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Hexkotopsble 3a6051eBaHMs1 CO CXOTHON KITMHUYECKON KapTUHOM
MOTYT UMUTUPOBATh MEepBUYHbBIE cUCTeMHbIe BacKyauThl (CB),
TEM CaMbIM YCJIOXKHSIST U 3aMeIIISIsT TIPOIIeCC MMarHOCTUKY. MHorve
W3 9TUX COCTOSTHUI SIBJISIIOTCSI HE MEHee TSKeNbIMU 3a00seBa-
Husamu, yeM CB, HO TpeOyloT MpUHUMIIMAIBHO MHOM, 4acTo
HEOTJIOKHOI Teparnuu.

Nmuranus BACKYJ/IUTA KPYIIHBIX U CPEAHUX COCYI0B:
T€HETHYE€CKHE BACKYJIONATHH
Heckonabko reHeTuYeCcKuX IIPUYMH, KOTOPLIC BJIMUAIOT B OC-
HOBHOM Ha MaTpUKC COCIMHUTEJIILHON TKaHU, MOTYT BbI3bIBATh
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HEBOCTAJUTEIbHbIE COCYAMCTbIE aHOMAIUW W B Dsjie CayvyaeB
MMUTHUPOBATh BacKyJIUT KpymnHbIXx cocynoB (BKC) u Backynut
cpenHux cocynoB (BCC; cM. Tabnuiry).

Cunopom Mapgpana (CM) — ayTOCOMHO-ITOMMHAHTHOE 3a-
0oJieBaHUE, PaCIPOCTPAaHEHHOCTh KOTOPOTO TOocTUraer 1 Ha 5—
10 TBIC., OOYCIOBACHHOE MyTalUUsIMU B reHe FBNI (kogupyeT
0e10K (puOpuIMH 1, OCHOBHOW CTPYKTYPHBII KOMMOHEHT
BHekJieTouHoro martpukca) [1]. [raBHbiMu Kputepusimu CM
CUMTAIOTCSl PACIIMPEHUE WU PACCIOeHHE KOPHS aopThl (60—
80%), KOTOpOE B OCHOBHOM OTIPEIE/ISIET MPOrHO3 3a00JIeBaHMsSI,
a Takke MyTaluu B reHe FBN 1 u cMmerieHue xpyctanuka. Jlpyrue
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KPUTEPUU OTPaXKalOT TUITUYHBIE YepThl Map(aHOUIHOTO (hpeHO-
THUIA: KU(POCKOJINO3, BLICOKOE He0O, BOPOHKOOOpa3Hasi rpyaHast
KJIeTKa, apaxHoaakTuiaus u ap. B 15—44% cay4daeB pa3BuBaeTcst
aopTajbHasi HEIOCTATOYHOCTb, B psie CIAyJaeB — IUIaTallust
BOCXOJISILLETO OT/Aeaa U AyTU aopThl |1, 2]. BoBneuyeHue rpynHoii
¥ OPIOIITHOI aOPThI BCTPEUYACTCS] OTHOCUTEIBLHO PEIKO, OTHAKO
MMEHHO OHO TIPpY HeTMarHOCTUpoBaHHOM CM MOXeT MIMUTHUPOBATh
BKC — ruranroknerounsiii aprepunt (I'KA) u aprepuut Takasicy
(AT). D10 moaTBepxKaaeTcs M TeM, 4To MyTaluu FBNI Obuiu
OIMCaHBI Y MTAlIMEHTOB C aHEBPU3MaMHM U PacCIOCHUEeM TPYIHOI
aopThl 0e3 TUIMMYHOro MapgaHouaHoro raburyca |[3].

Cunopom Inepca—/arnno (CDJ1) — rereporeHHasI rpyra Ha-
CJIeICTBEHHBIX 3a00JIeBaHMiA, cpear 13 TMOATUIIOB KOTOPHIX BbI-
JIESIETCST COCYAUCTBIN cuHapoM Dnepca—/lanno (cCH]I), ayto-
COMHO-JIOMMHAHTHOE 3a00JIeBaHUE, CBSI3aHHOE C MyTallUsSIMU B
reHe npokoJsutareHa I tuna (COL3A 1), nopaxaroiiiee npudm-
3utesibHO 1 13 50—250 Thic. yesnosek [4, 5]. OCHOBHbIE MPOSIBICHUS
cCO/1: TMIIEpMOOMIILHOCTh MEJIKMX CYCTaBOB, KOCOJIAIIOCTh, TH-
MeppacTSKUMOCTb KOXH, JIETKO BO3HUKAIOIINE KPOBOITOATEKH,
aHOMaJIbHBIM BUJI pyO11a, KApOTUIHO-KaBEPHO3HbIN cBUILl. Bac-
Kkynonatus nipu cCOJI xapakrepusyeTcsl MOpaKeHUEM IpyIHOMK
1 OPIOIITHOM a0PTHI, TOYEYHBIX, ME3EHTEPUATBHBIX, TTOIB3IOITHBIX
u OeMpeHHBIX apTepuil C pa3BUTHEM aHEBPU3M, PACCIOCHWIA,
Pa3phIBOB; ONMCAHBI TUCCEKIINN TTO3BOHOYHBIX M COHHBIX apTEePHIA.
Teuenue u porHo3 HebaaronpusaTHeie. Y 80% mauneHToB K 40
rojaaM pa3BUBAETCs CEPbE3HOE COCYANCTOE COOBITHE UIIU Pa3pbIB
BHYTpeHHero opraHa. OCHOBHON MPUYMHON CMEPTH SIBJSIETCS
pacclioeHre WU pa3pbliB apTepUH.

Cunopom Jloica—/umuya (CJI1) — peakoe ayToCOMHO-I0-
MHWHaHTHOE 3a00JicBaHHWE, CBSI3aHHOE C MYTalMSIMM B TeHaX,
KOAUPYIOIINX KOMITOHEHTBI CUTHAJBHOTO ITyTU TpaHC(HOpMU-
pyioliero akropa pocta 3, 4To IPUBOAMT K HAPYIIEHUIO CTPYK-
Typbl U (DYHKUMU COCAMHUTEIBbHOU TKAaHW MHOTMX OpPraHOB.
TUNMUYIHBIMA YepTaMU SIBJISIIOTCSI TUIIEPTEIOPU3M, KPAaHMOCH-
HOCTO3, pacilelyieHne sI3pIYKa U/WIA pacilenHa Heba, TeHe-
panu3oBaHHAsI U3BUTOCTh apTepUil, OCOOCHHO IIIeW W TOJIOBHI,
aHeBPU3MbI BOCXOZSIIE aOpThl; CKeJaeTHble aHoManuu (75%)
BKJTIOYAIOT UCKPUBJIEHUE TTO3BOHOUHMKA, 1e(hopMalIMio IpyIHOM
KJIETKU, KOcoarnocTh [6]. CepaedHO-COCYIUCThIE OCTOKHEHMS
npu CJIJI Gonee arpeccuBHBI, yeM y mnauueHToB ¢ CM unu
cCOJl, umeeTcst BBICOKUIA PUCK PACCIOCHUS U Pa3pbiBa a0PThL
Jaxe Mpyu HOpMAaJIbHBIX UM MUHUMAJIbHO YBEJTMUYEHHBIX €€ pa3-
Mepax U B 60Jiee MOJIOIOM BOo3pacTe. AHEBPU3MBI M PACCIIOCHUS
pa3BUBAIOTCS BO BCEX YACTSIX aOPThHI U €€ BETBEl, B TOM YMCIE B
apTepUsIX TOJOBBI U 1IeU, HUXKHUX KOHEUHOCTe !, Muokapna | 7].
PacrnipocTpaHeHHBII XapaKTep MOpaXkeHUsT Y MOJIOIBIX MTAIMeHTOB
MOXeT uMuTupoBatb AT.

Juarnoctrika CM, cCBHJ1, CO/1 ocHOBBIBAcTCS Ha TTOAPOOHOM
cbope aHaMHe3a, KOMIUIEKCHOM O0C/IeIOBAHUN U TEHETUYECKOM
ckpuHuHre. Jnst aTux 3ad6oseBanuii, B oranuue or BKC, Hexa-
PaKTepHO Pa3BUTUE CTEHO30B U OKKJIIO3UIf; Y TAKMX MAlUEHTOB
OTCYTCTBYET BOCITAJIUTEIbHASI aKTUBHOCTD. [1py TMCTOIOrMIeCKOM
WCCIIeNOBAHUN apTepUaIbHOM CTeHKM BBISIBIIsIeTCs Tuddy3Hast
JereHepanus Mmeaui, a mpu cCHJ1 — u mporpeccupyrolias gppar-
MEHTAlIMsI MHTUMBI C COXpaHEHMEM alBEHTULINH [ 8], 4TO TTO3BOJISIET
4yeTKO pasrpaHuuuTb cCOJl U rpaHyjeMaTo3HOe BOCIaJeHUE,
xapaktepHoe Jisi iepBuyHbIx BKC.

Heiipogpubpomamos muna 1 (H®1) — oTHOCUTEIBHO pac-
npocTtpaHeHHoe, Betpevatoieecs y 1 u3 2500—3500 HoBopok-
JICHHBIX ayTOCOMHO-TOMUHAHTHOE 3a00JieBaHKe, O0YCIOBICHHOE
reTepO3UTOTHBIMU MyTallUsIMU B TeHe NFI 1, Kak ClelCTBUE,
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HapylIeHueM CHHTe3a LIMTOIIa3MaTUYecKOro Oenxka Heipo-
¢dudbpomuHa, 1eULUT KOTOPOTO NMPUBOIUT K YCUIICHUIO KJe-
TouHo niponudepanuu [9]. JIuna ¢ HO1 umerot npeapacmno-
JIOXKEHHOCTh K Pa3BUTHIO JOOPOKAYSCTBEHHBIX M 37TIOKAYECTBEH -
HBIX OITyXOJIel, a K KapAnHaIbHBIM pu3HakaM H®I otHOCSTCS
HelipohrOpOMBI, MHOKECTBEHHEBIE TIITHA Ha KOXKe 1[BeTa «Kode
C MOJIOKOM», TaMapTOMBI Pay>kKHOI 000JI0UKM, TOIMBIIIIEYHbIE
WM TTaxoBble BecHYIIKMU. Backynonatusg H®1, oGycnosneHHas
aHOMaJIbHOI nposudepaLmeil ragKOMbIILEYHbIX KJIETOK CTEHOK
COCYJIOB, MPOSIBIISIETCS] CTEHO30M, aHEBpU3MaMU U apTeproBe-
HO3HBIMU (DUCTYJIaMM, OCOOEHHO B aOPTAJILHOM, TTOYEUHOM,
KapOTUIHOM/TIO3BOHOYHOM M ME3E€HTEPUATBLHOM COCYIUCTOM
pycie. Bo3MOXHO pa3BuTHe CUHAPOMA MOSI-MOSI — CTE€HO-OK-
KJIFO3MOHHOTO MOpPaXXeHUsI BHYTpUUEPEIHBIX apTepuil ¢ oopa-
30BaHMEM KOJIJIaTEPATbHbBIX COCYNOB («KJIy0 IbIMa» Ha aHTHO-
rpamme) [10]. Yactoe BoBjieueHUE MOYEUHOUM apTepun Co CTe-
HO30M B OOJIaCTU YCThs U PEHOBACKYJISIPHOU TUTIEPTeH3UEH
MOXeT UMUTUPOBaTh mopaxkeHue mpu AT. OKKITI03MOHHOE TT0-
BPEXIEHUE apTEPUIl IJ1a3a C OCTPOM MOTEPEN 3PEHMS BCTPEYAETCS
peaKo, BOCHOBHOM Y MOJIOJBIX JTIOJIEH, U CIOCOOHO UMUTUPOBATh
CB c mopaxxeHueM BeTBeli BHYTpEHHel COHHOU apTepuu. Takue
cilyyau KpaiiHe CJIOXHbI U1t AuddepeHInaTbHON AMarHOCTUKY,
ocobeHHo ecnu auarno3 H®1 panee He 6b11 ycTaHoBIeH [11].
Bacxkymomarusi, Kak mpaBuiio, MpoTpecCcupyeT U SBISIeTCST OMHOU
13 BeLyIIUX MPUYMH CMepTu. JnarHo3 moaTBepKmaeTcs: xa-
PaKTepHBIMU KJIMHUYECKUMU AAHHBIMU U TEHETUYECKUM HC-
cienoBaHueM. BocranuTenpHast akTUBHOCTb, B oTiinuue ot CB,
OTCYTCTBYET.

Bcem mammeHTaM ¢ TeHETMYECKWMMU BAaCKYJOMATUSIMU
HEOOXOIMMO PETyJIsIpHOE HAOTIOEHNE 32 COCTOSTHUEM COCYICTOTO
pycia, B TOM YKClie 7151 ONpeaesIeHUsI BpeMEeHU XUPYPriuecKoro
BMelIareabeTBa [12].

MmuTanus BacKy/IMTa MEJKUX U CPETHUX COCYIO0B:
OKKJTIO3HOHHBIE HEBACKY/INTHbIE BACKYIONATHA

CormacHo Homenkiatype CB, oOHOBIEHHOI Ha BTOPOit
MexnyHaponHOW COTJacUTeIbHOM KoHbepeHUUU B Yarmen-
Xute (2012), K BacKyJUTaM C MOPaKEHUEM MEJKHUX COCYIOB
(BMC) otHocsaT CB, accoliumpoBaHHbIE C aHTUHEUTPO(DUILHBIMU
uurorjiazmatTuyeckumu antutesamu (AHIIA) U uMMyHOKOM-
wiekcHbie (MK) Backymutsl, a kK BCC — y3enKOBbIi TIONMUapTepUnT
(VII) u 6onme3np KaBacaku.

OKKA103UOHHble HeBACKYAUMHbIE 8ACKYAONAMUU — MHOTOUKC-
JIEHHasl TPpyTINa 3a00IeBaHU, KOTOpbIe, KaK MPaBUJIo, MPOTEKAIOT
C TSDKEJIbIM MOPaKeHUWEM KOXH, 4acTO C BOBJIECUEHHEM ITOYEK.
K HUM OTHOCSITCST pa3TMuHbIe TUTIEPKOATYISIIIMOHHBIE COCTOSTHUS,
B TOM YHCJIe TPOMOOTHUECKNE MUKPOAHTUOIIATAN U CICTEMHBIE
KOaryyionaTiu, dMOOTUYECKUe CUHAPOMBI, KalblIU(pUIaKCus,
MHOEKIIMN, HOBOOOpa3oBaHMS (CM. TabJIUILY).

Tpombomuueckue u eunepkoazyaAayUOHHbsle COCMOSAHUS MOTYT
umutupoBatb BCC u BMC yepe3 o0111e KOKHBIE TTPOSIBICHUS
(yprmypa, JIMBe10, U3bsI3BJICHUSI) WU TTOJIMOPTaHHOE MOpaXKeHUe,
HaITOMUHAOIIIee TAKOBOE MPU JUCCEMIUHUPOBAHHOM BHYTPHCO-
CYIMCTOM CBEPTBHIBAHUM, TPOMOOTHUECKOI TPOMOOIIMTOTIEHN -
YyecKoil mypmnype 1 aHTudochomunuaHom cuiapome. [pencra-
BUTEJSIMU OTON TpPYNIbl 3a00J7€BaHUM SIBISIOTCS TakKxke
MpuoOpeTeHHasl TUTepKOoaryIsiiust (B pe3ybraTe pUMeHEHUs
AHTUKOATYJISIHTOB) U JIMBeAouAHAas BacKyonatus (JIB).

Hnadyyuposannuiii sapgpapurom nexpos koxcu (BUHK) — mo-
TEHIIMATLHO KaTacTporiIeckoe, XOTsI U PENKoe, OCIOXKHEeHNe
(0,01-0,1%), koTOpOE OOBIYHO BO3HHMKAET B TeueHUe 3—5 IHEH
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rocJjie Havyasia Tepanuy BapaprHOM WM IPYTUM aHTarOHUCTOM
ButamuHa K (ABK). B HeGosbllioM ymcie ciydyaeB BO3MOXXHA
Mo3HsISI MaHUecTalusl — Yepe3 HECKOJIbKO MECSIEB U Jaxe
Jiet iedyeHusi. CHavasia MosiBjsIioTCs IpuTeMa U cujbHas 6071b B
MopaxeHHOoI 00J1aCTH, 3aTeEM — METEXUU, SKXUMO3bl U TeMoppa-
ruyeckue OYyJ/UIbl M B MTOT€ — HEKPO3 KOXU M IOIKOXHOIM
xupoBoii kinetyatku (IT2KK) [13]. Yamie BoBIeKalTCs TPy/b,
SITOAULIBI, XKUBOT, Oeipa 1 KOHEYHOCTH.

ABK unHruoupyot ¢akropsl cBepthiBaHus kposu 11, VII,
IX u X (nepuon monyxu3zHu — 24—72 4), 4TO NPUBOIUT K aHTU-
KoarystHTHomy 3¢ dekTy. Bmecte ¢ Tem ABK Takske ”HrMOMpYIOT
aHTUKOAryJISSHTHBIC 6esku C U S, Iepruoa MOy KU3HU KOTOPBIX
cocTapysieT 5—8 4, TO3TOMY X KOHLICHTPALIMS B TUIa3Me CHIKACTCS
ObICTpee, UTO MPUBOAUT K BPEMEHHON TMMEPKOAryIsiliui B
TeUeHME MEPBBIX HECKOJIbKUX THEH Teparnuu U, Kak CIelCTBUE,
K Pa3BUTHUIO TPOMOOTHUYECKOI OKKITIO3MM MUKPOIIUPKYJISITOPHOTO
pycia v Hekpo3sy Koxu [ 14]. BUHK ualiie Bo3HMKaeT y malieHTOB
¢ TpoMOOGUINEH MU TTOCTIe BBEACHMS OOJIBIINX HArPy30UHBIX
1103 BaphaprHa, 0COOEHHO 0€3 OMHOBPEMEHHOTO ITEPBOHAYATEHOTO
npyuMeHeHus rernapuHa. GakTopaMu pyucKa sIBISIOTCS: HACIe/I-
CTBeHHBIN nepuuut nporerHoB C u S, antutpomouHa I11, xxeH-
CKUIi TIOJI, OXXUPEeHUe, TIepUMEeHOITay3a, BUPYCHbIE MHMEKIINH,
3a00J1eBaHUS MIEYEHU, HEKOTOPbIE JIEKAPCTBEHHbIE B3aUMO/IEH -
CTBUSI, @ TAKXKE ayTOMMMYHHBIe 3a00eBaHus [15].

JlnarHo3 B OCHOBHOM OCHOBBIBAETCSI Ha KITMHUYECKUX TTPH -
3HaKaX, OJHAKO B CJyyasX, KOraa MPUYMHHO-CJIEICTBEHHAs
cBs3b HesiBHasi, BUHK moxer umutupoBats BMC (aHruut
koxu, AHIUA-CB unu UK-Backynur). buoncus koxu nonu-
TBEPXKJAET IUArHO3: B Kanujuisipax v BeHyJax nepmbl u [12KK
BBISIBJISTFOTCST MHOXKECTBEHHBIC MUKPOTPOMOBI C TIOBPEKIACHUEM
9HIOTEIMATBHBIX KJIETOK U 9KCTpaBa3allieil 3pUTPOLIUTOB, Cy0-
anuaepMabHble KPOBOM3IUSHUS B pe3yabraTe paspbiBa Ka-
nuIspoB [16].

lenapun-unoyyuposannas mpomooyumonenus (F'NT) — onac-
HOE JUUIS KU3HU OCJIOXKHEHUE, KOTOPOE MOXKET BOZHUKHYTh IPU
KCITOJIb30BaHUU He(DPaKIIMOHUPOBAHHOTO TelapuHa, pexe —
HU3KOMOJIEKYJISIPHOTO reliapriHa U peako — (poHmanapuHykca.
T'UT npencrasiseT co00ii MMMYHOOITOCPEIOBAHHYIO peaKInio,
KOTOpasi pa3BuBaetcst y 1—5% naiyeHToB, MoTyJarolIuxX rernapyH,
Kak MPaBWJIO, B IepBbIe 4—15 CYT, MPOSIBIISIETCS] Pe3KUM TTafeHeM
ypoBHst Tpombo1uToB (TP) <100-10°/1, unu Ha 50% 1o cpaBHe-
HUIO C UICXOTHBIM YPOBHEM, M BOSHUKHOBEHUEM TTapagOKCaTbHbIX
TpOMOO030B; Yallle HabJII0IaeTCs Y XKEeHIIMH U MallMeHTOB CTaplie
60 ner [17]. IMaTorenes 'UT cBa3an ¢ o6pazoBannem IgG-an-
TUTEJ K KOMILIeKCY TpombouuTapHoro ¢dakropa 4 (PF4) u re-
napuHa (PF4/renapuH), 4To MpMBOIUT K aKTUBALIMU, arperaluu
u paspyiieHuto TP ¢ mocneayroieil mHULIMALKE Kackaaa Koa-
rynasuu 1 Tpom6o3am [18]. KnnHndeckre mposiBiIeHUST BKITIO-
qaloT TpoMbouuToneHuo (95%), BeHO3HYI0 TPOMOOIMOOIIHIO,
apTepuaIbHbIN TPOMOO3, B TOM YHMCJIe IepudepuuecKux apTepuid,
C UIIEMUYECKUM HEKPO30M KOHEYHOCTEH, ME3eHTepUATbHYIO
WIIEMUIO, MHCYJIBT U peako uHdapkT muokapaa [18]. Heuacto
OTMEUaIOTCS JIMBEIO U HEKPO3 KOXMU, aHAJIOTUYHbIe Bapdapu-
HOBOMY ITOpPaXKEeHUIO.

HMMeHHO Takue MposBIeHUs, KaK JUBEI0, HEKPO3, ME3eH-
TepuabHasl UIlIEMHsI, 0COOEHHO B OTCYTCTBUE TPOMOOLIMTOTIEHUH,
moryT umutupoBatb BMC u BCC. JIluarHo3 ycrtaHaBIMBaeTCsI
Ha OCHOBaHWM KJIMHUYECKUX TaHHBIX ¥ TaHHBIX aHaMHe3a, CHU-
KeHus KoaumyectBa TP u tectupoBanus Ha IgG-aHTutena k
komruiekcy remapu/PF4. B 6uonTarax Koxu BEISIBISIOTCS (hU6-
pUHOBBIE TPOMOBI B IepMabHBIX cocynax [19, 20].
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JIB — ruanuHu3upyloliiee 3a001eBaHUe COCYIOB C TPOMOO3aMu
Y U3BSI3BJICHUSIMU HA HAKHUX KOHEYHOCTSIX HEM3BECTHOM 3THO-
soruu. JIB Gbla BblgesneHa B OTAEIbHYIO HO30JOTHUIO, KOTOpast
OOBIYHO HE COUETAETCST C APYTUMU TTEPBUIHBIMU 3200 ICBAHUSIMMU.
JIB BcTpeuaeTcst MperMyILecTBEHHO Y skeHIuH (71%) ¢ yactoToit
1 Ha 100 ThIC., BO3pacT Havyaya 3a00JIeBaHUs — B CpeaHeM 45 et
(ot 10 o 85 neT). B psine ciyyaeB BHISIBJSIOTCS] COITYTCTBYIOIIME
(hakTopsl TpoMO03a: MyTauus (pakTopa V (reTepo3uroTHbIi Ba-
puanT Leiden) — y 22,2% GoIbHBIX, MyTallksl TeHa IIPOTPOMOMHA
(G202104) — y 8,3%, cHmkeHue aKTUBHOCTH TpoTenHa C —
y 13,3%, nporpombuna — y 13,3%, Hajimuyre BOJIYAaHOYHOIO aH-
TukoarynsHra — y 17,9%, aHtutes K KapauoaunuHy — y 28,6%
Y TIOBBILICHKE YPOBHs romouucrenta — y 14,3% [21, 22]. Tu-
MAYHBIE TTPOSIBICHUS BKJIIOYAIOT IPEBOBUAHOE,/CETYATOE JTMBEIO,
peuuaAnBUpYIOLLKE, HEOObILNE, KaK MPaBUJIO, TOBEPXHOCTHBIE
60JIe3HEHHBIE SI3BBI KOXU, TTOKPBIBAIOIINECS KOPKOM, JIOKAIU-
30BaHHbBIEC B 00JIACTU JIOJBKEK U CTOIM, 3aXUBarouye ¢ o0paso-
BaHMEM YJaCTKOB aTpOo(hUM — OeJTbIX 3BE3MUaThIX pPyOLIOB (Atrophie
blanche), OKpyXeHHBIX TeJICAaHTUIKTA3USIMU; SI3BBI C TUIOXUM 3a-
JKUBJIEGHUEM U TIOBBIILIEHHBIM PUCKOM MHUUMpoBaHus [23].
BosMmoxxHO pa3BuTre «uieMuieckoii hopMbl» eprudepuyeckoit
HEBPOITaTHH, BKJTIOYasi MHOKECTBEHHBIII MOHOHEBPHT, CEHCOPHYIO
MOJMHEBPOIATUIO U HEBPOIIATHIO MAJIbIX BOJIOKOH [24].

JIB, ocoGeHHO Tpu HAJIWYUKU HEBPOIIATUN, MOXET UMUTU-
poBatb YII, koxubiii YII (KVYII), a takke MK-Backynur u
aHruuT Koxu. B ornmuune ot JIB, mig YII u KVYII xapaktepHo
HaJIn4re 60J€3HEHHBIX TMTEPEMUPOBAHHBIX MTOJKOXKHBIX Y3€TIKOB,
pacroJiaralonuxcsi o X0y COCYIOB; sI3BbI KOXU, KaK TIPaBUIIO,
GoJTBIIIETO pa3Mepa 1 BOCTIAJTUTEIIbHBIE, TieprdepriuecKast MIeMUst
MOXeT TIPOSIBIISITECS HEKpo3aMM (HAMpuMep, TMajbleB CTOT)
[25]. dns YIT u MK-BacKylIMTOB TUIMTMYHO HAJIUYME OPTaHHBIX
MOPAXEHUI, CHCTEMHOTO BOCTIAJIEHUSI, UMMYHOJIOTUYECKMX Map-
KepoB (He Bceraa), 4YTo He HaOmomaeTcst pu JIB.

[Ipy rucTOIOrMYecKOM MCCIIeIOBAHUU OOHApPYKUBAIOTCS
BHYTPUIIPOCBETHBIN TpoM003 (B 97,8% ciyyaeB), OTJIOXEHUE
¢pubpuHa B creHKax U GUOPUHOBBIE TPOMOBI B ITIPOCBETE METKUX
COCYZIOB, SHAOTENUATbHAs Tpoaudepalysi, SKCTpaBa3alus SpUT-
POLIMTOB, THAJIMHO3 COCYA0B, HEOObILION JTUMGMOLIMTAPHbII TTe-
PUBACKYJISIpHBIN MHOWIbTPaT [26]. OTCyTCTBUME M3OGBLITOYHOMI
UHOWIBTpAllMKU HeUTpoduIaMu, JEUKOUMTOKIA3UU U (Hpudpu-
HOUJTHOTO HEKPOo3a CTEHKM MCKITIOUaeT BacKyauT. [1pu mipsmoit
nMmmyHodmoopecteHyn (ITM D) HabmomaeTcst OTIIOXKEHNE KOM-
memenTa (C3), ¢pubpuna u IgM, pexe — IgA u IgG B Kpose-
HOCHBIX COCy/ax Ha MTOBEPXHOCTH, B CPeTHE YacTu, a Takxke B
r1youHe nepMbl, ipu aToM pesdynbsratbl [TUP cunTarorcst He-
crieniuUIecKMMU 1 HeTMarHOCTHYeCKUMHU [26, 27].

Kanvyugunaxcus (K@), xarvuyupuuupyrowas ypemuueckas
apmepuoaonamusi — PeAKasi, OracHast IUist XKU3HU OKKITIO3MOHHAST
BaCKyJIOMaTusl, KOTOpasi BOBHUKAET B Pe3yJibTaTe OTIOXEHUS
KaJIbLIMSI C COMYTCTBYIOILUM TPOMOO30M B apTePUOISIPHOM MUK-
pococyaucToM pyciie riyookoit nepmbl u [T2KK 1 xapaktepusyercst
uimemueit u Hekpo3oM [28]. Haubosee yacto K® ormevaetcs y
MAIMEeHTOB C TEPMUHAIBHON CTaaveil XpOHWYecKoil Oosie3HU
royek (XBIT), xotss mHOTIA pa3BUBaeTCS M 'y OOJIBHBIX C OCTPOI
MOYEUYHOM HETOCTAaTOYHOCTHIO, HOPMAJIbHOW (DYHKIIMEH MToYeK
nu 6ostee panHumu ctanussymu XBIT (Heypemudeckast KD). Oc-
HOBHBIE 3BE€HbsI MATOTEHE3a: Pa3BUTUE BTOPUYHOIO TUIIepHapa-
THPEO3a, MOBBIIIICHNE YPOBHS CHIBOPOTOYHOTO KaJIbIINsI 1 (hoC-
dopa, cocrostHue TuriepKoarysiuu. bosbiioe 3HaUeHNE TIPH-
nmaetcst nepunuty BuTaMuHa K, KOTopbIit SIBISIETCS aKTUBATOPOM
MaTPUKCHOTO Oejika MHrnouTopa Kanbiudukamu. K paktopam
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pucka K® Ttakke OTHOCSATCS: OXMPEHUE, CaxapHbIii nuader,
JKEHCKMI I10J1, IEPBUYHBIM TUIIeprapaTupeos, nprueM BapdapuHa,
TIIOKOKOPTUKOUAOB, neuunut ButaMmuHoB K u D, runoansoy-
MuHemust, gepunut nporenHoB C u S, 6ose3ub KpoHa, ayro-
WMMYHHBIe 3a00JIeBaHMsI, 3T0KaYeCTBEHHbIE HOBOOOPA30BaHMS
[28, 29]. Cpenu nposinenuii KO — ceTuatoe u apeBOBUIHOE
JIUBENO, OJSIIKU, Y3eIKU U OOJIe3HEHHBIC SI3BbI C TPEHMYIIIe-
CTBEHHOI1 JIOKaJIM3alyeli B 00J1aCT! XKMPOBBIX OTJIOXKEHMUI (Oempa,
JKUBOT, pEXe — TPY/b, TUCTATbHbBIE OTAEIbI HUXKHUX KOHEYHOCTEH,
MOJIOBOM YJIeH) M 4acTbiM MHpuImpoBaHueM. Cool11aaoch o
ciyyasix BuctiepanbHoit KO ¢ BoBieueHreM Me3eHTepUaTbHBIX,
0000UHBIX U LepedpanbHbIX apTepuit [30]. K® — kpaitHe da-
TaJbHOE COCTOSIHME C TOIOBOI CMEPTHOCTLIO 0osiee 50%, varie
M3-3a pa3BUTUs cerncuca Ha oHe MH(PUIIMPOBaHHBIX paH [31].

JuarHoctuka K® MoxeT ObITh CIOKHOWM, OCOOCHHO MpK
orcyrctBuU XBIT. C yueTom cxoncTBa KIMHUYECKUX MPOSIBICHU
Heypemuueckast KO moxer nmutupoBats BMC u BCC (VII,
KVII). buoncusi 00bIYHO HE peKOMEHIYEeTCsT U3-3a TIJI0XOTo 3a-
JKWBJICHUSI paH, HO MOXET OBITH IOJIe3Ha B HESCHBIX CIIydasx,
MPEeANnoYTUTEIbHA MYHKIIMOHHAs OMOTICUSI C UCMOJb30BaHUEM
TEXHUKU JBOMHOrO TpernaHa. [1py rucToiornyeckoMm mccieno-
BaHUU BBISIBISIETCSl KaJbLIM(UKAI apTepruos 0e3 BOCTaIN-
TEJTbHBIX MTHPWIETPATOB, YTO NCKITIOYAET BACKYJIUT. Busyanu3zanmst:
NP PEHTIeHOTPaUM OTPEICISIOTCS KaTbIU(MUKALINST MEITKUX
COCYIIOB M CETYAThIN pUCYHOK MopaxkeHuit; mpu Y3U — nmuHeitHbIe
TUTIEPIXOTEHHBIE TTOJIOCHI, TTapaslIeIbHbIe CTEHKAM COCY/IOB; MPU
ocreocuuHTUrpadun — Kanbuudukanus B gepme u [2KK. ITo-
JlydeHHbIe pe3y/bTaThl uckIovatoT CB, w1 KoToporo Hexapak-
TepHa KaJbLU(UKALIUS COCYIUCTOMN cTeHku [32].

Imboaus kpucmannamu xonecmepura (DKX) — cuctemHoe
3a00JIeBaHNE, BhI3BAHHOE MPOHUKHOBEHUEM KPUCTAJIIIOB XOJIe-
crepuHa (KX) u3 atepockiepoTryeckux OJs1111eK a0pThI U €€ OC-
HOBHBIX BETBEl B IUCTAbHbIN KPYT KPOBOOOPAILIEHUSI, UTO MTPU-
BOIMT K WIIEMUYECKOMY W BOCIAJIUTEIBHOMY ITOBPEXKICHUIO
OpraHoB; yactoTa 3abojeBanust — ot 1,1 10 4,5%. DKX ciemyer
OTJINYATH OT O0JIee YacTOM apTepruaIbHOI TPOMOOIMOOINHN, KO-
TOpasi BBI3BIBAET OCTPYIO HILEMHUI0O M MHOAPKT AUCTAJIbHOTO
opraHa; 9KX xapakrepusyercs ambonu3anuein 0ojaee MeIKUX
KX, 4To BBI3BIBAECT O0Jice MEIICHHOE Pa3BUTUE TMOBPEXKICHMS
opraHoB-MuilieHei [33]. Koxa v mouku nopaxarorcst Haubosee
4acTO; MOTYT BOBJIEKATHCS XKeJTyT10YHO-KUIIeuHbIi TpakT (2KKT),
IJ1a3a, MBIIILIBL, IIeHTpaibHast HepBHas cucteMa (LIHC), koHneu-
HocTH [34]. DMOO0IMU OOBIYHO SIBJISTFOTCS ITPOT€HHBIMU 1 YaCTO
CBSI3aHBI C XUPYPTUYECKUM JIEYEHUEM a0PThl, apTepUalIbHON MH-
Ba3UMBHOM MPOLEAYPOi, HO MOTYT ObITh U CIIOHTAHHBIMU [35].
OKX — penkoe oci0XHEHUE aHTUKOATYJISIHTHOU U TPOMOOJIM-
ThYecKoi Tepanuu. Ee matoreHe3 o0ycoBieH He TOJIBKO MeXa-
HUYECKOW OOCTpYKIIMEN cocyna ¢ Mocienyloueid uieMmuein u
HEKPO30M, HO ¥ Pa3BUTUEM MECTHOM BOCHAJIUTEIbHOM PeaKun
BOKPYT apTepHrOI.

IIpossaenust KX moryt HanomuHats BCC 1 BMC ¢ Bo-
BJIeYCHUEM KOXM (JIMBENO, Myprypa, Y3eJKW, CUHMI Tajell
HOTH/MIIeMUs), TIodeK (ocTpoe mMmoBpexaeHue modyek, XBII,
HekoHTposmpyemass runepteHsus), KKT (Me3eHTepuanbHas
nimemus), HHC (uHcynsT) 1 17183 (TMopaXkeHue COCYIOB CeT-
yaTKu). BO3MOXHBI KOHCTUTYLIMOHAIbHbBIE CUMIITOMBI, MTOBbI-
ILIEHMEe YPOBHSI MapKepoB BOCIAJIEHUsI, aHEMUSI, TPOMOOIIUTO-
MeHust, JeMKOUUTO3 (303uHOMMINS), (PUOPUHOTEHEMUSI, TUIIO-
KOMITJIEMEHTEMUSI, a30TeMUSI, TIPOTEMHYPUST, 203MHODUITYpUS —
BCE 3TO MO3BoJIsIeT cunuTaTh DKX OTHUM M3 «BEIUKUX UMUTA-
TopoB» [36, 37]. dus auarHoctuku DKX Tpebyercst Guomncust
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TMOpaXXeHHbIX TKaHel (KOXU, TTOYeK, MBIIII), TIPU TUCTOIOTH-
YeCKOM UCCJIEIOBAHUU BBISIBIISIIOTCS TBOSIKOBBITTYKJIbIE U UTOJIb-
yaTble «Ipu3pakm» KX Uim «XoaecTepuHOBBIE IIEIN» B apTe-
puojax. [1porHO3 0OBIYHO HEOJATOTPUSATHBIN, COBOKYITHAS
CMEePTHOCTH cocTaBiisieT 63% [36].

Hosoobpazosanuss — MHOTHE BUABI paka MOTYT BBI3BIBATH
MapaHeoruIaCTUYeCKUii BACKYJIUT, IPyTue, HalIpuMep HEKOTOpbIe
BU/IbI TUM(bOMBI, MUETOIpoIndepaTUBHbIC 3a00J1eBaHUST, MUK~
coMa cepaua, crnocodbHsl nMuTUpoBath BMC u BCC.

Buympucocyoucmas B-xkpynnokaemounas Hexo0MCKUHCKAS
aumgpoma (BCBKIT) — upesBbruaitHo penkuit Bapuadt auddy3Hoi
B-xpymHokieTouHoI TMMMOMBI ¢ 3a6011eBaeMoCThIo <0,5 citydast
Ha | MJTH, XapaKkTepuayolasics ipojmdepanmeil KIeTok JMMOOMbI
B MPOCBETE MEJIKUX KPOBEHOCHBIX COCYIOB C MOCIEAYIOIIENH X
okkmo3ueit [38]. BCBKJI conpoBoxaaeTcss MHOXECTBOM He-
crienUUecKnx CUMIITOMOB, TAKMX KaK JIMXOPAIKa, opakeHue
koxu u LITHC, nHoTIa monmopraHHON HeJOCTaTOYHOCTRIO, YTO
B utore MoxeT uMutuposatb BMC u BCC [38]. [lopaxkeHue
Koxu (40%) reTeporeHHO: MajblupyeMble KpacHbIe MSITHA, (hro-
JIETOBbIE OJISIILIKY, «aleJbCUHOBAsI KOPKa», 00J€3HEHHBIE CUHE-
KpacHBbIE Y3€JKH, B TOM YMCJIe U3bSI3BJICHHBIE, SI3BbI CIU3UCTOMN
Hoca. Moryt BoisiBsSITbest AHLIA, cnietimduyHble Kak K MUEIo-
nepokcunaze (MITO-AHLIA), Tak u k nporenHase 3 (ITP3-AHLIA)
[39, 40]. HecMoTpst Ha aKTUBHYIO PETUTUKALIAIO HEOTIACTUUECKIX
TM@OIUTOB BHYTpU cocynos, kineTku BCBKJI B ma3kax nepu-
depuueckoii kpoBu B 90—95% ciiyuaeB He OOHapYXKMBAIOTCS.
C yyeToM OTCYTCTBHUSI IATOTHOMOHMYHBIX CUMIITOMOB JUarHO-
CTHKA BBI3bIBAET OOJIBIIIME 3aTPYAHEHNST, OKOHUATEJIbHBIN TUATHO3
u nuckimoueHre CB mokHBI OBITH TTOATBEPKIEHBI THCTOJIOTH -
YeCKUM UCCIIeIOBAaHNEM, HATIPUMED OMOTITATOB KOXU U KOCTHOTO
Moa3ra [41].

Mukcombl cepdya MOTYT BbI3bIBATb COCYAMCTbIE MPOSIBIIE-
HMSI — OT apTEePUATIbHBIX aHOMAJIUIA, BBISIBIISIEMbBIX ITPU BU3YaJlU -
3aUn (CTEHO3bl U aHEBPU3MBI KPYITHBIX M CPEIHUX COCYIOB),
TiepeMeskaloIieiicss XxpOMOThl KOHETHOCTE! 1 MHCYJIBTa, UMUTH -
pyromux BKC n BCC, mo KOXHBIX MposiBIeHU (ITypmypa,
HEKpO3 KOXM), CMHApoMa PeitHo, niieMun naablieB U pa3BUTHS
MOHOHeBpuTa, umuTupytomux BMC [41, 42]. Yacto HabonatoTcst
KOHCTUTYLIMOHAJIbHbIE CUMIITOMBI, TAKME KaK JIMXOPaJIKa, MOTepst
Beca, 00JIb B CyCTaBax M MBIIIIIAX, a TAKXKE MOBBILIEHNE TTOKa3a-
TeJieli aKTUBHOCTU BOCHaJeHUs, pexe — odopazoBaHue AHLIA,
YTO MOXET MPUBOIUTH K TiepBoHaYasibHOMY ararHo3y CB [42].
B ocHOBe mopakeHui1 JIEXXUT 3MOOTMYECKUI CUHAPOM C yJacTUEM
MHUKCOMAaTO3HOTO MaTepraa; B OCHOBE CUCTEMHBIX CUMIITOMOB —
MOBBIIIEHNE KOHLIEHTPALlUM MHTEepJeiiKuHA 6 B ChIBOPOTKE
KPOBM, KOTOPBI npoaylupyercst Mukcomoii [43]. JIlnaruos oc-
HOBBIBAaeTCsT Ha MaHHBIX 3xoKapauorpadun (DxoKI).

HNudexmun kak umutatopsl BMC u BCC

CucreMHbIe OaKTepUaIbHbIE U TSDKEIbIe BUPYCHBIC MH(DEKLINKU
MOTYT UMETh cXOAHYI0 ¢ CB KIIMHUYeCKYIO KapTHHY U TEM CaMbIM
BBICTYIIaTh MMHUTATOpPaMM BacKynuTa. K oGImuM Tpu3HaKaMm
MOXHO OTHECTH KOHCTUTYLMOHAJBHBIC CUMITTOMBI, TPOMOOTH -
YeCKHUe Y TUTIEPKOATYISIIIMOHHBIE OCIOXKHEHMS, TIOJTMOPTaHHOE
MopaxkeHue, UMMYHOITaTOJOTMYeCKUe TMPOsSBIACHUS (HEeDpUT,
MUOKAaPIMT, ApTPUT, KOXKHBII BACKYJIUT), MOBBILICHHUE ITOKa3aTesei
aKTUBHOCTU BocrajieHusi, oopaszoBaHue AHLIA u apyrux ayro-
antuten. KpaitHe BaxKHO pacro3HaTh MHGEKIINIO KaK MMUTAIUIO
CB, TaKk Kak HemlpaBWJIbHBIN TUArHO3 M HEOOOCHOBAaHHOE Ha-
3HAYeHUE UMMYHOJEITPECCAHTOB MOXET TIPUBECTH K KaTacTpO-
(bryecKuM MOCIeACTBUSM.
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Hngpexyuonnsiii sndokapoum (MD) — penkoe 3aboseBaHue
¢ exerogHoi 3abosieBaeMocTbio 3—10 Ha 100 ThIC. U cMepT-
HocThIO 25—30% B TeyeHue mepBoro romna 6osnesuu [44]. luar-
HOCTHKA MOXET OBbITh 3aTpyJHEHA, IMMOCKOJBKY KIMHUYCCKUE
CUMIITOMBI CUJIBHO BapbUPYIOTCS, UMEIOTCS COCYIUCThIC U M-
MYHOJIOTUYECKHE IIPOSIBJIEHHS, TPOMOOIMOOIMYECKUI CHHIPOM,
a mpu J1abopaTOpHOM 0OC/ICIOBAHUKM MOIYT BBISBIISITCS pa3-
HooOpa3Hbie ayroantuTena (AHLIA, peBmatouaHbiii pakTop,
aHTUHYKJIeapHblii pakTop u ap.) [45]. [1pu c1abo BeIpaskeHHBIX
Mpu3HaKax MopaxeHus cepilia, OCOOEHHO MPU HEraTUBHOM
TeMOKYJIETYpEe, CUMITOMATUKa MOXET yKa3bIBaTh CKOpee Ha
ayTOMMMYHHOE, a He MH(PEKIIMOHHOE 3a00JI¢BaHNIE, B IIEPBYIO
ouepeab Ha AHLIA-CB.

ITo naHHBIM HecKoJIbKUX ucciienoBanuii, AHLIA 3HaunTe1bHO
yallle BBISIBJISIIOTCS Y MalueHToB ¢ VD, BuI3BaHHBIM Bartonella
(mo 60%), yeM TpaMIIonoXuUTeIbHOI diopoir (18—24%) [45].

MmMuTaTOpPBI BACKYJIHTA

B uerom AHLIA peructpupyiorcs y 18—43% nauuenros ¢ U9,
yaiie npy nogoctpom teueHuu (73%) u HapylieHUM QYHKIIMK
nouek (72%). IpeumyiiectBeHHo (79%) BoisiBIsiIOTCST MITO-
AHUA v ITP3-AHILIA, B 8% cityyaeB HabogaeTcs IBOMHasK
MO3UTUBHOCTH [46, 47]. TIpu Guorncuu mouyku y 59% Takmx
0OJTbHBIX OOHAPYKMBAIOTCST OTIIOKEHMSI UMMYHHBIX KOMITJICKCOB,
y 37% — manoummyHHbI#I TiomepynoHedput (I'H) [46]. B 40%
ciayyaeB ypoBeHb AHLIA npu D Huke 4-KpaTHOro BEPXHETO
npejaesa HOPMbI, YTO OMUCAHO B HECKOJbKUX MCCIEIOBAHUSIX
KaK padyMHas TOYKa OTCEUYeHWs, IMO3BOJISIONIAS OTIUYUTH
AHIIA-CB ot npyrux 3a00yieBaHtii, py 3T0M 10 84% GOJIBHBIX
AHUA-CB nmerot ypoBeHb AHIIA BBIIIIE 3TOr0 MOPOTOBOTO
3HaueHus [46, 48].

ITpu AHLIA-nozutuBHOM M3 vartie, yem npu AHIIA-CB,
HaOIIoaMCh TTOPaKEHUE KOXM, MOYEK, CIUIEHOMETalausl, T1-
IMOKOMITJIEMEHTEMUSI, IBOiHAsT MO3UTUBHOCTH 10 AHLIA (BbicOKMiA

Vasculitis mimickers

3aboneBanns/
COCTOSTHUS

CM

(OC)I

(O] Vi |

H®d1

TpomboTHuecKMe 1
TUIePKOATryJISIIIMOH -
HBIE COCTOSTHUS,

B ToM unciie BUHK,
I'UT, JIB

Ko

OKX

HoBoobpa3oBaHusi

Bakrepuu

ITpeo6nanarommii
pasmep cocyaos

KpyrmHbie

KpynHbie u cpenHue

KpyrHble 1 cpenHie

KpynHbie u cpeaHue

CpenHue 1 MeJIKue

CpenHue 1 MeJIKue

CpenHue 1 MeJIKue

JIro6oii pazmep

JIro6oii pazmep

Coepemennas peemamonoeus. 2025;19(3):19—-26

IIposiBienns, IMATHPYIOLIHE
BACKYJIUT

Tenernueckue BaCKYyJIonmaTuu

Junararust KOpHSI a0PThI C A0PTATbHOM
perypruranmeil, paccIoeHUEM a0pThI

PaccioeHue/pa3pbiB aOpThI U €€ BET-
Beil, KAPOTHIHO-KABEPHO3HBII CBUIILL

AHEBpU3MBI U PACCIOEHNE A0PTHI U €€
BETBEIt, U3BUTOCTb apTepUit

CreHo3, UilieMus OpraHa, aHeBPU3MBbI
apTepuii, apTepuOBEHO3HbIE Malb(hOp-
MallUK a0PThI U €€ BeTBEM

WccnenoBanus 115 OLEHKH
NOTEHIUAILHBIX UMHUTATOPOB

PearenTsl ocTpoii hasbl, UCCIEIOBAHIE CITMHHOMO3-
TOBOM XWUAKOCTU, BU3yaIM3allis AOPTHI U €€ BETBEiA,
TEHETUYECKOE TECTUPOBAHKE, UCCISI0BAHIE XUPYP-
TMYECKOTO MaTepuaa, ecii JOCTYITHO

OKKJII03UOHHbBIE HEBACKYJIUTHbBIC BACKYJIONIATHH

Ilypnypa, 1MBe10, KOXHbIE Y3€JIKU,
M3bsI3BJICHUsI, KOXKHBIE MH(DAPKThI/HEK-
PO3BI, TPOMOO3 apTepHil, [IOUeUHasT He-
JIOCTaTOYHOCTh, mopaxkenue [[THC

S13BBI KOKM, HEKPO3 Koxku 1 [TKK

KoHCcTUTyIIMOHAIBHBIE CUMITTOMBI,
KO>XHBIE TIPOSIBICHUS (Y3€JIKH, TUTH-
TajibHas uleMus, 1uBeno), XbII,
0OCTpas MoYevyHast HeIoOCTaTOYHOCTb,
Me3eHTepUATbHAST UIIEMUST, HHCYJIBT,
THA, noBbIlIIeHHE MapKepOB BOCTIajie-
HUSI, TATIOKOMITIEMEHTEMUST

KoHcTuTyIMOHATbHBIE CUMIITOMBI,
KOXHBIE TPOSIBIICHUSI, UHCYJIBT, CTEHO3
apTepuii, TPOMOO3bI, SMOOJIMS, AaHEB-
PU3MBI, TOBBILIEHNE OCTPO(DA30BBIX TTO-
kasareneii, AHLIA

Nudexkuun

ITonropraHHast HEIOCTATOYHOCTD, CH-
CTeMHBbIE MTPOSIBJICHUSI, KOKHBIE PO~
SIBJIEHHUSI, TOYEYHBIE TIPOSIBIICHNS,
BKJIIOYasi MaJlouMMyHHBIN [H,

OO61IMiT aHaM3 KPOBU, aHAJIU3 MOYU, KPEaTUHUH,
rarnroriaoouH, JIZIT, mporpoMOMHOBOE BpeMsl, ya-
CTUYHOE TPOMOOILIACTUHOBOE BpeMsl, (PMOPUHOTEH,
BOJTYAHOYHBII AHTUKOATYJISTHT, aHTUTEJa K KapAro-
JIMTIMHY ¥ K [32- TIMKOTpoTtenHy, D-numep,
ADAMTSI13, noceB Kajia Ha KMIIIEUHbIE OaKTepUH,
ouoncus koxu u KK

KpearunuH, Kanbuii, pochop, maparupeonaHbIi
TOPMOH, UCTOPUST O0JIE3HU, OUOTICUST OOBIYHO HE T10-
KazaHa M3-3a PUCKa IUIOXOTO 3aXKUBJIEHMS PAHbBI

Jlunmuaer, HbAlc, peareHThl 0cTpoii (ha3bl, OOLINIA
aHanu3 kpoBu, C3-, C4- KOMIIOHEHTHI KOMILIE-
MEHTa, aHAJIN3 MOYH C OLIEHKOI 503UHOMUIYPUH,
odraibmosiornyeckoe odciea0BaHue, OMONCUs

OxoKT, Guorncus mopakeHHbIX TKAaHE, KOXHU,
KOCTHOTO MO3ra, TO3UTPOHHO-3MUCCUOHHASI TOMO-
rpadus

BakTtepuanbHbie 1 TPUOKOBbIE KYIBTypPbl KDOBU,
MMMYHOJIOTMYECKOE UCCIeJOBaHKUE U NTOJMMepa3Hasi
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COVID-19u p.)

TpuGb JIro6oii pazmep
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IIposiBienns, IMUTHPYIOIIHE
BACKYJIUT

A0PTUT/apTePUUT, MUKOTHIECKUE aHEB-
PU3MBI, TOBBILIEHHE OCTPO(A30BHIX ITO-
kazareneit, AHLIA

WccnenoBanue 1is1 ONEHKH
NOTEHIUAIbHBIX HMHUTATOPOB

1ernHast peakius 1isi Beisinenust Coxiella burnetii,
Bartonella, TectupoBanue Ha BUY, Bupyc renatura
B u C, ty6epkynes, cubunuc, COVID-19, Busyanu-

3al1Msl KPYITHBIX COCYIOB, OMOTICUSI TKAHU (KOXKU,

WHcynbt, niremMusi KOHEYHOCTEH, ap-
TepuaibHbIe aHEBPU3MBI, TPOMOO3,
OKKJTIO31H, TICEBI0aHEBPU3MBI, TIOpa-
JKEHME JIETKKX, TIEPHUOTION00HbIE
CUMIITOMBI, cuHApoM KaBacaku, MUK-
porpom6Ob1, AHLIA

CucTeMHBIE ITPOSIBICHUS, KOXHBII
HOJTyJIe3, JIETOYHbIE TIPOSIBIICHUST, MU -
KoTHueckue aneBpusmbl, AHLIA

HO‘IKI/I), TUCTOJIOTMYECKOE UCCIIEAOBAHUEC XUPYPIU-
YECKOro Marepuana, €CJIu 10CTYITHO

ITpumeuanue. ADAMTS13 (a disintegrin and metalloproteinase with a thrombospondin type 1 motif, member 13) — dbepMeHT, yuacTByIoIIHil B pac-
LIETJIEHUU MYJIBTUMePOoB (hakTopa (hoH Buiinbpanaa (aMarHocTuka TpoMOOTUYECKO TpoMOoLMTONneHnYecKoi myprypsbl); JIAT — nakrataeruapo-
reHasa; TUA — TpaH3uTopHas uilieMuiecKkas ataka.

ypoBeHb [1P3-AHLIA / auskuit MPO-AHILIA), moBEIICHUE CO-
Jep>KaHUS UPKYJIUPYIOIIMX UMMYHHBIX KOMITJICKCOB U/WJIH OT-
JIOXKEeHNE MMMYHHBIX KOMIUIEKCOB B TMCTOJIOTUYECKOM 0Opaslie,
npyrue aytoaHTtutena (otamyHbie oT AHLIA), Kprorio0yauHbI
U TojioxkuTtenbHast remokynbsrypa. [Ipu AHLIA-CB, nmomumo
KOXXHBIX ¥ TIOUSUHBIX TIPOSIBIICHUIA, Yallle UMEJTUCH JIETOYHBIE U
HeBPOJIOTUYECKUE HAPYIIIEHUs, a CIJICHOMEeTaJIisI BCTpevyaslach
penko [46, 47, 49]. TTpu D, HecMOTPsI Ha MPEUMYILIECTBEHHOE
Hanmuue [TP3-AHIA u yacroe passutue I'H, Kak nmpaBuiio, He
BBISIBJISIIOTCS 3200JIeBaHUsI BEPXHUX JbIXaTeIbHbIX MyTei U rpa-
HyJieMbl Tipu 6uorncuu [50].

Bpaun 1oKHBI yIUTHIBATH BO3MOKHOCTD HATTMUMST (POHOBOI
nHpekMu y nauueHTa ¢ momo3peHreM Ha AHLIA-CB (maxke
€CJIM WX YCITOKaMBaeT TOJOXUTEIbHBINM pe3ysibTaT TecTa Ha
AHIIA), ocobeHHO Koraa KITMHUYECKOE COCTOSTHUE U/ WK (hyHK-
LIMSI TIOYEK TIPOJOJIKAIOT YXYALLIATHCS, HECMOTPS Ha BBICOKOIO3HYIO
MMMYHOCYIIpecCUuBHYI0 Tepanuio. KpaiiHe BaxHO, 4TOOBI dM-
MPUYECKOe JIeueHNEe aHTUOMOTUKAMU OCTABAIOCh KPaeyTrOJbHBIM
KaMHEM Tepariu y manreHToB ¢ UD, monoxurenbHbIX 1o AHLIA,
B TO BpeMsI KaK B OTHOLLIEHUX UMMYHOCYITPECCUM PEKOMEHIIYETCS
BBIKMIATEIbHBIN TTOAXos [46].

Hpyrue uHbEKIUY, TIPU KOTOPBIX OTMEUEHO 00pa3oBaHMe
AHLUA, — Ty6epkyne3, BupycHbie renatuthl B u C, nadexius,
BbI3BaHHas1 MmapBoBUpycoM B19, Bupycamm DmiureiiHa—bapp,
SARS-CoV-2, kanauao3Hasi U reprec-BUpycHast UHGpEKIUU
(pexe) [51-53].

Yacto nndekuuu npu BoisiBienun AHLIA mMoryt cooTseT-
ctBoBath Kputepusim AHLIA-CB, mipu 3TOM BaXkKHO ITOMHUTb,
yto kKputepun AHLIA-CB ACR/EULAR (American College of
Rheumatology / European Alliance of Associations for Rheuma-
tology) 2022 . BKJIIOYAIOT JBa HEOOXOIMUMBIX yca0Bus: 1) qoKa-
3atesibcTBO Hasinuusi BMC unu BCC u 2) uckioueHue Ipyrux
3a0oseBanuit, umutupytomux AHLIA-CB (310KauecTBeHHbIE
HOBOOOPa30BaHMsl, Cepbe3HbIe MHGEKIIMY 1 TIPOUNe ayTOUMMYH-
Hble 3a00JIeBaHUs ).

Takum o6pa3oM, AT UCKIIOYEHUsT UMUTALUM BacKyIUTa
00s13aTeNIbHBIMU SIBJISIIOTCSI MOAPOOHBIN aHAMHE3, TILATeJIbHOe
KJIMHUYECKOe U JJabopaTopHOe oOciieloBaHUE, KOTOPbIE OIpe-
NESI0T anroput™ auddepeHIMalbHON AMarHOCTUKK, BBIOOD
MeTO/a BU3yaJIn3alluu U HEOOXOAMMOCTh Ouoricuu. Yacto mist
MPaBWIbHOW MUAarHOCTUKM MMHUTATOpa BaCKyJIUTa Tpedyercs
MYJIBTUAUCUUIUIMHAPHBIN MTOAXO.
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