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CodyeTaHue cuHapoma LlerpeHa
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MmmMyHoonocpegoBaHHas TpoMboTM4eckas TpomboumToneHnyeckas nypnypa (uTTIl) asnseTca 3abonesaHvneMm, BbI3BaHHbIM

obpasoBaHunem aHTuTen Kk hepmeHty ADAMTS13. CuHgpom LLerpena (CLU) Takxe ABNAETCA ayTOMMMYHHbIM 3a60neBaHneMm,

OfHAaKO B3aUMHOE BNUsIHME Ha NpPorHo3 u nedvexnve uTTI n CLU He acHbl. Mbl NpeacTaBnsem KIMMHUYECKUA cryvam n 063op

nuTepatypsl, 4TO6bI ONpeaenuTb B3aMMmHoe BnusiHue CLL v uTTT.

Hamn npoBepeH 0630p nutepaTypsbl, BKAovaoLwmin Bce ctatek PubMed/MEDLINE, o6Hapy>eHHble ¢ MCMonb30BaHWeM Tep-

MWHOB «cuHApoM LLlerpeHa» n «TpomboumTONeHnYeckas nypnypa.

0630p nuTepaTypbl AEMOHCTPUPYET MEHbLLIYIO 3dEKTMBHOCTL MOHOTepanuu TPE no cpasHeHuto ¢ TPE + VCIT B kayecTBe

Tepanuu nepsoy NHUM. Bo3aMoxHo, B 6yayLLEeM Heo6X0aMMO paccMOTPETb BO3MOXHOCTb 6onee paHHero HasHadeHuns UCT1

y naumeHToB ¢ co4etanvem CLU v nTTI1.

KnoqeBbie croBa: cuHapom LllerpeHa, cyxovi CUHAPOM, TPOMBOTUHECKas TPOMOOUUTONEHNYECKas nypnypa,
TpomboTnyeckas mukpoaHrmonatusi, ADAMTS13
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Sjogren's syndrome associated with thrombotic
thrombocytopenic purpura
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Immune-mediated thrombotic thrombocytopenic purpura (iTTP) is a disease caused by the formation of antibodies to the
ADAMTS13 enzyme. Sjogren's syndrome (SS) is also an autoimmune disease, but the mutual effect on the prognosis and
treatment of iTTP and SS is not clear. We present the clinical case and the review to determine the mutual effects of SS and iTTP.
We conducted the literature review including all PubMed/MEDLINE articles found using the terms "Sjogren's syndrome" and
"thrombocytopenic purpura”.

The review of the literature demonstrates the lower effectiveness of TPE monotherapy compared to TPE + ISD as a first-line
therapy. Perhaps in the future it is necessary to consider the possibility of an earlier appointment of ISD in patients with a
combination of SS and iTTP.
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NIeXUT NoBpeXAeHWe SHOOTeNnus C nocnegyowmMm TPomM6006-

T pom6oTu4deckas MukpoaHruonatus (TMA) — reTeporeHHas
rpynna 3abonesaHuin Co CXOAHOW KIIMHMKO-Mopdonornye-
CKOW KapTWUHOW, XapakTepuayloLLencs ocobbiM TUMOM Mnopaxe-
HWSI COCY0B MUKPOLMPKYNATOPHOrO pycna, B OCHOBE KOTOPOro

pasosaHvem [1]. MukpoaHrmonatuyeckun remonua (MAlA) —
BHYTPMCOCYOMCTbI MEXaHNYECKMIA FrEMONN3 3pUTPOLIMTOB (1 06pa-
30BaHVA LUMCTOLMTOB), PA3BUBLLMIACA B pe3ynTaTe UX NnoBpex-
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OEHVS B CYXEHHbIX 3a CHeT OKK/3uMu Tpombamu npoceeTa
COCyHOB MUKpoUMpKynaTopHoro pycna [1]. Tpom6oTuyeckas
TpomboumToneHuydeckasn nypnypa (TTI) anseTca pegkon pas-
HoBuAHOCTLI0O TMA 1 XxapaKTepnsyeTca ULeMEN U NoBpexae-
HMeM opraHoB BCreacTBne hOpMUPOBaHUA 6GoratbiXx TPOMOO-
uuTaMmm TpomM60B, pasBUTUEM TPOMOOLMTONEHUN NOTPebneHns
n MATA [1].

Passutne TTIT obycnosneHo TsaxesbiM AedULUTOM NpoTeu-
Hasbl, pacluennsowen daktop ¢oH BunnebpaHga (PB) —
ADAMTS13 (a disintegrin and metalloprotease with thrombo-
spondin type 1 repeats member 13). B domamonornyeckunx ycno-
Busix ®B onocpenyeT cBA3biBaHME TPOMOOUUTOB C Cy63HOOTE-
nvManbHbIM KOMMareHoM B MecTax MOBPEeXAEHUs COCYQoB.
Bo Bpemsi 3TOro mpouecca akTMBMPOBaHHbIE 3HAOTENMAasbHbIE
KNeTku BbicBo6OXaaoT OB B MynbTUMEpPU3oBaHHbLIX dhopmax,
KOTOpble 3aTeM paclenaTcs  MeTannonpoTenHasown
ADAMTS13. V naumentoB ¢ TTIM geduumTt unm gyHKUMoHasb-
Hoe HapyweHne ADAMTS13 npuBOAUT K HaKOMMEHUIO CBepX-
60nblWnX MynsTUMepoB @B, 4TO NMPUBOAMT K YCUIIEHHOW afre-
311 TPOMOOLIMTOB, arrNioTUHaALMM 1 06Pa30BAHUI0 OKKITHO3MOH-
HbIX TPOMOOB B MasibIX apTepronax n Kanunnapax, nospexaato-
LLMX SpUTPOLUTLI, PasBUTUIO TPOMOOLIMTOMNEHUN NOTPebeHus,
MATA n TMA.

Boigenaiotr 2 Bupga TTIl: reHeTu4ecku-06yCnoBIEHHYIO,
KOTOpas CBsi3aHa C romo3urotHon mytauuen (wnn Upshaw—
Schulman syndrome) n ummyHoonocpegoBaHHyto (MTTIl), cBs-
3aHHyl0 ¢ obpas3oBaHnem aHTuten k ADAMTS13 [2]. B cBowo
oyepefpb, UTTI genntca Ha NepBUYHYIO, KOrga HET OCHOBHOIO
3a60neBaHus, BbI3bIBAKOLLErO NPOAYKUMIO aHTUTEN, N BTOPUY-
Hyl0, Korga MmMeeTcs accoummpoBaHHOe ayTOMMMYHHOe 3a60-
neeaHue [2].

B 6onblimHCTBE cnyvaes Tpurrepom BTopuyHom UTTI asns-
toTCA MHdpekuun, Hanpumep BUY [3-5], rpunn A [6], Helicobacter
pylori [7], Legionella [8], Bupyc renatuta C [9], nuxopagka
Ckanuctbix rop [10]. B atux cnyyasx nosiBfieHWe aHTuten
Kk ADAMTS13 peanu3oBaHO 4epe3 MexaHu3M MONEKYSISAPHON
MuMuKpun mexagy ADAMTS13 n onpepeneHHbIMM natoreHa-
Mu. K passutuio nTTI Takxe MOryT NpuBECTU MPUEM HEKOTO-
pbix nekapcTts [11, 12], oCcTpble CTPeCCOBbIE COCTOSAHUA, Hanpu-
Mep naHkpeatuT [13], a Takke pasnu4yHble ayTOMMMYHHblEe
3a6oneBaHns, caMblM HacTblM W3 KOTOPbIX ABMAETCSH CUCTEM-
Has KpacHaa BonyaHka (CKB) [14-17], pexe — cuHOpPOM
LWerpeHa (CLL) [18].

CuHppowm LllerpeHa aBnseTca OOHUM U3 TpeX CaMblX YacTbIX
ayTOMMMYHHbIX 3a60oneBaHuii 1 BCTpeyaeTcs ¢ Yactoton oT 1 go
23 Ha 10 000 HaceneHus [19]. Hepepko CLU conyTcTByeT pas-
BUTUIO MHbIX a8y TOUMMYHHbIX 3abonesaHui [20], ogHako YacTtoTa
BcTpevaemoctn CLU n TTI He sicHa. Huxe mbl npuBogum peg-
Kui cnyyan codetanua CLU n TTT.

KnuHun4yeckun cnyyan

MaumnenTka K., 38 net, nepesedeHa B peBMaTONOrMYecKoe
oTaeneHne ropoackon KnumHuydeckon 6onbHuLbl (TKB) Ne52 na
apyrov FKB 19.08.2022. Mpwn nocTynneHun xanob akTMBHO He
npegbsaBnsana, Haxoaunacb B CO3HaHUW, Ha BOMPOCHI oTBeYana
ofHocnoxHo. Mpu ocMmoTpe obpallanu Ha cebs BHUMaHWe MHe-
CTMYECKNE HapyLUEHUA — MPEUMYLLECTBEHHO CHUXEHME JOSro-
BPEMEHHOWN NamsATH.

AHamHe3 3a6oneBaHus

C petcTBa oTMeYana CHMxXeHvue TpoMOoLMTOB (LUMdpbl HE U3-
BECTHbI), CyXOCTb pTa, 2 ann3oga napoTuTos (B 7 n 12 ner).

B 2013 r. y naumeHTkM npu naéopartopHom obcrenoBaHUMm
BrepBble BbIBNEHO MOBbILLEHWNE CKOPOCTU OCEAaHWSA SPUTPOLIMN-
ToB (COJ) po 50 mm/4 (Hopma o 20 MM/Y) N KOHUEHTpauum
C-peaktmBHoro 6enka (CPB) B cbiBOpoTke KpoBu — fo 13 mr/n
(Hopma po 5 mr/n). B 2016 r. — 3-kpaTHOe MOBbILLEHWE COQEp-
XaHus peBmartoupHoro caktopa (P®) B kpoeu. B 2017 r. —
npotenHypus oo 0,5 r/n B pa3oBoi NOPLIMN MOYU 1 MUKPOremMa-
Typusi. C Uenblo UCKIIOYEHUS OHKOSIOrM4eckux 3aboneBaHuin
NPOBOAWIIUCL KONOHOCKOMNWSA, FacTPOCKONUS, YNbTPasByKoBOE
nccneposaHune (Y3U) MONOYHbIX Xenes.

B 2018 r. nosasunack NpunyxnocTb cyctasoB. Mo faHHbIM
naéopaTtopHoro o6cnefoBaHWs BbiSBIEHbI MOBbILLEHNE TUTPpa
aHTUHyKneapHoro caktopa (AH®) go 1:160 u cogepxaHus
y-rno6ynuHos B kposu Ao 30% (Hopma 10-18%), nonoxutens-
Hble P® 1 antutena k PHK (aHTK-Ro) B KpoBuW. AHTUTENa K ABY-
cnupansHon OHK (dsOHK), npoTemHypusi 1 naTonornyeckue
N3MEHEHUs B MOYKEe MO AaHHbIM 6Uoncumn n MopgosiormMyeckoro
nccnegoBaHns He onpegenanmchb.

MaumeHTKe ycTaHoBneH auarHo3 CKB ¢ nopaxeHuem novek
(HedbpuT), cycTaBoB (apTpUTbl), UMMYHOIOrMYECKMMU HapyLue-
HUAMW 1N PEKOMEHAOBAH MPVYEM NMPeaHVU30/I0Ha Y MMOPOKCUXITO-
poXuHa nepopasnbHO, OAHAKO PeKOMeH4aUMN He BbIMOSHAMUCH.

BecHon 2022 r. no AaHHbIM nabopaTopHbIX MCCNefoBaHUn
Habnoanocb CHWXEHNE YpoBHA remornobuHa go 93 (Hopma
oT 120) r/n, NnoBbILLEHME YMcna TPOMOOoLMTOB KpoBu Jo 409-10%n
(Hopma o 320-10%n), CO3 po 71 Mm/4; KoHueHTpauun PO
B KpoBu — go 52 (0-30) N'E/mn; IgG — go 23 (0-16) r/n, IgM —
o 3,97 (1-2,5) r/n; npotenHypusa — 0,15 r/n, aputpoumntypus —
46 B n/3p. B peaynsrate cuanomeTrpum (CTUMYNMPOBAHHOWN)
nony4eHo 4,7 M Npo3pa4Hon cnoHbl (Hopma). Mo gaHHbIM cma-
norpadvu BbISIBNEHbl HAYalnbHble NPOSBIEHUS NapeHXnMaTos-
HOro cuanoageHuTta. NaumeHTka ocMoTpeHa oTanbMOonoroMm,
BbINOSHeH TecT LWupmepa, koTopekln coctaBun 4-5 mm (Hopma —
oT 10 MM), 4TO Aano OCHOBaHWE AS1A YCTaHOBMIEHWUA OMarHo-
3a cuMHOpOMAa CyXxOoro rfiasa M Cyxoro KepaTOKOHBIOKTMBUTA
2-1 cTeneHu.

B nioHe 2022 r. naumeHTKa noexana B Cvpwuio, rge npounso-
LIen CWibHbIN 3MOLMOHASBHBIA CTPecc; MOSIBUUCHL [OMOBO-
KPY>XeHWe, OHEMEHVEe pyK, Iy, HapyLueHne peuyn, HapyLleHue
3peHunsi, obunbHble MeHCTpyauun, o6pas3oBaHWe CUHAKOB.
BbinonHeHa marHuTHO-pe3oHaHcHasa Tomorpadusa (MPT) ronos-
HOro MO3r, NaToNOrMyeckme N3MEeHEHNs He BbISIBIIEHDI.

B aBrycte 2022 r. 6onbHas obpatmnacb K pesMartosnory, Ha
nprvemMe y Bpada en ctano nnoxo (HapyLumnach pedb, BO3HMKA
cnabocTtb B KOHe4YHOCTAX). Bbi3aBaHa ckopas meguumHcKas
nomoub 1 12.08.2022 nauueHTKa rocnvrannavposaHa B oThe-
NleHne peaHnmaumm n uHTeHcmBHown Tepanum (OPUT) TKB
C OMarHo30M TPaH3MTOPHOW MULLIEMUYECKON aTaku. 1o gaHHbIM
nabopaTopHOro 06CnenoBaHNs BbIIBIEHbI TPOMOOLMTONEHMS
(4ncno TpomboumnToB KpOoBWU — 24-10%n), BbIpaXeHHas aHeMusi
(ypoBeHb remornobuHa Kpoeu — 62 r/n); KOMNbIOTEPHass TOMO-
rpadoma (KT) ronoBHOro mosra — BEPXHEYENOCTHOW CUHYCUT.
[aHHbIX 3a MLeMn4eckoe MoBpeXZeHVe rofioBHOMO Mo3ra u
CTeHO3 6paxuouedanbHbiX apTepuii U BEIM3NEBOrO Kpyra He
nony4eHo.
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CouyeTaHue cuHgpoma LllerpeHa u TpoM60TUHECKON TPOMOOLMTONEHNYECKONM Nypnypbl

Sjégren's syndrome associated with thrombotic thrombocytopenic purpura

Bo Bpems rocnutanu3aummn noBTopsaMCb NOJO6HbIE MOBTOP-
Hble 3NM304bl OHEMEHWS NnLA, HapyLleHUs peyr n cnabocTw.
MpoBogunuce TpaHcy3nu aputpoumuTapHom n TpomoéoumTap-
HOM MaccCbl, BHYTPUBEHHOE BBEOEHWE MPEedHW305I0Ha B [03e
60-90-30 mr/cyTkn. HecmoTpssi Ha nposBogvMyt0 Tepanuio,
COXpaHANMChb BblpaxeHHas aHemus (Hb — 73 r/n), TpomboumTO-
neHns (4YMcno TpoMoGouMTOoB KpoBu — 16-10%n) u noBbieHue
koHLUeHTpaummn CPB B cbiBOpoTKe KpoBu o 35 mr/n.

MaumeHTKa nepesBefeHa B pPeBMATONONM4YecKoe OTAeNeHue
KB Ne52 gna pnoo6cnefoBaHWs U UCKIKOYEHUS peBMaTtonoru-
YecKoM naTonoruu.

Mpn noctynneHnn B pesmatonornyveckoe otaeneHne KB
Ne52 6onbHas 6biria B CO3HAHUK, C POBHBLIM (POHOM HaCTPOEHUS,
OfHAKO OTMeYannCb 3aTOPMOXEHHOCTb Pe4u, «COCKanb3biBa-
HVe» Mpu OTBETE Ha BOMPOCHI, rPybble MHECTUYECKUE 3aTpyaHe-
HYSl, KOTOpbIE MPOSIBASNINCE 3aTPYQHEHNEM B OpUeHTaummn B Npo-
CTpaHCTBe, BPEMEeHW, C OTBETaMU Ha BOMPOCbI O COHGCTBEHHON
JINYHOCTUN OTHOCUTENBHO COOBLITUIA, NpousoLleaLnx 6onee Hefe-
nn Hasag. [NaumeHTka noaTeepxaana Hanndne otoceHcebunu-
3aumu, A3BOYEK BO PTY (C ee €nos, KynmpoBanuch 3a 3 gHA Ao
rocnvtanu3auum), auddy3Hy0 anoneumio, NoBbILLeHe Temne-
paTtypbl go 38°C, 6onm B cycTaBax KUCTEW BOCMANUTESIbHOMO
putMma (ycuneHve nocne COCTOSHUS MOKOSl), CUHAPOM PeiHo.
B o6nactu nokteBbix crmboB, NPEanIe4YMin oTMEHaIMCb MHOXE-
CTBEHHblE MOCTUHBLEKLUMOHHbIE MOAKOXHbIE rematombl. [pu
OCMOTPE: OKOJIOYLUHbIE >Xene3bl HEe3HaYUTENIbHO YBEennYeHbl,
MSIrKO-3/1aCTUYECKON KOHCUCTEHLUMMN, 6€360ne3HEeHHbIe Npu Narb-
nauumn, cBO60LHON CMIOHbI B POTOBOW MONOCTU JOCTATO4HO, NpU-
LLeeYHbI Kapuec OTCYTCTBOBasl, CIM3UCTbIE POTOBOM MOSIOCTU
yucTble. Mpunyxwmne n 60ne3HeHHbIe CycTaBbl OTCYTCTBOBASN.

Mpw nocTynneHuu BbiNnonHeHbl KT nerkmx, anekTpo- n axokap-
avorpadums, Y3-ponnneporpadms BEH HWKHUX KOHEYHOCTEW:
naronorusi He BbisBNeHa. [pyu na6opatopHoOM 06CnefoBaHN
onpegensanuce aHemnsa (Hb — 80 r/n), TpombounToneHms (4ncno
TpoM6oLMTOB KpoBw — 17-10%n), noBsbileHne ypoBHs D-gumepa
KpoBM A0 615 Hr/mn (Hopma 0—232), akTMBHOCTW NakTaTaerngpo-
reHasbl (JIOIN) kpoeu — go 672 (Hopma 0-248) Eg/n, anaHnHamm-
HoTpaHcdepasbl (AJ1T) — pno 61 (Hopma 0-38) Ep/n, acnaptara-
MUHOTpaHcdepasbl (ACT) — oo 55 (Hopma 0-38) En/n, KOHUEH-
Tpauum deppuTMHa CbIBOPOTKM KpoBu — Ao 161 (20—120) mkr/n,
obero 6unmpybuHa — go 23 (5-21) mkmone/n, CPB — go 11
(0-8) mr/n, conep>xxaHusa mbpunHoreHa B Kpoeu — fo 6,5 (2,76—
4,71) r/n, I9G — po 1721 (1000-1400) mr/gn, IgM — go 391 (130-
170) mr/gn, aHTUTen K B2-rnmkonpoTtenHy — go 122 (0-20) ME/mn,
aHTuTen K SS-A52 (aHTUHyKNleapHble aHTUTena) — [0 ++++.
B Mo4e — noBbILLIEHVE CoAeEP>XaHMA ypobunmHorena (++). Mo gaH-
HbiM Y3 6PIOLLHON MOMOCTU, NOYeK, Nepndepruyecknx nMMao-
yanos, MPT ronoBHoro mosra rnatonorusi He BbiiBNeHa.

B cBSI3N C TAXECTbI0 COCTOSIHUSA, O6YCIIOBIIEHHOW MHECTUYe-
CKVMUW HapyLUEHUsIMW, BbICOKMM PUCKOM KpPOBOTEYEHMWs, MOA[o-
3peHreM Ha Hanuumne TTT1, nocne ocMoTpa peemartornora naum-
eHTka nepesefeHa B OPUT.

®dopMarnbHO NaTonornyeckme KIvHNYeckre u nabopaTtopHble
nposieneHus cooteeTcTBoBanu kputepuam ACR/EULAR 2019
ona guarHosa CKB: Hannuvne AHO®O, tpomb6oumTtoneHun, oud-
dy3HoM annoneuuu, apTputa B aHamHese [21]. OgHako obpa-
wano Ha cebsi BHUMaHWe OTCYTCTBME 3a Bpems 3aboneBaHus
crneunduryeckmnx nNposiBneHnn, xapaktepHbix ans CKB, gaHHbIX
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3a nopaxkeHne rnoOMepPyIAPHIo annapara no pesynsratam Mop-
(PONOrM4ecKoro uccrnefoBaHua no4Ye4Horo éuonrtara, a Takxe
kmto4eBoro npudHaka CKB — noBbILLEHNA TUTPa aHTUTEN K OBY-
cnvpanbHon OHK. YunTbiBas Hann4me BbICOKOro TUTpa aHTUTen
K SSA, Cyx0oro KepaToKOHbIOKTUBMTA, MapeHXMMaTO3HOro nNapo-
TMTa, Ha ocHoBaHun Kputepmes ACR/EULAR [19] n PAMH [22]
nauMeHTKe yCTaHOBMNEH AnarHo3 6onesnu LlerpeHa ¢ nopaxe-
HMEM Ce3HbIX Xenes (KcepodTanbMusl, Cyxol KepaTOKOHBIOK-
TUBWUT 2-W CTEMEHMW), CIIOHHbIX Xefe3 (KCepoCcToMMUs, Havasb-
Hble MPOSABNEHNA NapPEeHXMMAaTO3HOro CnanoafeHnTa), Cyctasos
(apTpanruu, apTpuT B aHamMHe3e), MMMYHOOMMYECKUMN Hapy-
weHuamm (nonoxutensHole AH®, SS-A52, P®). OpgHako
y Hallen naumMeHTKU OTCYTCTBOBanu LiepebpoBacKynuT, Aemu-
nvHe3upyloLlee 3abofieBaHNe, MEHUHro3HUedanut, KoTopble
conpoBoXpgaroTca nameHeHmamu Ha MPT, He xapakTepHble ans
CLl [19, 22], n npucyTcTBOBaNM NOBbILLEHWE akTuBHocTw J1OI
KpoBW, Taxenan Kymbc-HeratmeHas reMonutmuyeckas aHemus u
TpoM6oUMTONEHMSA, TaKKe He xapakTepHble ansa CLU, Ho xapak-
TepHble ang TTI1, B ¢BA3K € 4eM 6biN1 BbIMNOSIHEH aHANM3 Ha aH-
TuTena Kk ADAMTS13, koTopble cocTaBunm 2 eauHuLbl Bathesda,
aKTUMBHOCTbL camoro cepmeHTa ADAMTS13 coctaBuna 0%.

Ha ocHOBaHWM BbILLEN3NIOXXEHHOrO0 HaMW YCTaHOBMIEH Aua-
rHo3 codetanust CLU n nTTI, npoBefeHo 7 ceaHCOB Mia3mMoo6-
MEHa B KOMOBMHaALMK C MynbC-Tepanvent rioKOKOPTUKOCTEPOU-
gamun (FKC) ¢ xopolmMm, HO HECTOWKMM 3hdEKTOM, KOTOPLIN
ycKonb3an nocne npekpawleHns nna3amoobmeHa C nocnepyto-
MM pas3BUTMEM peumavBoB 3aboneBaHus. YuutbiBas peunaun-
BMpPYIOLLIEE TEYEHME MaTosIorMyYecKoro npouecca, HenosHbIN
OTBET Ha NNa3mMoobMeH, MHULMMPOBaHa Tepanus MOHOKJIOHab-
HblIMn aHTuTenamu k CD20* B-numdoumutam (puTykcumao).
OpHako adhbdekT neyeHns Takxe 6bin He[OCTaTO4HbIM, B CBA3N
C YyeM NaumeHTKa nepesefeHa B HMWL, remaTonorum, roe npo-
JOSKeHbl exeHefenbHble BHYTPUBEHHbIE UHAY3UM PUTYKCMMA-
6a. Ha coHe npoBogmmon Tepanuum aktmBHocTe ADAMTS13
B nnasmMe KpoBu ysenu4yunace o 45%.

OpHako, HeCMOTpSs Ha MOMOXWTENbHBIA OTBET Ha Tepanuio,
y Hallen NaumeHTKN COXPaHsAeTCs O4eHb BbICOKWIA PUCK pasBu-
TWS peumanBa NaToiorM4eckKoro npowecca B CBA3M C OTCYTCTBU-
€M Ha (ooHe nedyeHus MONMHOW HopManuMaauun akKTUBHOCTU
MeTannonpoTenHasbl, COXpaHeHMeM TPOMOOLMTONEHUN, a Takxe
O4YeHb HW3KOW akTuBHOCTbIO (<1,5%) ADAMTS13 B nnasme
KPOBM Ha MOMEHT febtoTa 3abonesaHus [23].

Mbl Takxe BbINONHUAW CUCTEMATUYECKMIA 0630p nuTepaTy-
pbl, 4TO6bI OLIEHUTbL BO3MOXHOE BnnsHue CLL Ha Tevenne TTI.
Mownck nposopuncsa B 6a3e pgaHHbix PubMed/MEDLINE c uc-
nonb30BaHNeM TepMmnHoB «Sjdgren’s syndrome» n «thrombotic
thrombocytopenic purpura» (pycyHOK). Kputepmsamm ucksoye-
HWUA NUTepaTypHOro UCTOYHMKA U3 aHanusa fBNANnCh: 0630p-
Hasa cTaTbs, OTCYTCTBME MOSHOrO TeKcTa (TONbKO aHHoTauwms),
ny6énukKauusa He Ha aHrMMIACKOM fA3blike. Mbl HE ycTaHaBnMBanm
BPEMEHHbIX OrpaHU4YeHW OTHOCUTENbHO gAaT nybnvkKaumu.
HalipeHo 27 cTartei, no peaynbrataM aHanuaa 3arofoBka u
abcTpakTta 7 cTaTtei UCKIYeHbl NO NpUYNHE HECOOTBETCTBUSA
Tembl, 1 — B CBA3U C nybnukaumen Ha PpaHLy3CKOM A3bIKE.
[anee npoaHanu3npoBaH MOMHbIA TEKCT ocTaBumxca 19 cra-
Ten, HanaeHbl 22 cry4as u cebifka ele Ha 1 cTaTblo ¢ onuca-
Huem cnyyas codvetanusa CLU n TTI — B MCTOYHMKaAxX nutepaTty-
pbl (Tabnuua).
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Pesynbratbl UCCNepoBaHUs U UX 06CyXxaeHue

Mo AaHHbIM BbINOIHEHHOIO CUCTEMAaTM4ecKoro ob63opa nuTe-
patypbl (Tabnuua), nnasamoobmeH B kombuHauum ¢ 'KC B kade-
CTBE Tepanuu MnepBoW NMHWM npuMmeHsanca y 11/23, B Buge
MoHOTepanuu — y 2/23 naumeHTtoB. VY 8/13 naumeHToB OTBET
Ha Tepanuio pacLeHUBAasCa KakK YaCTUYHbIA NIMO6O MOSIHOCTbLIO
OTCYTCTBOBAJl, B CBA3W C YeM 3/8 60fbHbIX HA3HAYEH PUTYKCU-
mMab, 2/8 — umknodpochammng ¢ NONOXMTENbHBIM 3PPEKTOM.
Y 6/23 naumentos ¢ TTIM n CLU B kayectse Tepanuu nepsown
NMHWMM Nna3moobmMeH n FKC npuMeHsannce B COHMETaHnM C PUTYK-
cumabom (y 4/6), umknodoctammaom (y 1/6), LMKIOCMOPUHOM
(y 1/6). B 5/6 cnyyaeB BOCTUIHYT MOSHbIA TepaneBTUHECKWi
3opekT, B 1/6 — 4aCTUYHBIN.

B Haluem 0630pe, Kak 1 B MPOBEAEHHbIX paHee, eCTb OrpaHu-
YeHUWS: He BO BCEX Cry4asix, OMUCAHHbIX B My6nMKaumsx, BKIO-
YeHHbIX B aHanus, onpegensanuce akTuBHocTb ADAMTS13,
aHTUTena K epmMeHTy 1 UCKMHHYanMCb UHbIE MPUYNHBI BTOPUY-
Horo pa3sutma TTI. B nybnvkauusx, B KOTOPbIX Y MaumeHToB
oueHuBanacb aktmeHoctb ADAMTS13, gnarHoa TTI aBTopamu
yCTaHaBAMBancs TONMbKO Ha OCHOBaHUW hakTa ee CHWXEeHWs,
B TO BPEMS Kak, COrfacHO COBPEMEHHBbIM KITMHUYECKUM PEKO-
MeHZauusaMm, sepudmkaumns gnardoda TTI npaBomMoyHa TONbKO
NPV CHWKEHUM akTUBHOCTU dpepMeHTa <10% OT HOpPMbI, B CBA3U
C TEM, YTO MPOMEXYTOHHOE CHUXEHME akTuBHOCTM ADAMTS13
MOXET HabnoJaTbCA 1 Npu Opyrmx COCToAHUAX [48].

Mockonbky TTI ABRAETCA MOTEHUMANBHO >XU3HEYrpoXato-
LLIMM COCTOSIHMEM, YCreX NeYeHns 3aBUCUT OT PaHHeWn JuarHo-

Tabnuua. AcpchpeKTUBHOCTb Tepanumu NaumeHToB ¢ cuHapomom LlerpeHa B coyeTaHum ¢ TPOMGOTUHECKON TPOMGOLIUTONEHUYECKOW nyp-

nypow (AaHHble cUCTEMaTUYECKOro 063opa)

Table. The Efficacy of therapy in patients with Sjogren's syndrome in combination with thrombotic thrombocytopenic purpura (data from

systematic review)

Ccbinka / Reference Konun4ecteo nawlmeHToB
cTTNwn CLW/
The number of patients

with TTP and SS

rntokokopTukoctepongbl (MKC) +

Tepanus nepeoii MvHWM /
First-line therapy

Orget/
Response

Ortget/
Response

Tepanus BTOpOW nuHWM /
Second-line therapy

1 Silvério-Antonio M. et al 2022 [57]

exchange (TRE)
2 Kasturiarachi B.M. et al 2022 [58] 1 TPE + PTX/ TPE + RTX
3 Carvalho J.F. et al 2021 [54] 1 KC/GCS
4 Zhou L. et al 2021 [59] 1 TPE + [KC + PTX/ TPE + GCS + RTX
5 Miller D.D. et al 2021 [60] 1 TPE + PTX/ TPE + RTX
6 Hegde R. et al 2021 [61] 1 TPE + TKC + PTX/ TPE + GCS + RTX
7 Okumura T. et al 2020 [62] 1 I'KC + TPE / GCS + TPE
TPE + I'KC + umknocnopuH A (LIcA) /
© B R e el 20|55 | TPE + GCS +uCyclospoprine A(l(-leA))
TPE + I'KC + umknodocdamug (LI®) /
SR L TPE + GCS +ucyclo;?;)os%)hamﬂiéL}Cl)-')
10 Jonsson M.K. et al 2015 [65] 1 TPE + TKC / TPE + GCS
11 Toumeh A. et al 2014 [66] 1 TPE + FKC / TPE + GCS
12 Yamashita H. et al 2013 [56] 2 TPE + TKC / TPE + GCS
13 Koga T. et al 2013 [67] 1 TPE + FKC / TPE + GCS
14 LinT.Y. et al 2012 [68] 1 TPE + TKC / TPE + GCS
15 Garcia-Hejl C. et al 2008 [69] 1 TPE / TPE
16  Abe H. et al 2002 [70]* 1 TPE + TKC / TPE + GCS
17 Schattner A. et al 2002 [71] * 1 TPE / TPE
18 Campbell G.H. et al 1998 [72]* 1 TPE + TKC / TPE + GCS
19 Noda M. et al 1990 [73]* 1 TPE + TKC / TPE+GCS
20 Steinberg A.D. et al 1971 [74]* 3 rKC/GCS

nnaamoo6meH (TPE) /

glucocorticosteroids (GCS) + plasma

“+/- 4acTUYHbIV OTBET Ha Tepanuio, nbo peuvans TTIT; + XopoLLmii OTBET Ha Tepanuio; — HET OTBETA.

* B UCCrieqoBaHmm He MpoBOAMIOCk onpesenexne aktmsHoct ADAMTS13.

putykeumab (PTX) /
rituximab (RTX)

TPE, PTX/ TPE, RTX

PTX/RTX

PTX; 6optesomun6 (BT3) /
RTX; bortezomib (BTZ)

PTX/RTX

U® / CF

U® / CF

“+/- partial response to therapy, or recurrence of TTP; + good response to therapy; — no response. * The study did not determine the activity of ADAMTS13.

-+
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CouyeTaHue cuHgpoma LllerpeHa u TpoM60TUHECKON TPOMOOLMTONEHNYECKONM Nypnypbl

Sjégren's syndrome associated with thrombotic thrombocytopenic purpura

CTUKM 1 Havana Tepanuu. Brniepsble knaccudeckun cnyyam TTT1
onucan Dr. Eli Moschcowitz B 1924 r. y 16-neTHeil [EBOYKU
C OCTPO BO3HMKLLEN NMXOpagKon, HEBPONOrMHYECKON CUMMITOMa-
TUKOM N TPOMOOLUUTOMNEHUEN TAXKENON CTeneHu, Kotopas norné-
na 4epes Hepgento nocne gebioota 3abonesBaHns; Ha ayToncum
06HApY>XEHbl MHOXECTBEHHblE TPOMObI B Kanunnapax [24].
OpHako He Bcerga 3abonesaHve Oe6TUPYeT C KnacCcuyeckomn
neHTagbl (nuxopagka, TpoméoumToneHus <30-10%n, remonutu-
yeckas aHemus, MoYeyHoe MOBPEXAEHWE W HeBponornyeckas
cumnTomartumka) [25, 26]. K HacTosLweMy BpeMeHU NpoBenEHbI
MHOIOYMCIIEHHbIE KOrOPTHbIE WCCNedOBaHWs, KOTOpble MoKa-
3anu, 4To BCe 5 NMpM3HaKoB HA MOMEHT Ae6ioTa 3abonieBaHus
HabnopatTca MeHee 4eM y 10% nauuweHTtoB ¢ TTI [27-32].
MoHavany cuMNTOMbI MOTYT 6bITb HecneunduyeckumMmn u npo-
ABNATLCS YCTANOCTbO, FONOBHON 60160, NOBbILLEHNEM TeMne-
patypbl, 61€0HOCTBI0 KOXHbIX MOKPOBOB W CbiMbio. Ha MOMEHT
ge6rota TTI ee kn4YeBOW NPU3HAK — BbIpaXeHHas TPOMO6Oo-
LMTOMEHUS — MOXET OTCYTCTBOBAaTh [2], @ y 4YacTn NaLuMeHToB
BbISABMAIOTCA MMHUMATTbHbIA LLUMCTOLMTOS3, Nlerkas TpoMoéouunTo-
NeHns N yMepeHHoe noBbileHne akTueHocTu JIOI B KpoBU Kak
BapuaHT atunmnyeckoro geétota nT Tl [27]. VY Hawelh naumeHT-
K B 0e6loTe 3ab60neBaHns TakxKe He OTMeYarnochb «Krnaccuye-
ckor» KnuHuku TTT. CumnTomatmka passusanacb B TeHEHUN
ONUTENbHOIO BPEMEHW: C AeTCTBA OTMEYanucb NPU3HaKM CUH-
OpomMa werpeHa (CyxoCTb 3nu3ogbl NapoTUTOB), TakXe BO3-
MOXHO MMEHHO B OETCTBE y MauWEeHTKW MOSABUAMCH aHTutena
kK ADAMTS 13, KoTOpble OTBeYanu 3a NepUoaNYecKn BbisiBse-
Myl0 TpombouunToneHutio B aHanuaax. Bo Bpems passepHyTon
KITMHNYECKOW KapTWHbI Npy 06CNefoBaHNM faHHbIX 32 NOYEYHOe
NOBPEXAEHME MO [AaHHbIM MOPMONOrM4eCcKoro MCCNenoBaHns
He NOATBEPXXAEHO, NMMXOpaaKa 3a BpeMs rocnmTanm3aunm oTcyT-
cTBoBana.

OwvarHoa TTI1, 0co6eHHO B Cryyasx ¢ atunmM4HbIM AE6GI0TOM, Kak
y Hallen naumeHTkn, TpebyeT UCKIoYeHns gpyrux npuyanH TMA.
B nepsyto o4epenb NCKMIoHaTCs BTOPUYHbIE Npr4nHbl TMA, koTo-
pble BKMIOYAIOT: 3M10KaYECTBEHHYIO runepTeH3mio [33, 34], ancce-
MVHUPOBaHHOE BHyTpucocyamctoe ceeptbisaHue (ABC) [2, 35],
OHKoOMormnyeckoe 3a6onesaHue [36, 37], NpMEHeHNEe HEKOTOPbIX
nekapcTB (TakvMx Kak TUKNnoneawH, Knonugorpesb, npacyrpen,
uuknocnopuH) [11, 12, 38-41], TpaHcnnaHTauut KOCTHOrO
Mo3ara [42, 43], kaTacTpohn4eCKnin aHTUPOCHONUNNOHBLIA CUH-
apom (ADC) [44, 45], cMHOPOM HEKpo3a KOCTHOro mo3ra [46,
47], wHiekumio [3—10], remMonnTMKO-ypEMUYECKUIA CUHOPOM
(r'YC), TMA Ha choHe ayTOMMMYyHHbIX 3abonesaHui, HELLP-
cuHgpom npu  6epemeHHocTn (Hemolysis, Elevated Liver
enzymes, Low Platelet count).

V Halen naumeHTKu no AaHHbIM nabopaTopHoro obécnenosa-
Hus, KT rpyoHon kneTtkn, Y3WU 6proLLIHOn NonocTy, NoYek, nepu-
depuyeckmx numcoyanos, MPT ronoBHOro Moara MCKYEHbI
apyrve BTopuyHble npuyvHbl TTTT: MHEKUMOHHbIE, OHKOMOrnYe-
ckune 3aboneaHus, [OBC, npuem Kakmx-nmbo fiekapcTB Ha Mo-
MeHT febloTa, rmnepteHsus, 6epeMeHHOCTb, TpaHcnnaHTaums
KOCTHOro mMo3ra. YuntbiBas paHee ycTaHaBnuMBaBLUMNCSA QnarHo3
CKB v Hannuve aHTuten K 2-rmnkonpoTenHy y naumMeHTku, 06-
cyxpanacb BO3MOXHOCTb pa3eutua TMA B pamkax ADC, ogHa-
KO ocTanbHble Mapkepbl ADC (aHTUTENa K KapauonunuHy, Bos-
YaHOYHbIN aHTUKOArynsHT), AaHHble 06 OCNOXHEHHOM akyLuep-
CKOM aHamHese 1 0 Tpombo3ax oTcyTcTBOBanu. [ns sepudurka-
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LN HEKPO3a KOCTHOrO Mo3ra y naumeHTKn Habnioganuce Hexa-
pakTepHble NPOSBNEHUS: HOPMabHbIE YACTO JIEMKOLUTOB KPOBMY,
KOHLiEHTpaLmsa hepputHa CbIBOPOTKM KPOBW, NokKasaTenu mue-
florpamMmbl; OTCyTCTBME 60K B cnivHe [46]. Takke obcyxaancs
geboT atunuyHoro NYC, HO Ona Hero xapakTepHO HapyLleHue
hyHKLMM NOYEK, KOTopas y Hallel NaumeHTKn CooTBETCTBOBana
pedepeHCHbIM 3HaYeHUAM, Toraa Kak HeBpONOrMHYecKue Hapy-
LLIEHWS, KOTOpble Y Hee 6bINN APKO BbIPaKEHbI, Yallle BCTpeYa-
totca ¢ TTI, B cBA3M C 4eM Haumbosriee 60fiee BEPOATHO, YTO
B HalleM cryyae passuBanack uMeHHo TTT1 [2].

Onpegenenne B nnaame ADAMTS13 umeeT peluatoLliee
3Ha4YeHve [OnA MNOATBEPXOEHUS MepBOHaYyanbHOro AuarHosa
TTM [2, 48-50]. OgHako BpeMs OXunaaHus peadynbraTa uccnego-
BaHWA B pa3Hblx labopaTopusax BapbupyeT OT HECKOSIbKUX OHEN
00 HECKONbKUX Hepenb. YuutbiBad, 4to TTI1 aABnseTcs XunaHe-
yrpoxXxaroLmMmM COCTOsIHNEM, KOTOpoe TpebyeT 6e3oTnaraTesibHo-
ro neYeHvs, ansa nepsmMyYHoOn anarHocTukn UT T Npy ypreHTHbIX
COCTOsHMAX pa3dpaboTaHbl U BanManpoBaHbl CUCTEMbI KIMHUYe-
CKOWM OueHku (Hanpumep, cbpaHuy3ckaa wwkana [48, 26] wnm
wkana PLASMIC [51]). 3Tu wkanbl He 3aMeHSIOT onpegeneHne
ADAMTS13, HO nomoratoT BbibpaTb TaKTUKY Nie4eHus A0 TOoro,
KakK 6yaoyT nonyyeHbl pesynbtatbl akTmHoctv ADAMTS13
B My1a3me KpoBuW. Haluer naumeHTKe B3siTa KpOBb AJ1a onpefene-
Hus akTneHocT ADAMTS13, ogHako cornacHo wkane PLASMIC
y Hee 6blna BbICOKAs BepoOATHOCTb pa3sutus TTI1: uHble npu-
YnHbl TMA UCKNIOYEHBI, YNCNO TpoM6oUnTOB KpoBu <30-10%/n,
OTCYTCTBME [aHHbIX 3a OHKOSIOrMyeckue 3aborneBaHusi, TpaHc-
nnaHtaumio, MCV (cpegHuin o6bem aputpouutos) <90 cn, MHO
(Ka4ecTBEHHbIV NOKas3aTeslb CKOPOCTU CBEPTbIBaHWS / MeXAyHa-
poAgHOe Hopmanu3oBaHHOe OoTHoweHue) <1,5 y.e. Yuutbisas Ta-
Xernoe COCTOfiHME, MauMeHTKe HadyaTo nposefeHwe npouenyp
nnasmoo6bmeHa B codetaHum ¢ FKC v renapuHoTepanven nog
KOHTporneM Tpomboanactorpadun. lNpoeegeHo 7 ceaHCOB nnas-
MOO6MeHa B KOMOGMHAUWMW C Nynbc-Tepanuen MeTUnnpegHn3o-
noHom (B go3e 500 Mr Tpwxabl, ganee B fo3e 250 Mr Tpuxabl)
C nocnegylomMMm HasHa4YeHneM MpefHU305oHa nepopanbHO
B go3e 1 mr/kr/cyTku. lNMocne nepeoro ceaHca nna3moobmeHa
Habnwogancs nNonoXuTenbHbIn 3MAEKT: perpecc HeBponornye-
CKOM CcuMMMTOMAaTuKK, Hopmanu3auums aktusHoctu JI1AI, ACT,
AJlTT, yBenuyeHne 4ymcna TpomMoOOLUTOB KPOBWM A0 66-10%n u
NoBbILLEHWE YPOBHS remornobuHa kposu go 83 r/n. OgHako npu
npekpaLleHun npouenyp nna3smoobMeHa BHOBb OTMeYanocb
HapacTaHue aktmeHocTu JIOIT, cHUXeHue 4mncna TpoMOOLMTOB U
YPOBHSAI remorfiobnHa kposw. lNMocne Hayana Tepanuu NofayyeH
pesynstar onpegenenuns aktmeHoctu ADAMTS13 un aHTuTten
K bepMeHTy: akTUBHOCTb MeTanionpoTenHassbl B ninasme Kposu
HalleWn naumMeHTKu o Havana ne4vexus coctasuna 0% OT ypOBHS
B KOHTPOSILHOW Nna3me, TakXe BbIsiBIEeHbl MONOXUTESIbHbIE aH-
Tutena kK ADAMTS13 B tutpe 2 eamHuubl Bathesda, yto nog-
TBEpauno guarHosd nTTrI.

Xota aHTUTena K Ro-aHTUreHy — cambii 4acTo BbISIBSIEMbIN
1N aHTuTen y naumeHToB ¢ TTI (o1 13,3 po 48%) [52, 53], a CLU -
OLHO M3 CaMblX YacTbIX ayTOMMMYHHbIX 3a60neBaHnin, B nuTepa-
Type onuncaHbl TONbKO eANHNYHbIE criy4an codeTanus CLL n TTTT.
J.F.Carvalho et al. Ha ocHoBaHUM pe3ynLTaToB NPOBEAEHHOIO CU-
cTeMatnyeckoro o63opa nmMTeparypbl nokasanu, 4To B 60MbLLNH-
ctBe cny4aes TTI1 pa3BmBanack y NauMEHTOB C y>Xe YCTaHOBJEH-
HbIM gmnarHo3om CLL, B cBsI3N € 4eM, HECMOTPA Ha Manoe Konuye-
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CTBO OMMWCaHHbIX CIy4YaeB, aBTOPbl BbiCKa3anu npeanosioxeHve
0 ToM, 4TOo Hanmume CLU npegpacnonaraet k passutuio TTI1 [54].
Hanpotus, M.Roriz et al. cuutatot, yto nmeHHo TTT1 npegpacno-
naraet K pasBuTUIO ayTOMMMYHHOro 3a60fieBaHus, MOCKOMbKY,
no pesynsrataMm MX uccrnegoBaHusi, UMeHHO rocne ge6iota TTT1
HOBOe ayTouMMYyHHOE 3a6onesaHue y 13,5% naumeHTos passusa-
etcsa vepes 10 nert, y 25% — yepes 12 net [52].

®dakTopoM HebnaronpuaTHOro nporHosa npu TTI asnaeTca
Tsxenbin gedomunt ADAMTS13 (<5% OT HOpMasibHOW aKTMBHO-
cTun) [23], KOTOPbIA Yy MaUMEHTOB, CEpOono3uUTUBHBLIX MO AHO,
pa3BMBaeTCs Yalle B CpPaBHEHUW C cepoHeratuBHbiMU [55].
Mo paHHbIM cucTemMaTuyeckoro o63opa, Orny6JIMKOBAHHOIO
H.Yamashita et al., npu codetanum CLU n TTI moHOTepanus
nnasMoo6MeHOM HefoCTaTo4YHO 3(PeKTMBHA: Yy MaUUeHTOoB,
KOTOPbIM MPOBOQMIICA TONBbKO MNasmMoOOMEH CMepTesbHbIE
ncxoabl M peumavBbl 3a60neBaHns pa3BMBanmCh Halle, 4em npu
npyMeHeHun nnaamoobmeHa B komouHauum ¢ M'KC [56]. OgHako
B aHanvM3vpyemon nonynsuMmM He BO BCEX Cryyasx yCTaHOB-
nenuns gnarHoza TTI1 onpepenanace aktmBHocTb ADAMTS13,
B aHanus Bkno4anucb nauuentsl ¢ CLU n M'YC, npn kotopom
nnasMoobmeH HeadheKTmBeH [56].

MoBpexaeHne aHOoTENNANbHbIX KNETOK ABNAETCA KIHOYEBbIM
3BeHOM natoreHesa npu TTI[75, 76]. [NokasaHo, 4To, HECMOTPS
Ha Hanunuune aHtuTen K ADAMTS13, He y BCcex nauneHToB pas-
BuBaetca TTIM paxe npu pnutensHoMm HaoénwogeHun [75].
BoamoxHo, npu CLU, npn KOTOpOM Takxe pasBMBalOTCA Hapy-
LUeHVe SHOOTEeNManbHOro 6apbepa W JHOOTENManbHas auc-
dyHKUMa [77, 78], a Takxe NPUCYTCTBYIOT (hakTopbl, NpensT-
CTBYIOLLME BOCCTAHOBMNEHMIO aHOOTENUS [79], nmetotcs obLne
3BeHbsi natoreHe3a ¢ TTI. OgHako B nuTepaTtype onucaHo
o4eHb mano cny4aes coyetanusa TTI n CLU, 4To ykasbiBaeT Ha
TO, YTO 3TO CKOpEEe BCEro ABa CamMOCTOATENbHbIX 3abonesaHus,
KOTOpble MOTYT BAMATL HA TedeHune apyr apyra. Mo aaHHbIM npo-
BEAEHHOro Hamu 063opa, 6onee 4em y MOAOBWHbLI MAaUNEHTOB
c covetannem CLU n TTMN nna3damoobMeH, ABNAIOLLMIACSA 30M10TbIM
ctaHgapToM nedenua TTI1, HepocTaTtoyHO 3PPEKTMBEH, HTO
nenaet 060CHOBaHHbIM PACCMOTPEHUE PaHHEro Ha3Ha4YeHus
MMMYHOCYNPECCUBHOW TEpanuun y 3TON KaTeropmm naumeHToB.

B HacTosiLee Bpemsa B nutepatype HegocTaToyHO nybnvka-
LI, NOCBSALLEHHbIX 3TOM NpobsieMe, B CBA3U C YeM HEOOXOAMMO
npoBefeHne panbHenLwmnx ncenenosaHnin BnmaHmns CLU Ha Teve-
Hue TTT1. YuntbiBas Tsxenoe xuaHeyrpoxatowee tedeHme TT1
PaHHAA OuarHOCTUKa ABASETCA KpanHe BaXHOW. BO3MOXHO
MMEHHO paHee BbisiBfieHne 3aboneBaHus U Ha3HavYeHue UMMy-
HOCYNMNPEeCcCMBHON Tepanuu npu nepebix NpuaHakax 3abonesa-
HWUS, KOTOPbIE Y HalLen NaunMeHTKM NOSIBUMIUCH eLle B AETCKOM
BO3pacTte, NOo3BONUT n3bexarb TsKesbIX ncxogoB U CHU3UTLb
CMEPTHOCTb, B CBA3M C YEM HEOOXOAMMO AanbHenLlee Hakonse-
HMe MaTepuana u NpPOBEOEHWNE KIMHUYECKUX WCCnenoBaHui
no aton npobneme [80].
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