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MOPAYKEHUE HEPBHOH CHCTEMbI, ACCOLIHHPOBAHHOE
C AHTH-RO/SS-A-H AHTH-LA/SS-B-AHTHTEJIAMH: ravHu4eckrue
HabsroaeHUss U 00630p JMTEpaTyphbl

PE3IOME

3a mocAepHMe FOABl YBEAMIUAOCH YUCAO ITyOAUKAIIUH O IOPaykKeHUsIX eHTpaAbHOM HepBHOM cucTeMbl (LJHC), acconuupoBaHHbBIX C
a"Tu-Ro/SS-A- n antu-La/SS-B-aHTUTEAaMH, 9TO MOJKET OTPa’kaTh yBeAnUYeHHe YaCTOTEl HePOUMMYHOIIaTOAOTMYeCKUX COCTOTHUM. B
CTaThe IPEACTaBAEHBI ABa KAMHHYECKIX HAaOAIOACHUS C K30AUPOBaHHBIM opaskeHueM LJHC y nanueHToB, Ipu 06CA€AOBAaHIN KOTOPBIX
BBISIBA€HBI aHTHHYKA€apHBIe aHTHUTeAd aHTH-Ro/SS-A 1 antu-La/SS-B. B nepBoMm caydae nopaskenne LJHC ¢ mOBBIIIEHHBEIMY TUTPaMH
aHTH-RO/SS-A- u anTH-La/SS-B-aHTUTEA TIPEAIIECTBOBAAO PA3BUTHUIO KAMHUYECKUX M IaTOMOP(OAOTUYECKUX MTPU3HAKOB, COOTBET-
CTByIOIIUX KpuTepusMm cuHapoMa lllerpena (CIL). Bo BTopoM cAydae mocae mepropa (pAIOKTYUPYIOMIEro TeUeHUsI BOCIIAAUTEALHOTO
npolecca IOATBEPKACHO OTCPOUYEeHHOEe OHKOAOrHmdecKoe nopakenue LJHC, KoTopoe coIpoBOKAAAOCH YBEAMUEHUEM TUTPOB @HTUTEA,
YTO paclleHeHO KaK IlapaHeolAaCTUYeCcKoe ayTOUMMYHHOe cocTosHue. OnnucaHHble HaOAIOACHUSI AeMOHCTPHPYIOT BO3MOJKHYIO reTe-
POreHHOCTh HEBPOAOTMUYECKHUX MPOSIBACHUY UMMYHOIIATOAOTHYECKOTO MIpollecca M aKTyaAbHOCTh U3YYeHUsT KaK MMMYHOAOTHYECKUX
MuIreHey anTu-Ro/SS-A- n anTtu-La/SS-B-aHTHTEA, TaK ¥ TaTOPU3NOAOTHIECKIX MEXaHU3MOB, aCCOIIMMPOBAHHBIX C HUMU 3a00AEBaHUH.

KnaroueBsle caoBa: aunTu-Ro/SS-A, autu-La/SS-B, cunapowm Lllerpena, nepedparbHBIN BACKYAUT
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the literature review

ABSTRACT

Over the recent years, a number of publications on the central nervous system (CNS) damages associated with anti-Ro/SS-A and anti-La/
SS-B antibodies has increased, which can signify an increase in the incidence of neuroimmunopathological conditions. Two cases with isolated
central nervous system (CNS) impairment and anti-Ro/SS-A and anti-La/SS-B antinuclear antibodies are discussed in the article. In the first
case, the CNS impairment with increased rates of anti-Ro/SS-A and anti-La/SS-B antibodies preceded the clinical manifestations and patho-
morphological signs corresponding to the diagnostic criteria of Sjogren's syndrome (SS). In the second case, the paraneoplastic CNS disorder
was associated with an increase in the rate of such antibodies and was followed by the oncological process disseminaton. The described studies
demonstrate possible heterogeneity of neurologic manifestations of immunopathologic processes. Further research is needed for the immunologi-
cal targets of anti-Ro/SS-A and anti-La/SS-B antibodies, as well as for the pathophysiological mechanisms of associated neurological disorders.
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AHTUHYKAeapHBIe aHTU-R0O/SS-A- u anTu-La/SS-
B-anTuTeAa BIepBhle onucaHbl B 1961 r. Kak cepo-
Aorudeckue Mapkepbl Ooae3nu lllerpena [1]. Otu
QHTHUTEeAA MOTYT TaK’Ke BBIIBASATHCS Y OOABHBIX C CU-
CTeMHOMN KPAaCHOM BOAYQHKOM, IIPU APYTHX CUCTEM-
HBIX 3a00AeBaHUAX coepnHuTerbHOM TKaHu (C3CT),
BKAIOYasi CKAEPOAEPMUIO, IOAMMUO3UT/ A6 PMaTOMU-
O3UT, CMeIIaHHYI0 00Ae3Hb COEAMHUTEABHOM TKaHU U
peBMaTOUAHBIN apTpuT [2, 3]. HepaBHUMe nccaepOBa-
HUS IPOAEMOHCTPHUPOBAAU BEAYIITYIO POAB SITUTEAUS
CAIOHHBIX M CAE3HBIX JKeAe3, a TAKKe AeTKUX, TT09eK
U IIeYeHM B Pa3BUTUHM ayTOMMMYHHBIX PEeaKIui, ac-
COIIMMPOBAHHBIX ¢ aHTHU-R0O/SS-A- u antu-La/SS-B-
aHTUTeAAMHU, Ha OCHOBAHUU Uero OBLIA NIPEeANOKeH
TePMUH «ayTOUMMYHHBIN 3IUTeAUnT» [4 —6]. Takke
ObIAa OOHApY KeHa KOPPEeASIIUsI MeXXAY CTelleHbIO I10-
BPEKAEHUSI COCYAOB TIO Pe3yAbTaTaM aHTHorpadun
U HaauuneM aHTu-Ro-aHTHTeA [7, 8], 4TO yKa3bIBaeT
Ha BO3MOJKHOEe y4aCTHe 3THUX aHTUTEA B Pa3BUTUU
Backyaomnatuu. C MosiBA€eHueM COBPEMEHHBIX MeTO-
AOB MMMYHOAMATrHOCTHUKHU IpoOAeMa OOHapy’>KeHUS
auTu-Ro/SS-A- 1 auTtu-La/SS-B-anTuTtes npu HEBpo-
AOTUYECKUX 3a00AEBAHUAX CTAHOBUTCSA BCe DOAEe aK-
TyanbHOU. [TopaskeHUe IleHTpaAbHOM HEPBHOM CUCTe-
MBI, aCCOITUMpPOBaHHOe € aHTU-Ro/SS-A- 1 antu-La/
SS-B-aHTUTEAAMHM, BO MHOTHUX CAyYadX Ollepe’kaeT
pas3BUTHUEe TUITUYHOMN KAuHIYecKoM KapTuHbl C3CT,
a B HEKOTOPBIX CAyYasX BBIIBACHUE JTUX aHTHUTEA
SABASIETCS CAYYaMHON HaXOAKOMN, U TpeOyeTcs AaAb-
Helilllee yTOYHEHUE UX POAU B Pa3BUTUU IIaTOAOTH-
YecKoro mporiecca. B craTbe mpuBepAeHbI ABa KAUHU-
YeCcKUX HAOATOAEHMS C M30AUPOBAHHBIM ITOPasKeHUeM
IIeHTPaAbHOU HEPBHOW CUCTEMBI Y IIAIIMEHTOB, NIPU
00CAeA0BaHUHU KOTOPBIX OOHAPYy KeHbl aHTUHYKAEaP-
Hble aHTHUTeAda aHTH-Ro/SS-A u antu-La/SS-B.

KJIMHHYECKOE HABJ/TFOAEHHE N° 1

IMamuenT H., 37 AeT, IOCTYIIMA B HEBPOAOTHYECKOE
oTAeAeHUe B utoae 2015 1. ¢ )xarobaMu Ha Hapyle-
HUe 3DEeHUS B BUAE «IIeAEHBI» IIepep AeBBIM I'Aa30M,
ollylleHne AUCKOMGOpTa U OOAB 3@ A€BBIM TAA3HBIM
sIOAOKOM, IIOBBIIIEHHYIO YWYBCTBUTEABHOCTD IIPU BOC-
NIPUSTHAM IPKOTO CBETa AEBBIM I'Aa30M. V13 aHaMHe3a
3a00AeBaHUS: KAAOOBI MOABUAUCE OCTPO B AeKadpe
2014 r. TTo A@HHBIM 3PUTEABHBIX BBI3BAHHBIX IIOTEH-
IIMAAOB, BBIIBAEHBI IPM3HAKU CTPAAAHMA aKCOHOB I11
HeMpOHA AeBOT'0 3PUTEABHOIO NyTHU. MarHuTHO-pes30-
HaHcHas Tomorpadus (MPT) opout B siiBape 2015 1.
MaTOAOTMU He BhIgBUAA. OCMOTPEH O(PTAABMOAOTOM,
amarsos: «HeBpurt 3pureasHoro Hepsa OS». [IpoBe-
AeHa Tepalus AeKcaMeTa30HOM CYOKOHBIOKTUBAABHO
C IIOAOKUTEABHBIM 3 PEKTOM, COXPAHSIAOCH €ABA 3a-
MeTHOe OIIyIlleHNe «IIeAeHBI» IIepeA AeBBIM I'AA30M.
B urone 2015 r. BHOBb OTMETHA TOSIBAEHUE KIIEACHBI»
Ilepep, AeBBIM T'AQ30M, OINyIleHue AUCKoMdopTa u
OOAb 3@ AEBBIM T'AQ3HBIM SIO0AOKOM, IIOBBIIIEHHYIO
YYBCTBUTEABHOCTB IIPW BOCIIPUSATHUU IPKOTO CBETA.
locnuTaAm3upoBaH B HEBPOAOTHMYECKOE OTAeAeHUe

MAST ICKAIOUEHUS AeMUEeANHU3UPYIOIero 3aboaeBa-
HUS HEPBHOU CUCTEMEIL.

ConyrcTBytolliie 3a00Ae€BaHUSI He BBISIBAEHHI.
ONUAEMUOAOTUYECKUM U aAAEPTOAOTUYECKUM aHaM-
He3 CIIOKOMHBIM, HaCAeACTBEHHOCTD He OTATOlIeHa.
ComaTrnueckui cTaTyCc — 0e3 OOBEeKTHUBHBIX IIPU3HA-
KOB IIaTOAOTHM. B HEBPOAOTMUECKOM CTaTyce o4aro-
BBIX W IIPOBOAHUMKOBBIX CUMIITOMOB HE BBLIIBAEHO.
OcMmoTpeH 0PTaABMOAOIOM, AMarHo3s: «HeBpuT 3pu-
TeAbHOTro HepBa OS».

CrexTp puddepeHInarbHONM AMATHOCTUKY Y I1a-
IMeHTa BKAIOYaA 3a00AeBaHMsd, AT KOTOPHIX Xapak-
TepHa PelUAUBUPYIOIas HeBPOIATHs 3PUTEABHOIO
HepBa (pacCesHHBLIN CKAEPO3, 3a00AeBaHME CIIEKTPa
ontukoHepomueauta, C3CT, HeHpOCapKOUA03),
a Tak)kKe APYTHe BOCIAAMTEABHBIE, MH(MEKIIMOHHBIE
u pAicMeTaboandeckue nmopakenus LIHC.

NabopaTopHbIe UCCACAOBAHUS: KAMHUYECKUM 1 OU-
OXUMUYECKUN aHAAU3BI KPOBU — 0e3 0COOeHHOCTEH.
He BriaBaeno pauabIX 38 BUY, rennatutel B u C, cudu-
auc. [TokazaTeAn KOaryAOTpaMMBI B ITIPEAEAaX HOPMHI.
AHTHTeAa K aKBAIIOPUHY-4 B CEIBOPOTKE He OOHapy-
JKeHBI. YPOBHU (POAMEBOM KUCAOTHI, BUTaMuHa B,
THUPEOTPOITHOTO TOPMOHA B CHIBOPOTKE — B IIPEAEAax
"HopMbl. AHLIA, anTHUTeAa K IIpOTeHNHa3e-3, aHTUTEeAd
K MUEAOTIepOKCHUAA3e (AabopaTopHbIe MapKepHhl rpa-
HYAeMaTO3HOT'0 BaCKyAUTa), PEBMAaTOUAHBIN (haKTOP
B CBIBOPOTKE KPOBHU — B HOpPMe. BEIsIBA€HA ITOBHIITIEH-
Hasg aKTUBHOCTh aHTMOTEeH3MH-TIpeBpaliiaioiero gep-
MeHTa (ATTD) B chIBOpoTKe — A0 88,5 epmHuUIL (HOpMa:
20— 70), MUHMMAaABHO MOBBINIEHHBIN YpoBeHb AHOD
Ha KaeTouHOM AmHun HEp-2: 1:160 (Hopma: <1:160) ¢
oInpeAeAeHreM MeAKOTPaHYASPHOTO TUIIa CBEYEHUST
aApa, oOHapysKeHBI aHTUTeAa K ENA. Cy1mjecTBeHHO
MOBBIIIEH YPOBEHBb QaHTUTEA K SS-B-anTureny (+ +).
LepebpocnuHarbHasa >KUAKOCTh (LICJK): mpospau-
Has, 6eciiBeTHas1, 0eAOK He3HAUUTEABHO IIOBLIIIIEH —
482,0 Mmr/A (HOpMa: 150 — 450 MT/A), ITUTO3 B TPeAeAax
HOpPMEI — 1,6x10°/A, mpeuMyIIeCTBEHHO MOHOHYKAE-
apsl. B HCOK 1 cbIBOPOTKE — MOAUKAOHAABHBIU I1AT-
TepH IgG (HopMa). KoHneHTpalyisg ocHOBHOTO 6eAKa
MUeArHa U Aerkux Ieneit Ig B LICOK — B HOpMe.

PeHnTrenorpamMmma rpyaHOM HOAOCTH, aBrycT 2015 T.:
OYaroBbIX U MTHPUABTPATUBHBIX U3MeHeHul HeT. MPT
IIEHOTO OTAEAA CIIMHHOTO MO3Ta C KOHTPACTUPOBa-
HueM, aBryct 2015 r.: 6e3 natororuu. MPT ronoBHOrO
MO3ra ¢ KOHTpacTupoBaHueM, aBrycT 2015 r.: B oOaa-
CTH A€BOTO 3pUTEABHOTO HEPBa B eT0 OpOUTaABHOU Ya-
CTU — TPU3HAKYU IePUHEBPAABHOTO OTeKa; 09arOBBIX
M3MEeHEeHUH B Bell[eCTBE TOAOBHOTO MO3Ta He BBISIBAE-
HO, IPU3HAKOB HaKOIAEHNS KOHTPACTHOT'O BelllecTBa
BHU3YaAU3UPYEMBIMU CTPYKTYPaMu HeT (puc. 1, a; 0).

KoHcyabTanus peBMaToAOra 1o pe3yAbTaTaM KAU-
HUKO-AAa00PATOPHOTO OOCAEAOBAHUA: KPDUTEPUANBHO
paHHBIX 3a C3CT He moAydeHO.

YcTaHOBAeH KAMHUYECKUN AMartHo3s: «awomnaTu-
JecKasl peliMAUBUPYIOIasi BOCITaAUTEAbHAsT HEUpo-
TaTusg AeBOTO 3PUTEABHOTO HepBa Ha (oHe Hepud-
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Puc. 1. MPT roaosnoro mosra. Aeryct 2015 r.: a — T2 B, akcuarbHast IpOEKIUs: BOKPYT A€BOTO 3PUTEABHOTO HepBa B AH-
CTAABHBIX OTAEAAX OIIPEAEATIOTCS AMHEeNHble 30HBI THIIepUHTEeHCUBHOTO curHana; 06 — T1 BUY, akcuasbHas IPOEKIMA: Ma-
TOAOTUYECKUM U3MeHEeHUsAM, 0O0Hapy>KeHHBIM Ha T2 B, COOTBETCTBYIOT 30HBI TMIIOMHTEHCUBHOI'O CUTHAAA BOKPYT A€BOTO
3PUTEABHOTO HepBa
Fig. 1. MRI of the brain. August 2015: a — axial T2-weighted image: around the left optic nerve in the distal part are
determined the linear zones of the hyperintense signal; 6 — axial T1-weighted image:pathological changes found on
T2-weighted image correspond to areas of the hypointense signal around the left optic nerve

(hbepeHnuPOBAaHHOIO CHUCTEMHOI'O ayTOMMMYHHOTO
3abonreBaHUg». [IpoBepeHa IyABC-TEpANUs METHUA-
npepAHn30A0HOM 1000 Mr e>kepAHEBHO BHYTPUBEHHO
KalleABHO B TeUYeHHUe TpexX AHel, Ha (DOHe KOTOPOU
SKaAOOBI IIOAHOCTBIO PETPECCUPOBAAU.

IMpu AvHaAMHUYECKOM HAOAIOACHUM IIOKa3aTeAn
ATTI®, AH® ocTaBaAUCH TOBBIIIEHHBIMY, COXPAHSIAUCH
IIOBEILIIEHHBIE yPOBHU aHTUTEA K ENA, SS-B-anTHreny.

B Hos16pe 2015 1. BHOBB ITIOSIBUAUCH BBILIEOTTUCAH-
HBIe JKaA0Obl, OCMOTPEH OPTaABMOAOTOM: BEISIBA€HBI
NIPU3HAKHU YaCTUYHOU aTPOPUU A€BOTO 3PUTEABHOTO
HEepBa, AMArHOCTUPOBAH CHUHAPOM «CYXOTO rAasa»
Icrenenu OU. Ha MPT rornoBHOTO MO3ra C KOHTPACT-
HBIM yCHUA€HHEM, AeKaOpb 2015T. — oTpuiiaTeAbHas
AVMHaAMUKa: IIPU3HAKU IIePUHEBPAABHOTO OTeKa B
OpOUTAABHOU YaCTU 3PUTEABHBIX HepBOB OU, OOAB-
11Ie CAeBQ, II0 BCEU UX MPOTS)KEHHOCTHU (puUc. 2, a; 0).
ITpoBepeHa IyAbC-Tepanusg METUATIPEAHU3OAOHOM IO
IIpe’KHEU cXeMe C IIOAHBIM perpeccoM >Kano0.

BeImoaHeHa OUOIICHUSA U TUCTOAOTHYECKOE UCCAe-
AOBaHMeE TKAaHU MAaAOU CAIOHHOU KeAe3bl: (hparMeHT
0,2x0,2 cM, CBETAO-KEATOTIO [IBETa, B CTPOME — AUM-
donuTapHbIA POKYC C KOHIeHTpanueu > 50 AuMmdo-
IIUTOB B 4 MM?, YTO COOTBETCTBYET KPUTEPHUSIM I'UCTO-
Aorndeckux usmernenuit npu CIIIL

YcranoBaen amarHos: «boaesus lllerpena c mo-
pa’keHUeM HEePBHOM CHUCTeMBI C CHHAPOMaMU Kcep-
oTaABMUH, CYOKAMHHUYECKOT'O IIOPa’keHUS CAFOHHBIX
>Keaes, PelJuAUBUPYIOIel HeBpoIlaThuel 3pUTeAbHBIX
HepBOB». HazHaueHa NMMYHOCYIIpECCUBHAS TEPAIINs
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(muraoocdan, a3aTHONPUH) IO CTAHAAPTHOM CXeME.
B TeueHue 12 MecsAneB pellUAUBOB He OTMEYaAOCh.

KJIMHHUYECKOE HABJ/TFOAEHHE Ne¢ 2

[ManuenTtka A., 30 AeT, TOCTyIIMAA B OTACAEHUE He-
Bpoaoruu B peBpane 2016 r. ¢ >karo6aMu Ha OOIIYIO
CAQ00CTh, COHAUBOCTE, TPYAHOCTHU TP ITIOADOOPE CAOB,
IIATKOCTh IIPHU XOABOE, CAAOOCTh U TPEMOP B A€BOU
PYKe, y4allleHHOe MOYEeUCITyCKaHHe.

W3 anaMHe3a U3BeCTHO, 4TO B Bo3pacTe 12 AeT na-
IIMeHTKEe BBIIIOAHEHBI PAAUKAABHOE XUPYPrudecKoe
BMeIIaTeAbCTBO U Kypc AydeBoi Tepanuu (60 I'p) o
IIOBOAY MEAYAAOOAACTOMBI IPABOM reMucepel MO3-
>KedKa C MeTacTa3aMU B IIPaBYIO AOOHYIO ¥ TEMEHHYIO
AOAU MO3Ta. B mocaepyroleM HaOAIOAAAACH Y HEUPO-
Xupypra 0e3 Ipu3HaKOB PeIMANBA, OTMEUYaACs ITOA-
HBIU perpecc HeBpOAOTHYeCKoro peduniurta. B Bo3pa-
cTte 17 AeT IepeHeCAd BEHTPUKYAO-TIEPUTOHEAABHOE
LITYHTUPOBAHUE IIO IIOBOAY KAMHMYECKU 3HAUUMOM
TPUBEHTPUKYASIPHOMI ruAponedarny, 6e3 Ipu3HaKOB
PELUANBA OIYXOAH, C IIOCAEAYIOIIUM IIOAHBIM per-
peccoM CUMIITOMOB BHYTPHUUYEPEIIHOM THIIepTeH3UN.
B panbHetiniem, mo pAaHHBIM MPT ronoBHOTO MO3Ta,
BBIIBA€HA XPOHMUYecKas CyOAyparbHas remMaToMa.
B BospacTe 20 AeT pa3BUACSA ayTOUMMYHHBIN THUPe-
OUAUT, TAlleHTKa IIOAyYaeT 3aMeCTUTEABHYIO TOp-
MOHAABHYIO Tepanuio. [Tpopoakara HAOAIOAQTBCA Y
Helpoxupypra ¢ peryadapHbeiM MPT-uccaepoBaHmEM
TOAOBHOT'O MO3ra — 0e3 IIPU3HAKOB PeIlUAUBA OITy-
xoau. C anpeag 2015 r. mogBUAaChk BEIpa’keHHas CO-
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Puc. 2. MPT roaoBuoro mosra. Aeka6bps 2015 r.: @ — T2Bl, akcmaabHast TPOEKITUS: BAOAB 3PUTEABHOTO HEPBa CA€Ba OIIpeAe-
ASIFOTCSI HUPKYASIDHO pacIIPOCTpaHeHHble AWHEeHHble 30HbI THIIepPUHTEHCUBHOI'O CUTHAAQ, IOAOOHBIE N3MEeHEHUS IPOCAEIKHU-
BAIOTCS C KOHTPAATEPAABHOU cTOpOoHEL, 0 — T1BM, akcuaabHas IPOEKIUs: IaTOAOTHIECKUM U3MEeHEeHHUAM, OOHAPY KeHHBIM
Ha T2BU, cOOTBETCTBYIOT 30HBI THIIOUMHTEHCUBHOT'O CUT'HAAQ BOKPYT 3pPUTEABHBIX HEPBOB
Fig. 2. MRI of the brain. December 2015: a — axial T2-weighted image: circularly distributed linear zones of the hyperintense signal
are determined along the optic nerve on the left, similar changes can be traced from the contralateral side; 6 — axial T1-weighted
image: pathological changes found on T2- weighted image correspond to zones of the hypointense signal around the optic nerves

HAMBOCTL. 03.09.2015 r. mraroBoe MPT-nccaepoBanme
TOAOBHOTO MO3Ta BBISIBUAO OYaru MaTOAOTHIECKOTO
curtara. Hapacrana o0Oias crabocThb. B KoHIE OK-
T20psa 2015 r. Ha hOHe CTPeCCOBOM CUTyal N BO3HU-
KAO OHEeMeHUe NeBOU ITOAOBUHBI TYAOBUINA U AEBBIX
KOHEYHOCTeN, He4eTKOCTh peur. COCTOSTHHUE AAUMAOCH
10 — 15 MmuH, TOCAe Yero pa3BUAACh BEIPa’KEHHAas CO-
HAMBOCTB. Ha caepyroiee yTpo HIOBTOPUAOCE QHAAO-
TAYHOE COCTOSHHUE, C IIOCAEAYIOLIEN COHAUBOCTBIO.
3aTeM IIOCTEIIEHHO IIPUCOEAVMHHUAWCH HapyIIeHVe
XOABOBI, CAA0OCTH B A€BOU PYKE, TPEMOP B AEBOU
PYKe, 3IIU30ABI Ae30PUEHTUPOBKHU. 15.12.2015 r. KOH-
CYABTAIIUS HEMPOXUPYPra: AQHHBIX 3a PELUAUB O0b-
€MHOr'0 00pPa30BaHUs He IOAYYEHO, PEKOMEHAOBAHO
AOTIIOAHUTEABHOE OOCAEAOBAHHUE.

ConyrcrByromue 3a00AeBaHUSA: AyTOMMMYHHBIN
THUPEOUAUT. AAEPTUS Ha @HTUONOTUKY ITEHUITUAAN-
HOBOTO PSIAQ, HOBOKAWH. JIIUAEMHUOAOTMIECKUH aHaM-
He3 CIIOKOWHBIN. HacAeACTBEHHOCTH He OTSATOIIeHa.

Comarmueckuil craryc — 0Oe3 OCOOEHHOCTEH.
B HEBpOAOTHYECKOM CTaTyCe: HapyIIeHNe 3PUTEAb-
HO-IIPOCTPAHCTBEHHOM OPUEHTUPOBKHU, IAEMEHTEHI Ce-
MaHTUYEeCKOU adpa3uu, 2-CTOPOHHSS NTUPaMUAHAS He-
AOCTaTOYHOCTD C A€TKUM A€BOCTOPOHHUM I[€HTPaAb-
HBIM TeMHIIape30M, aTeTO3 B AeBOM PYKe, yMepeHHast
CTaTUKO-AOKOMOTOPHAS ¥ AMHAMHUYEeCKasd aTaKCU.

B crnekTp AmddepeHITuarbHOTO AMarHo3a ObIAU
BKAIOYEHBI MeTacTa3upOBaHUE MeAYAAOOAACTOMEL,
IIporpeccupyomias MYyAbTH(GOKAAbHAsd AEWKO3HIle-
danomnaTtus, Apyrue HEeUPOMH(EKINH, PACCeIHHBIN

CKAEpPO3, U30AMPOBAHHBIA LepeOPaAbHBIM BACKYAUT
(mepBUYHBINM MAM BCAEACTBHE CUCTEMHOIO 3a00OA€Ba-
HUs), SHIleharonaTrsa XanmMoTo, ITapaHeoAacTude-
CKMU dHITe(haAnT, HEMPOCapKOKUAO3, OTCPOYEHHAs ITOCT-
AydeBas dHIledharonaTus, nepsruuHasg aumdoma LIHC.

AaHHbIe AaOOPATOPHBIX UCCAEAOBAHUMN: B KAUHU-
YeCKOM M OMOXMMHYECKOM aHaAM3aX KPpOBU — IIO-
BeireHHass COD Ao 38 MM/4, B ocTaAbHOM — 6e3
ocobenHocTen. [lokKazaTeAn KOAryAOrpaMMBI —
B Ipeperax HopMbL. Anaaui LICOK: nmpospaunad,
KeATasi MoCAe [eHTPU(MYTHpOBaHUS, 3HAUYUTEAL-
HO IIOBBIIIEH YPOBeHb 6enka — 9346 mr/A (HopMa:
150 — 450 Mr/A), mpeuMyIeCTBEHHO AUM@OIIUTap-
HBIHN mAeoruTo3 59%108%/A. LluToAoTHUEeCcCKOe uccae-
poBanue LICOK He BBIIBUAO @TUITUYHBIX KAETOK. PocT
npu nocese LJCIK He oOHapyxeH. MccaepoBaHue
LICOK Ha HEMPOUHPEKIIUU METOAOM IIOAMMEPAa3HOU
nennou peakuuu (ITLIP): orcyrcTtByeT AHK TyOep-
KyAe3HBIX MUKOOakTepuil, Haanuue AHK Bupycos
noanoMel BK u OnmreitH — Bapp. Cepoaoruueckux
MAQHHBIX 3@ @KTUBHOCTH I'epleTHYeCcKuX NHPEKITUN
He IIOAYyYeHO. VMIMMyHOAOTHMYECKOe HCCAeAOBaHUE
KPOBM BBISIBUAO IIOBBHINIEHHE YPOBHS aHTUHYKAE-
apHoro ¢akropa — 1:320 (mopma: <1:160), nuro-
IA@3MaTUYEeCKUM TUI CBeYeHUd. APYyrUX OTKAOHe-
HHUH, BKAIOUAS TaKue mokKasaTeAu, Kak AHLIA, PO,
QHTUTEAA K 9HAOTEeANAAbBHBIM KAETKaM, aKTUBHOCTD
ATI®, ENA, OAUTOKAOHAABHBIE UMMYHOTAOOYAUHEI
B AUKBOPE U CBIBOPOTKE, aHTUHENPOHAAbHBIE aHTHU-
TeAd, CKPUHUHT IIapalpoTenHEMUH, He BBIIBACHO.
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MMMYyHOOAOT @aHTUHYKAEAPHBIX @HTUTEA BBISIBUA BbI-
COKUYU YPOBEHBb aHTUTEA K SS-A-aHTureny (+ + +).

JAaHHBIE MHCTPYMEHTAABHBIX MCCAEAOBAHMWU: Ha
MPT roA0BHOTO MO3Ta C KOHTPACTHBIM YCUAEHUEM BHI-
SIBA€HO HaKOIIAeHUe KOHTPACTHOTO BellleCTBa 110 XOAY
00onAO"eK MO03ra, AUM@PY3HO-04aroBoe IIOpa’KeHUe
OeAoro BellleCTBa MO3Ta, C HaKOIAeHHeM KOHTPAacCT-
HOI'O BelIeCTBa OTAEABHBIMU odaraMu (puc. 3, a —B),
cAraboe cUMMeTpPUYHOe ToBhINIeHe MP-curHara Ha
T1 BU1 B obracTu Ga3arbHBIX IAep. [1o cpaBHEHMIO C
Oonee panaumMu MPT — oTpuilaTeAbHas AMHaMUKa B
BUAE YBEAMUYEHHS KOAWYEeCTBa O4aroB, BOBAEUEHUS B
aTOAOTUYECKUU IIPOLLeCC 0OOAOYEK T'OAOBHOT'O MO3-
ra. MyaAbTHCTIMpaAbHasA KOMIIBIOTEpPHAas ToMorpadus
(MCKT) opraHoB IrpyAHOU KAETKU IaTOAOTUHU HE BHI-
saBUAa. [To A@HHBIM dAeKTpO3HITedarorpaduu — ¢o-

KaAbHAs IIaTOAOTHYECKasi aKTUBHOCTD B TAYOOKHUX OT-
AEAaX IIPaBOoro MOAyIIapud. OT BEITOAHEHUS OMOIICUY
MO3TOBBIX OOOAOUEK ITalIeHTKa OTKa3arach. KoHCyAB-
TalWsl peBMATOAOTA: AQHHBIX 38 CUCTEMHOE 3a00AEeBa-
HIEe COEAUHUTEABHOMN TKaHU He TIOAYUYEHO.

3a BpeMs NpeObIBaHUA B CTAIIOHAPE B TeUEHHE 2-X
HeAeAb — BbIpayKeHHOe HapacTaHue HEBPOAOTUYECKIX
CUMIOTOMOB. [lalfeHTKa cTara Ae30pUeHTUPOBaHa B
MPOCTPAHCTBE, BpeMeHH, COOCTBEHHOMW AWYHOCTH,
pasBuAAch TOTaAbHas adasus, IleHTparbHas TeTparl-
AETUSI, HAPOCAA BBIPA’KEHHOCTH CAOSKHOI'O TUTIEepKUHE-
3a (aTeTo3, Xxopesi, TpeMOop) B KOHEYHOCTSIX, He MOTAa
CaMOCTOSATEABHO IIEPEABUTATHCS, OOCAYKABATH CEO4.

[To pe3yabTaTaM 00CAEAOBAHUSA YCTAHOBAEH AUAr-
HO3: «BepoATHBIU [IepeOparbHBIU BACKYAUT C MHOI'O-
O4YaroBbIM ITOpPa>kKeHHueM OeAOTO BellleCTBa U 000AO-
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Puc. 3. MPT roaroBHoOro Mo3sra. ®eBpanb 2016 T. (A0 AeueHUS
TAIOKOKOpTUKOCTeporpAaMHu): a — T2 FLAIR, akcuaabHast 1ipo-
eKITUS: Pa3HOKaANOepHbIe O9art 1 OTHOCUTEABHO CUMMeTpHY-
HBIe 30HBI THIIEPUHTEHCUBHOTIO CUTHAAA B IIEPUBEHTPUKYASID-

HOM U CyOKOPTUKAABHOM OEAOM BellleCTBe TOAOBHOI'O MO3Ta;
110 KOHBEKCUTAABHOM IIOBEPXHOCTH CIIpaBa — NPU3HAKU XPO-

HUYeCKOM cyOAyparbHOM reMaToMbl; 6 — T1 BY, akcuasrbHas
IIPOEKITNS: AOKAABHBIM y9aCTOK TMIIEPUHTEHCUBHOTO CUTHAAQA B
obaacTu OaepHOro 1apa cAeBa; B — T1BU ¢ KOHTpacTHBIM yCcu-
AeHHeM, CaruTTarbHas IIPOEKITHs: 30Hbl HAKOIIACHU IlapaMar-
HUTHOTO KOHTPACTHOTO BeIIleCTBa II0 XOAY 0O0A0YEK TOAOBHOTO
MO3ra B 0OAACTH IIEPEAHIX OTAEAOB MO3’KeUKa, MOCTa, HOXKEK

MO3ra, IAACTUHKY YeTBEePOXOAMHUS, MO3TOBOTO IIapyca
Fig. 3. MRI of the brain. February 2016 (before treatment with

glucocorticosteroids): a — axial T2-weighted image: different-

caliber foci and relatively symmetric zones of a hyperintensive
signal in periventricular and subcortical white matter of the brain;
on the convexital surface to the right- signs of chronic subdural
hematoma; 6 — axial T1-weighted image:the local focus of the
hyperintense signal in the region of the pale sphere on the left;
B — sagittal T1-weightedpost-contrast: zones of accumulation of
the paramagnetic contrast of meninges of the brain in the region
of the anterior parts of the cerebellum, the pons, the cerebral
peduncles, the tectal plate, the medullary velums
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4eK TOAOBHOTO Mo3ra. CocTosgHue OCAe KOMOUHU-
POBAHHOTO A€YEHUS MEAYAAOOAACTOMBI MO3’KedKa
C MeTacTaTUUYeCKUM IIOpa’keHueM IIpaBoM AOOHOM!
U TeMeHHOU A0AuM OT 2007 r. (OIIepaTUBHOTO U Ay4Ye-
Boroaeuenus 60 I'p). Ot okTa0pst 2012 r., cocTostHIIE
IIOCA€ BEHTPUKYAO-IIEPUTOHEAALHOTO IITyHTHPOBA-
Hug 05.10.2012 r. o NOBOAY TPUBEHTPUKYASIPHOMU
OKKAIO3MOHHOU IMAPOLlearny, PeBU3UHU LIYHTA OT
23.10.2012 r. XpoHuueckas cyOAypaAbHas reMaToMa
IIPaBOro IOAYIIapUsl TOAOBHOTO Mo3ra ¢ 2012 r. Ay-
TOUMMYHHBIU TUPEOUAUT XAIlIUMOTO.

C y4eTOM TSDKeCTH COCTOSHUSA IIPOBeAeHa ITyABC-
Tepanus MeTUAIIPEAHU30A0HOM C IIEPEBOAOM Ha I1epo-
PaABHBIN pUeM B A0o3e | MT/Kr B TeueHue 6 HepeAb. Ha
(oHe BLICOKOAO3HOM TOPMOHAABHOY Tepanui — OBICT-
pasi BEIpa’KeHHasT ITOAOJKUTEAbHAsI AUHAMUKA, MUHU-
MaABHBIY HEBPOAOTMYECKUM AC(PUITAT, BOCCTAHOBACHUE
OpPUEHTUPOBKU U peun. Ha koHTpoabHOM MPT-uccae-
AOBaHUY, BBEITIOAHEHHOM 4Yepe3 7 AHel IIOCAe TIEPBOTO
MPT-uccaepoBanmd 1 uepes | AeHb ITIOCAE 3aBepIIeHN
IIyABC-TEPAIIUM METUAIIPEAHU3OAOHOM, — 3HAUUTEAB-
HOe YMeHbIIIeHle HaKOIIAeHUI KOHTPACTHOTO BellleCTBa
00OAOYKAMU, TTAPEHXUMOU I'OAOBHOTO MO3ra, HEOOAb-
11I0e YBeAUeHNe Pa3MepPOB OYaroB U 30H U3MEeHEHHOI'O
CUTHaAA B IEPUBEHTPUKYASIPHOM U CYyOKOPTUKAABHOM
OeAoM BellleCTBe 000MX IOAYIIIapUI TOAOBHOI'O MO3Ta,
B 0a3aAbHBIX SAPAX CIIPaBa, IOsIBA€HNE aHAAOTMUHBIX
Y4YaCTKOB B MO30OAUCTOM TEA€ (PHUC. 4).

Yepes ABa MecsIla COCTOSIHME MaIlMeHTKU YXYA-
LIMAOCE, C OBICTPBIM HapacTaHUeM OOIIeMO3TOBLIX U
04aroBbIX HEBPOAOTHUYECKUX CUMITOMOB. [ToBTOpPHO
BBIITIOAHEHA AFOMOAAbHAS ITYHKITUS, IIPU ITUTOAOTHTYe-
CKOM HCCAEAOBAHUM AMKBOpPA OOHAPY’KeHBI KAETKHU
MepyarooaacToMel. Bemmoaneno [TOT/KT ¢ paapno-
AUTaHAOM 18-(DTOPAE30KCUTAIOKO30HU, IIOAYYEHHEIE
AaHHBIE COOTBETCTBOBAAU BTOPUUYHOMY (MeTacTaTH-
YeCcKOMY) ITOpa’keHUI0 0OOAOYEK I'OAOBHOTO MO3Ta.
AedeHue aarmaTuBHOE. [IporHO3 KpatiHe HeOAaro-
NIPUATHBIN.

OBCYXAEHHE

Antu-Ro/SS-A- u autu-La/SS-B-antuTteaa onuca-
HBEI B 1961 I. Kak aHTUTEAQ, Pearupyrollue ¢ aHTUre-
HaMH, COAEPIKAIIUMHUCSI B 9KCTPAKTaX U3 CAIOHHBIX
U CAe3HBIX JKeae3 y nanuenTos ¢ CIII [1]. HaubGoaee
yacTo aHTHU-RO/SSA-aHTHTEAA BHIIBASIOTCS Y OOAB-
#eIx ¢ CLI 1 cucTeMHOM KpacHOM BOAYAHKOM, a Tak-
>Ke MHOTAQ OOHaPY’KUBAIOTCS TP APYTUX CUCTEMHBIX
ayTOUMMYHHBIX 3a00A€BaHUAX, BKAIOUAs CKAEPOAED-
MUIO, I[TOAUMUO3UT/AEPMATOMUO3UT, CMEIIaHHYIO
OOAE3Hb COEAMHUTEABHOU TKAHU U PEeBMAaTOUAHBIN
aptpurt [2, 3]. [IpumeuaTearHo, yTOo AHTU-RO- 1 aH-
Tu-La-antuteaa npu CLL aBAgrOTCS MapKepaMu OoAee
OBICTPOTO PA3BUTHUS SIKCTPATAAHAYAIPHBIX IIPOsIBAE-
HHUI ayTOMMMYHHOTO IIpollecca 1 00Aee BBICOKOU UM-
MYHOTIAaTOAOTUYECKOM aKTUBHOCTH 10 CPaBHEHMUIO C
cepoHeraTuBHbBIMU caydasmu CIII [9]. ITopaskenue
HepBHOU cucTeMbl npu CIII onuckeiBaroT yacTo: oT 17

Puc. 4. MPT roarosaoro mosra. ®espanb 2016 r.(mmocae re-
4YeHUs TAFOKOKOpTUKOcTepoupamu): T1BM ¢ KoETpacTHEIM
yCUAeHUEeM, CaTUTTaAbHasd IPOEKIUs — 3HAQUUTEABHO MeHee
BBIPa@’KeHHBIe (POKYCHI HAKONIAEHUS TapaMarHUTHOT'O KOH-
TPACTHOTO BellleCTBa I10 XOAY 000AOUEK TOAOBHOTO MO3ra
B TeX JKe 00AaCTIX

Fig. 4. MRI of the brain. February 2016 (after treatment with
glucocorticosteroids): sagittal T1-weighted post-contrast:
significantly less focused foci of accumulation of paramagnetic
contrast of meninges of the brain in the same areas

20 60 % cayuaes [10, 11]. HeBpoaoruueckue nposiB-
AeHUsI pa3HOOOPAa3HBI U BKAIOYAIOT ITOTIePeYHbIN MU-
€AUT, OOAE3HB ABUTATEABHOTO HEMPOHA, dITHUAEIITHYe-
CKHe IIPUCTYIEL, TOpa’keHne NTUPaMUAHOU CUCTEMHI,
CUHAPOMBI, XapaKTePHBIE AT PACCESTHHOTO CKAEPO033,
HEBPUT 3PUTEABHOTO HEPBa, MUTPEHbB, aCEIITHIeCKUN
MEHUHTUT, UHCYABT, HEBPOIIATHUIO AMIIEBOTO HepBa
[12]. HensBecTHO, KaKue U3 IPUBOAUMBIX B AUTEPA-
Type Nopa>keHuN HepPBHOU CUCTeMBI OTPa’katoT IIPo-
SABAEHUSA KOMOPOUAHOCTH, B TOM YHUCAE CAYYaWHOH,
a KaKue IBASIOTCS YaCThIO CIIeKTPa 3aKOHOMEPHEIX,
naroreHetnyeckux rpossBaeHn CII. HacToTa Hauara
CIII ¢ HeBPOAOTHMUYECKUX TPOIBACHUM BapbUpyeT OT
3,270 17 % [10, 11]. Tako?t OoAbIIION pa3bpoc 1o ya-
CTOTe BCTPEYaeMOCTH ¥ MaHU(eCcTarluy B OCHOBHOM
CBSI3aH C BKAIOUEHMEM UAU HEBKAIOUEeHUEM B BEIOOD-
Ky NalleHTOB C IICUXUATPUIEeCKUMU IIPOSIBACHUSIMHU
nopaxenus LTHC, a Tak>ke C 0COOEHHOCTSIMM OIIeHKH
KpuTepueB pocToBepHOCTU AnarHosa CIII. Taxk, He-
KOTOPBIE aBTOPHI UCIOAB3YIOT TEPMUH «BEPOSITHBIA
CIlI», korpa 3a00AeBaHNe He COOTBETCTBYET Tpebye-
MBIM AUArHOCTUYECKUM KPUTEPUIM (TAaOAUIIA).

[To A@HHBEIM OAHOTO U3 HEAQBHUX MACIITAOHBIX KUC-
caepoBanuit (2016 r., ppannysckas koropra — 392 na-
nueHTa), y 18,9 % nanmenTos ¢ CIII BEIIBAEHO ITOpayke-
HMe HepBHOU cucteMsl: y 16,1 % — nepudepuyeckon
HEpPBHOM CUCTeMB], y 3,6 % — IEeHTPaAbHOU HEPBHOU
cucteMbl. CaMBIMU YaCTEIMU CUHAPOMAaMHU OBIAU CEH-
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COpHAas TOAMHEBPOTATHS, CEHCOMOTOPHAs IOAWHEBPO-
aTh4, IlepeOparbHbBIN BACKYAUT, MUeAnT [13].
MexanusMbl BAuSHUA AHTH-RO/SS-A 1 anTtu-La/
SS-B aHTHUTEA HA pa3BUTHE TaTOAOTUYECKOTO ITPOIleC-
Ca B HePBHOU CHUCTeMe OCTAIOTCs He A0 KOHIIa U3y4eH-
aeiMu. [Tpu CIII, BeposATHO, OIpepAeAeHHAsA AOAS IIPO-
AYKIIUY 3TUX @HTUTEA OCYIIEeCTBASIETCS IIPU YUaCTUH
TIAQ3MOIIMTOB B MOPa’kKeHHBIX JKEAe3UCTBhIX TKAHAX
(cre3HBIE U CAIOHHBIE KeAe3bl). [TpopeMOHCTPUpPO-
BAHO HaAWUUe aHTU-Ro- 1 aHTHU-La-IIpOAYIIUPYIOIIUX
KAETOK B OMOIICUMHOM MaTepHUaAe CAIOHHOU JKeAe3bl
nanueHToB ¢ CL [14]. OcHOBHBIMU @HTUTEHAMU AN
SS-aHTUTEA ABASIOTCSI COOTBETCTBYIOIIMe OeAaku Ro n
La. B HacTosI1iee Bpems cOOOIIatoT O HOBBIX MapKepax
CIII, Takux Kak auntuteaa K SP1, CA6 u PSP, opHako

POAB 3THX MapKePOB He OllpeAeAeHa U TPeOyeT AOIIOA-
HUTEABHBIX UCCA€AOBaHMH [ 15]. Ro-aHTUTeH ABASETCA
OeAKOM, IPeACTaBAEHHBIM B ABYX BapHaHTaX: C MOAe-
KyAgpHOU Maccon 60 u 52 kAa. Ro52 npeacraBasger
cobo nHTep(epPOH-UHAYIIMPYEMBIN OeAoK [ 16 — 24],
KOTOPBIM TaK’Ke MOJKET UHAYIITUPOBATHCS BUPYCHOMN
uHdeKIren, B ToM urcAe yepes Toll-mopoOHBIE pe-
nentopsl (TLR) [19, 22, 25, 26]. ITo paHHBIM HCCAe-
AOBaHMY, ONyOAMKOBAHHEIX B 2017 r.,y mamueHTOB
¢ nepBuuHbIM CIII BEIIBAEHO INOBBIIIIEHHE YPOBHS
MPHKTLRS8 u cumskenmnem PHKTLRO o cpaBHeHUIO
¢ rpynnor KOHTpoAd [27]. PoAbTLRB pazsutun CIII
u pApyrux C3CT npopoaxkaeT usydarbesa. HepaBHue
TeHeTHYeCKHe UCCAEAOBAHUS IIO3BOASIOT IIPEATIOAO-
SKUTh, YTO ROS2 ABASIeTCS HETaTUBHBIM PETyAITOPOM

AunarHocruyeckue Kpurepuu cuippoma Illerpena

Criteria for diagnosis of Sjogren's syndrome

AMepuKaHO-eBpOIeCKUe KPUTEPUU AMarHOCTUKY cuHApoMa Lllerpena, 2002 r.

KhaccubukranoHHbIE KDUTEPUH CUHAPOMA
Illerperna AMepHKaHCKOT'O KOAAEATKA
pesmaroaroruu 2012 r.

(e MeHee 2 U3 3 KpUTepUEB)

[. OdTarbMorOrUUeCcKHre IPU3HAKU IPUCYTCTBYIOT, €CAU UMEETC IIOAO-
SKUTeABHBIU OTBET, I10 KpaliHel Mepe, Ha OAUH U3 CAEAYIOIINX BOIIPOCOB!
— HMeeTe AU BBl eKeAeHEeBHOe, YCTOMUUBOE OlIyIleHe CYXOCTH I'Aa3
B TeUueHHne 3 MecsIleB?;
— HMeeTe AU BBl PeUANBHUPYIOIee OIyIIeHre «IIeCKa» AN «COPUHKU»
B rAa3ax’?;
— HCIIOAb3YeTe AU BBl 3aMEeHUTEeAU cAe3 OoAee ueM 3 pas3a B CyTKU?

1. TIOAOKUTEABHBIM pPEe3yAbTAT MC-
CAEAOBAHUS CHIBOPOTKH KPOBM Ha
autu-Ro/SS-A wn/wam  antu-La/SS-B-
aHTUTEAd WAM IIOAOXKUTEAbHBIM PO
u AHO B tutpe 60aee 1:320

II. CroMaTOAOTHYECKHE IPU3HAKHU IPUCYTCTBYIOT, ECAU UMEeTCs IIOAOSKH-
TeABHBIN OTBET, II0 KpalHel Mepe, Ha OAUH U3 CACAYIOLIUX BOIIPOCOB:

— HMeeTe AU BBl e5KeAHeBHOe OIyIlleHNe CyXOCTU PTa B TeueHue
>3 MecsIeB?;

— HMeeTe AU BBl PeIJUAUBUPYIONIYIO UAU TIOCTOSHHYIO IIPUITYXAOCTD
CAIOHHBIX JKeAe3?;

— YacCTO AU BBl yIOTpeOAsIeTe JKUAKOCTb AAST CMAQUUBAHUS CyXOU MUIIN ¢

2. BeisiBAeHME TpU OGUOIICUYM CAIOHHBIX
>Keaes IyObl (OKaABHOTO AUM@OLUTap-
HOT'O CHUAaAOAAEHHUTa C pa3dMepaMu (o-
KaAbHOTO ouara He MeHee 4 Mm?

III. O6BbeKTUBHBIE TPU3HAKU O(DTAABMOAOTHYECKOTO IIOPa’KeHUs OlIpeAe-
ASIOTCS KaK IIOAOKUTEAbHBIE IIPU HAAMYNH, KaK MUHUMYM, OAHOI'O U3 CAe-
AYIOIIMX TeCTOB:

— TtecT llIupMepa, BEIIOAHEHHEIN 0e3 aHeCcTe3Uu (=5 MM 3a 5 MUH);
— OeHranbCKas po3a UAU APYTHe O(TaAbMOAOTHYECKIEe OKPAaCKU
(>4 coraacHo Bijsterveld's KoannuecTBEHHOU OLleHKe)

3. [ToATBEP>KAEHHBIM TECTOM CUHAPOM
«CyXOTO TAa3a», IpU YCAOBHH, YTO IIa-
IIMEeHT He HCIOAb3yeT TAa3Hble KallAu
¥ 3a IIOCAEAHUE IISITh AeT He BBLIITOAHS-
AUCH Ollepalliy Ha POTOBUIEe U BeKax

IV. I'mcronaroaorus:

— OYaroBBIA AUM(POIUTAPHBIA CUAAOAACHUT B MAABIX CAIOHHBIX JKeAe-
3aX, OlleHeHHBIN 3KCIIePTOM-THUCTOIIAaTOAOTOM C KOAUUYECTBOM (DOKYCOB =
UAH >1, onpepeAsseMBbIM KaK KOAMYECTBO AUMMOUAHBIX (DOKYCOB, COAEPIKA-
mux 50 AUM@OIUTOB U > B 4 MM? TKaHH JKEAe3bl

V. OOBeKTUBHBIE TPU3HAKH TOPa’KEeHUS CAIOHHBIX JKeAe3 OIPEAEASTIOTCS
KaK IIOAOJKUTEABHBIN Pe3yAbTAT, II0 KpaliHel Mepe, OAHUM U3 CAEAYIOIIUX
AUATrHOCTUYECKUX TECTOB!

— HeCTUMyAMpOBaHHa4 o0Ias caauBanud (= uau <1,5 Ma 3a 15 muH);

— cuaaorpadus OKOAOYIIHBIX CAFOHHBIX JKeAe3 AU Y3HBIX CHAAOIK-
Ta30B (TOUEYHBIX, IIOAOCTU UAM ACTPYKTHUBHEIN 0Opa3sel]) 6e3 IPHU3HAKOB
OOCTPYKIIUU B TA@BHEBIX IIPOTOKAX;

— CUMHTHUI'PA(USA CAIOHHBIX JKeAe3, IOKAa3bIBalolas 3aAePKKY IIOTAole-
HUSI, CHUJKEeHHYIO KOHIIEHTPAIIUIO U/ UAN CHUKEHHYIO 9KCKPEeIUIo UHANKA-
TOpa

VI. Haanume ayroantutea K Ro/SS — A- nau La/SS — B-anTturenam, uau o6a
B CEIBOPOTKE

Y 6oabHOTO 6€3 Kakoro-AmOo cBsA3aHHOIrO 3aboaeBaHud BILl MoskeT OBITH
OllpeAeAeHa IIPU HAAUYUU AOOBIX 4 U3 6 AMArHOCTHYECKUX KPUTEPUEB U
0053aTeAbHOTO NPUCYTCTBUS V AU VI KpUTepus WAU IPU HaAUYUU 3 U3
4 o6bexTuBHBIX KpuTrepues (III, IV, V, VI). ¥ 60ABHOrO € IOTEHIIUAABHO CBS-
3aHHBIM 3a00A€BaHUEM (AASI IPUMepPa, APyToe XOPOoIIIo ONpeAeAsieMoe Coe-
AMHUTEABHOTKaHHOe 3a0oaeBanue), Haanmuue | nan Il matoc AroObie ABa U3
kputepues lII, IV, V moryT paccMaTpuBaThbCs KaK yKa3blBalolllyie HAa HaAU-
upe CIII
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MIPOAYKITUY IIPOBOCIIAAUTEABHBIX [TUTOKUHOB |23, 24].
Beaok Ro60 aBagercsa mapkepoMm pedekTHBIX PHK B
sSApe KAeTKU [28, 29]. B arcnepuMeHTe pu AepUITH-
Te Ro60 pa3BrUBarOTCA reTeporeHHble AyTOUMMYHHBIE
cuaapoMEl [30 — 32]. He nckatoueHa TpUrrepHasi pOAb
nH(peKnuu BUpycoM OmniuTelH —bapp, KoTopad,
NIPEAIIOAOKUTEABHO, 3aKAKOUYAEeTCsI B IIOBBIIIEHUU
YPOBHs aHTUTEeA K Oenky Ro60 uepe3 MexaHU3M MUMU-
KPHUM 3IIUTOINIOB @HTUTEHOB BUpyca u 6eaka Ro60 [33,
34]. HepaBHUE UCCAEAOBAHNS IPOAEMOHCTPUPOBAAU
BEAYIIYIO POAB SIIUTEANS B PA3BUTUN Ay TOUMMYHHOMN
peakIyuy, Ha OCHOBAHUHU YeTO0 AN OIIPEAEAEHUS 3THO-
AOTHUU 3a00A€BaHUS OBIA IIPEANOSKEH TEPMUH «ayTO-
UMMYHHBIN 3IUTEAUNT» [4—06].

HexkoTopble pAaHHBIE YKa3bIBAlOT Ha UMMYHOO-
MMOCpPeAOBaHHbIEe MexaHu3Mbl nopaxkenus LIHC. B
LICoK y nanuenTos ¢ CIII u nopa>xeHueM HEPBHOM
CUCTEMBl MOXXeT HAOAIOAATBCA AUM@POIUTAPHBIN
IIAEOIIUTO3 U IOBBIIIEHHBINM ypoBeHb IgG, 4uTO He
HUCKAIOYA@eT MHTPATEKaAbHYIO IMPOAYKIIUIO aHTUTEA
[35], Taksxe B LJCOK BBISIBA€HA MHTpPaTeKaAbHas akK-
TUBAIIUSA KOMIIAeKca KoMIaeMeHTa [36]. AaHHBIe Ou-
oricuy Mo3ra pu cuHApoMe [lerpena ¢ mopa>keHneM
LIHC cBUAETEABCTBYIOT O HAAUYMHU BOCIIAAUTEABHON
BACKYAOIIATUU C UHPUABTPALIMEN MOHOHYKAEAIIAMH,
Y HEKOTOPBIX MAI[MEeHTOB C ITOBBLINIEHHLIMU YPOBHSIMU
Ro-aHTHTEA BEIIBAEH HEKPOTU3UPYIOUINY BaCKYAUT
[37]. IIpu3Haku epeOpParbHOIO AHTUUTA OBIAU IIPO-
AemoHcTpupoBansl mpu CLL ¢ mopaskenuem LJHC o
AAQHHBIM IlepeOpParbHOM aHTHOrpadun, IpU 3TOM BEI-
sIBA€HA BBIPA’KeHHAs KOPPEAIIIUSI MEKAY CTEIIeHbIO
TIOBPE>KAEHMS COCYAOB II0 pe3yAbTaTaM aHTHorpadun
U HaAW4YHueM aHTH-Ro-aHTuTeA [7]. Pe3yabpTaTel IpHBe-
AEHHBIX NCCAEAOBAHNY YKa3bIBAIOT Ha IIepeOParbHYIO
BACKYAOIIQTHIO KaK BO3MOKHBIM MeXaHM3M ITopaske-
ausg LIHC mpu CIL. YyacTtue antu-Ro/SS-A-anturen
B Pa3BHUTHU BACKYAOIIAaTHM TaK’Ke ITOKa3aHO B MM-
MYHOTHCTOXUMHUYECKOM HCCAEAOBAHUM, B KOTOPOM
copepsKallasg aHTU-Ro/SS-A aHTHUTeAa CBHIBOPOTKA
KpoBu nanueHToB ¢ CIII u nopakenuem LIHC oxpa-
IIWBaAA IUTONAA3MY U KAETOUHBIe MeEMOPAHBI KAETOK
HUVEC [8]. IToparkeHue 11lepeOparbHBIX COCYAOB, aC-
conmuposatHoe ¢ CIII, A0CTaTOYHO YaCTO OIIUCHIBAIOT
B auTeparype [38 —41]. Tak, B 2016 r. onybAnKOBaH
KAVHWYECKUHN CAyYad JKEHITUHBI C MHOKECTBEHHBI-
MM aHeBPHU3MAaTHYeCKUMHU AUAQTAIUSIMHU COCYAOB
TOAOBHOTO MO3Ta M BHYTPUYEPEITHLIM KPOBOWU3AUSI-
HHeM, acCOIIMUPOBaHHBIMU ¢ ITepBuYHBIM CLII [42].
I'To pA@aHHBIM APYTHUX HCCAEAOBATEAEH, OBIAO BEIIBACHO
14 cayyaeB HEKPOTHM3UMPYIOIIEro BaCKYAUTa IO pe-
3yAbTaTaM OHOINCHUM INepudepudecKux HEpPBOB Y
nanyeHToB ¢ nepBuyHbBIM CIII, cOOTBETCTBYIOIIUM
COBPEMEeHHBIM KpUTepuaM AuarHocTuku [43]. Takum
00pa3oM, NMeeTCsl 3HAUUTEABHBIN YA AQHHBIX, YKa-
3BIBAIOIINX Ha CBSI3b aHTU-RO/SS-A-aHTHTEA C pas-
BUTHEM BaCKyAOIATUN HEPBHOM CHCTEMHI.

B nepBOM KAMHUYECKOM HaOATOAEHUH ITPEACTABAE-
Ha HeBpoAoruueckas MaHudecranus CILLI B Bupe pe-

IUAMBUPYIOIEN HeBPOIlaTUU 3PUTEABHOTO HEpBa —
CUHADPOMAQ, SIBASIOIIETOCST YaCThIM ITPOSIBAEHUEM ADPY-
TUX BOCIAAUTEABHBIX HEBPOAOTMTUECKIX 3a00AeBaHUM.
JAaHHBIE O IITMPOKOM Pa3HO0OPa3nH HEBPOAOTUIECKIX
nposiBaeHud CLI AMKTYIOT HeOOXOAUMOCTE BKAIOUe-
HUS €0 B CIIUCOK AU (pepeHITnarbHOTO AarHO3a IIpU
HESICHOM HEBPOAOTHMYECKOM aeduriure. AHTH-Ro/
SS-A- u anTtu-La/SS-B-anTuTera oOHApPy’>KUBAIOTCH,
cooTBeTcTBeHHO, B 70— 100 % 1 40 —90 % caydaeB y
narnuenTos ¢ CIII [44]. [TpucyTcTBUe 3TUX ayTOAHTUTEA
SIBASIETCSI OAHUM M3 KAACUU(PUKAITMOHHBIX KDUTEPUEB
puarHoctuku CL [45]. HyBCTBUTEABHOCTD ICCAEAOBA-
Hus AuTH-R0o/SS-A- 1 antu-La/SS-B-anTiten npu CILI
cocTtaBasieT 83,7 %, cnenmpuuroctb — 91,5 %.

CoraacHo KpUTepusM AMepUKaHCKOTO KOAAEeAKA
peBMaToaorum oT 2012 r. [45], CLL mo>keT OBITE yCTa-
HOBAEH IallieHTaM, UMeIoIuM, 10 KpalHel Mepe,
2 13 3 cAepyIOUIUN KPUTEPHUEB: 1) MOAOKUTEABHBIN
pe3yAbTaT UCCAEAOBaHUS CHIBOPOTKYU KPOBU Ha aHTHU-
Ro/SS-A-n/mam antu-La/SS-B-aHTuTeAa NAY TTIOAOIKU-
TeAbHBIN PO 1 AHO B TUTpe 6oAee 1:320; 2) BEIIBACHTE
TIpY OUOIICUU CAIOHHBIX JKeAe3 I'yObl POKaABHOI'O AUM-
(OIMTAapPHOTIO CHAAOAAEHUTA C pa3MepaMu POKAABHO-
ro ouara He MeHee 4 MM?; 3) TIOATBEPIKACHHBIN TECTOM
CHHAPOM «CYXOT'O TA@3a», IIPU YCAOBUH, UTO IMAI[UEHT
He UCIIOAB3YeT rAa3HbIe KAllAW U 3@ ITOCAEAHUE IISITh
AET He BBITTOAHSIAMCH OIlepallul Ha POTOBUIIE 1 BeKaX.

PaccmaTrprBaeMblli B IEPBOM KAMHUUECKOM CAyYae
MalMeHT MOAHOCTBIO COOTBETCTBYET Me>KAYHAPOA-
HBIM KpuTepusaM. Ha ero mpumepe AeMOHCTPHUPYETCS
Hauvaao pa3BuTusa cuppoma lllerpena c mopa>keHus
HEePBHOM CHUCTEeMBI, KOTOPOe 3a TOA IIPEAIecTBOBa-
AO Pa3BUTHUIO XapaKTEPHOU KAMHUYECKON KapTUHBI
3a00AeBaHUA.

Bo BTOpOM KAMHIYECKOM CAyYae IPeACTaBACH Ba-
PHaHT BepOSTHOT'O ITapaHeONAaCTUYeCKOT0 BACKYAU-
Ta TOAOBHOT'O MO3Ta, aCCOIUMPOBAHHOTO C aHTU-RO/
SS-A-aHTHTeAaMH, Ha POHE OTCPOYEHHOTO PEIIUANBA
OHKOAOTHUUYECKOTO 3ab0AeBaHMs. B 3TOM HaOAIOAEHUN
C Y94eTOM AQHHBIX aHaMHe3a MOJKHO IIPeAlIoAaraThb
BAMSIHUE KOMOPOUAHOCTHU. /A\ydeBasi Tepallus B aHaM-
He3e He UCKAIOYaeT PaAMOIIMHHO-NHAYIIMPOBAHHYIO
1epebparbHYIO BacKyAonaTruio. CpoKu pa3BUTHUSA Ba-
CKYAOIIaTHU BapbUPYIOTCS B IIMPOKUX IIpeAerdaxX —
OT 2 A0 25 AeT, @ yI3BUMOCTb MEAKHX COCYAOB M KAITMA-
ASPOB IIPU BO3AEUCTBUU PaAUAIIUN OOBICHIETCS BbI-
COKOY YyBCTBUTEABHOCTBIO 9HAOTEAMAABHBIX KACTOK,
YTO HIMPOKO OCBEIIEHO B AuTepaTtype [46]. AKTUBHBIM
OHOBEIM 3a00AeBaHNEM Yy NTAIIUEHTKHU SIBASETCS ay-
TOMMMYHHBIN TUPEOUAUT C 3aMECTUTEALHOU TOPMO-
HAABHOU Tepaluen, 9TO MOTAO IIOCAY KUTh IPUYUHOU
Pa3BUTUSA A€UKODHIIeAAOTIATUH, HO HE OOBICHIAO
BOBAEUEHNE B ITAaTOAOTHMUYECKUU IIPOIleCC MO3TOBBIX
oboaouek [47]. [TokazaTean aKTUBHOTO BOCIIAAEHUS
B PYTHHHBIX AaOOPATOPHBIX NCCAEAOBAHUSX, HAAUUNE
BOCIIAAMTEABHOTO MTaTOAOTMUECKOTO IIpollecca C BO-
BAEUEHMEM KaK ITapeHXUMbI, TaK 1 000A0YEK TOAOBHO-
T'O MO3Ta, BHICOKHUM YPOBEHb @HTUTEA K SS-A-aHTUTEHY
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TIO3BOAUAU IIPEATIOAOKUTD y IAITMEHTKH IlepeOpanb-
HBIU BaCKYAUT, aCCOIJUMPOBAHHBIN C aHTUTEAAMU K
SS-A-aHTUTEHY.

3a mepuop 00CAEAOBaHMS MAITUEHTKH, OXBAThHIBaB-
MMM HECKOABKO MecCsIleB U BKAIOUABIIINM ABE TOCITH-
TaAM3allid, OCHOBHOM AMArHOCTUYECKUM TTOUCK ObIA
HalpaBA€H Ha MCKAIOUEHUEe MeTacTa3upOBaHUS Me-
AYAAOOAACTOMBI, HECMOTPS Ha OOAE€E YeM ACCATUAET-
HUM Oe3pellUAUBHBIN IIepHOoA. B mocaepyromiem peru-
AUB OHKOAOTHUYECKOTIO ITpoliecca ObIA TIOATBEPIKAEH.
OAHAKO psgA IPOSIBAECHUU HEBPOAOTHUYECKOTIO 3a00Ae-
BaHUS He COOTBETCTBOBAA IIOCAEAYIOIIEMY AUATHO3Y.
OArOKTyUpYIOllee TeueHNe C AAUTEABHBIM 3((heKToM
CTEPOUAHOU Tepalny, 04aroBo-pAud@y3Hble cuMMe-
TpUYHBIE M3MeHeHus curHara Ha MPT ronosHoro
MO3ra, 6e3 CTPYKTYPHBIX IPU3HAKOB, XapaKTePHBIX
AASI MeTacTas30B, AaHHbIe [1OT/KT, BRIIBUBIIINE Xa-
PakTepHbIe IPU3HAKU METAaCTa3uPOBAHMS TOABKO IO
X0AY 000AOUYEK MO3ra, BOCIIaAUTEAbHbIEe U3MEeHEeHUI
10 AQHHBIM AA0OPATOPHBIX TeCcTOB KpoBu 1 LICOK —
BCe 3TO MO3BOAUAO OOOCHOBBIBATH ayTOUMMYHHBIH,
IapaHeoNAaCTUUYECKUN 110 BpeMeHHbIM XapaKTepH-
CTUKaM MpPOIleCcC, aCCOIMUPOBAHHLIN C aHTU-SS-A-
aHTUTEAAMU.

Takum oOpa3oM, B CTaTbe MPEACTABAEH CAyYan
AocToBepHOTO cuHApoMa Llerpena ¢ HeBpoAoruye-
CKOM MaHUecTaluel 1 BepoaTHBIM BackyAuT LJHC,
aCCOIMUPOBAHHBIM ¢ aHTU-Ro/SS-A-aHTHTeraMU
U pas3BUBIIUNCS Ha POHE OTCPOUYEHHOTO pPeruArBa
OHKOAOTMYECKOro 3aboaeBaHMsA. B 000MX caydasx
auTu-R0/SS-A- u anTu-La/SS-B-aHTUTEAa BBISTBACHEI
IIPU PaCLIMPEeHHOM OOCAEAOBAHUH, UTO B AAABHEUIIIEM
TIOCAY>KUAO OCHOBAHUEM AN AMATHOCTUKU PA3HBIX
HO30AOTHYECKUX KaTeropuil. OTU AQHHBIE YKa3bIBAIOT
Ha MHOYXKeCTBEHHbBIE MEeXaHU3MbI AeHUCTBUS aHTH-R0o/
SS-A-wuanTu-La/SS-B-antutea B LIHC, KoTOphIE Tpe-
OyIOT AAABHEMIIETO N3YUEeHHUS.
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