TOJbKO JIOKAJIbHO-TIOYEYHBIH, HO U CHCTEMHBIA
[11].

Tpom603 noueunsix BeH (TIIB) mpu IIMH, 1o saHHbIM
Pa3HBIX UCCJIEI0BAHMH, BCTPEUAETCS C YacToTou ot 13 [0,
12] 10 40% [13]. C npyroii CTOPOHBI, IIPU HCCIIEIOBAHUU
cTpykTypbl npuunH TIIB BBIABIICHO, 4TO BeAylas pPOjb B
UX BO3HUKHOBeHUU npunHajiexut IIMH, nocruras ua-
cToTel 60% [14].

B HacrosiieM KIMHUYECKOM HabII0/ieHny y naiuenTa T.
axr Hammuua penuauBupyomux TIIB 6bL1 ycTaHOBIIEH
yIKe IocJie Tpetbero snu3oa TAJIA, Ho Havasto ero 3a6oste-
BaHUA JebooTupoBano umeHHo ¢ TIIB cieBa, ommbOYHO
IIPUHATOTO 32 IOYEYHYIO KOJIUKY, I10/] MAaCKOU KOTOPOH He-
penxo nporekaet TTIB co cXxonHON KIIMHUYECKOH KapTHHON
(uHTEHCHBHBIE 0OJIM B IMOSCHUYHON 00J1acTH, OOKOBBIX OT-
JlesIaX )KUBOTA, SPUTPOIUTYPHS PA3HOU CTeIIeHU BhIPAYKEH-
HOCTH BIUIOTB /IO MaKPOTeMaTypHH, IIPEXOAAIIAA IPOTENH-
ypUs, OJIUTO- WJIM aHypUsA, HapylleHHe QYHKIUU [10YeK),
TaKue CUTYaIlUH JOCTAaTOYHO IMPOKO OIMCAHBI B JIUTEpA-
Type [15]. B To ke Bpemsa no ganHeiM KT 3a6prommHHOTO
IIPOCTPAHCTBA, BBIIOJIHEHHOH B IEPUOJ TOCIHUTAIN3ANNHI
ManyieHTa o MOBOJY MOYeYHON KOJIMKH, IIPUCYTCTBOBAIN
npusHaky TIIB (yBesnnueHue JIeBOM IOYKU B pa3Mepe, CHU-
JKeHMe IIOTHOCTH IIapPEHXHMBI, OTCYTCTBHE PAaCIINPEHU
YalreyHo-JI0XaHOYHOH cucrembl). B manHom ciyuae TIIB
OBL1 MCTOYHUKOM 35MOOJIUU JIETOYHOH apTEepUH, Pa3BUB-
1melics 4yepes 10 JHeH Iocjie BBITUCKU U3 XUPYPIHIeCcKOTro
CTaIoHapa.

¥ manuenra T. HapacTaHue IPOTEUHYPUHU U B IIOCIIEAYIO-
meM pa3sepHyThI HC paciieHuBasnch Kak IOC/IE/CTBHE
JIBYyCTOPOHHET0 TpoM003a ITI0YE€YHBIX BeH, KOTOPHIH B Jeii-
CTBUTEJIBHOCTH MOXKET OBITh IPUIMHOH KaK MPOTEeNHYPHH,
TaK U CHIIKEHHS CKOPOCTH KJIyOOYKOBOH (PUIBTPAIIUU U
pa3BUTHS OTEYHOTO cHHApoMa [16—18], HO mocIe/IHYE HC-
CJIeZIOBaHUA II0Ka3aau O0paTHYIO CBA3b: UMEHHO 3aboJie-
BaHUA IIOYUEK, B ToM unciie [IMH, aBisioTcs ogHON U3 Hau-
6osiee pacnpocrpaneHHbIX npuunH HC y B3pocibix (20—
40% caydaeB) [19—21] c TpeAIIECTBYOIUM €My HWJIN
nocseayiomuM paszputreM TIIB [22]. U xotst y 80% maru-
€HTOB B KayecTBe OCHOBHOTO KJINHUYECKOTO IIPOSIBJIEHUS
I[IMH Beictynaer HC, B ominune oT 60JI€3HH MHUHHMAaJIb-
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HBIX U3MEHEHNH, /11 KOTOPOH XapaKTePHO IIOYTH BHe3all-
Hoe passutue HC, mpu IIMH HC ¢opmupyercsa mocre-
IIEHHO, YTO U HA0JII0/1aJI0Ch B IPUBE/IEHHOM KJIMHIYECKOM
ciyJae.

[ToBbIIIEHNE YPOBHEN ayTOMMMYHHBIX MapkepoB ADC —
a®JIA (BOSTYUAHOYHBIN aHTUKOATYJISIHT, AHTHKAP/UOJIUIIH-
HOBBIe aHTUTena U aHTU-P2-I'TI I), KOTOpoe M3HAYAIBHO
TO3BOJIUJIO NpeAnoaokuTbh APC Kak OCHOBHYIO IPUYUHY
pernunuBa BTOO y nanuenTa T., 6bUIO0 BTODUYHBIM, B paM-
KaX ayTOMMMYHHOTO IIEPEKPECTa, K STOMY SIBJIEHUIO MOKHO
OTHECTHU U TPAH3UTOPHOE BBIABJIEHNE II0JI0KUTEIbHBIX aH-
tuTesl kK BUUY, noAsieHne CyCcTaBHOTO CHHJApPOMA. BaxkHO
OTMETHTD, UTO B IIPEZICTABJIEHHOM KJINHUUYECKOM CJIyJae He
ObUTH COOJIIOZIEHBI JIA0OpATOPHBIE KiacCU(PUKAIMOHHBIE
kpurepun puarsoctuku A®C, a ogHOKpaTHOe OOHapy»Ke-
Hue a®JIA He MOXKeT CIyKUTh OCHOBaHHEM [l IOCTa-
HoBKHU muarHo3a A®C [23]. B maHHOM KJIMHMYECKOM Ha-
6srozieHny y nanueHTa T. Ipu MOBTOPHOM HCCJI€/IOBAHUU
Ha adJIA ObLIN TOJTyYEHBI OTPHUIIATEIbHBIE TIOKA3ATEIIH.

V namuenTa T., uMeroIero ocHoBHo# Auarao3 [IMH, go-
TIOJTHUTEJIPHO BBISABJIEHBI PsJ] F€TePO3UTOTHBIX I'eHeTHde-
CKUX MapKepoOB HapyIIEeHU: KOATYyJALNH, He OIpesesise-
MBble B pyTUHHOU ITPaKTHUKe TPOMOODUINIECKHe MyTaIlHH,
TaKue Kak Ie(UIUT eCTECTBEHHBIX aHTUKOATYJITHTOB — aH-
tutpombuHa III, mporennos C u S, a Tak:ke MyTaIllH B Te-
Hax FVL u nporpom6una (FII) o Tumy 3ameHbl G20210A.
B maHHOM Cilydae BBIABJIEHHBIE T€TEPO3UTOTHBIE MyTaIlUN
He SABJIAIOTCA NPUYMHON pernuauBoB BTIO, Ho ciyxkar
npezapacmosaramuM GoHoM U1t ux pasButus. OfHAKO,
o JaHHBIM ucciaeaoBaHusa D.A. Lane u coaBT., Hajim4dme

JByX U 0oJiee TeTepO3UTOTHBIX IIOJUMOPGU3MOB MOXKET
IIPUBOJUTH K PA3BUTHIO TPOMOO30B B MOJIOJIOM BO3pAacTe
(1o 50 J1eT) U ACCONMHUPOBAHO CO CKJIOHHOCTBHIO K PEIU/IH-
BaM, a €MHCTBEHHAS reTePO3UTOTHASA 3aMeHa Jallle BCETO
HEe COIIPOBOKJAETCA TPOMO03aMH U MOKET OBbITH BBIABJIEHA
JIMIIb  1pU  J1a0OpaTOpHOM  HcclaeloBaHUU  [24].
B cBfA3U € 9TUM HAIMEHTy, HECMOTPS HA PEMUCCHIO OCHOB-
HOro 3a0o0JieBaHMs, PEKOMEH/IOBAH JUJINTEJIBHBIH IIpHEM
OpaJIbHBIX AHTHUKOATYJIIHTOB.

3aknioyeHune

IIpyuBesieHHBIN KJIMHUYECKUH CIydaldl /IeMOHCTPHUDPYET
CJIOKHOCTD U depeHnanbHON JUATHOCTUKN TUIIEPKOa-
TYJIAIMOHHBIX COCTOSTHUH, YTO IIPUBOJUT K HECBOEBPEMEH-
HOU IIOCTAaHOBKE JINATHO3a U TSKEJIBIM PEelUIUBUPYIOIIIM
TPOMO03MOOJINYECKIM OCJIOKHEHUAM. lMena MecTo Heslo-
CTaTOYHAsA HACTOPOXKEHHOCTh CHEIHAINCTOB (KapAuoJIo-
rOB, PEBMATOJIOIOB, HE(PPOJIOTOB) OTHOCUTEJILHO IIPOTENH-
ypuu u passusuierocs snocnezncrsuu HC B pamkax ITMH.

Hecmotps Ha To uto IIMH fABIA€TCA OTHOCUTEIBHO PeJl-
KUM 3a00JIeBaHHEM, IIPOCTOTA e€ro BepuduKanuu Mo us-
BectHbIM aHTUTeNaM (PLA2R) moskHA OBITH yuTeHA IPU
JINarHOCTUKE IPUYUH BO3HUKHOBEHUA U peuuuBoB BTOO
y NaIIEeHTOB /aKe ¢ He3HAUYUTEIbHON IPOTenHyPHUeH.
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