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Pesome

MepBUYHbIN BACKY/IUT LIeHTpanbHoi HepeHoM cuctemsl (MBLIHC) — peakas ¢opMa BacKy/MTa HEM3BECTHOM MPUUMHBI, MOPAXKAIOLLErO COCYAbI MO~
NIOBHOTO, CMMHHOTO MO3ra M MO3roBbiX 060/104eK 6e3 CMCTEMHOro NopaXeHus. Y CTaHOB/NEHO, YTO CPpe/HUMIA BO3pacT Havasia 3abosieBaHWA NpUXO-
AnTca Ha 50 neT. KnnHnyeckune nposiBfeHNA 3aBUCAT OT Kannbpa nopaxkeHHbIX cocyAoB. Hanbonee 4acTbiMM Hava/lbHbIMU CUMITOMaMuM ABAAIOTCA
rosoBHas 60/1b 1 COCYANCTblE KOTHUTMBHbIE HapYLLIEHWA, 4TO CBA3aHO C MOpaXeHMeM COCy/0B Masoro Kaanbpa. PasButme MHCYy/IbTa U 04aroBbixX
CUMMTOMOB B3aMMOCBA3aHO C COCYANCTbIMU KOTHUTUBHBIMU HapyLIEHUAMU U NPOABAAETCA MOPaXKeHNeM CpeHNX/KPYMHbIX MO3rOBbIX apTepui.
[AvarHoctuka MBLIHC 3aTpyaHeHa, Tak Kak CUMNTOMbI BacKy/iMTa 3a npe/je/saMu LieHTPasibHOW HePBHOW CUCTEMbl BCTPEYaloTCA PeAKo, CeposIo-
rmyeckme MapKepbl BOCNaneHMA HaxoAaTCA B HOpMe. AHa/IM3 CMIMHHOMO3IOBOW XUAKOCTU O6bIYHO HE COOTBETCTBYET HOPME U3-3a YMepPeHHOro
HecneundryecKoro NoBblleHNA YPOBHSA obliero 6esika UM Koanyectsa aekountos. Y 97 % nauymentos ¢ MBLIHC BbiaBAAOTCA OTKAOHEHUS
OT HOpMbI (MHAPKTLI, UHOTAA OMYXO/IEBUAHbIE MOPAXKEHUs) MO AAaHHBIM MAarHUTHO-PE30HAHCHOM TOMOrpaduu roNoBHOro Mo3ra. AHruorpadus
MMeeT HU3KYI0 YyBCTBUTE/IbBHOCTb U HU3KYIO CMeLUPUYHOCTb, TaK KaK No3BonseT BepupuLMpoBaTh BaCKy/IMT TO/IbKO CPeAHMX U KPYMHbIX Liepe-
6pasibHbIX apTepuii, BbIABAAA CErMeHTapHble CyeHuA. 1A BbIfABJEHWUA BOCMaleHNA KPOBEHOCHBIX COCY/Z0B, @ TaKXkKe AN UCKNIOYEHUA APYrux
3a60/1eBaHNN HEO6XOANMO BbIMOAHUTL 6MOMCUIO BEWEeCTBa U MATKMX 060/104eK MO3ra.
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Abstract

Primary vasculitis of the central nervous system (PACNS) is a rare form of unknown cause vasculitis that affects the vessels of the brain, spinal
cord and meninges without systemic damage. It was found that the average age of the onset of the disease was 50 years. Clinical manifestations
depend on the caliber of the affected vessels. The most common initial symptoms are headache and vascular cognitive impairment associated
with small vessel involvement. The development of stroke and focal symptoms is interrelated with vascular cognitive impairment and manifests
as the lesion of the middle/large cerebral arteries. PACNS is difficult to diagnose, since symptoms of vasculitis outside the central nervous
system are rare, serologic markers of inflammation are normal. The analysis of cerebrospinal fluid is usually abnormal due to a moderate
nonspecific increase in the level of total protein or the number of leukocytes. Deviations from the norm (cerebral infarction, sometimes tumor-
like lesions) are detected according to the data of magnetic resonance imaging of the brain in 97 % of patients with PACNS. Angiography has
low sensitivity and low specificity, since it allows to verify vasculitis of only middle and large cerebral arteries, revealing segmental narrowing.
To detect inflammation of the blood vessels, as well as to exclude other diseases, it is necessary to perform a biopsy of the substance and the
soft membranes of the brain.
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AHITA — anTnHeTpodWIbHBIE UTOIIA3MaTIYecKue auturena, [IK — nenapurasie kietkn, MPA — MarHuTHO-pe3oHaHcHas aHrunorpadust, MPT —
MarHUTHO-pe3oHaHCHas ToMorpadms, KTA — koMmnbioTepHas anruorpadus, [IBITHC — nepBudHbIi H30IMPOBAHHbII BACKYINT (AHTMUT) LIeHTPAIbHOI
HepsHoit cucrembl, COIIB — cunapom o6parumoit tepebpanbHoit BasokoHCTpuKIyu, COD — cKOpOCTh ocefanust apuTpornTos, IIAA — nepebpaip-

Hast amwtongHast anrnonaryst, [THC — nenTpanpHas HepBHast cucteMa, LIC)K — niepebpocnunanbHast >KUAKOCTD

BBepenue

Backynmursl — 3TO rereporeHHas rpymma 3aboneBa-
HIIL, B OCHOBE KOTOPOJI JIEKUT ay TOMMMYHHOE€ IIOBPEX/ie-
HII€ COCY/IOB, XapaKTepU3YIOIINXCA BOCIa/IeHNeM, HEKPO-
30M COCY[UCTOI CTEHKH, ee fedopManyeil U CKICPO30M,
OpUBOJAMIMM K MIIEMMYECKMM M3MEHEHUSAM OPIaHOB
U TKaHell, KpOBOCHa0>KaeMbIX IOPaKEHHBIMM COCYaMIL.
Ipynmy sTmx 3a00eBaHUT OTHOCAT K YMCITY PEKUX Ia-
TOJIOTHUIL: 3a007I€BAEMOCTDb COCTABIAET OKOIO 4,2 crydas
Ha 100 ThIC. HaceIeHNA B TOJj, HO IIPM 3TOM OTMEYAETCA
TeHJIeHIIMA K UX YBeIMYEHUIO0, PaclpOCTPAaHEHHOCTH IO
BCeMy MUpYy. Boifie/Is1oT epBuYHbIe (IpyYMHa BO3HUKHO-
BEHNA He YCTaHOBJICHA) VI BTOPMYHbBIC (IIPOSAB/ICHNS UH-
(eKIMOHHBIX, OHKOTOIMYECKMX U PeBMaTUYeCKNX 3a60-
neBanmit). B Hacrosiee Bpemsi B Poccniickoit Depepariun
OTCYTCTBYET €IMHBII peecTp BefleHUM TaKMX IaIVIeHTOB
[1-9].

Bompocsl HOMEHKIATYpbl M KIacCUPUKALUU BacKy-
JUTOB OOCYXXAAMNCh BEAYLUIMMI 9KCIepTaMy Ha KoHde-
pennuax B Yanen-Xune, CIIA (Chapel Hill Consensus
Conference — CHCC) eme ¢ 1992r. ITepsas paspaboraH-
Has K1accuduKanms, B 0CHOBE KOTOPOII JIeXao Imopaxe-
HIe Ka/bpa coCy/a, YCIeNIHO YICII0/Ib30BaIach B TeUCHIUE
IBYX JeCATUIETUI. B CBA3M C HAKOIIEHMEM HOBBIX 3HAHMIA
Y OTKPBITHUIA B IUHAMMYECKM Pa3BUBAIOLIElCs peBMATOO-
ruy, BO3HUK/IA HEOOXOAMMOCTD B pa3paboTKe HOBOII aK-
TyanbHOI Knaccudukanuu. Ha mporspxenun 2010-2011rr
ITTaBHBIMM ~ 9KCIIEPTaMM  PacCMAaTPUBANUCh  BOIPOCHI
KIaccuyKauyy BaCKY/IUTOB IIPYU YIACTUM KIVHNUIVICTOB
(TepameBTOB, pPEBMAaTONOroB, HedPOIOroB, VMMYHOJIO-
TOB) M [1aTOJIOTOAHATOMOB, VIMEIOIIMX HaMOOIBIINII OIIBIT
AMATHOCTUKIM IIATOIOTUY COCYAOB U3 6Gomee 50 Bemymmx

MEIMUIMHCKUX IIeHTpoB EBpombl, AMepuku, ABCTpanuu,
Kuras n Sdnonmu. Takum o6pasom, Hambornmee TOMHAs
HOBast MHQOPMALVS O CYI[eCTBYIOLINX BaCKYIUTaX OblIa
IpefcTaB/leHa B HOMEHK/IAType BaCKYy/IMTOB Ha MeX/lyHa-
ponHOI KOHCeHCycHOM kKoHpepernnym Yamen-Xwumr 2012r.
(Chapel Hill Consensus Conference — CHCC2012) [5-8].
Homenxnarypy Yanen-Xumm omm604HO CYNTAIOT KIACCHU-
¢uxaruesi, Tak Kak OHa He COREP)KUT AUATHOCTUYECKUX
KpUTEpUEB, B Hell OTpaskeHa MHQOPMaIsA 0 BceX popMax
BAaCKY/IMUTOB, B OCHOBE KOTOPON JEXUT AuaMeTp Iopa-
XKaeMOro cocyfaa (KpyIHbIe, CpefjHIe I MeJIKIe COCY/bI),
9TMOJIOTMA Y HAaTOTeHeTHYecKas OCOOEHHOCTb BOCIAINU-
TE/IPHOTO IIPOLIECCa, II09TOMY OHA [OCTATOYHO OOBeMHA
U HeyoOHa [/ MICTIO/Ib30BaHMsA B IIOBCEHEBHON KJIMHU-
4yeckoit pabore [5-7].

ImaBHas 1enb CO3MaHUA HOMEHK/IATYPhl — BO3MOX-
HOCTb pas3paboTaTb eVHbI MEXAMCUUIIMHAPHbINA MOJ-
XOf, CUCTeMAaTU3MPOBaTh paHee HaKOIUIEHHbIE CBENEHMA
o 3aboneBaHmsAx. OCHOBBIBASICh Ha TEKYIIMX JAHHBIX
MPaKTUYECKOTO VCIONb30BaHUA TEPMMHOB, IpefCTaBe-
HUIT 06 0COOEHHOCTSIX MPOSIB/ICHNIT 3a00/IeBaHMIT OBIIN
IIepeCMOTPEHbl HaVIMEHOBAHMA M BbIfIe/IEHb OCHOBHbBIE
Kareropuu. Briepsple JaHHasA COBpeMeHHas HOMEHKJ/IATYy-
pa 6blIa TOMONTHEHA HOBOIT JOIIOTTHUTEIBHON KaTeropueit
Baprabe/IbHBI BACKYIINUT C IIOPa’KeHNEM COCYHOB M060ro
Kanubpa ¥ THUIIA, B Hell BbIfje/IeHA KATETOPUsI BACKY/IUTA
€IMIHCTBEHHOIO OpraHa. B MaHHOI KaTeropum BbIEININ
KOXXHBIN JIEVIKOUMTOKIACTUYECKNIT aHTMUT, KOXKHBIN ap-
TE€PUNT, IEPBUYHBIN BaCKY/IUT LIEHTPAIbHOV HEPBHO CU-
cremsl (IIBIJHC) usonnpoBaHHbIil a0pTUT (OTCYTCTBYIOT
Jo0Oble IPU3HAKY, YKasbIBaIoLI/e Ha BO3MOXXHOCTb Orpa-
HUYEHHOTO BapyaHTa CUCTEMHOIO IopaXkeHus) [5-8].
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PaHHAA AMaTHOCTMKA BAaCKY/INTOB 3aTPY/IHEHA B CBA3N
¢ Hecrenn(PUYHOCTPI0 HAYaIbHBIX NMPOSBICHUI M MHO-
JKECTBOM CXOXUX C APYrMMU 3ab0eBaHmMAMYU (KIVHNIYe-
CKUMU «MacKamm») cuMntToMoB [9, 10]. IInsg GonbiimH-
CTBa HO30/IOIMYECKUX (OPM BACKYIUTOB He CYLIECTBYeT
criendryecKux 1a00paTOPHBIX TeCTOB MIM METOJOB J1a-
THOCTMKY CEpOHEraTVBHBIX BAapMAHTOB BAaCKY/INUTOB, I1O-
3TOMY I BBLABJIEHMS 3a00/IeBaHUA PEKOMEHIOBAHO JC-
[0/Ib30BATh OMOIICKIO C TATOMOP(OIOrNIECKOI OLeHKOI
6ronrara; MHCTPyMeHTaIbHbIe METOLBI AMATHOCTHUKY (11e-
pebpanbHas aHrmorpadus, MarHUTHO-Pe30HAHCHAsI TO-
morpadus (MPT), marHUTHO-pe3OHAHCHAsI aHTMOrpadust
(MPA) n xommnbiotepHas anrumorpadus (KTA), Bbicoko-
paspemratomast MPT (HR-MRI) [9, 11].

To, 4TO Ka3amoCh HEBO3MOXKHBIM HECKOTBKO JIET Ha-
3ajj, CTaJ0 JOCTYIHBIM Onarofapsi paspaboTke HOBBIX
MHCTPYMEHTA/TbHBIX METOJO0B AMArHOCTUKM, HAaIlpaBJIeH-
HBIX He TOTbKO Ha BBISB/IEHME, HO U OMMCAHUE TEUEeHWS
MHOTUX BacKyauToB (aprepuut Takascy, y3eIKOBBI IO-
mmapTepunt u fp.) [10]. PemxuM, TpygHOAMarHocTupy-
eMbIM, TsDKEIbIM BacKy/JIMTOM €AMHCTBEHHOIO OpraHa
ABJISIETCA NEPBUYHBINA BAaCKY/IUT LI€HTPAIbHON HEPBHO
cuctemsl (IIBITHC) [1-4, 8, 9, 12, 13]. PasButue gempec-
CUM y ManueHToB, crpagatomux [IBITHC, nossimaer puck
CMEPTHOCTHU B OMIDKaiiiime TOABl M BEPOSTHOCTb CaMoO-
yOUIICTB, yXyAlIaeT KOTHUTUBHbIE QYHKLMU M Ka4eCTBO
JKU3HU, CHIDKAaeT (PYHKIMOHAJIbHYI AaKTMBHOCTD, 3a-
TPYAHSET HPOLECChl peabVINTALMN U BOCCTAHOBJICHVS
[12-14]. B xpynnom mccnegosanuu Hajj-Ali R.A. et al.
(2019) oueHUBANMNCh [ONTOCPOYHBIE (YHKIVIOHAIbHBIE
BO3MOXKHOCTY, KaueCTBO >KM3HU M HalIM4ue Herpeccun
cpenn nmauyentos (n=27), crpagaroimux [IBITHC B reuve-
HUe 5,5+4,7 j1eT HabMIONEeHN A, C ICIIOIb30BAHIEM MHIEK-
ca aKTUMBHOCTY IToBcenHeBHO xu3uu (BI) Bapren, Espo-
IeTICKOro ONPOCHMKA olleHKM KadecTBa Xusun (EuroQol)
M IIKaJAbl OLEHKM 3700poBbs manmenrta (Patient Health
Questionnaire, PHQ-9). B xopme aHanmsa 6OblI10 BbIABIIE-
HO, 4TO 19 maumeHTOB U3 27 MALMEHTOB MME/N JIETKYIO
crerienb MHBanupHoOCTH (70,4%) M 5 MAaLMEHTOB — Ts-
JKeTyI0 cTeleHb MHBanupHoctu (18,5%). V3 27 manuen-
TOB y 14 marnuenTos (51,9 %) He Habmoganocs npobaem
C CaMOCTOSTENbHBIM IIepefBIDKeHneM 1 y 18 (66,7 %)
¢ camoobcmyxuBanueM, y 15 (55,6 %) He 6bUIO OrpaHu-
YeHMIT NPY BBIIOJIHEHWM ITOBCEJHEBHON JesTeTbHOCTI.
Tonbko 8 (29,6 %) malMeHTOB B MCCIEAYEMOIl TPYIIIIe He
UCIIBITBIBANM 6ecIIOKOMCTBa, a y 70 % OTMeYanuch Mu-
HUMajabHble Ipu3Haku mempeccun [14]. Tak, B uccmeno-
Bauuu C. Salvarani et al. (2015) B TedyeHme 29-meTHErO
nepuopa ¢ 1983-2011rr. netanprocTh nmpu IIBITHC ot-
Mmeuanack y 25 (15%) 6ompHbIX 13 163 maumeHToB. bes
nedenus IIBITHC manmmeHTsl mormbanu B Te4eHUeE TOJa,
a Ipu oYepeHOM 060CTPEHNN PUCK JIETAIBHOCTI YBeINU-
yusasncs [15].

ITpu IIBITHC HabmiofaeTcs IMOpaXkeHNe COCYLOB JIO-
6oro Kammbpa TOIOBHOTO, PeSKO CIIMHHOTO MO3Ta M UX
o06omoyek, 6e3 BOBJI€YEHNUsI B MATOMOTMYECKNIT MIPOI[ECC
COCYIOB APYIMX OPraHOB M CHUCTeM. B Hay4dHOIl Mefu-
LMHCKOII nuTeparype abbpesuarypa IIBIJHC raxke uc-
HO/Ib3yeTCs I 0003HAYeHNs C/IeAYIOMUX 3a00IeBaHuIL:
NIEPBUYHBIN AHTMMUT ILEHTPAJbHOW HEPBHONM CUCTEMBI

(HHC), nzomuposannbiit Backymut IJTHC (anrnnt) [12, 13,
16-18]. HecmoTpst Ha TO, 4TO B HOCIERHEe HECATUTETHE
BHMMaHNe K JIaHHOI HO30/I0rM4YecKoit ¢popme BO3POCIIO,
OHa IO-TIPEeKHEMY OCTAETCA PENKUM ¥ Ma/loM3y4EeHHBIM
3a0071eBaHMEM.

AIIUAEMUONOTU S

Boramcnuth TOYHYIO pacnpocrpaHeHHocTs IIBITHC
B MOMY/SAUMM TPYAHO, TaK KaK He MMeeTCs Crerydide-
CKOJI K/IMHMYECKON KapTUHBI, HET YCTAHOBJICHHBIX CEpPO-
JIOTMYECKIX MApKepoB BOCIHAJIEHNS, a NPU HPOBeIeHNN
HeIIpOBU3YIM3aLIMOHHBIX METOIOB AMaTHOCTYKY BCTpeya-
I0TCSl JIOKHOIIOJIOKUTE/IbHBIE VI/MIN JIOXKHOOTPUIATENb-
HbIE Pe3y/IbTaThl, OTCYTCTBYIOT OOIenpU3HaHHbIE MeX-
AYHapo#Hble CTaHAPTHI, MO3BONAKIINE CBOEBPEMEHHO
muarnoctuposars [IBITHC [8, 15-20].

[IBIIHC aBnsieTcsa OfHUM U3 CAMbIX PeJKMX BAaCKY/IN-
TOB C IIpefIIoIaraeMoli 4acToTol 3aboeBaeMocTu 2,4 ciy-
yas Ha 1 MWIIMOH 4YelloBeK. B 17-nmeTHeM mccaemoBaHUM
Salvarani C., et al. (2017) matomorus IIBIJHC BcTpevanaco
B 64 % cnydaes B rpymnie u3 114 nanueHTOB, B CPaBHEHNUN
¢ nopaxenusamu LTHC, 06ycnoBIeHHBIMY JPYTUMHU BacKy-
AUTaMU WIK IIPOYNUMU PEBMATUYECKIMY 3200/I€BaHUAMNI
[21]. Cpennuit Bo3pacT Hadasa 3a00/IeBaHUA COCTABIIACT
npubnmsurensHo 50 net, Ho [IBITHC MokeT BOSHUKHY T
B mo6om Bospacre [21]. Knaccuuecku IIBITHC onmcpiBa-
eTcst Kak 3aboreBaHue, MOpaXkaollee MYXXUMH CPEIHETo
BospacTa, Tak Bernstein J.E. et al. (2020) BbisgBMIN, YTO
IIBIJHC mopaxkaet 4damie My>X4uH B Bo3pacte 40-60 met
[21]. B mccmemoBanmm Sundaram S. et al. (2019) cpen-
HUJ Bo3pacT 45 manueHToB (68,9 % MY>XYMHBI) COCTaBUI
36 ner [23]. Ho nmo pauHbiM uccnemoBanmii Salvarani C.
et al. (2017) mpu peTpOCIEKTBHOM aHanu3€e KOTOPTHI 13
163 naunenTos ¢ [IBITHC, koTopble HaOMOaNMNCh B KIn-
Huke Mayo (Mayo Clinic, Rochester, Minnesota, USA)
B TeueHMe 29 /ieT, B Hell peobmafjany >KeHInHbL (n=386,
56 %) [21]. JlaHHBI BacKy/IUT BCTPeYaeTCA HE TONILKO
y B3pocnbIX, HO 1 y feteil. Tak, B pabore Elbers J. et al.
(2016) teuenne IIBITHC 65110 OnmcaHo cpeny MaabuynKOB
(62-74%) [24].

IJTHUONOIrUS U IIATOTEHES

[Tpuunubl n MexanusMbl passutua [IBIJHC nsydyenst
HEeJOCTAaTOYHO, OfHAKO YK€ M3BECTHO, YTO BOCHAJICHIIO
B COCYAMCTOI CTEHKE CIIOCOOCTBYIOT TeHETUYECKIE Y MH-
dexiyonHble GaKTOppl (BUPYC BETPSHONM OCIBI, BUPYC
OnureriHa-bappa, Bupyc nuxopagkmu 3amagHoro Hmia,
BUPYC MMMYHOepUINTa YeloBeKa). [laHHbIe 3TUONOTH-
yeckue (aKTOpbl UIPAIOT JIMIIb «TPUTTEPHYIO», T.e. IIPO-
BOLIMPYIOIIYIO PO/Ib B Pa3BUTUN ITOTO IIATOTOTMYECKOTO
npouecca. K coxanenuio, reHerndeckne GpaKkTopbl, NHU-
LUMpPYIOLINe Havamo 3a00/lIeBaHVsI, He M3YYEHBI CUCTe-
MaTHYeCKM, He YCTAHOBJIEHBI HACTIEACTBEHHbIE CIy4an
3ab0/eBaHMsA, U JOCTOBEpPHbIE IIPYYMHBI BOSHUKHOBEHMA
I[IBITHC ocTaroTca KO HACTOAIIETO BPEeMEHM HEACHBIMMU
(1, 8-9, 11-13, 16-20, 24].

ITop, BAMAHMEM 3TUONIOTMYECKUX (PAKTOPOB 3aIrycKa-
I0TCSI  ayTOMMMYHHbBIE IIaTOTeHEeTUMYeCKle MeXaHM3MbI
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I[IBOUHC, xoTopble CBA3aHbI C aKTMUBALMENl MMMYHHOI
CUCTEMBI M TIPUTOKOM B CTEHKY COCYHOB aKTUBUPOBAH-
HbIX MakpodaroB u T-mmMounToB, IpeuMyllecTBEH-
HO T-xXe/Iepos, IIABHOM (YHKLMEN KOTOPBIX SIB/SETC
yCHIeHMe MMMYHHOTO OoTBeTa. IIpoucxomutr camonopep-
KVBAIOWUIICA CPBIB TOJIEPAHTHOCTM K KJIeTKaM COCYHOB
U BO3HUKAaeT VIMMYHHBIIl OTBET, HallPAB/ICHHBII IIPOTUB
COOCTBEHHBIX KOMIIOHEHTOB (ayTOQHTUIEHOB), KOTOpbIE
IIpeBpalAlOTCA B MUILIeHDb 1A T-3¢ddeKTOpHBIX KIeTOK,
YTO BBI3BIBAET MOBPEXJEHME KIETOK COCYHOB, COfepKa-
VX 9TY ayTOaHTUTEHbL. B MecTe MOBpeX[eHUA COCYLOB
00HApPYXMBAETCsI MHOXeCTBO T-3()(eKTOPHBIX LUTO-
KIHOB, KOTOpbIE ONPENeAI0T (QYHKIMOHATBHYIO aKTUB-
HOCTb KJIETOK COCYHOB I aIllOITO3 — IIPOrpaMMUPYEMYI0
K/IETOYHYI0 I16ernb.

B ocHOBe pasBuMTHA BacKyIuTa JIOKUT HapylIeHMe
MEXaHU3MOB KJIETOYHOTO JMMMYHUTeTa (pasBUTNE pe-
aKIMM TUIEPYYBCTBUTENBHOCTY 3aMEJJICHHOTO THIIA).
Bo MHOrux Hay4HBIX pabOTax OINCBIBaeTCsA IepeMellle-
HI€ B COCYAUCTYIO CTEHKY Makpodaros 1 addexTopHbIx
T-nmumdounTos, KOTOpble COBMECTHO 0OPa3yIOT rpaHyIIe-
Mbl (Makpodary, okpyxeHHble T-mmmonnramnu). B cBoro
odepenb aKTMBHBIE MAaKpodaru BBISBIBAIOT [eTPafialiiio
COCYAVCTON CTEHKM, TeM CaMbIM YCUIMBAETCS IIPOBOC-
Ia/jMTe/NbHass aKTUBHOCTD SHIOTENNA, U IIPOUCXONUT TU-
neprtasuss U nuMQOLUTapHas MHQWIBTPALVA KIETOK
sHpoTenmMA. Bce 3Ty BhlllenepedyC/IeHHbIE IIaTONIOrMYe-
CKMe M3MEHEHUsI BEAYT K PasBUTUIO IPAHY/IEMATO3HOTO
BOCITaJIeHNs, @ B MOCTIEAYIOeM K Pa3BUTUIO HEKPOTU3U-
pyIOIIero BacKy/uTa [1, 8-9, 11-13, 16-20, 24]. inTuma
COCYAMCTON CTEHKU, KOTOpas MOABEPI/IACh IMIIEePIIIA3UN
¢ nocnenyomuM ¢pubpo3oM, NPUBOJUT K CY>KEHMIO IIPO-
CBeTa COCyfa, K 0OPa30BAHUIO HOBOI COCYAUCTON CETH
KalM/UIIPOB WM OKK/IIO3UY, YTO BefieT K MOBPEXIEHNIO
COCYAVCTON CTEHK) ¥ KPOBOMSIMAHUAM B OKpY>Kaloliue
TKaHu [1, 8-9, 11-13, 16-20, 24].

Kpurepumn nocraHOBKH
Y KAMHUYEeCcKasa KapTUHA

IIBITHC

[TepBbie guddepeHnnanbHble AUATHOCTUYECKNE KPU-
tepyy IIBIJHC 6bumn mpepioxeHsl U pa3pabOTaHbl Iy
MeNIKUX aprepuit B 1988r. aMepuMKaHCKMMM PEBMATOJIO-
ramu Calabrese L. u Mallek J. JInsa mocTraHOBKM guarsosa
IIBITHC Heo6x0aMMO IPUCYTCTBUE BCeX TPEX HIDKeIepe-
YMC/TEHHBIX KPUTEPUEB:

1) «HamM4ye HEBPOIOTMYECKOro AeduiuTa YU MICK-
XIYeCKIX HapYLIEHNI, KOTOpPbIe HEBO3MOXKHO 00b-
SICHUTD SPYTUMU IPUIMHAMM»;

2) «HaJM4Me XapaKTePHBIX aHIMOTPadUIecKUX IIPU-
3HAKOB (YepefyIoIuecs yIacTKY I/TABHOTO PACIIN-
PEHNUSA U CY)KEeHUS apTepuit) MIM TUCTONATO/IOT M Ye-
ckux nposBneHnit B [IHCy;

3) «OTCYTCTBME MNPM3HAKOB CHCTEMHOTO BAaCKY/IMTA
U Apyrux 3aboieBaHMil, KOTOpble MOTYT BbI3BATh
CUMIITOMBI MU aHruorpaduyeckne IPU3HAKU Ba-
ckymuta» [1, 8, 25, 26].

B konne XX Beka Calabrese L., Mallek J. BBenu Tep-

MUH «OOpaTUMBbIil IjepeOpanpHbIil Ba30KOHCTPUKTOP-

HBIT cuHApoM» (reversible cerebral vasoconstriction
syndrome-RCVS), KOTOpbIiT MMeeT CXOXMe KIMHUYe-
ckye ¥ aHruorpauyeckye (CMEHAIOLINMECS Y4aCcTKU Cy-
JKEHIA U PACIIVPEHM COCYHOB) IPU3HAKU IPOSABICHUA
¢ IIBIHHC. Ho B ocHOBe NEXUT UAMONATUYECKNI Ba30-
CIasM, a He MCTVHHBIN BacKy/INT BHYTPUMO3TOBBIX CO-
cymoB. B ornuune ot [IBIIHC maHHBIN CUHAPOM MMeeT
no6poKaueCcTBEHHOE TeYeHne 1 OIaronpusATHBIN IPOTHO3
[8, 25, 26].

Heo6x0a1mMo 0TMeTHTD, YTO BBefieHNE B KITMHIYECKYIO
IPaKTUKy MeTOfja aHruorpauy IO3BONWIO JUarHOCTHU-
poBare 1 nuddepeHnNPOBaTh BACKYIUTHL B 3aBUCUMO-
CTM OT pa3MepoB HNOPaXEHHOTO cocyfa. B To ke Bpems
aHrnorpaduyecKy IMO3UTUBHBI IIPY NPOBENEHUN AHTHO-
rpadmu — BaCKy/IUTHI KPYIIHBIX M CPEIHUX apTepuii, a Ba-
CKY/INTBI METKUX apTepuil OCTAIOTCS HETaTVBHBIMU, Be-
puduIMpoBaTh UX YHAeTCA TONBKO IPY MCIIOIb30BAHUNI
KOHTpPACTHOIT aurnorpadun [8, 13, 16, 26].

C 2005-2010rr. mpy pasBUTUM HEPOBM3yanu3al-
OHHBIX METOJOB JIMarHOCTMKM (BBICOKOpPa3peuaolei
MPT) nnsa Bepudmxanmm BacKyIUTOB CTANIO BO3MOXHO
OIIpefieNIATh BOCIIAJIeHe 110 YTOJIEHNIO U HaKOIIJIEHNIO
KOHTPAacCTa B CTEHKE apTepuinl.

ITpu anamuse undopmaruBocT MPT kax Meropa
s puarHocTuky [IBITHC 65110 BBIABIEHO, YTO JAHHbIN
METOJi He YCTYIaeT I'MCTOJOTMYECK)M METOaM AMarHo-
CTUKM IO C/IefyIIINM KPUTEpUAM: YyBCTBUTETbHOCTD
u creunduarocts (80 u 100 % coorBercTBeHHO) [8, 13,
16, 26].

B 2009r. Birnbaum J. u Hellmann D. npepnoxxniu BbI-
IeNATh JOCTOBEPHBIN (TMCTOMOrMYeCKMIT aHamu3 obpasia
6noncuu tkanu) u Beposatusi IIBIJTHC mpu oTcyrcTBun
Ouomcuy, ompepensst NPU3HAKM BACKyINTa HAa AHTHO-
rpaMMe, B COYETaHMM C AHOMAJIBHBIMM pe3y/IbTaTaMu
MarHUTHO-pe30oHaHCHOI ToMorpapuu (MPT) u mokasa-
TensiMu LepebpocnmHanbaoit xuakoctu (LICXK) ¢ coort-
BETCTBYIOLMMI BOCIIA/IEHNIO XapaKTepucTukamn [27].

B coBpeMeHHOI MefguIlMHE IPUMEHSIOTCSA AMArHO-
CTUYECKMe KPUTEPUM OIIpefie/IeHNs BaCKYIUTOB METKUX
aprepmit Jyisi pa3Horo Kanaubpa, paspaboranubie 30 et
TOMY Ha3aJ| TPYIIION MCCIefoBarTesiell moj PyKOBOACTBOM
Calabrese L. u Mallek ] [25]. IIBITHC He uMeeT maTorHo-
MOHMYHONM KIMHMYECKOJ KapTUHBL. B mepBoM KpymHeli-
mem nccnegoBanuu Sarti C. et al. (2020), mpegocTass-
IolIeM MOAPOOHBI 00630p BCell MUTepaTyphl, JOCTYIIHOM
no IIBITHC, aBtopsl 0606mmnm Bce ucrtopuu 0onesHn
(n=585), onybnukoBaHHbIe B 6a3e JaHHBIX MEOVMIIMHCKIX
nyonukanui HanymoHanpHOM MegUIMHCKON OuOmmorekn
CIIA (2002-2019 rT.) 1 mpoaHaIN3MPOBAIIN KIIMHIIECKYIO
KapTuHy [26]. BbI10 BBISIB/IEHO, YTO B 3aBUCUMOCTH OT BO-
BedeHHbIX o6acreit Mmosra [IBITHC mMoskeT IpOsiBAATHCS
CaMbIMM PasHBIMM KJIMHUYECKUMM cumnrTomamu (puc.l).
VIHorpa 3aboneBaHme MOXKeT HeOTUPOBATD AMMTIEITIYe-
CKVIMM IIpUCTyIIamMu [26].

Bonee Toro, TskecTh 3ab60meBaHMs 1 CKOPOCTDb MPO-
TpeccMpOBaHMA MOTYT CH/IBHO Pa3lInyaTbCs Cpefu Hmamu-
€HTOB, YTO YBeIMYMBaeT HeCeM(UIHOCTD KIIMHNYECKIX
nposiBleHNit. Y OONBIIMHCTBA HALMEHTOB OTMEYanuch
OHOBPEMEHHO HECKOJIbKO CHMIITOMOB ¥ CHHJIPOMOB
[8,21,28-31].
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OB3OPHBIE CTATbHU

KITHHHM eCKIe CHMITTO MBI TP BHYHOT 0 BA CKYJTHTA LIEHTp alTBHOH HepBHOI cicTeMbl /. Clinical symptoms
of primary vasculitis of the central nervous system

TomorHasA GOMb /
Headache—57.1%

Cry TAaHHOCTh CO3HAHIA HITH HAp yILIeHHe Y OBHA
cosHang / Confusion or disturbancein thelevel
of consciousness—30.6 %

Cyaopom/
Convulsions —26.9 %

ITHCYNBET HITH TP AH3HTOPHAA HITEMITI eCKasA aTaKa (00paTHMOe 0CTp o€
HapyIeHHe MO3T0BOr 0 Kp oBoodpamieHis) / Stroke or transientischemic attack
(reversible acute cerebrovagcular accident) —44.,4%

TICHXHM eCKIE PacCT OFICTR A HITH
PAcCTP OIICTBA HACTP OEHHA /
Mental or mood disorders—20.9 %

A4

OvaroBbI1 HEB QITOTHYECKHI Je(HLIHT (10 aJKeHHe IBHIATeNMbHBIX, ) €1€BbIX, 3P HTeMbHBIX H AP Y THX (yYHKLIHIL,
CBOFICTB eHHBIX J714 OITp e e eHHbIX cIpVKTYp ITHC) / Focal neurological deficit (damage to motor, speech, visual and
other functions characteristic of certain structures of the central nervous system)—60,3%

Pucynox 1. Ocrostvie knunuveckue cumnmomst IIBITHC
Figure 1. Main clinical symptoms PVCNS

Knuundeckne cuMOToMbl OOYCTOBIEHBI PA3IMIHOIN
CTEIIeHbIO NTATOIOTYECKOTO COCTOSIHNUA COCYIOB I'O/IOBHO-
IO MM CIMHHOTO MO3Ia, MY MEHMHIeaIbHbIX 000I0YeK:
Cy)XeHIle UX IpOocBeTa (CTEHO3 MIM OKKIII03Ms); CETMeH-
TapHOE YMeHbIIEeHNe I PACIIpeHNe COCYHOB B [UaMeTpe;
06pasoBaHIe AHEBPU3M C IOCIEAYIOMINM PAa3PbIBOM COCY-
AVCTON CTEHKM ¥ KpOBOU3/IVISIHMEM B IIPUJIeXKAIIVie PATOM
CTpyKTypHI [8, 13, 16, 17, 26, 28].

PasBurne yKasaHHONM CMMITOMATUKIU 3aBMCUT OT Jya-
MeTpa Iopa)kaeMoro cocysa. Hepenko KOTHUTUBHBIE Ha-
pyurenns 6piBator nepssiM mposisineHrem [IBITHC. Bonee
BbIp@)KEHHbIe KOTHUTMBHbIE HAPYLIEHUs XapaKTepHBbI /IS
IIBITHC ¢ BoBneYeHeM MEIKIX COCYHoB [8, 21, 29].

Tak, Salvarani C et al. (2017) u de Boysson H. et al.
(2017) B cBoeit paboTe 0bOpaIjalOT BHMMAaHMIE Ha TO, 4TO
IIpy BacKynuTe MENKUX apTepuil B 67-71% cocymucrole
KOTHUTVBHbBIE HAPYLIEHNA BBIAB/AIOTCA Yalle u B 36-47 %
Pa3BUBAIOTCA KIMHUYECKM TsDKe/lee, 4eM IIpU Iopake-
HUM KPYIHBIX WIN CPeJHUX aprepuil. boiio BbIABIEHO,
YTO COCYAVICTble KOTHUTMBHbIE HAapYIIEHVS Y IAlMeHTOB
¢ [IBUHC nporpeccupoBanu B Te4eHMe Mecsld, MHOIAA
negenu [21, 29]. B uccnemosanun Sundaram S. et al. (2021)
B Xofie o0crmefmoBaHusA 45 MaIlMEHTOB C IIOJO3pEeHMEeM Ha
INBOHC y 19 manueHTOB OBII TIOATBEPXK/IEH NMArHO3
¢ moMobio Metoga MPT Busyanusanmum cTeHKM COCYRU-
croit BeicokuM paspeuterrieM (HRVWI). Ilpu ouenusa-
HUYM U300paKeHUI HaOJIIOfaNIoCh IIOpakeHMe KPYIHBIX
(n=13), cpennux (n=16) n Menkux (n=11) cocynos, a cHI-
JKeHJe KOTHUTVBHBIX CIIOCOOHOCTE OTMEYanoch Cpeau 5
(25 %) HabMIOgAEMbIX [TALMEHTOB, YTO CYUTAIOCH He6/1aro-
IPUATHBIM UCXOAOM B OynyiueMm [32].

Y manmentoB ¢ IIBIIHC KOrHMTMBHBIE HapyIIEHN
9aCTO COMPOBOXJAITCS MCUXUYECKUMU 1 apPeKTUBHBI-
MU PacCTPOCTBAMM: KomeOaHme IMOLNIL, arpeccusi, pas-
IPaXNUTETbHOCTD, HEIIPABU/IbHAA OL€HKA IEVICTBUI OKPY-
JKAIOIUX JIIOJEll M COOCTBEHHDIX, BHE3AIHbBIN OTKa3 OT
KaKoro-ambo Bujia IesTeIbHOCT, Ie30PMeHTAlNs B IPO-
CTpaHCTBe U BpeMeHn [33].

B pa6ore de Boysson H. et al. (2017) wmsyuamuch
Y CPaBHUBA/IVCh K/IMHWYECKNE OCOOEHHOCTU TedeHVsI
IMBITHC y 102 maruenTos. Y 26 (25 %) naiueHTos Hab/I0-
[a/I0Ch M3O0MMPOBAHHOE TTOPaXKeHNE MENKUX COCYHOB U Y
76 (75%) manyeHTOB — IOpaKeHUe CPeJHUX/KPYIIHBIX
cocypoB [29]. Berasneno, uro IIBIJHC menknx aprepuir
Jallje BCTpeyaeTcss B MOJIOZIOM BospacTe (41,5 7et), yeM
npu IIBITHC cpenuux/kpynHbix cocynos (48,5 nert), p =
0,04 [29]. Y 46 (45 %) mareHTOB HAOTIO[ANTOCH PACCTPOII-
CTBO peun, y 22 (22 %) manueHTOB — ICUXMYECKMe pac-
crporicTsa [29].

OTMedeHO, 4TO IIPU U3ONUPOBAHHOM ITOPA>KEHUI MeJI-
KIX COCY/OB, B CPABHEHNUN C IIOPa>KEHUEM CPEeIHIUX/KPYII-
HBIX COCYOB, Ipeo0majjaiy Clefyole KINHIYeCKIe
CUMIITOMBL: SIMIeNTHYecKue mpuctymsl (n=20; 77 %)
npotus (n=16; 21 %), p <0,0001, guckuHesus (n=9; 35 %)
npotus (n=7; 9%) p=0,002. B cBoto ouepens, mpu mopa-
JKEHUY CPefHNUX/KPYIHBIX COCYLOB HAOMIONAIOCh pasBU-
Tie: y 67 (88 %) manyeHTOB 04aroBbIil HEBPOIOIMYeCKUI
feUIUT: mapesbl, YYBCTBUTEIbHbIE WIM aTpopuUyecKme
Hapymenns (p = 0,0002), y 64 (84 %) manueHTOB MHCY/IbT
(p <0,0001),y 16 (21 %) nanuenros 6ecconnnma (p = 0,03),
y 11 (42 %) naumenrtos ronoBokpyxenus (p = 0,07) [29].
ITpu mopaskeHUM COCyfOB M060r0 AuamMerpa B mM060M
Cyyae BO3HMKAeT ToloBHasi 6onb. Iloaromy, mpuHMMasdt
BO BHMMaHUe, 4TO rojoBHasA 6o0mb (51-65%) sABnasercs
OJIHOII M3 PACHPOCTPAHEHHBIX >Ka/l0O Cpefu MalMeHTOB
B I[e/IOM ¥ CBsI3aHa CO MHOTMMM HEBPOJIOTMYECKMMU pac-
CTPOJICTBAMN, HEOOXOMMO YUUTBIBATH XaPAKTEPUCTUKY
TOJIOBHOI 60711, KOTOPBIe MOL/IM ObI IOMOYb 3aMOf03PNUTh
IIBITHC. TonoBHas 601b 4aCTO OIMMCHIBAETCS MCCIEN0Ba-
Te/ISIMU KaK IIOOCTPast WM XPOHMIECKAs! C He3aMETHBIM
HavajaoM, Tynas, 1udQysHas, MHOIHA IepeMeXalouasics,
YCUIMBAIOIIASICS CO BpeMeHeM, MHOIA [IOXOXKash Ha MIU-
TpeHb, U C MUPOKUM [UANA30HOM TSDKECTH, OOBIYHO OT
JIeTKOI1 10 yMepeHHOIT [34, 35]. Y manmeHTOB, yKe cTpa-
JAIOLIMX OT TOJIOBHOI 60N, OHA ONMUCHIBAETCSA KaK OT/IU-
YaIOI[asiCsl OT TO, KOTOpasi 0ObIYHO BO3HMKAJIA [0 ITOTO.
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B cBow ouepenp Impu pefKo BCTpedaroUleiica OITyXose-
BupHoit ¢popme IIBITHC (5%, cpemumit Bospact 37 net),
B OCHOBE KOTOPOII JIKNUT IOPAKEHNEe MENIKUX apTepuii,
ro7I0BHasI 6O/Ib MOXeT OBITH OCTPOIL, CUIBHOI 1 COIIPO-
BOXXJATbCSA PBOTOI M HEBPOJOTMYECKUMY HaPYIIEHUAMMI
(90 % snmnentuyeckne npunankm) (26, 34, 36]. B ocHose
KJIMHMYECKUX IPOSIBJIEHUI JIEKUT OTEK, OKa3bIBAIOLINIL
JaB/IeHNe Ha IpUIeXKallye CTPYKTYPhbl TOTOBHOTO MOS3ra.
Yacro gauuyo ¢opmy [IBITHC npuHuMamOT 3a OMyX0/Ib
Wi 1MMGOMY, IOITOMY CBOEBPeMEeHHas JMarHOCTUKA
omyxonesupnoit ¢popmbl IIBITHC 3arpynuena. Ipomorno-
mobHas ronoBHas1 6071b pefko BeTpevaercs mpu IIBITHC,
YTO IIOMOTaeT OTIMYUTD €€ OT JPYTUX HEBPOIOTMYECKUX
COCTOSAHMIT, KOTOPbIe MOTYT MMHUTHMPOBATb ee KIMHUYe-
CKYI0 KapTUHY, TaKMX KaK CybapaxHOMIaTbHOE KPOBOMS3-
NVSHME WIM CUHAPOM 00paTyMoil LiepeOpanbHOI Bas3o-
KOHCTpUKIu [25, 26, 34, 37].

ITo manubiv TotomsiH H.A. n coast. (2013), paccma-
TpUBa/lach JUATHOCTUYECKAsA 3HAYMMOCTb K/IMHUYECKUX
npossnennit IIBIHHC no cnexyromyum KateropusM — ro-
noBHas 6071b (0COGEHHO JUIMTeNbHAs, aTUINYHASA, C Me-
HIUHT€a/IbHbBIMM VIV TUIEPTeH3VIOHHBIMY IIPOABICHVIAMMI,
C OIpefe/sieMbIMI CPOKaMI Hauasia X BOSHUKHOBEHUS ) —
OIleHMBA/NaCh KaK O4YeHb BBICOKAA 3HAYMMOCTb (+++);
«CTyIeHeoOPasHO IPOrpPeCCUPYIOLUIT CUHAPOM MYJ/IbTHU-
¢doxkanpHO (MpeUMyIeCTBEHHO ORKOPKOBON) HEBPO-
JIOTMYecKoil AUC(YHKIMM», BKIIOYAIONIENl KOTHUTVBHBIE
HapylIeHNus, HapylIeHNs WHHepBalMM B30pa, IICEBMO-
OynbOapHbIl CUHPOM, ABYCTOPOHHIOI IMPAMMUIHO-3KC-
TpaNMpaMUJHYI0 IUCPYHKINIO C HAPYIIEHUEM HOXOHAKIL,
Ta30Bble PaCCTPOIICTBA — OLIEHMBA/IACh KaK BbICOKAs 3Ha-
quMocTb (++) [9].

B knmMHMYeCKOl NpaKTUKe BBIENAIOT PEeNKO [ua-
THOCTUpyeMble BapuaHTbl TedeHus IIBIIHC: msomupo-
BaHHBIIl BaCKY/JINUT CIMHHOIO MO3Tra (4acTo IOpa)kaeTcs
rpysHOI otzen 5%), BACKYIUT ¢ KapTMHOI KPOBOM3IIN-
AHUA, BAaCKYINUT C JIeTIO3UTaMU aMUIouAgHoro 6enka [20,
38, 39, 40]. CremyeT OTMETHTD, YTO B IIO>KMJIOM BO3pac-
Te (cpemHMIT BO3pacT 65 JieT) B MEJIKMX apTepusax KOpb
TOJIOBHOTO MO3Ta, B apTepuAX MATKOM M HayTHMHHON
MO3TrOBOII 000IOUKM IIPYM MMMYHHOM OTBETE OPraHM3Ma
Ha OeTa-aMMIONJ IIPOMCXOAUT HAaKAIIMBaHNE JAHHOTO
MaTOJIOTMYECKOTO MeNTH/a. Y NaljMeHTOB C JaHHOM IaTo-
JIoTMel OTMeYaeTCsA BBICOKAs PAaCIPOCTPAHEHHOCTb KOT-
HUTUBHBIX HapyueHuit (71 %) 1 BBICOKMIT PUCK Pa3BUTHSA
MapeHx1MaTo3HOro Kposomsnussaus (20 %) [38, 39, 40].
Teuenne IIBITHC 3aBucut ot kanubpa HOpa>keHHOTO CO-
cypa (tabm. 1).

Ta6nuua 1. Teuerue IIBITHC 8 3as8ucumocmu om
Kanubpa nopasierHozo cocyoa

Table 1. The course of PPCNS depending on the caliber
of the affected vessel

Menkmue aprepun /
Small arteries

Kpynubie aprepun /
Large arteries

MonodasHoe, ¢ pasBuTHEM
¢aranpHOTO MCXOAA /
Monophasic, with the

development of a fatality

IIporpeccupyioiiee, FONroe
TsDKeoe TedeHume /
Progressive, long severe course

Tax, y 10% mnammentos ¢ IIBIIHC nmo manubM de
Boysson H et al. (2018) Habmroganoch MOMeHTaIbHOE He-
O/IaronpyATHOE TedeHye 3a00/IeBaHNsA, IPOABIIAIONIETOCH
CHIDKEHUEM YPOBHsI GOIPCTBOBAHMS M PAa3BUTUEM JIbIXa-
TeIbHBIX HapyuIeHuit (ofplika) [20].

Penko MOryT BO3HUKHYTb O0IIMe CUMIITOMBI, YKa3bl-
Balollye Ha CYCTEMHOe IIOpaKeHNe, TaKue KaK IMXopajgKa
(14 %), moxynaHue, cbinb, nepudepudeckas Heilponarus,
apTpUT ¥ HOYHAs IOTIMBOCTD BBLABIAITCA y 20 % manu-
eHToB [15, 29]. [Ipy HaMMYNM TaKUX [IPOSIBTIEHUIT CTIEfyeT
UCK/II0YaTh BTOPMYHBIN XapakTep BackynauTa [JHC.

Oco6EeHHOCT AMATHOCTUKH

JIMarHocTuKa CTpOMUTCs Ha ONMCAHHBIX BbIIE KpUTeE-
pusix (Calabrese L. u Mallek J. B 1988 r.) [25]. HesaBu-
cumo ot jgocriokenuii B usydenuu [IBIJHC nocranoska
IMArHo3a ABJAETCA CIOXKHON 3afiadell 1U3-3a OTCYTCTBUA
BBICOKOYYBCTBUTENIBHBIX U CHeLM(PUIECKUX AMArHOCTU-
JecKMx TecToB. IIpoBefeHne 1ab60paTOPHBIX, HEPOBUY-
a/IM3alMOHHDBIX U TUCTONATOIOTNYECKMX METOJLOB BaXKHO
KaK /71 IOATBEPXXAeHN A AMAarHOCTUYECKIX IIPeAIIOIoKe-
Huit [IBITHC, Tax u a1 UCKII04eHN APYTUX COCTOAHMIA,
KOTOpbIe MOTYT MIMETb cXOxXue 4epTsl [1, 8-9, 11-13, 16-
20, 24].

NabopaTopHasi AMAarHOCTUKA

Kax mpaBnio, B 60/IbIINHCTBE C/Ty4aeB 1a00paTOpHbIe
[IOKa3aTeny He BBIXOJSAT 3a Ipefenbl pedepeHCHBIX 3Ha-
YeHUil. B OTfenbHBIX cIydasx B oOlieM aHaIu3e KPOBU
MOTYT OOHapY>XMBaTbCsl KPUTEPUM CUCTEMHOIO BOCIa-
JIeHVsT: QHEMMsL, JIEMKOLNTO3, TPOMOOLNTO3, YBeIIIeHIIe
nokasarens CO3J [33, 41]. Y 27-33 % marueHTOB HaO/II0-
JaeTcs HOBbINIeHNe Oeka ocTpoil (passl (C-peakTUBHOTO
6enka), oTpakamollee Haju4re BOCIATUTEIBHOTO MpPO-
necca B opranusme [33, 41]. Pefko y marueHTOB B KpOBU
PerucTpupyercs JUArHOCTIYECKU He3HauuMoe yBelnnde-
Hue Crenuduyecknx MapKepoB: IUTOIIA3MATUYECKIX
antuten (AHITA) n anTMHYKIeapHOTO akTopa (ayToaH-
TUTEJI, CHOCOOHBIX IIOBPEX/IATh CTEHKY MEIKIX COCY/OB)
8, 14, 42].

LepebpocnnuanpHas >xupgkocts (LJCXK) orkmons-
eTcst oT HOpMBI y 80-90 % manmenrtoB. CormacHo pabore
Salvarani C. et al. (2015) noBbIlIeHHass KOHIJEHTpauys
6enka Hambonee dvacrtas nMaboOpaTOpHas Haxonka. Tak,
B rpymnne nanyeHtoB (n=101) cpenHss KOHLEHTpauus
6efKka B CIMHHOMO3TOBOI >KUAKOCTM COCTaBuUma 7 T/
(mmamason 1,5-10,3 r/m) [15]. JlaBieHue IOBBIIIAETCS
y 50 % maIjMeHToB, a IOBBIIIEHHOE KOTNYeCTBO TuMQOLu-
TOB MO>XKeT HabmogaTbesa y 50-80 % [8, 15, 29]. JIumdouu-
TapHbIi wieounTos IJCIK ymepeHHbIIt, peKo NpeBbIIIaeT
250 xmeTok/MK [8, 14, 15, 29]. IToBbIlIEeHHOE KOTUYIECTBO
JIEIKOLIMTOB U Ha/nn4ye HeMTPOUIOB BCTPEUAIOTCS He-
YaCTO M, €C/IM OHU MPUCYTCTBYIOT, ZO/DKHBI IPERyIpex-
IaTh 0 BOSMOXKHOII nHexuun [8, 42, 43].

Tax, mpu perpocnexTuBHOM aHamu3e Shuster S. et al.
(2017) cpenu 31 manyeHTOB (CpegHuit Bo3pacT 45,6 net)
myarnos IIBITHC 6bu1 ycranoBneH y 17 (55 %) manyeH-
TOB C IIOMOIIIbIO 61oncun u 'y 14 (45 %) — Ha OCHOBaHNU
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MPT c BbIcOKuM paspemenneM. [pymnma nccinemopaTenei
mox pykoBopctBoM Shuster S. et al. (2017) o6Hapy>xunn,
yro cocraB IJC)K saBucuT oT fuMaMeTpa HMOpPa>kKeHHOTO
cocyna. B xoze ananmmsa IJCIK npocnexxnpaercs cnepyro-
Ijas XapaKTepHas 0COOEHHOCTD: IPY MTOPasKEHNI MENTKIX
cocyzos HabOmopgaercss nuTo3 (16 KIeTOK/MKI) U copep-
kaHue 6enka (6emox 98 Mr/mj), a Ipy MOpPa>keHUN Cpefi-
HUX/KPYIIHBIX COCYJOB OTMEYAeTCs CHIDKEHME [aHHBIX
[OKasaTeseil B YeTbipe pasa (1quro3 4 kaeTkn/MKI u Ge-
JIOK 56 mr/mn) [8, 42].

JlaHHBIE ITOKa3aTenmM XapaKTepU3YT BBICOKYIO akK-
TUBHOCTb IIaTOJIOTMYECKOrO IIpollecca M UX OIpefere-
HIe HeoOXOAVMO, 4TOObI HE YHYCTHUTb JIPYIMe CXOXUe
3aboeBannsl (MHQEKIMOHHBIE: BUPYC BETPSIHON OCIIBL,
renatut C u B, cudmnuc, Bupyc ummyHozedpunnra qeno-
BeKa, TyOepKy/es; ayTOMMMYHHbIE: CUCTeMHas KpacHasd
BO/MYAHKA, PEBMATOMAHBII apTPUT; 37I0KaYeCTBEHHBIE
HOBOOOpa3oBaHUe KPOBETBOPEHMU:A), B BULY OTCYTCTBUS
crenudnyeckux mapkepos s onpenenenus [IBITHC [8,
14-15, 41-43].

B Hacrosmee BpeMs BefieTCsA MOUCK OMOMapKepoB,
no3BonAnMUX auarHoctuposath [IBIIHC B chiBopoTke
kposu 1 LICOK. Oco60e BHUMaHMe HalleleHO Ha PONIb MM-
MYHHBIX MexaHu3MoB (T u B — K/IeTOYHBIII UMMYHUTET,
LUTOKMHOBBII IITOPM) B Pa3BUTUM BOCIIQJIEHNA B COCY-
IMCTON cTeHKe. VIMeeTcsa orpaHMYeHHOe KOMMYECTBO JIC-
C/IefOBaHMIT, MOCBALICHHBIX POIM JICHIPUTHBIX KIETOK
(IK), maxopAmmxcs B afiBEHTULINM Y MENUU CPEeNHUX
U KPYIHBIX apTepuii, B pasINYHbIX 3a060/IeBaHNUAX U IIa-
TOJIOTMYECKMX COCTOSHMAX, B KOTOPBIX Y4acTBYeT MM-
MYHHas cucTeMa. B Hopme cocyamcTas CTeHKa MHTAKTHA
K BO3JIEJICTBMIO MMMYHHON cUCTeMbl (He IOJBepraercs
YHUYTOXEHMIO KaK Yy)KepOfHasA TKaHb), HO TOJIBKO IIpU
«HeucnpaBHOCTU» 1K, cCBA3aHHOII C TaTOMOTUYECKOIl CTH-
mynanyeir [JK gepes Toll-mogo6usle penentopsl. B xonme
3TOTO B COCYAMCTON CTEHKe IPOUCXOAUT M3MEHEeHNe
cTpykTypnl K, yBenudeHne ux KonmdecTsa, Bce 3TO aK-
TUBUPYET IPUTOK B CTEHKY T-KJIETOK B CTEHKY COCYLOB
[0 CpefcTBaM COOCTBEHHBIX COCYHOB (vasa-vasorum).
Kpome atoro, B MecTe IOBpPEX/eHMS COCY/ia BBIABIIACTCA
6orbiIoe KOMMuecTBO 3¢ (HeKTOPHBIX IUTOKMHOB (Ka-
creppr IL-6/IL-17 mnu IL-12/IFN-y), KOoTOpble y4acTBY-
10T B HOZAJep)>XaHNM BOCIIAJIeHNsI Ha TIOCTOSHHOM YPOBHE
B COCYAVICTOI CTeHKe [44-46].

Ho xommiekcHas olleHKa BIMAHMA JTaHHBIX MIMMYH-
HBIX MeXaHU3MOB (T-KIeTOYHBII MMMYHUTET ¥ LIUTOKMU-
HBI) B pasBuTuy BocnaneHus y 6onpusix IIBITHC He ocy-
IIeCTB/IA/IACh. DTOMY HOBOMY HAIIpaBJIEHUIO: COCYANCTON
VIMMYHOJIOTUI TIOCBSIIIIEHBI efUHNYHBIE PaboThl. B cBOIO
ouepenp B pabore T. Ruland et al. (2018) npoBoauu oreH-
Ky T-xnerounoit momymsauyu mMMEGOLUTOB B 0Opaslax
kposu un LHCXK y 2 rpynn cpasHenus. Ilepsas rpynma —
370 maumentsl (n=4) c IIBIJHC ¢ nopakeHneM KpymHbIX
apTepuii, KOTOPBIM JVAarHO3 ObII IIOCTaBJIeH Ha OCHOBa-
HUM KIMHUYIECKMX CHMIITOMOB, Pe3y/IbTaToB Liepebpaib-
Hoit aHruorpaduy u MPT, n uckmodeHun Hanu4Ius Cu-
CTEMHOTO MOopa)keHu:A. B KauecTBe KOHTPOIbHOI TPYIIIIEI
BBICTYNA/IM MAlMeHThbl (N=4) ¢ MAMONMATUYeCKOI MHTpa-
KpaHUa/nbHOM runepreHsueil. [Ipn aHanmse momy4eHHBIX
o6pasmos kposu u LICK y marnnenrtos ¢ IIBITHC nabitro-

TaJICs CHYDKEHHBIN IpoLeHT cofepxanHua CD3+ T-kmeTok
10 CpaBHEHMIO ¢ Tpymmoit koutpons (p = 0,029). Opyrux
M3MeHeHMII B Hony/Anuy T-KIeTok He BLABIEHO [47].

B uccnegosanuu T. Ruland et al. (2018) ompemenunn
HU3Koe cofiepxxaHue Oenka A4-ammnoupa-6era (APP)
B IICXK y maumenTos c¢ IIBIHHC. Ha ocHoBaHUM momy-
YEeHHBIX Pe3y/IbTaTOB aBTOPBI IPEAINOIAra0T, YTO €ro OT-
cyrcTBUe/HM3Koe 3HadeHue 6enka B IJCXK y maumentos
¢ IIBIHHC (451,44+196,21 Hr/M/I) 110 CPaBHEHUIO C KOH-
TponbHOI rpymmoit (1513,7+255,55 ur/mn); t = 5,61, p =
0,0000641, MOXeT CITY>XUTb MapKEPOM IIOBPEXIEHUA I'0-
nosHoro mosra npu IIBITHC [47].

Cormacio wuccnegosanmio Strunk D et al. (2018)
usyyanca KiaeTounei cocras IJCXK y 18 maumenrtos
¢ IIBIUHC, xoTopslit OblI HOATBEP)X/[eH HaHHBIMU Ou-
OIICUM TOIOBHOTO Mo3ra (n=4) u nepeOpanbHOI aHTYO-
rpadueit (n=14). beulo ycTaHOBIEHO, YTO YBeIMYEHNE
konmmyectBa mumdornuros B LICK koppemmpyer ¢ pe-
3yabpraTamu Ouorncuy Mosra (muM@onuTapHoi MHGUIL-
tpanueit) [48]. BaXHO OTMeTUTD, YTO aBTOPBI Cieann
crefyioliee MpeArnoaoXKenye: MMMyHHbIe KneTku B LICK
MOTYT XapaKTepu3oBaTb UMMYHHbII mponecc B LIHC. ITo-
MIMO yBenndeHns yposHs mumdoruros B LCK y 33 %
MAIVIEHTOB OIpefe/A/NNCh aHTUTEN0-CeKpeTUpYIolye
I/TasMaTUYecKye KIeTKH, 3a CYeT MHTPATEKaIbHOTO CUH-
tesa Ig G. Takum o6pasom, He06X0AMMO JajbHelIIee U3-
yueHIe JaHHOTO HaIlpaB/IeHNs, TaK KaK /I OIpeeeHNns
narodusnonorndeckoit pomu T u B — K1eTo4HOro uMMy-
HUTETa, IMTOKNHOB HEOOXOIMMO ITOATBEPXK/AaTh Ha 6oree
KPYIHBIX KOTOpTax MaleHTOB [48].

[TepcrextnBHbM MapkepoMm IIBIITHC B IICXK B mo-
CllefiHee BpeMs paccMaTpuBaloT nuHTepneitknu-17 (IL-17).
IL-17 ABnsA€TCA TPOBOCIAINTETbHBIM IVTOKITHOM J MOII] -
HBIM Me[JIaTOPOM K/IETOYHOTO MMMYyHMTETA. Tak, B pabo-
te Deb-Chatterji M (2019) et al. 6pu10 3aduxcupoBaHo,
4To yposeHb IL-17, npogynupyemoro CD4+ T-knerkamu
B IIC)K 6p11 noBbinteH y nmanuentos ¢ IIBITHC (uyBcTBU-
TeNbHOCTh 73 %, cnenuduanoctb 100 %). IloBpiiieHHbIE
ypoBHU IL-17 6bIIM TOCTOSHHBIMM Y TAI[UEHTOB C aKTUB-
HbIM TedeHueM 1 B pemuccun IIBIHHC, dro yxaswiBaer
Ha TO, 4TO IOKasarens 1L-17 sBsiercs 6onee crenudu-
geckuM 6uomapkepom IIBITHC, yem KOMM4eCTBO KIETOK
u/vnm noBbIIeHNe ypoBH: 6enka B IJCXK n nmeer pemra-
folllee 3HAYEHNE B [IATOTeHe3€e TAHHOTO 3a00/IeBaHus. DTH
pe3y/IbTaThl, IIPOBEPEHHbIE Ha 6oJiee KPYIHBIX KOTOPTaxX
[ALMEHTOB, II03BOJIAT B OyAyIeM paspaboTaTb HOBBIE Te-
palneBTHYeCKMe IpenapaThl Ha OCHOBE I'yMaHM3UPOBaH-
HbIX auTUTeN K 1L-17 mnsa nevenus IIBITHC [49].

LMK 06Hapy>KUBAIOTCA B KPOBU C IMOMOIIBIO MIMMY-
HOMAaTHUTHOM M3OJALMU WM HPOTOYHON IUTOMETPUML.
Deb-Chatterji M (2019) et al. mpogeMoHTpUpOBanu, 4TO
LIVIK 6bUIM 3HAYUTEIHHO IIOBBILIEHBI Y MALMEHTOB C aK-
TuBHBIM TedeHueM [IBIJTHC, HO cHM»Kanuch mpu ycreni-
HOM NpPVYMEHEHM) VMMYHOJENPeCCHBHON Tepammin.
CreioBaTe/IbHO, 3TU Pe3yAbTAThl MOTEHI[MAJIbHO MOTYT
CIOCOOCTBOBATD AMATHOCTUKE CIIY4aeB C OTPULIATE/IbHBIM
pesyabraToM OMOICHM U KOHTPOIMPOBATH YCIEIIHOCTD
HpUMEHEHNS UIMMYHOCYIIPECCUBHOTO JIeYeHMsI, HO HeoO-
XO[ VMBI JajIbHeIINe VICCNIeNOBaHNs ¢ OOIbLINM KOude-
CTBOM MAIMeHTOB [49].
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Iepe6parbuas anruorpadus

MHorye KIMHUIVICTBL BRIOMPAIOT LiepeOpaIbHyI0 aH-
ruorpa¢uio B KadeCTBe IIEPBOrO MHCTPYMEHTA/IbHOTO
metoma muss guarHoctuky IIBITHC m3-3a oTHOCUTENTBHO
HU3KOTO PHCKA IO CPaBHEHMIO C OMOIICHeil TOJIOBHOTO
Mosra. Bemymum aHrmorpaduueckum AMarHOCTUIECKUM
KpUTepyeM [ BACKY/IUTa CYUTAETCS MYIbTU(OKATbHBIIL,
PaBHOMEPHBIN WMV IPEPBIBUCTBIN CTEHO3 C YepeyIouiu-
MUCS y4acTKaMM JulaTallMy cocynoB. [laHHasa BuU3yann-
3aLMOHHAs KapTHHA He BCerfa ABJIAETCHA CIelM(UYHOIL,
TaK KaK MOXeT BCTpeYaTbCsl IPU IPYTUX MATOOTMYECKUX
Ipolueccax: Ipy CIasMe U/ OTeKe COCYAMCTON CTEHKM,
9M00/IaX MO3LOBBIX COCYHOB, IIO9TOMY I BEPHON IIO-
craHoBky puarsosa [IBITHC neo6xomymma Koppemsuus
C KIMHMYECKUMM U Tab0paTOpHBIMU JaHHBbIMY [8, 13, 15-
18, 21, 26]. CTonuT OTMETUTH, YTO IO JAHHBIM aHruorpa-
¢un xapakrtepHble TunmuHble M3MeHeHus mns [IBITHC
Ha aHTMOTPAaMMax BBIABIAIOTCA JOCTOBEPHO 4Yallle IpU
HOPXEHUNU COCY[OB CPENHEro/KPyImHOro Kanmbpa, dem
IpY ITOPa>KeHUM MENKMX COCYIOB 13-3a aHTMOTPpadUIecKN
HU3KOI criocobnocru [8, 13, 15, 16].

Tak, B pabore Raghavan A. et al. (2019) mpu cpaBHeHUN
IBYX MeTomoB (LepebpanbHas aHrmorpadusa u OMOICHUS
TOJIOBHOT'O MO3Id) Y4aCTBOBaI0 128 manyeHToB (CpemHuMit
BospacT 49,8 ner) ¢ IIBIJTHC. YcraHOBNIEHO, 4TO Cpefu
23 malyeHTOB, MIMEIOIIVX IOATBeP>K e HHbIIT pe3y/brar Ou-
oricuy, TONbKO 5 (21,74 %) ManyieHTOB MMe XapaKTepPHYIO
kaptuny g [IBITHC Ha anrnorpamme. Taxoxe mpu o6ce-
moBaHmy 70 MALMEHTOB C OTPUIIATENBHOI GMoTICHelt ObITIO
YCTAHOBJIEHO, YTO TOJIbKO 46 IalIIEHTOB MME/IN AaHTUOTpa-
¢duueckue nsmenenns crennduyansie aa [IBITHC [50].

K HemocTaTKaM IMpaKTMYECKOTO NPUMEHEHM JaHHOTO
METO/Ia OTHOCAT BBICOKYIO MHBasMBHOCTb. He pexomeH-
IyeTcs BBIIONHATDH JaHHOE MCCIIelOBaHue Ipy 3abojeBa-
HIAX MOYeK, TaK KaK KOHTPACTHOE BEIeCTBO OKa3bIBAET
TOKcudeckoe BoszelicTeue. CreoBaTeIbHO, YCOBEPUIEH-
CTBOBaHIME [AaHHOTO METOfa C IIOBBIIIEHMEM KadyecTBa
M300paXeHNs U paspelanleil Crroco6HOCTI MO3BOMUT
OTIpefieNIATh BOCIANMUTENbHbIE U3MEHEHN S faXKe B apTepu-
sIX MeJIKoro guamerpa [1,8-9, 13, 15-17].

HeripoBusyaaunsanus

Y nmanyenTos ¢ mogospennuem Ha IIBIJHC B o6s13arenn-
HOM HOpsAZKe IPUMEHAETCs OlleHKa N3MEHEeHMIT BeljeCTBa
rojioBHOro mMosra npu MPT, orjeHka 1iepe6panbHOro Kpo-
BOTOKA B peXMMe MarHUTHO-PE30HAHCHOI aHruorpapuu
(MPA) n xomnbloreproir anrumorpadum (KTA), onenxa
COCYZIUCTON CTEHKM C KOHTPACTHBIM BEI[eCTBOM C ITIOMO-
mpio Beicokopaspemaroierr MPT (HR-MRI) [1, 8-9, 11,
13,15-17,28].

VismeHeHnsa BellecTBa TOJTOBHOTO MO3Ta, BbIAB/IEMbIE
npr MPT HecnenuduyHbl 1 yallle BCErO PeruCTPUPY-
I0TCsL TIPU NOPaKEHUM CPeNHMX/KPYHHBIX apTepuil. Tak,
B OacceilHe IOPaXEHHOI apTepuy ONpPeReNAloTCsA efu-
HJYHBIE WIV MHO)XeCTBEHHBIe O4ary (IMIIOMHTEHCUBHBIE
B Tl u runepmMHTeHCHMBHbBIE/TETEPOTEHHO M3MEHEHHbIE
B pexxume T2 wnn FLAIR), a npu BBefjeHNIT KOHTPACTHOTO
BelleCTBa IPOMCXOAUT €r0 HAKOIUIeHJe COOTBETCTBEHHO

craguu nHpapKTa MO3ra. B cBOI0 Ovepenb Ipy BacKymu-
Te MEJIKMX COCYZIOB OIPeMie/IAI0TCA pasIiyHble BApUAHTBI:
MHOYKeCTBEeHHbIe MH(APKTHI TOTOBHOTO MO3ra B 000MX M0-
JyHIApUsIX, HEIPABUIbHON (OPMBI 30HBI CYOKOPTIKAIIb-
HOTO Ba3OTE€HHOTO OTeKa (TMIePMHTEHCUBHBI B T2 mm
FLAIR, n3onnTeHcuBHbIit B T1), mapeHXxnMaTo3HbIe KPO-
Bousmusaausa (or 8 mo 55%) [8, 11, 15]. B uccnemoBanum
Schuster S. et al. (2017) npu o1jeHKe BelecTBa roIOBHOTO
MO3ra BBISBMIN aTPOPUI0 B KOPKOBBIX U ITOJKOPKOBBIX
CTPYKTYpax, B OCHOBE KOTOPOTO JIeXKa/Io TPAHCMYpa/IbHOe
BOCIIaJICHMe MEJIKUX apTepuii, JOKasaHHOe II0 pe3yIIbTa-
tam 6noricun. HakomieHne KOHTPaCTHOTO BelecTBa 060-
JIOYKaMM TOJIOBHOTO MO3Ta Yallle BCeTO IMPOVCXOANUT IIpU
BaCKY/IUTe MEJIKUX COCYHOB, 4eM IIpJ HOPaKeHUU KpyII-
HBIX cOCyzoB (60-77 % mpoTus 22-29 %) [8, 42].

BaxHO OTMeTHTb, YTO IICEBJOTYMOpO3Has ¢opma
IIBIIHC penkas maronorus (okono 15%) u ee auarHoctu-
Ka 3arpynHeHa. [JaHHas ¢opMa Ipy HellpoBU3YIMA3aALUN
C KOHTpPAacTUMpPOBAaHMEM MMUTUPYET APYrMe IATOIOrnde-
CKIe COCTOSIHMA, TaKMe KaK 3/I0KaueCTBeHHbIe OIYXOJIN,
IICeBJ0OMYXOJIN M/ abCLiecChl TOIOBHOTO Mo3ra [8, 12, 15].

ITo panubiM Charidimou A. et al. (2017) y 12 % manu-
€HTOB OOHAPY>KMBAIOTCS OIYXONEBU/HbIE OYaryl IPY A1a-
rHoctuke IIBITHC [51]. OTnunTe1bHBIM HellpOBU3yaiu-
3aI[IOHHBIM JOKa3aTe/lbCTBOM A-[(-CBsI3aHHOTO AHTMNTA,
HO3BOIAIOLIVM pasnnyaTh liepeOpanbHYI aMIIOULHYIO
aurunarnio (ITAA), siBisieTcst OTIOXKEHME KOHTPACTHOTO
BelleCTBA B MATKOI MO3TOBOII 000/104Ke ¢ MH(pMIbTpaIu-
OHHBIMU M3MeHeHyusAMu uin 6e3 Hux (70 % npotus 7 %)
U pefkoe obpasoBaHUe J106apHBIX KpoBom3mAHuUit (7 %
nportus 62 %) [39]. CormacHo IpOBeIeHHOMY MCCIEfOBA-
uuio Salvarani C. et al. (2015) u3 149 6onpubix ¢ [IBITHC
uH(APKTHI TOMIOBHOTO Mo3ra 6bputi 06HapysxeHs! y 80 ma-
IUEHTOB (IpyM TMOpaKeHUM CPefHNUX/KPYIHBIX apTe-
puit — 66 %, Ipy MOpaKeHUU MeNKMUX aprepuit — 34 %)
[21]. B apyrom uccnegosanuu Schuster S. et al. (2017) mpu
HelipoBusya/mmsanyy MetogoM MPT tunmynas xapTmHa
nHGapPKTOB rOIOBHOTO MO3ra Hab/II0anach Npyu mopaxe-
HUM CPeJHUX/KPYNHbIX apTepuit (85,7 %), B oTaMdme OT
HOpaXEeHUsA MENKMX cocynoB (29,4%). CrepmoBaTenpHO,
merop, MPT o6agaeT BBICOKOI CTEIIEHBIO IyBCTBUTEb-
HocTi (95-100 %), HO MMeeT HU3KYIO ClenUIHOCTD, YTO
TpebyeT IPOBOANUTD OLIEHKY COCYAVICTOTO Pyciia B pexuMe
MP-anruorpadum [42].

Crout ormeTntb, uro npu nposegennn MPA n KTA
Ha aHTMOTPaMMaXx OIPeNe/IAITCSA YIaCTKI PaBHOMEPHOTO
WIN CJIeTKa HePaBHOMEPHOT'O CTEHO3VPOBAHUS, Yepeyio-
HIMeCs] C PacIIMPEHHbIMY CETMEHTaMU, B OJHON WU He-
CKOJIPKUX apTepuAX, aHOMAJIMI COCYHOB (ORMHOYHbIE VTN
MHO>XECTBEHHbIE CTEHO3bl U/Mau OKkmosuu) [8, 11, 13,
15-17].

MPA 103BOIA€T KOMIJIEKCHO OLEHUBATH COCYAUCTYIO
crenky, a KTA TouHee upeHTUPULIMPOBATD CTENEHb CTe-
HO3a M COCTOsIHME KPOBOTOKA, a TAKXKe ONPEJe/siTh CEeTh
KojtaTepaseit. B cBoro o4yepenp, IpaKTn4ecKoe IpuMeHe-
Hue MPA 1 KTA npu nopakeHnn Me/IKMX COCYI0B HEBO3-
MOYXHO 13-3a OTCYTCTBUA MI3MEHEHUII Ha aHTMOTPaMMax.
[TosToMy HaHHBIE METOABI MMEIOT HU3KYI crerudmnd-
HOCTb, YeM MCIIOTb30BAHME TPAJUIIMOHHO KOHTPACTHOM
nepebpanbHoit aurnorpadun (8, 30, 42].
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PanHue omycaHHbBIe METOABI He IIPENCTAaBIIAIT BO3-
MOXKHBIM OTIMYUTb MEXJY C000il BOCIANIUTEIbHbIE
U HeBOCHanuTenbHble Backynomatuu. C uenpio audde-
pennuanbHoi guarHoctuku IIBITHC n gpyrux/HeBocna-
JINTENbHBIX BACKY/IOMATHIl CTaaM IPUMEHATb M3ydeHMe
COCY[VICTON CTEHKJ IIyTeM ee KOHTPACTHOTO YCU/ICHNS 10
n nocne npu HR-MRI B pexxume dark-blod-fat-sat (mozna-
BJIEHII€ MIMITYJIbCA OT XXVPOBOJ TKAHV U KPOBM), YTO IO3BO-
JIMJIO YIYYIINTD BU3yamusanuio [8, 12-13, 15-18, 35]. I'nas-
HBIM OT/IMYuTeNnbHbIM NpusHakoM npu [IBITHC asnserca
IJIaIkoe, KOHI[EHTPUYeCKOe ¥ CerMEHTapHOe YTOJIIIeHMe
COCYAMCTOI CTEHKY C IPONCXO/SIINM HAKOIUICHEM KOH-
TpacTa U NepUBACKYIAPHBIM oTekoM [8, 15, 29, 42]. Noh
H. et al. (2016) ormeTnnu, YTO HaKOIIEHIIe KOHTPACTHOTO
BelllecTBa Mo3BonAeT AnarHoctuposaTh [IBITHC nHa pan-
Hejl cTajiuyl Pa3BUTHUA MATOJIOTMYECKOro Ipollecca, Korma
KOHTpacTHas nepebpasbHas aHruorpadus HeapekTus-
Ha [30]. Kpome 3T0r0, 3TOT heHOMEH MO3BOJIAET IPOBECTH
mnddepeHIMaNbHYI0 JUATHOCTUKY MEX]Y aTepOCKIepo-
3oM, Tak B ommmune oT IIBITHC arepockiepormyeckas
671A1IKa pacronaraercs SKCLEeHTPUYHO, Hab/MoIaeTcs JIo-
Ka/IbHOE YTOJIIEHNE COCYAICTON CTeHKN 6e3 MPU3HAKOB
HepUBACKY/IAPHOIO OTeKa, a KOHTPACT HAKAIlIMBAETCs
B 3aBMCUMOCTH OT ee cOcTaBa (0T yMepeHHOII JO BBICOKOI
MHTeHCUBHOCTH) [8, 12-13, 15-18, 35, 42]. IIpexmnonaraer-
Cs flanbHelillee pasBUTHE M IIOBBILICHME paspellaollei
CIIOCOOHOCTY JaHHOTO METOJa B K/IMHIYECKON IIPaKTUKe,
YTO Cie/IaeT BO3MOXKHBIM OIIPENE/IATh BOCIIATIeHNE METKIX
aprepuii.

buornicus ronoBHOro moara

Ha ceromasamHmit eHb 30M0TBIM METOAOM NUATHO-
cruku IIBITHC ocraercs 6moIcus rogioBHOTO MO3ra, HO
OHa BBIAB/ISIET AMATHOCTUYECKUE TUCTOMATONOTMYeCKe

aHOMasuM TONbKO B 50-75% ciryvaes [13]. Tak kak uepe-
6panbHas anruorpadus Ipy MOPa>KeHNN MeNKIX apTepuil
Hea(dekTUBHA (ZaeT OTpULATe/IbHbIE PE3yIbTaThl), IPO-
BefleHne Guomncuu rooBHOro addekra sBISIETCS OTHUM
U3 T7IaBHBIX MeTOROB Bepudukaunn [14, 15, 25].

buomncys cocymoB TOJIOBHOTO MO3ra 4acTo ObIBaer
ManorHpOpMaTuBHa, B 50 % CTydaeB IOXKHOOTPUIATEND-
Hasi, IIpyu B3ATMM obOpasia U3 HeIOpaKeHHO!l o6macTu
u3-3a (OKAJBHOIO M/WIM CEIMEHTAapHOrO IOpPaKeHMA.
CrenoBaTeNIbHO, eAVHCTBEHHBIN IIOMyYeHHBINl OTpMIa-
TeJIbHBIN OMOIICUITHBII pesynbTaT He MCKIYAEeT JUarHo3
ITBITHC. YT06bl CHM3UTD YaCTOTY JIOKHOOTPUIIATETbHBIX
Pe3yIbTaToB, MCIOIb3YIOT CeAYIoNNe JONOTHUTENbHbIe
MeTonbl: BbhimonHeHne MPT ¢ mempro mmomcka aHoManImm
B IpEJIosaraeMolt 0o6/1acTy MOpaXKeHWs, IpPOBefeHIe
JIEMIITOMEHVHIVAIbHOM IPOObI (IIOBBIIAETCS YPOBEHb
AMarHOCTMpOBaHUA 1o 87 %). B 6onpmmHCTBe cirydaes
6uoncuio nposoaAT A auddepeHnanbHOroO AUarHosa
C TaKOJl MATOJIOTHeNl KaK CUCTeMHBIN BacKyIuT (ayTonM-
MYHHBIIl WM MHQEKIVOHHBII), HeBOCIA/IUTe/IbHbIE Ba-
cKynonaTuu (CMHAPOM oOpaTMMOIl LepebpanbHOI Baso-
KOHCTPUKIUY) WIN 3/I0Ka4eCTBEHHbIe HOBOOOPa30BaHMA
(mumoonponndeparnsHble 3a6omeBanns) [8, 23, 29].

Mopdonornueckn IIBIJHC noppaspensercs Ha Tpu
Hanbosee YaCTO BCTPEYAMONIUXCS TMCTONATONIOIMIECKIX
BapUaHTa: TPaHy/IeMaTO3HbI BaCKY/INT, TUMQOLUTAPHBII
BaCKY/IUT, HEKpOTU3MPYOIIT BacKymuT (puc. 2). Moryr
BCTPEYaTbCsA CMeIIaHHBbIe BAapMAHTBL. lMcToNMOrMYeckie
HaTTEPHBI OCTAIOTCA CTAOVIBHBIMU C TeYEHNMEM BpPEeMEHI,
YTO II03BOJIACT MIPEAIOIOXKUTD, YTO TY IATTEePHBI He OT-
paXkaroT pasHble passl 3abomeBanus [12-13, 15-18, 24].

Mopdonorngeckne nsmenenus npu [IBITHC o6napy-
JKMBAIOTCS B APTEPUSX CPeAHEro Kanmubpa u B apTeproax.
Penxo BcTpeuaeTcsi mopaxkeHMe BeH (SHOTeNMi MHTAK-
TEH), B eAMHIYHBIX CJIyYasaX ONpPeNe/ATC M30IMPOBaHHOR

I'panynemaTo3HbIi
BaCKYJIHT /
Granulomatous
vasculitis (58 %)

Bokpyr cocy10B MOHOHYKJICApPHOE BOCIIATICHHE B COYCTAHHH C
(opMHpOBaHHEM IPaHYJIEM B PA3IMYHBIX CJIOSX COCYIUCTON CTCHKU U
MIPUCYTCTBUE MONMHYKJICapHBIX KiIeTok / Mononuclear inflammation around
the vessels in combination with the formation of granulomas in various layers
of the vascular wall and the presence of polynuclear cells

B 50 % crmy4aeB HabmomaeTCs OTIOKEHHE OeTa-aMUIION1a B COCYIUCTOIL
crenke (A-B- cszannblil anruur) / In 50% of cases, beta-amyloid deposition is
observed in the vascular wall (A-B-related angitis — ABRA)

JIumboruTpaHbIit
BaCKYJIHT /
Lymphocytic
vasculitis (28 %)

BripaskeHHast HHQUIBTPAIHS COCYAUCTON CTCHKH TMM(OIUTaMH, a HHOTIa
FITA3MATHYSCKUMH KJICTKaMH, YTO TIPHBOUT K €€ e30pTaHu3alii U IeCTPYKIUN /
Pronounced infiltration of the vascular wall by lymphocytes, and sometimes by
plasma cells, which leads to its disorganization and destruction

HexpoTusupyromuit
BackyJuT / Necrotizing
vasculitis (14 %)

TparcmypanbHbIi GUOPHHOUIHEIA HEKPO3 C AECTPYKIUECH BHYTPCHHEH
9JIACTHYECKON MeMOpaHoii yale B apTepusx MplmeyHoro tuna / Transmural
fibrinoid necrosis with destruction of the internal elastic membrane is more
common in muscle-type arteries

Pucynox 2. ['ucmonamonozuueckue sapuanmot [IBLTHC
Figure 2. Histopathological variants of PVCNS
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[IOBPEXJEHNEe BeH CpefHero kambpa Gemoro BelecTsa
ronoBHoro mosra [51]. Tak, B uccnemosanuu Mlakar J et
al. (2016) Buepsble onmcan kinHudeckuii caydai IIBITHC
rpaHy/IeMaTO3HOIo BoCHajaeHnsA BeH (¢mebur) y 22-mer-
Hel JKEHINMHBI, IPOSBIIAOLINIICA OCTPOIl TOIOBHON 60-
nbio. IIpum MopdonorndyeckoM McclefoBaHuM Ouonrara
Obl1a 0OHApYy’KeHa BaCKY/IOLeHTpUYecKass MOHOHYKIeap-
Has MHQUIbTpaLys, COMPOBOXKAAIOIIAAC XOpoIIo chop-
MUPOBaHAHHBIMM TpaHy/JIeMaMy /WM MHOTOALEPHBIMU
TUTAHTCKUMIM KIeTKaMM Yyepes CTeHKY cocyaa [8, 52].

Otnoxenne ammnoupa P-A4 yacTo HabmOKaeTCA IpU
IpaHyJIeMAaTO3HOM BACKYINUTE, HO He ABJIACTCA YHUKAJb-
HBIM /I 3TOJl (DOPMBI, IIOITOMY IIpOBefieHMe OMOICUN
HeobxoxMMo i1st auddepeHuanbHOI UArHOCTUKI C 1ie-
pebpanbroit amnnongHoit anrnonarueit (LJAA). Ornan-
TeJIbHOJ IMCTOIOTNYECKOI 0COOEHHOCTHIO, II03BOJIAIOLIEN
ormmuntb IJAA ot IIBUHC sABnsAeTca nmepuBacKyaspHas
BOCITa/INTeNbHAsE peakuys (MHPUIbTpanysa MOHO- U IO-
JIMHYKJIEapHBIMU KJIETKaMI), IIPY KOTOPOII HeXapaKTepHO
obpasoBaHIe rpanyem [8, 39-41, 52].

3aboneBaeMOCTb MUMQOLUTAPHBIM BAaCKYIUTOM 3a-
HUMaeT BTOPOe MeCTO Cpefyl IVMCTOIATONIOIMYeCKUX Ba-
puanTos nopaxenus IIBIIHC u xapakrepusyercsa BbI-
PaKeHHBIM TMMQOLUTAPHBIM BOCIAJIEHUEM C PERKMMU
[/Ia3MATNIECKNMI KIETKAMU, OOBIYHO PACIIONIOKEHHBIMI
B HECKOJIBKIIX CTI0s1X. Pexke Bcero BCcTpevaeTcst HEKpPOTU3U-
PYIOLIMIT BaCKY/IUT, KOTOPBII IIPOAB/IAETCS TPAHCMYPalb-
HbIM (UOPMHONUIHBIM HEKPO30M, HAIIOMUHAIOIUM Y3elI-
KOBBIIl IONMAapTepunT. PasBuTive M InporpeccupoBaHme
HeKPOTM3MPYIOILIETO BAacKy/lIUTa BefeT K 00pa3oBaHNIO
BHYTPMMO3TOBBIX KPOBOM3NMUAHMI U (HOPMUPOBAHMUIO
MukpoanespusMm (12%). B 40-51% crmy4aeB Habmopaer-
cs1 nureMust B Gmorrrarax romosHoro mMosra mpu [IBITHC
(8,12, 13, 16, 18].

B pabory C. Salvarani et al. (2015) BkIO4eHBI pe-
3Yy/IbTaThl PETPOCHEKTMBHOIO aHaau3a 163 manueHToB
¢ I[IBIIHC, o6cnenoBanubIX B KauHuKe Maito ¢ 1983 mo
2011 rr. Ilpu mocTymieHnn y MalyeHTOB HabJII01a/1ach
pasHOOOpa3Hast HEBPOIOTMIECKasl CUMITOMATIKA (TO/IOB-
Hast 007Ib, KOTHUTMBHBIe HapyleHus u apyrue). [IIBITHC
BBICTAB/LA/ICA Ha OCHOBAHMM HA/MYMA TPAHCMYPATbHOTO
IZeCTPYKTUBHOTO BOCIATNUTENbHOIO MHQUIBTPATa B CTEH-
Ke apTepuil B OMOIICUITHOM MaTepuajie TOJIOBHOTO, CIIVH-
HOTO MO3Ta MV CeTMEHTAPHOIO CY)KEeHV [TTaIKOJ CTeHKN
apTepun, fUIaTaLMelt W OKKIIIo31ell epebpaabHbIX ap-
TepUii 10 JaHHBIM aHIMOI'PAaMMbI B OTCYTCTBUU M3MEHe-
HII CTEHKY apTepuil, XapaKTePHBIX /Il aTEPOCK/IEPO3a.

ITpu poobcmenoBaHmMy MCKIIOYEHBI MALMEHTHI C IpU-
3HAKAMU CHUCTEMHBIX 3abo/eBaHMit (CHCTeMHast KpacHas
BOJIYaHKA ¥ [pyrue) u nHPpeKunit. Y maluneHTos B aHAM-
He3e He ObLIO BO3JEIICTBUA Ba30aKTMBHBIX BEILJeCTB, OT-
CYTCTBOBA/IM MUTPEHO3HbIE ¥ TPOMOIIOOOHBIE TOTIOBHBIE
6omu. KoHe4HOI TOYKOM KIMHMYIECKOTO MUCCIeNOBaHMS
SABJIAZIACH CMEPTb IALlMeHTa WIN IOCIeNHAS TOCIUTa-
nmsaums  (CpemHAs IPORO/DKUTENIBHOCTD HAOMIOZEHS
12 mecsitieB auanason: 0-13,7 net). Tak, npu HabmOAeHNN
B TeueHne 12 mecsnes y 163 mannentos ¢ IIBITHC o6pas-
IbI TKaHeJ TOJIOBHOTO MM CIIMHHOTO MO3Ta /st 61OTICun
ObUy monydeHsl y 81 manuenTa. [Tpu sToM npu 6uoncun
TONBKO ¥ 58 (72 %) maunentos BbiAsieH [IBITHC.

IIpn aHanmse MOMYYEHHOTrO OMOICHMITHOTO MaTepu-
ama ObUIM OGHApPY)KeHbI CIeAYIOI[Ue TVCTOIATOIOrNYe-
CKJle BapMaHTBL: IPaHy/IeMaTO3HbI BacKyuT y 34 (59 %)
HanUeHToB (OT/IOKeHMe OeTa-aMMIONfia B COCYQUCTOI
crenke y 20 (34%) 60mbHBIX), TUPOLNUTAPHBIN BACKY-
mr — y 13 (22%) nmanueHTOB, HEKPOTU3MPYIOLIUIL
BackynutT — y 10 (17%) malueHTOB, cOYeTaHNUe TIpa-
HYJIEMaTO3HOTO U HEeKPOTM3MPYEeMOro BacKyIuTa Habmo-
manocs — y 1 6omprOrO [15].

B cBomwo ouepenp y 105 manuentos guarHos IIBITHC
OBbI/I YCTAaHOBJIEH C IIOMOIIBIO IiepeOpabHO aHTMOrpa-
¢un, B ToM unciae y 82 MmanueHTOB, KOTOPbIM HEePBOHA-
YajbHO He MpPOBOAMIACh 6moricusa. Y 23 manmeHToB 6e3
IPU3HAKOB BACKYINTA O [JAHHBIM OMOIICMM HA AHTHO-
rpaMme 6bUTM OOHAPYIXKEHBI IPUSHAKY BacKyauTa [15].

HecmoTps Ha TO, 4TO 6MOIICHS TOTOBHOTO MO3Ia U MO3-
TOBBIX 000/I09eK sIBJISIETCS 30/I0TBIM CTAHAPTOM [JUATHO-
cruky [IBITHC u obnagaer BBICOKON CIienndUYHOCTBHIO,
€€ YyBCTBUTEIBLHOCTD IIPY JVIATHOCTUKE JAHHOTO 3aboje-
BaHMS HETOCTaTOYHO BBICOKA M COCTaBIIAET 53-63 % u 50-
70 % 110 ZaHHBIM Pa3HbIX UCTOYHMKOB [8, 13, 14].

3aknaroueHue

HecmoTpss Ha monyyeHHble HOBbI€ 3HAHMA O KJIMHU-
ke 1 Meropax amarHoctuku IIBIIHC, manublit BacKynmuT
OCTaeTCA HEeJOCTATOYHO M3y4eHHBbIM. PaHHee pacmosHa-
BaHIe TaKMX HeCHenu(pIIecKux OCHOBHBIX KIMHNIECKIX
npusHakoB IIBIJHC kax ronoBHas 607b, KOTHUTMBHas
IVchYHKIVA Y IPOJO/DKITEIbHbIE HEBPOIOIMYeCKIe pac-
CTpOViCTBa (TpaHSUTOpHAsI MIleMUYecKasl aTaka, adasusi,
CY[IOpOTY, aTaKCWsA, OCTPBINl TeMuIapes, IMOMTyCeHCOpHas
HOTeps, MOTepsi MENIKOI MOTOPMKM, reMudarmanrbHast
c1aboCTb M [p.) TO3BOIUT CBOEBPEMEHHO BBIAB/IATH IIa-
[[MEHTOB C MMOJ03peHNEM Ha laHHOe 3a0b0jeBaHNme, Ha3Ha-
9aTb UM KIMHUKO-TabOpaTOpHbIE, MHCTPYMEHTA/IbHbIE
METOIBI 0OC/IeOBaHMs, BK/IOYas OMOICUIO TOJOBHOTO
mosra. Bospemsa HeycTaHoBneHHbII amarsos IIBIIHC
B TeueHMe Tofja BeleT K MHBAMMAM3ALUU VI/WIU CMEPTH
nmainyeHTa. 3HaunTenbHas 4acTh manueHToB ¢ [IBITHC ne-
TPYHOCIIOCOOHA M/IN MMeET TPYAHOCTYU IPYU BBIIIOTHEHNNI
npodeccroHanbHOI AesTenbHOCTH. PasBuTie u mporpec-
cuposanue [IBITHC BefieT K pasBUTIIO KOTHUTUBHBIX Ha-
PpYUIEHMIA, JEeNpeccu, IOBBIIIEHHOV TPEBOXXHOCTH, BCe
9TO NPUBOAUT K 3HAYUTENbHOMY CHIDKEHUIO KadecTBa
KU3HM TIALMEHTOB U MX ceMell. YUUTBIBasg OTCYTCTBUE
crienpMIHBIX MapKepPOB B KPOBU I IiepeOPOCIMHAIBHOM
XKUJIKOCTY, @ TAKOKe HeCIelM(pUIHOCTD Pe3y/IbTaToB Liepe-
6panpHOI aHTHOTpadM; OrpaHNYeHNe IPUMEHEHNUs Hell-
POBM3yanM3alMOHHBIX METOAOB (M3MEHEHMs BellecTBa
rosoBHOro mosra npu MPT, omeHka 1jepe6panbHOTO Kpo-
BOTOKA B peXMMe MarHUTHO-PE30HAHCHOI aHrnorpadum
(MPA) u xomnbroreproit anruorpaduu (KTA), omenka co-
CY[MICTOM CTEHKM C KOHTPACTHBIM BEIIeCTBOM C IIOMOIIbI0
Beicokopasperratomteiit MPT (HR-MRI)); sarpynHenne uc-
I0/Ib30BaHMsI OMOICKM TOMOBHOIO MO3Ta KaK PYTUHHOTO
MeTojia 00C/IeNOBaHMS 113-3a BHICOKOI MHBA3MBHOCTI.

HecmoTps Ha mepeuncieHHble OTpAaHUYEHMS, B KaXK-
IOM MHJIMBUJIyaJIbHOM Cily4ae JO/DKeH ObIThb copmynu-
POBaH KIMHMYECKUI AMATHO3, HaXKe eCIu OH ABIgeTCA
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OB3OPHBIE CTATbHU

BEPOSITHBIM WM CIOPHBIM U TIPOBENEHBI 1ab0paTOPHO-
MHCTPYMeHTa/IbHbIe MICCIeIOBAHMS [/ UCK/TIOUeH A/ IO -
tBepxkaenusa [IBITHC.

B mHacrosmee BpeMA NPOAO/DKAIOTCA KIMHUYECKIE
UCC/IeOBaHMs 110 OIpPefeNeHNI0 TPUITEPHBIX (aKTOpOB
1 NATOT€HeTUYeCKUX MEXaHM3MOB PasBUTUA IATOIOTU-
YeCKOT0 IpOollecca, IPOUCXOAIIETO B COCYAVCTON CTeHKe
npu IIBITHC, Bo3MOXHO, B OyAyIieM 3TO IO3BOJIUT BBI-
SBUTH CIenupuIecKne YyBCTBUTEIbHbIE OMOMapKeps
MIOBPEX/IeHMsI COCYAUCTO CTEHKMU ¥ pas3paboTath Ha UX
OCHOBE HOBbIE IaTHOCTUYECKNE aJITOPUTMBI MU YCOBEP-
IIEHCTBOBATb paHee yTBEp)K/EeHHble KPUTEpUM [UarHo-
cruku [IBITHC.
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