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NauonaTudyeckne BocnajgurtegbHble Muonatum (UBM) — penkue
ayTOMMMYHHBIC TE€TEPOTCHHBbIC 3a00JIeBaHMsSI  HEW3BECTHOM  ATHOJIOTHHU.
3aboneBaemocth UBM cocraBnsier 1,4-5,9 cinywaes Ha 100 ThIC. YenmoBek.
NBM xapakTepu3yroTcsi BOCIAIUTEIbHBIM MOPAKEHUEM MONEPEUYHO-TI0JI0CATON
MYCKYJaTypbl C pa3BUTHEM IIPOrpecCUpyIolleid MbliedHoi ciadboctu. [ToMmumo
KIMHUYECKUX TposBieHui, oommx a1 MBM, nabmomaeTcs ¢peHoTunnueckas
HEOJHOPOJHOCTh MOATHUIIOB, CBA3aHHASI C PA3IMUYHBIMU MOP(OIOTUUECKUMU U
CEPOJIOTMYECKUMH XaPaKTEPUCTUKAMU. BBIIEIAIOT YeThIPE OCHOBHBIX MOJITUIIA:

1. lepmaTomuo3sut (M), BKirouas:

la — kmaccmueckmii JIM, B TOM 4dHCIIE, BO3MOKHO, CBS3aHHBIH C
CUCTEMHBIMM  3a0oneBaHusiMu  coenunutenbHort  Tkanu  (C3CT) wm
3JI0KQYE€CTBEHHBIMH OITYXOJISIMHU;

1b — roBerunbHBIN nepmatomuo3ut (FOAM);

1c — wmHndeckuii amwmonarndeckuii JIM  (clinical amyopathic
dermatomyositis — CADM).

2. lTomumuosur (IIM), BxIrOUAs:

2a — kimaccuueckuii 1IM;

2b — mHecmeumduueckue WM TepekpecTHeie (overlap) MHO3UTHI,
cBs3annbie ¢ C3CT.

3. AYTOMMMYHHasi HEKPOTH3MPYIOIIasi MHUONATHS, CBs3aHHAA C
HOBOOOpa30BaHUSIMU, UCTIONb30BaHUEM cTaTuHOB U C3CT.

4. Cnopaanyeckuii Muo3uT ¢ BKiaodenusamu (inclusion body myositis —
IBM).

B ocuoBe mnoarunoB HMBM nexar pasnuyHble NATOrN€HETHYECKUE
mexaHu3mbl. Tak, npu JIM Haubornee CyIIECTBEHHOE 3HAUEHUE HMEIOT
rYMOpaJbHbIE UMMYHHBIE HapyLICHUS, CBS3aHHBIE C OTJIOKEHHMEM HMMYHHBIX
KOMILUIEKCOB B MEJIKUX COCyJaX, C aKTUBAIIMEH KOMIUIEMEHTa M Pa3BUTUEM

BAaCKyJIOMIaTUH,  COMPOBOXKAAIONICIHCS  BOCHATUTENbHOM  MHQUIbTpaLKe



ckeneTHoM MpImnbl (mpeobnagator CD4+ T-numdorutsl, Makpodarn u B-
JTUMQOIUTHI). Knaccuueckuit JIEPMATOMUO3UT XapaKTepU3yeTcs
MPOKCUMAJILHOM MBIIIEYHON CIa0OCThI0 M MOPAXKEHUEM KOXKHU: JpUTEMA C
JWIOBBIM OTTEHKOM B NapaopOUTATIbHOM OOJacTH, MOMKWIOAEPMATOMUO3HT
0o0JacTH JIEKOJIbTE, dpUTEMa HaJa MACTHO-(aJaHTOBBIMU, MPOKCHUMAIbHBIMU
MeK(palTaHTOBBIMU CyCTaBaMM KUCTEH, HaJl KPYIHBIMU CyCTaBaMU KOHEYHOCTEH
(oputema / mamynbl ['OTTpOHA), MOAKOXKHBIM KaJIBIMHO30M. JlepMaToMHO3UT
ABIIgeTCs HanOoee OaaronpusaTHeIM noarunom MBM.

OcCHOBONOJIATAKIINMH THATHOCTHYEeCKMMH Kputepusvu [IM / 1M
saBJs0Tcs kKputepun A. Bohan u J. B. Peter 1975 1. [48, 49]:

1. Cneunduueckoe nopaxeHUe CKEJIETHON MYCKYJIAaTypbl: CAMMETPUYHAS
cl1aboCTh NPOKCUMAJIBHBIX MBIIIL] KOHEYHOCTEH, HapacTarouiass B TEUCHHE
HECKOJIbKMX HEJENIb — HECKOJIBKUX MECSLIEB.

2. XapakTepHbIE KOKHBIC N3MECHEHUS.

3. u-OMI': ymeHplIEHHE [IUTENBHOCTH M aMIUIMTYAbl ITOTEHLHAJIOB
neuratenbHbix enunull (I1/{E), cmoHTaHHas akTMBHOCTH B BHJIE€ MOTEHIMAIOB
GUOPWIIISIIMY U TIOJIO)KUTENIbHBIX OCTPBIX BOJIH.

4. Tucronornyeckue M3MEHEHUA (HEKpPO3 M  BOCHAIMUTENIbHAs
MH(UITPALUS MBIILIEYHBIX BOJIOKOH).

5. lloBeimenue ypoBHe K@K, nakrataerunnporenaszst (JIAD),
anannHamuHoTpaHnchepassl (AJIT), acnapratamunoTtpancdepassl (ACT) wu
aJbJ101a3bl.

B 1997 r. I. N. Targoff u coat. [50] mpeanoxuiu 700aBUTh K KPUTEPHUSIM
JAHHBIE 0 MUO3UT-CNIENU(PUUECKUX aHTUTENaX.

[Tomumopduszm  GhopMHUpoOBaHUS CUMITOMOKOMITJIEKCA OOJIE3HH U ee
TeUeHUs NOpu pasinuHbix noatunax MBM 3arpynHser AUarHocTuky, 4TO

IMPpUBOAUT K HE0OOCHOBAHHOM WJIN HO?),ZIHCI\/'I TCpalluu.



MHamuenTtka K. T. B., 40 ner, Haxonwiach Ha JICUEHUM Yy Bpaya-
peBmarosnora B kapauoiormdeckom 1eHtpe CKAJI (I'BY3 «Kpaepas
KimHUYecKas 6ombpHUIA Ne 2») ¢ 29.09.2017 mo 27.10.2017.

[TanueHTKa nmocTynuia ¢ kanodamMu: Ha 00JIM U CKOBAaHHOCTb B CyCTaBax
KHCTEH, KOJICHHBIX, TOJICHOCTOITHBIX CYCTaBax, B MbIIIIAX Oelnep; MOSBICHHE
BBICHITIAHUM HAa KOXKe Oeliep M CIUHBI (C SI3BaMU M paHaMH), a TaKKe Ha KOXKe
TPy Y JaJOHHOW MOBEPXHOCTH KUCTEW; CHUKEHHUE ANMNETUTA, OTEYHOCTH JIUILIA,
HaJM4yue paH B POTOBOM MOJIOCTH, CIA00CTh U YCTAIOCTh, OJBIIIKY MPU MOIBEME
Ha 3-i1 aTax, cepaueOruenue, cHuxkeHue Beca Ha 10 kr 3a 4 mecsa.

AnamHe3 3a0osieBaHus. 3abonena ¢ suBaps 2017 r., xorma BrepBbie
cTajga OTMEYaTh OYard aJoIelry Ha BOJIOCUCTOM YacTu royioBsl. OOpaianach B
YaCTHYI0 KIMHHUKY K TpPHUXOJIOTY, MPOBOJIWJIACH JIOKaJbHAsg Tepamus
JTUIIPOCIIaHOM, oOcienoBaHa Ha BupycHble Trematutel B u C. 3arem
MIPUCOCAUHUIIUCH BBICHIIIAHUS HA JIAJOHHOW MOBEPXHOCTH KUCTEH, MOSIBUIUCH
HOBBIE ovaru anoneruu. B aBrycte 2017 r. oOpatmiack B KnuHu4eckuit KOKHO-
Beneposorudeckuii  aucnancep (KKBJI). ITo pesynbprataMm 1abopaTOpPHBIX
MCCIICIOBAHUM ONMPENECISIICh TMOBbINICHHBIE moka3artenqu COD, OIHOKpaTHO
JICKOTEHHsl, TPOMOOIIMTHl KPOBU Ha HWKHEW TpaHuile HopMbl. [IpoBoamiics
mudepeHInanbHbli  TMarHo3 MEXIy CHCTEMHOW KpacHOM  BOJYAHKOM,
CUCTEMHOM CKJIECPOJCPMUEN UM JAEPMATOMHO3UTOM. I[lallMEeHTKE BBINOIHEHO
UMMYHOJIOTHYECKOe HccienoBanue kpoBu: aHturenaa (AT) k ABycnupaibHOM
JHK — 19 En/mn (HopMma), ANA 1 (Hopma 0-1).

CocrosiHue TAIMEHTKU YXYAIIMIOCH: CTajda OeCIOKOUTh TOIIHOTA,
MIPUCOCAUHUIUCH, OO B MBIIIIAX OeAep U CycTaBax, IMOSBUIACh OTEUYHOCTH
KHUCTEH, YIUIOTHEHHE KOXH OeJiep, reMOpparudeckue KOPKH Ha KOXKE CIUHBI,
BBICHITIAHUS HA YIIHBIX paKOBUHAX, moxyzena. [Io pekoMeHaauuu gepmMarosiora
BBINIOJIHEHAa OWOTICUsL KOXH, TIPEJICTaBICHO 3akitoueHue (yOenuTenbHbIX
JaHHBIX O cHcTeMHOM kpacHod Bondanke (CKB) He momydeHo,

Mopq)onomqecmﬂ KapThHa MOXET COOTBCTCTBOBATL BOCHAIHUTCIBHOMY



nepMaTuTy, auMdome, TITyOOKOW MUTPHUPYIOIIEH 3SpHUTEME, CKIECPOISPMUMN ).
3aTeM TmanMeHTKa ooOcienoBaHa B awieproyiorudeckom 1eHTpe CKAJIL,
BBINIOJIHEHA peHTreHorpadusi opranoB rpyanoil kimetku (OI'K) m mummesona,
V31 XKKT (nmpu3HakoB renaToCINIEHOMET AN HE BBISIBIIEHO).

[To pe3ynpTaTaM 1a0OpaTOPHBIX MCCIEAOBAHHUM B OOIIEM aHAJIU3€ KPOBU
COXpaHsUTHCh MOBBIMIEHHBIE TToKazatenu COD — 10 66 MM/4, JICHKOIIMTOTICHUS —
3,3:10%n, tpombommTel — 166:10%n, B oOmeM aHamu3e Moud — 0e3
NaTOJIOTHYECKOT0 Ocajka. B OMOXMMHYECKOM aHallUu3€ KPOBH OIPEAEIISUIINCH
HOpMasibHBIe TOoKazarean C-peaktuBHoro Oenka (CPB), peBmaTommHOro
dakrtopa (PD), kpeatununa, nossiieane Tpancamunas (ACT, AJIT, JIAT — no
IBYX HOpM), ypoBeHb kpeatuHdochokunazsl (KOK) — 277 En/n. [Nanuentka
KOHCYJIbTUPOBAaHA raCTPOIHTEPOJIOrOM, HCKITIOUAIICA AYyTOMMMYHHBIN T€IIaTHT.

BpINosHEHO HMMYHOJIOTHYECKOE UCCIIEA0BAaHUE KPOBU: aHTUsIAEpHBIE AT
(MMMYHOOJIOT), MO pe3yibTaTaM KOTOPOTO OMNPEICIsUIUCh HOpPMaJbHbIE
MOKA3aTelld BCEX AHTHUSAEPHBIX aHTHUTEN, KomIiuieMeHT kpoBu C3, C4 — B
npeaenax Hopwmbl. I[IpencraBieHbl pe3ynabTaThl (PUOPOracTpoay0q€HOCKOIUU
(®rJAC) (ocrpeie spo3um xenynka, AT k Helicobacter pylori (Hp)
orpurarensubie), puodpokoaonockonus (OKC), Y3U muTOBHIHON IIEIC3bI,
KOHCYJIbTUPOBaHA THHEKOJIOTOM.

[Ipu mnocrymnenun mnauuentkun K peBmaroiory KI[ CKAJI Obuta
MpoaHaJIM3UpOBaHa  BCSA  MEIUIIMHCKAs  JOKYMEHTalMs,  MPOBEICHO
noodcienoanue: kommbiotepHas Tomorpadus (KT) OI'K (KT-mpusnakos
o0veMHOTO W/mm BocnanutenbHoro nopaxenuss OI'K ne BreisiBneHo), 9xo-KI'
(mpu3HaKu yMepeHHBIX JereHepatuBHbix u3MmeHeHuil MK, AK, BeposiTHO,
¢bubpo3HO),  amekTpoMuorpadusi  UTrOIBYATHIMU  ODJEKTpoaamMu  (TIpu
ekTpoMuorpaduu  MeII; Oeaep ¢ 00€MX CTOPOH BBISBICH MEPBUYHO-
MBIIIEYHBIN TUI MOPAXKEHUS C MPU3HAKAMU aKTUBHOCTH MPOIIECCa).

B o0Omem anamuze mMounm — 0O€3 IATOJIOTMYECKOrO OCAaaKa, B OOIIEM

aHaM3e KpoBHU: neiikonutsl — 4,6-:10%n, spurpormtel — 5,1:10%%/11, remorno6un —



13,8 r/m1, TtpomGomurel — 156-10%n, BOMYAHOYHBIM  AHTHKOATYJISHT
OTpHULIATEIbHBIN, B OMOXMMUYECKOM aHAJIM3€ KPOBU — HapacTaHUE TpaHCaMUHA3
(ACT — 162 En/a, ALT — 256 En/n, JIAI' — 400 En/n, ramma-I'T — 241 En/n),
onpenensuics HopMaiabHBI ypoBeHb KDOK — 135 En/n, GenkoBwie dpakiun
KpoBU (anb0yMunbl — 43 %, rmoOynunsl anbda-1 — 4 %, rnobynunsl anbdha-2 —
9 %, rnoOymuHbl 6eTa — 14 %, rinoOymuasl ramma — 30 %).

[IpoBenen KOHCHJINYM COBMECTHO c racTPOIHTEPOIIOTOM,
TpaHCAaMUHA3eMUsl PACCMOTPEHA KaK MPOSIBICHUE ayTOMMMYHHOI'O T'elaTuTa B
paMKax  cucteMHoro  3aboneBanus.  BepuduuupoBan  amarHos = —
HeauddepeHmpoBaHHoe  3a0oJieBaHUE COCAUHUTEIbHON  TKaHU c
KIIMHUYECKUMM Npu3HakamMu aepmaromuoszuta u CKB, ¢ mopaxxeHueM Koxu
(apuTeMaTo3Has ChIlb, Mamyiabl ['0OTTpoHa, THE3/IHAS aJoNelus, OKOJOHOITeBas
IpUTEMA, «PyKa MEXAHHKa», IMOJKOXKHBIM KaJbIIMHO3), COCYIOB (S3BEHHO-
HEKPOTUYECKUW BACKYJWT), MBI, Te4eHU (QyTOMMMYHHBIM Te€NaTuT,
YMEPEHHOW CTENEHU AaKTHUBHOCTH), TE€MaTOJOTHUYECKUMH HAPYIICHUSIMHU
(Tpan3utopHass  JeiikomeHus). Hawata  Tepamuss  BBICOKUMH  JI03aMU
[JIIOKOKOPTUKOUAOB  (TpeaHu3ojioH — 40 MI/CyTKH), IUTOCTaTUKAMHU
(a3atmonpun — 100 wmr/cytku). C y4eToM MOIUMOP(PHOCTH KIMHUYECKOU
KapTUHBI 3a00JIEBaHUS OKOHYATEJIBHO JIUarHO3 He yTouHeH. [Inmanuentka Obuia
HanpasjieHa B Hay4Ho-Hcce1oBaTenbCkuii MHCTUTYT peBmaroiioruu (Mocksa).

[Ipencrasnena Boimucka u3 HUM pesmaronoruu. I1anmeHTKe BBITIOJIHEHO
n000cIeIoBaHNEe: TMOBTOPHOE HWMMYHOXHMUYECKOE HCCIICIOBAaHUE aHaIu3a
OENKOB KPOBU, UMMYHOXMMHUYECKHN aHAIM3 OEIKOB MOYH, KOHCYJbTHPOBAHA
reMarosjoroM (Mckitodanu jJuMdonponudepatuBHbie 3a00JICBaHUS B CBS3H C
BBHICOKMUMHU  TIOKa3aTeJIIMH  TUIIEPraMMariioOyJInHEMUU  KPOBH).  3aTeM
MalMeHTKa  KOHCYJIbTUPOBAaHA  HMH(PEKIMOHWUCTOM, TIOCIE  MPOBEIACHUS
MMMYHOJIOTHYECKUX cnenupuyecKux MapKepoB BBISIBIICHA
[IUTOMETATIOBUPYCHASI HHPEKIHSI, MPOBEJIEH KypC MPOTUBOBUPYCHOM Tepanuw, B

pe3ynbTaTe MPAKTUYECKHM HOPMAaIU30BAIMCh TpaHcamMuHasbl. Bepuduuuponan



OKOHYATEJIbHO JIMAarHO3 JEpPMAaTOMUO3UTa C TPOSIBICHUSAMHU BaCKyJIUTa
(13BEHHO-HEKpOoTHYeCcKOoro). [lalMeHTKa MPOJODKMIA TMPHEM BBICOKHUX 103
[JIIOKOKOPTUKOUAOB M IEPEKII0YEHAa C a3aTUONpPHUHA Ha IyJIbC-TEPAIUIO

mukiiodocdanom (pucynku 1-6).

Pucynok 3 — I[lamynsl ['0OTTpOHA, OKOJIOHOTTEBAs 3pUTEMA



Pucynku 4-6 — SI3BeHHO-HEKPOTUYECKHI BaCKYJIUT MPH I€PMATOMUO3HUTE

KnuHnueckuii cimyvail mpeacTaBisieT HHTEpEC B CBSI3U € MOAUMOPHU3MOM
dbopMHpOBaHUS ~ CUMIITOMOKOMIUIEKCA  OOJIE3HH, OTCYTCTBHEM  MHO3HT-
CHEU(PUIECKIX ayTOAHTHUTEN, 3aTPYAHSIIOMMX TUArHOCTHKY. [lpm neueHun
TaKUX TMAIUEHTOB Bpad JOHKEH MPOSBISATH 0c000€ BHHUMAHHE, MPUMEHSTH
ryookue oO1eTepaneBTUYECKUE 3HAHUA c Y4ETOM TECHOTO
MEXAUCIUTUIMHAPHOTO B3aMMOJIEHCTBUSI CO CHEUMAIMCTAMU M TPOBEICHUS
HIMPOKOTO CHEKTPa UMMYHOJOTUYECKUX HCCIIEIOBAHUI 11 CBOEBPEMEHHOU U

paHHEeN JUarHOCTUKH PEIKUX 3a00JIeBaHUM.
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