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Pesziome. JepMaTOMUO3UT — CUCTEMHOE 3a00JieBaHUe TPEUMYIIIEeCTBEHHO ayTOMMMYHHOTO TeHe3a, KOTOpoe XapaKTepu3yeTcst
MopaxXeHueM CKeJIETHOM M TIaaKOi MYCKYJIaTyphl, KOXXH U CIU3UCTBIX 06o0ouek. [ToMmopraHHbIii XapakKTep MaToJori4ecKoro
npoliecca onpeaeasieT MoJuMopdu3M KIMHUYECKUX TTPOsIBIICHN I 3a00ieBaHn . KpoMe MaTOrHOMOHUYHBIX [IJ1S1 I€pMaTOMUO3UTA
CHMIITOMOB B BUJI€ TIOCTEIIEHHO HapacTalOIIero MopaXkeH sl MTOMepeYHOIO0I0CaTOM MYCKYIaTyPhl, TeIMOTPOITHOM CHITTH, CHMIITOMOB
TortpoHa u KeitHunHra, 3a60/1eBaHKe TaKKe XapaKTepU3yeTcst 0OMbIIMM KOJIMYECTBOM MaJIoCHeMPUUHBIX U3MeHeHn . Hepenko
JTOMUHUPYIOIIMMHK CTAHOBSITCSI TMTIEPKEPATO3, aTPpODH s, BE3UKYI00YIIJIE3HbIE U I3BEHHBIC BBICHIMIAHU S, TUCHArus U pedaioKc-330-
darut, KOJTUTHI U SHTEPUTHI, THEBMOHUU, (GDUOPO3UPYIONINIA aJIbBEOJTUT U TUTTOBEHTUJISIIIMOHHBII CUHAPOM, MOPakKeHUsI Cepala.
Ha cerogHsmnmii feHb 3a60JIeBaHUE pacCMaTPUBAETCSI KaK MAMONMATUUECKU I MMMYHOOMOCPEIOBAHHBII MAaTOJOTMUECKU I TTPO-
1iecc, KOTOPBI pa3BUBaETCs MPU HAJTUYNU FEHETUYECKOM MPeapacioioXKeHHOCTH B OTBET Ha AEMCTBHE MPOBOLUPYIOINX (haKTOPOB
oKpy:kalomeit cpeabl. Cpenu HacaeACTBEHHBIX MapKepOB IepMaTOMMUO3UTA OMKUCAaHbl U3MEHEHN I B OCHOBHOM KOMIIJIEKCE TUCTO-
COBMECTMMOCTH, a TAKKe B TeHaX, KOTUPYIOIINX HUTOKUHBI. TpUTrTepHBIMU (haKTOPAMU MOTYT OBITh IJIUTEIBHO IMTPOTEKAIOIINE
XpOHUYECKME NHDEKIINU, PU3NUECKUE U TICUXNUYECKIE TPaBMbI, TUTIEPUHCOJ SN, BAKIIMHALIM ST, HEKOTOPbIE JIEKAPCTBEHHbBIE TIpe-
napaThl. B muteparype onucaHbl MHOTOYMCIEHHBIE C/TyYal COYETAHUST IEpPMAaTOMUO3MUTA C OHKOJIOTMUECKOM MaTOJIOTeil M CUCTEM-
HBIMU 3a00JICBAHUSIMU COCTMHUTEIbHOM TKaHU. [IpruBOANM COGCTBEHHOE HAOIOAeHE MallMeHTa C AEPMAaTOMUO3UTOM, TEUSHHE
KOTOPOT'0 COMMPOBOXAAJIOCh AaTUITUYHBIMU BBICBIMTAHUSIMHU, TTOJTMCHHAPOMHOCTBIO, a TAKXKE OTCYTCTBUEM MUO3UT-CIEINPUIECKUX
ayTOAHTUTEN, UTO MOTPeOOBAJIO MPOBEAEHK I PACIIMPEHHOM JTaOOPaTOPHO-UHCTPYMEHTAIbHOM TUarHOCTUKHU. CKYIHOCTb U Majast
CrenM@UIHOCTh CUMIITOMOB 3a00JIEBaHMST TIPUBEJIH K JUTUTEILHOMY TMAarHOCTUYECKOMY ITOMCKY. TaKiM 06pa3oM, 1epMaTOMUO3UT
SBJISIETCS MEX IUCLIMTTIIMHAPHON MPOOJIEMOI, ClIe0BaTeIbHO, MOBBIIIEHHAsT OCBEIOMJIEHHOCTh Bpadeil CMEXXHBIX CriellMaIbHOCTEI
MOKET CITOCOOCTBOBATH KJIMHUYECKOM HACTOPOKEHHOCTH.
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Abstract. Dermatomyositis is a systemic disease, mainly of autoimmune Genesis, which is characterized by lesions of skeletal and smooth
muscles, skin and mucous membranes. The multi-organ nature of the pathological process determines the polymorphism of clinical
manifestations of the disease. In addition to pathognomonic symptoms for dermatomyositis, in the form of gradually increasing lesions of
striated muscles, heliotropic rash, symptoms of Gottron and Keining, the disease is also characterized by a large number of malospecific
changes. Often, hyperkeratosis, atrophy, vesicular-bullous and ulcerative rashes, dysphagia and reflux esophagitis, colitis and enteritis,
pneumonia, fibrous alveolitis and hypoventilation syndrome, heart lesions become dominant. To date, the disease is considered as an
idiopathic immune-mediated pathological process that develops in the presence of a genetic predisposition in response to the action of
provoking environmental factors. Among hereditary markers of dermatomyositis, changes in the major histocompatibility complex, as
well as in genes encoding cytokines, have been described. Trigger factors can be long-term chronic infections, physical and mental trauma,
hyperinsolation, vaccination, and certain medications. Numerous cases of combination of dermatomyositis with oncological pathology
and systemic connective tissue diseases are described in the literature. The scarcity and low specificity of the symptoms of the disease
can lead to a long diagnostic search, while the involvement in the pathological process of several body systems makes patients turn to
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doctors of various profiles. Thus, dermatomyositis is an interdisciplinary problem, hence the increased awareness of doctors of related
specialties can contribute to clinical alertness. In this regard, we present our own observation of a patient with dermatomyositis, which
was accompanied by atypical rashes, polysyndromnostyu, as well as the absence of myositis-specific autoantibodies, which required an
expanded laboratory and instrumental diagnosis (including to exclude paraneoplastic polymyositis).

Keywords: dermatomyositis, diagnosis, interdisciplinary problem.
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epmatomMuo3uT (JIM) Ha coBpe-

MEHHOM 3Tale paccMaTpu-

BaeTCs Kak TsKesasi, peaKo

BCTpevarlascs Bocnalu-
TeJbHasi MUOITaTHSI, XapaKTepu3ylomasicst
HE TOJIbKO MOPaXeHHUEM CKEJIETHOU U
IJIaIKO MYCKYJIaTyphl, HO U BOBJICYCHUEM
B MAaTOJIOTUYECKUI MPOIEeCcC KOXU
U CIU3UCTBIX 00oJouek [1]. Pacnipo-
CTpPaHEHHOCTH 3a00JIeBaHU S BO BCEX CTpa-
Hax cocTaBJsieT B cpeaHeM 9,63 Ha 1 MH
HaceJICHUsI, TPU 3TOM KEHIIMHBI 0OJICI0T
B 2-3 pa3a vaiue myxuuH [2]. [Tuk 3a00-
JIEBAeMOCTH TIPUXOIUTCSI HAa BO3PAaCTHbBIE
rpynnsl 5-15 1 45-65 net, B CBSI3U C 4YeM
BBIIEISIIOT IOBEHUJIBHYIO U B3POCIYIO
dbopmnr [2].

Ha ceronHsiirHuit neHs 3aboyieBaHue
paccMaTpuBaeTCst Kak MIHOMaTHuIeCKU it
MMMYHOOITOCPETIOBAaHHBII MAaTOJIOTHYE-
CKUIi TPOIIECC, KOTOPBIN pa3BUBAETCS MPU
HaJIMYUU TeHEeTUYECKOM ITPeapacioio-
>KEHHOCTH B OTBET Ha IIeHCTBUE MTPOBOIIH-
pyomux ¢hakTopoB OKpYyKalolei cpeabl
[3]. Cpenu HacieacTBeHHBIX MapkepoB JIM
OITMCaHbl U3MEHEHU ST B OCHOBHOM KOM-
miekce rucrocopmectumoctT (MHC),
a TaKXe B TeHaX, KOIMPYIOIIUX [IUTOKMHBI
[4]. TpurrepHbiMu (haKTOPpAMU MOT'YT OBITh
IUTMTETbHO TTPOTEKAaoIIMe XPOHUIeCK1e
nHbeKIn, GU3nIecKue 1 ICUXUIECKHe
TPaBMBbl, TUTIEPUHCOSIIMST, BAKIIMHALINS,
HEKOTOpBIe JIeKapCTBEHHBIE TIpernaparhbl.
B nuteparype onmucaHbl MHOTOYHCICHHBIE
ciyvau coyetanust 1M ¢ OHKOJIOTMUYECKOI
MaToJIOTUel U CUCTEMHBIMU 3a00JIeBaH -
SIMU COETMHUTENbHOM TKaHM [2, 5].

B ocHoBe nmaTtoreHesa JIM nexar pas-
JIMYHBIE MEXaHU3MbI, HO HauOOJIbIIee
3HaYeHHME UMEIOT TyMOpaJbHbIe Hapylile-
HU S, CBSI3aHHBIE C OTJIOXEHUEM UMMYH-
HBIX KOMTUJIEKCOB [6]. CunTaeTcs, 4TO
M3HaYaJIbHO MaTOJOTUYECKHIA MPOIIeCce
pa3BUBaeTCs B KPOBEHOCHBIX COCYyIax.
IMon neiicTBMEM TPUTTEPHBIX (PAaKTOPOB
npoucxonuT akTuBarust C3-KOMITOHEHTa
CUCTEMbI KOMIUIMMEHTA, B Pe3yJIbTaTe Yyero
obpasytorcst pparmMeHTh C3b 1 C4b, KoTO-
pble MHAYIHUPYIOT 06pa3oBaHue MeMOpaH-
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HO-aTakymoliero komrmiekca. [lociaenHuit
ukcupyercs B 9HIOTEIUU KAUJJISIPOB,
WUHULUUDPYS BOCcTlajieHue U MHGDapKT
MUKPOILIMPKYJISITOPHOTO pycia, ciael-
CTBUEM YEro SIBJSIETCS MPOrpeccupyolas
aTpodust Mpi [6]. TucToornyecku mpu
9TOM OOHAapyXXMUBaeTCs MPEUMYILIECTBEH-
HO TepuBacKyJIspHasl BOcNaluTebHas
MHOUIBTPpALIMS MBI C Ipeo0agaHu-
em CD4+ T-numdbouutos, Mmakpodaron
u B-numdouuTos [§].

B 3aBucuMoOCTHU OT Benyleit cuMIToMa-
TUKU IPUHSATO pa3inyaTh KJACCUYECKUIA,
TUTO- U aMUoNaTU4YecKuit moatumnsl M.
OCHOBHBIM KJIMHUYECKUM MPU3HAKOM
Kiaccuueckoro IM siBiisieTcst OCTeIeH-
HO HapacTalolllee nopaxeHue rnomnepey-
HOTOJIOCATOM MYCKYJAaTypbl B BUJE CUM-
METPUYHOM cJ1a00CTU MPOKCUMAJbHbBIX
TPYIII MBI C 0OJIEBBIM CUHIPOMOM.
JlaHHbBIE CUMIITOMBI COTTPOBOXKAAIOTCS
TUMUYHBIMU UBMEHEHUSIMU Ha DJIEKTPO-
Helipomuorpamme (DHMT') B Buae yMeHb-
LIEH U JTUTEIbHOCTU U aMIIJIUTY/1bl 1BU-
raTeJbHbIX MOTEHIMAIOB, GUOPUILISA NN
U TTOJIOXKUTEJbHBIX OCTPBIX BOJIH.

JlaGopaTOpHBIM MPU3HAKOM TOpaKeH s
MBbIILIEYHON TKAHU SIBJISIIOTCS TIOBBIIIEHNE
ypoBHeil kpeatnHdochoknHassl (KDOK),
naktarnerunporenassl (JIAT), ataHuH-
amuHoTpaHcdepasbl (AJIT), acnaprar-
amuHoTpaHcdepasnl (ACT), anbaonaassl
U MOJIOXKHUTEbHbIE aHTU-JO-1 (TUCTU M-
TPHK-cunTeTasa) anturena [1, 5, 7].
Amuonartuueckuit JIM xapakTepusyercst
pPa3BUTHUEM TOJBKO KOXHOU CUMIITOMA-
TUKU 06€3 MTPU3HAKOB MOPAXXKEHU I MbIIIIILL.
[Tpu runomuonaruyeckom IM nomMmumo
JIepMaTOJIOTMUYECKUX MPU3HAKOB 3a00-
JieBaHM S B 1aOOpaTOPHbBIX MOKA3aTeasIX
pErvucTpUpyrOTCsSI U3MEHEHMU ST, XapakK-
TepHbIE 151 CYOKJIMHUYECKOTO TeYEHU S
muosurta [9, 10].

Jepmatosoruyeckasi KapTuHa 3a060-
JIeBaHU I XapaKTepu3yeTcs nojumMopd-
HocThlo. K maTorHoMOHUYHBIM 1Jist JIM
U3MEHEHUSIM KOXU OTHOCST Mepuop-
OUTaIbHbIE OTEK U IPUTEMY C JIUJTOBBIM
OTTEHKOM (CUMIITOM «OYKOB»); MOUKU-

JIONEPMUIO B 00J1aCTU AEKOJIbTE U BEPXHEM
YaCTHU CMUHbI; 9PUTEMATO3HO-TIAITYJIE3HbIE
BBICBITIAHU ST HAJT TISICTHO-(aTaHTOBBIMK
U MeXdaJaHTOBBIMU CyCTaBaMU KUCTEM
(cumntoM ['OTTpoHA); SpUTEMY U KCEPO3
JlajoHel («pyKa MexaHHMKa»); TeJdeaHTu-
9KTa3UM HOTTEBbIX BAJIUKOB U AUCTPOGbU-
YeCcKHe U3MEHEHU ST KyTUKYJIbI (CHMTOM
KeiiHnHTra); 00pa3zoBaHUe MOJAKOXHBbIX
KanbuuHaToB [2, 11]. [Ipu aTOM Hepenko
B KJIMHWYECKOM KapTHHE TOMUHKPY IO M-
MU CTAHOBSITCSI HecnieMdUUIeCcKue u3me-
HEHU S KOXU (runepkeparos, arpodusi,
NIpeBOBUIHOE JIUBEN0, CyOaruaepMalb-
HbIEe BE3UKYJIbI U y3bIPH, s13BbI). MHOTIA
perucTpupyeTcs aTUIMMYHas JOKaIU3aLuns
CBITU ¢ TIpeobJiajaHeM B obiacTu Gefep,
JIOKTEN U KOJIEHE.

B GonblInHCTBE cllyyaeB UBMEHEH U
Ha KOXe He COMPOBOXIAIOTCS BbIpakeH-
HBIMU CYOBEKTUBHBIMU OIYILIEHUSIMH,
HO TaKXe OMUCAaHBI cllyyau HaJIUu4us
y NAaLlMEHTOB BbIPaXX€HHOT'0 KOXXHOT0 3y/a.
T'ucronaronoruyeckasi KaptuHa JIM, kak
MpaBuUJIO, XapaKTepU3yeTcs peayKiiuei
KanuJUISIPHOU CeTH, OTJIOKEHUEM UMMYH-
HBIX KOMIIJIEKCOB Ha KalUJJIsipax v BAOJb
JNIepPMO-3TUIEPMaTIbHOTO COEIUHEHUS,
a TakXe HeKpPO30M M BOCHaJUTEJbHOM
MHOUIBTpaMeil MBIIIIEYHBIX BOJTOKOH
[2, 12, 13].

ITpu IM Takke HepeaKo Habaoaal0TCs
apTPUTHI U apTPaJTUU KOJTCHHBIX U MeJI-
KUX CyCTaBOB KUCTEM pyK, MOpaxxeHU st
KEeJYJOYHO-KUIIIEYHOI'o TpaKTa B BUIE
nucdaruu u pedokc-33odarura, Koam-
TOB U DHTEPUTOB, a TAKXKe NbIXaTeJbHOU
(MHEBMOHHWM, TUTTOBEHTUJIS LIMOH HbI i1
CUHJPOM, (GUOPO3UPYIOLINTT AJIbBEOJIUT)
U CEpIeYHO-COCYAUCTON (MUOKAPIUT,
9HAOKAPAUT U MEPUKAPIUT) CUCTEM
[11, 14].

Hanuyue 60s1b110r0 KOJTMYECTBA MaJIO-
CIIeNMOUUIHBIX CUMIITOMOB HEPEIKO
3aTpyAaHseT auarHoctuky M, a uz-3a
MOJMOPraHHOIo XapaKkTepa MopakeHu st
0OJIbHbBIE C TaHHOU MaTOJIOTUell B 3aBUCU-
MOCTH OT JOMUHMPYIOIINX MPOSTBJICHU I
M3HAYaJbHO MOTYT 00palaThCs K BpayuaM
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paszauyHoro npodus. JnuTenbHblil nua-
THOCTMYECKHU I MOUCK, HEOOOCHOBaHHasI
WJIY IO3IHO HayaTtasi Teparnus HepeaKo
MPUBOIST K PE3KOMY CHUXXEHU IO KauecTBa
>KU3HU, UHBAJIUIU3ALUU U COLLMATIbHOM
nesananTaluuu nauueHTos [14]. [Tpu aTom
B OOJIBILIMHCTBE CJly4yaeB MPOrHo3 3abo0Je-
BaHUsI TPY paHO HAYaTOM JIeYUeHU U bJ1aro-
npusTeH. MHbGOpMUPOBAaHHOCTH U HACTO-
POXEHHOCTb Bpayeii Bcex crieliajibHOCTel
MOTYT CMOCOOCTBOBATH CBOEBPEMEHHOMY
BBISIBJICHUIO U JIEUEHU10 O0JIbHBIX ¢ JIM.
C y4eToM BbIlIeCKa3aHHOTO MPeACTaBIsIeM
COOCTBEHHBIN CIOXKHbII TAKTUKO-IUATHO-
CTUYECKUI KIMHUYECKUIA caydai.

KAuHHuYecKuii npumep

IManuenTka K. U. JI., 58 net, B heBpase
2021 r. npoKOHCYbTUpPOBaHa Ha Kadenpe
nepMmatoBeHeposioruu denepaaibHOro
rocy1apCcTBEHHOTO GIOIKEeTHOTO 00pa3o0-
BaTeJILHOTO yYPEKIeHU sl BBICIIEro 00pa-
30BaHU s «KyGaHCKM I rocy1apCcTBEHHbI
MenuIMHCKuii yHuBepcutet> (GI'BOY BO
Ky6I'MY) Mun3snpasa Poccuu.

Ha moMeHT ocMoTpa nmpeabsBisiia
>KaJIOOBI Ha OTEYHOCTh JIMIIA U KUCTel
rmocJie mpeOGbIBaHU S Ha COJIHIIE, a TAKXKe
MpU TTeperpeBaHUU; BLICHIIIAHU ST, BO3-
HMKalOIIe CIOHTAaHHO, Ha KOXe JIUIIa,
ey, TPyAW U KUCTeil; HooIre 601un
M CKOBAaHHOCTbH B CyCTaBax KMCTel, 601
B MBIIIIaX BEPXHEro MJeYeBOro mosica
¢ 06erX CTOPOH ITPU MajbHaluu, nepu-
OJIMYECKYIO CI1a00CTh U OBICTPYIO YTOM-
JISIEMOCTb, CHUKEHUE alIeTuTa, MoTeplo
10 kr Beca 3a nocjienHue 4 Mecsiia.

Anamues 3abonresanus. CuuTaeT ceds
0osbHOI ¢ nekadps 2018 r., koraa Briep-
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BbIE TTOSIBUJICST OTEK JIMIIA U KMUCTEH Ioce
yIoTpeOJIeHUs B TTUIILY COJICHOM PHIOHI.
OO6paTujacek K AepMaToJIOTy MO MECTY
KUTEJIbCTBA, ObLJI BHICTABJICH TUAarHo3
«TOKCUKOIEepMHUsi». Bblio TpoBeaeHo
JIedeHHe: MPEeIHU30JI0OH, KJIeMaCTHH.
OTMevaioch He3HAYUTEIbHOE YIIyYIlle-
Hue. C KOHIIA SHBaps 3aMeTuJIa ITOBbI-
IMEHHYIO0 YYBCTBUTEJIbHOCTH K COJIH-
1y, Teray (Mpu UCroJib30BaHUU (eHa).
Jleunnach caMOCTOSITEILHO, MPUHUMA-
Jla OMOJIOTMYEeCKM aKTUBHBIE 100aBKU
k nuue (BAIw1). B utone 2019 r. o6paTu-
Jlach K ajuieproJiory-umMmyHosiory B 'bY 3
«Hay4Ho-HccenoBaTe IbCKIMid MHCTUTYT —
Kpaesast kiuHuueckas 6oabHMIa No 1
umMeHu npodeccopa C. B. Ouanosckoro»
(HUHU-KKB Ne 1) B cBsI3u ¢ cOXpaHeHU -
€M KOXXHOT'0 TTaTOJIOTMYeCKOTO Ipoliecca,
rie ObIJ BBICTaBJIeH AUarHos: «Jepma-
TUT HEYyTOYHEHHBI. DoTOmepMaTo3?»
¥ Ha3HAYeHO JICUCHME: Ie3I0paTaauH —
| TabneTka/neHb B TeUeHUE 2 HENEeNb,
JIAKTYyJ103a + JJUTHUH TUAPOJTU3HBINA —
no 1 tabneTke 3 pa3a B AeHb B TeUCHUE
3 Henenb. B konue 2019 r. manmeHTKa
oOpaTuyach Ha KOHCYJbTAILIMIO K Aep-
MAaTOJIOTy 110 MECTY XHUTeJdbCcTBa. Bbl
BbICTaBJIeH nuarHos: «Pozanea. KpacHas
BOJIYaHKa?», Ha3HAYeHO CUMIITOMATH -
YyecKoe JieYeHHe, OHAKO MallueHTKa ero
He TTPOBOIMJIA, CAMOCTOSITEJIbHO UCITOJIb-
30BaJjia neTckuii Kkpem. B nepuon ¢ 2019
o 2021 1. peryJisipHO oT™Meyvasia MosiBjieH e
BBICBITTAHU Y B BECEHHE-JICTHU I MEPUOJT
Ha KOXKe JIWIia, Iex, TPYIH.

IIpu ocmompe KOXHBIN MaTONOTMYECKU I
MPOLIECC HOCKJT PACTIPOCTPAaHEHHBII XapaK-
Tep, pacrojarajcst Ha Koxe Julia, Ieu,

Puc. Ko)xHbii naToAnoruueckui npouecc [npeaoctaBAeHo aBTopamu] / Skin

pathological process [provided by the authors}
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rpyau, kucreit. Ha koxe 11ek, nepenHeit
TTOBEPXHOCTH IIIEW 1 BEPXHEM TPETU TPYIH,
JIaIOHHO IMMOBEPXHOCTU KHCTEH onpeie-
JISLTUCH O9ary 9pUTEMBbI 0J1€THO-PO30BO-
ro nBeta guametTpom ot 5 10 10 cm (puc.).
Koxa crubarenbHOIM TOBEPXHOCTH TTaJTh-
1IeB KMCTEeU rumepeMrupoBaHa, HECKOJTb-
KO OTE€YHa, C TOAKOXHBIM KaJTbIIMHO30M.
B oGnacTu nmoayuedyek AUMCTaJbHBIX
dayaHT MepBBIX MaJIbLIEB KUCTEW BbIpa-
KeHo menyieHue. OKOJIOHOTTeBbIe BaJIv-
KU TTajiblieB KUCTE TUIepeMrpPOBaHBbI,
HECKOJIbKO oTeuHbl. Ha Koxe MexdaaaH-
TOBBIX CYCTaBOB IMaJiblieB KUCTEW BU3ya-
JIN3UPOBAJIUCH MJIOTHBIE SPUTEMATO3HbIE
BBICBITIAHKST PO30BATO-CUHIOIITHOTO IIBETA
(manynsl l'oTTpoHa) (puc.).

ITpoBeneHo obciieqoBaHMeE:

1. O6uuii ananus kposu (OAK): apu-
TpounTsl — 4,98 x 1012/;1; remorno6uH
(Hb) — 14,9 r/nn; neiikouutel — 5,7 X
109/;1; s03uHODUIE — 3,90%; TuMbOIH-
Thl — 33,9%; MoHOLIUTHI — 6,30%; TpOMOGO-
mATH — 292 X 10%/11, cKOpocTh OcenaHUsI
sputpountoB (COD) — 55 mui/4.

2. O61mmii ananu3 moun (OAM): uBeT —
KEJTHI; MPO3PavYHOCTh — IOJIHAS;
yaenabHbIM Bec — 1020; pH — 6,0; 6e0ok
U TJTI0OKO3a OTCYTCTBYIOT; JISHKOLIUTHI —
25 KJI/MKJT; ypOOUJIIMHOTEeH, KETOHOBBIE
TeJia ¥ SPUTPOLIMTH OTCYTCTBYIOT.

3. buoxuMuyeckuit aHaIU3 KPOBU
(BAK): rmtoko3a — 5,7 MMOJIb/JT; 001 i
ounupyouH — 7,0 MKMOJIb/JT; IPSIMOTA
ounupyouH — 4,2 mxkmouab/n; AJIT —
102 EO/m; ACT — 92 EJl /n1; raMmMa-TifoTa-
muntpancnentunasa (I'TT) — 130 EA/m;
mesouyHas pocdaraza — 40 EI/n; amu-
nasza — 49 EJ1/n; o6muit 6enok —75 1/,
anbOyMuH — 41 /.

4. AHanu3 KpOBU Ha CUDUIUC — peaK-
LM sI MUKPOTIPEIUITUTAILINY OTPUIIATETb-
Hast, UIMMYHOGbEpPMEHTHBII aHaJIU3 OTPH-
LaTeJIbHbIN.

5. UMMyHoNOrnueckme TecThl:

® aHaJIM3 KPOBY Ha ayTOAHTUTENA: aHTU-
HyKJeapHblil hakTop Ha HEp-2 kieTkax
160 (mpu HOpMe < 160);

® orpenesieHre BOJTYaHOUHOTO aHTH-
KOaryJIsTHTa B TJIa3Me KPOBM — pe3yJIbTaT
OTPULIATEbHbIN;

® NepuHYKJIeapHble aHTUHENTPOGDUIIb-
HBbIEe IIUTOIJIa3MaTUYeCKe aHTUTea
(p-ANCA) He HaliieHbI;

® aHTUTENa K IBYCITUPaTbHOM 1e30KCHU-
puboHYyKJIenHOBOU KMcaoTe (a-dsDNA) —
40 En/mn (Hopma — 0-100,0 En/m);

® aHTHUTEeJa K SIIePHBIM aHTUTeHaM
(ANA) — 0,4 ME (Hopma — 0-1,1 ME/m);
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® aHaJIM3 KPOBY Ha aHTUTENA K KapIu-
onmununy — 8,3 en/mi (Hopma — 0-10 ex/
MI);

® aHaJ M3 KPOBU Ha aHTUTeJa K oc-
donunuaam knacca IgG (CKpuHUHT) —
3,08 ME/mn (pedepeHcHbIEe 3HAaYEHU I
<10, He oOHapy:KeHO);

® aHaJ M3 KPOBU Ha aHTUTeJa K oc-
donunuaam kiacca IgM (CKpUHUHT) —
4,78 ME/mn (pedepeHcHbIe 3HAUYEHMU ST
< 10; He oOHapyKeHO).

6. PenTreHorpacdus opraHoB rpyaHOMI
KJIETKU: 09aroBbIX U MHOUIbTPATUBHBIX
TEHEH He BbISIBJIEHO.

7. YIpTpa3ByKOBOE MCCIIeOBaHKE Opra-
HOB renaToOMINapHOi CUCTEMBI: yJIbTpa-
3BYKOBBIE TPU3HAKK TU(DDY3HBIX U3MEHE-
HUIi IeYeHU OTCYTCTBYIOT.

8. [TaroMopdoiornyeckoe uccieaoBaHe
KOXM, 3aKJioueHue: «Mopdoornyeckas
KapTHUHA MOXET COOTBETCTBOBATh BOC-
MaJJUTEJIbHOMY JIePMaTUTY, TuMbome,
MUTPUPYIOIICH 3pUTeMe, CKIEPOASPMUN
(BOCTIaJIUTEIbHOM CTaIUM)».

YcTaHOBIIEH MTpeABapUTEIbHBIN Trua-
rHO3: «[lepMaToMuo3uT?».

[ManmeHTKa HampaBjieHa K peBMaTOJIOTy
IUJTSl yCTAHOBJICHM ST OKOHYATEJIbHOTO THa-
rHO3a U TIPOBEIEHU S JICUCHU .

Pemaronor 'BY3 HUN-KKB Ne 1 nipo-
aHaJM3UPOBAJI BCIO MEAUIIMHCKYIO TOKY-
MEHTAIIMIO U ITPOBeJ 1000CIIeIOBaHKE.

Obsexmusroe 06caedogarnue: COCTOSI -
HHME OTHOCHTEJIBHO YIOBJIETBOPUTEIBHOE,
Temrieparypa tejsa — 36,9 °C, npaBuiib-
HOTO TEJIOCJIOXEHU ST, OTeKU TOIKOXKHOMK
KJIETYATKU OTCYTCTBYIOT, mepudepuyde-
cKkMe TUMGbaTUIeCKHe Y3JIbl He YBeJInJe-
HBI. DpuUTeMa B 30HE AEKOJIbTE, MaMyJIbl
lotTpoHa. I'pynHas KjieTka HOpMOCTe-
HHUYecKasi. AyCKYJIbTaTUBHO IbIXaHUE
B JIETKMX BE3UKYJISIPHOE, XPUITBI OTCYT-
cTBYI0T. YacToTa nbIXaTeIbHBIX IBU-
XKeHU — 18 B MuHyTy. 'paHulIbl cepa-
11a He pacIIMpPeHbl, TOHBI HOpMaJb-
HOW 3BYYHOCTHU, pUuTMHUYHBI. HacToTa
cepaeyHbIX cokpaleHuii — 80 ygapoB
B MUHYTY. LIlymbI cepnua oTcyTCTBYIOT.
ApTepuajbHOE naBJieHHEe Ha TPaBOM
miaede — 130/70 MM pT. cT. KUBOT MsT-
Kuit, 6e3007e3HeHHbI. [TeueHb n3-mnon
Kpas NnpaBoil pebepHOIi 1yru mo cpe-
HEKJIOUMYHOW JIMHUU He BBICTYMAeT.
Pasmepsl neuenu no Kypsiosy — 10-9-7 cMm.
CycTaBbl BHEIITHE HE U3MEHEHBI, He TIPU-
MyXIue, OrpaHUYeHU S TTIOIBUXKHOCTHU
HeT. UMeeTcst terkast 60J1e3HeHHOCTD TTPU
MmajJbIlallM1 MPOKCUMaJIbHBIX MeXda-
JIAHTOBBIX U MSICTHO(MAJIAHTOBBIX CyCTa-
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BOB KMCTEi, TOJIEHOCTOITHBIX CYyCTaBOB.
YMepeHHast 60JIe3HEHHOCTh NPU Majb-
MaI My MBI BEPXHETO TJIeUeBOro rmosica
¢ 00enxX CTOPOH, TOHYC COXPaHEH, cla-
60CTh MPOKCUMaJIbHOM TPYTITHI MBITIII]
(MaHyaJbHOE MBIIIIEYHOE TECTUPOBAHUE —
24-264 6anna).

e KomMmbioTepHast Tomorpadus
OpPraHOB IPYIHON KJIETKU: MPU3HAKOB
00bEMHOTr0 U/UJIU BOCHAJIUTETbHOTO
MOopakeHMsI OPTaHOB I'PYTHOM KJIETKHU
HE BBISIBJICHO.

e Dxokapnuorpadus c HIBETHBIM Kap-
TUPOBaHUEM: MTPU3HAKHN YMEPEHHBIX
JereHepaTUBHBIX U3MEHEHU I MUTPaJb-
HOTO ¥ A0PTaJbHOTO KJIAITAHOB, BEPOSITHO,
¢ubposHoro.

® DjeKTpoMuorpadus Uroab4aTbiMu
asniekTpoaamu (MOBMT): mpu uronapuaroit
3JIEKTPOMUOTPpadUU MBIIIIL ITJIeYEeBOTO
1osica ¢ 06erX CTOPOH BBISIBJICH TIEPBUYHO-
MBILICYHBII TUIT TOPaXkKeHU s C TpU3HaKa-
MU aKTUBHOCTH MpoIiecca.

e PeHTreHorpadus KUCTEN B MPSIMO
MTPOEKIIMU: Ha pEHTIeHOIpaMMe KHMCTel
B JIAJIOHHOM MPOEKIINYU CYyCTaBHBIE IETN
He cykeHbl. CycTaBHBIE TIOBEPXHOCTH
yeTKue, poBHble. CTPYKTYypa KOCTEM He
n3MeHeHa. JIoMmoTHUTeIbHBIX TeHeoOpa-
30BaHUIi HE BBISIBJICHO.

® AHTMHYKJIeapHbIe aHTUTEJa (MMMY-
HOOJIOT) — BCe OTpHUIIATE]IbHbIE, @ UMEHHO
aytoaHTutena IgG k anturenHy nRNP/Sm,
ayroaHTuresna IgG Kk aHTureHy Sm, ayroaH-
tutena IgG K anTureny SS-A, ayroaHTuTe
IgG k anTureny ANA-Ro-52, ayroaHnTture-
na IgG k antureny SS-B, ayroanTurena
IgG x anTureny ScL-70, aytoaHTuTeNa
IgG k anTureny PM-Scl, ayroanturena
IgG x antureny SENP B, ayroaHTuTtena
IgG k anTUreHy Jo-1, ayroaHtutena IgG
kantureHy ANA-PCNA, ayroanturena IgG
Kk aHTureny dsDNA, ayroantutena IgG k
HyKJieocoMaM, ayToaHTtuTena IgG K rucro-
HaMm, ayToaHTuTena IgG K pudocomaibHOMY
oenky P, ayroantutena IgG k AMA-M2.

o OAK: ap. — 4,9 X 1012/;1; reMmoro6uH
(Hb) — 130 1/i1; nmeiikorutsl — 4,6 X 10%/;
nmajoukosinepHbie — 4%; cerMeHTOsIIep-
Hble — 69%; 303uHOGUIBI — 3%; TUM-
douutsr (1.) — 23%; MOHOLIUTHI (M.) —
1%; TpoMGonTel — 156 X 109/1, COD —
60 MmM/4gac.

o OAM: 1IBET MOYM — COJIOMEHHO-KeJI-
TBIIA; TPO3PAYHOCTh — IOJTHAS; YICTbHBIT
Bec — 1010; pH — 8,0; 6es0K 1 riroko3a —
OTCYTCTBYIOT; JICUKOIIMTHI — 1-2 B moJie
3peHUs; yPOOUINH, KETOHOBBIE Teja
U 3PUTPOLUTHI OTCYTCTBYIOT.

e bAK: rimoko3a — 4,0 MMOJIb/JT; O0ILIM I
ounupyoun — 7,1 mxmoub/n; AJIT —
246 EO/m; ACT — 142 EA/n; TTT — 236
EI/m; xpeatundochokuusza (KOK) — 135
EJl/m; kpeaTuHUH — 69,2 MKMOJIb/JT, X0JIe-
cTepuH — 6,6 MMOJIb/JI, OOIINIT 6eTOK —
84 r/11; 6enkoBble PpaKIIMU KPOBU (AJTb-
oymuH — 43%, rnobynuH-anbda — 14%,
rao0yauHbl aabda-2 — 9%, riodynu-
HbI 6eTa — 14%, TIIOGYIMHBI TaMMa —
30%), xene3o — 25,5 mxmonb/1, CPb —
0,06 mMr/11, peBMaTU4YeCKUii akTOp —
5,8 ME/mu.

YuutsiBas HaIUuMUe:

1) KOXXHOTO CUHIpOMa B BUJI€ OKOJIO-
HOT'TE€BOU 3PUTEMBbI U SPUTEMBbI 1€KOJ b-
Te, mamyJy [OTTpoHa, «pyKU MeXaHUuKa»,
MOJKOXHBIX KaJIbIIUHO30B, SI3BEHHO-
HEKPOTHYECKMX BBICHITAHU I, THE3IHOMK
ajioneuuu;

2) CyCTaBHOI'O CUHApOMa (apTpajruu);

3) MBILIEYHOTO MOPaXeHUs1 (MUAITUU
MBIILII] BEPXHETO IMJIEYeBOIo Mosica ¢ 00eux
CTOPOH, MPOKCUMaJIbHas MbIllIeYHAasI ca-
00CTb, TUTTMYHbIE U3MEHEHUSI 110 Pe3yJib-
TataM urojpyaroit DMI);

4) NpU3HAKOB CUCTEMHOTrO BOCTIAJIEH U ST
(BbicokMe nokazatean COD KpoBu);

5) KOHCTUTYLIMOHAJIbHOTO CUHApOMa
(cHuxeHue Beca Ha 10 Kr);

6) pe3yIbTaTOB OMOXMMUYECKOTO HCCIIe-
JOBaHW ST KPOBH (TTOBBIIIIEHUE MBIIIEYHBIX
(G epMeHTOB), yCTaHOBJIEH MPeIBAPUTEI b-
HBII IUarHo3: «lepMaToMHMO3UT: amyJIbl
T'orTpoHa, mpokcuMaabHasi MbllIeYHast
¢J1aboCTb, MOBBILIEHNE MBIIIIEUHBIX (hep-
MEHTOB, TUITMYHBIE TIEPBUYHO-MBIIIIEY -
Hble UBMEHEHUS MO JaHHBIM UOMI,
apTpaJTun».

PexomeHnoBaHo:

1. C 1es1b1o yCTaHOBJIEHU ST OKOHYATE b~
HOTr'0 KJIMHUYECKOIr'o IMarHo3a u yTou-
HEHMsI TAKTUKY JICUSHU ST TIPOBECTU KOH-
CyJIbTAllM IO MAllUeHTKH Y peBMaTojora
Ha 6a3e PenepalibHOrO roCy1apCTBEHHO-
ro OI0JI)KETHOTO HAyYHOTO YUPEeXISHU ST
«HayuHo-uccienoBareibcKuit UHCTUTYT
peBMarosioruu umeHu B. A. HacoHoBoii»
(OI'bHY «HW MU peBMaTosiornu MMeHU
B. A. HacoHOBOI1»).

2. HayaTh CUCTEMHYIO TepaIMIo IJTI0KO-
KOpPTUKOUIaMU (MpeaHU3070H 1o 40 Mr/
CYTKHU), HMTOCTaTUKAMU (a3aTUONPUH —
100 mMr/cyTKM).

B cenTs16pe 2021 r. nanmeHTKa Npeao-
craBuia 3akiaouenue n3 PIrbHY <HUU
peBmarosoruu umMeHu B. A. HacoHoBoi1»,
e ObLJT yCTAHOBJIEH OKOHYATEIbHbIH 11a-
THO3: «/IepMaTOMUO3UT — TOCTOBEPHBIA,
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YCTAHOBJIEH Ha OCHOBAHUM CJIEIYIOLIUX
KPUTEPUEB: MPOKCUMaJIbHAsI MbIILIEYHAasI
¢J1a00CThb, MOBBIIIEHUE YPOBHS MblIIEY-
HbIX hepmenToB (KOK — 179 E[/n, AJIT —
248 EO/n, ACT — 186 EO/n, JIAT — 390
EJ1/71), THMAYHBIE IEPBUYHO-MBIIIIEUHBIC
u3MeHeHus Ha uOMI, manysnbl [oTTpoHa».

06cyxpeHue

AHanu3 pa3BUTUS U TeYESHUs TepMa-
TOMMO3UTA Y TAaHHOM MallMeHTKY IeMOH-
CTpUPYET:

e MaHM(eCTAIINIO KOXXHOTO CUHIPOMA;

® TI03THEe MPUCOSTMHEHUE MBIIIIEYHOTO
nopakeHusl, TPOTEKALIEro CyOKJINHU-
YEeCKU, C He3HAYUTEJbHBIM MOBBIIEHUEM
ypoBHs KOK;

® 3aTpyJIHEeHUe MMOCTAHOBKM OKOHYa-
TeJILHOTO TMarHo3a U3-3a OTCYTCTBU S
MUO3UT-CIenGUIecKrX ayTOaHTUTEN;

® pa3zHooOpa3ue KIMHUYECKUX MTPOSIB-
JICHW i 3a00JIeBaHM ST KaK 110 JIOKaTU3allkHy,
TaK 1 MO UX BEIPaXKEHHOCTH;

® HeOoOXOMMMOCTh ITPOBENEHM ST PACIIIN-
PEHHOT0 IMarHOCTMYECKOTO ITOVCKA B CBS3K
C MOJIMCUHAPOMHOCTBIO 3a00JIeBaHMSI.

Takum o6pa3om, 1epMaTOMUO3UT SIBJISI-
eTCsl MeXIUCIUILITMHAPHOM TPOOIeMO,
ITO3TOMY MOBBIIIIEHHAsI OCBEIOMJIEHHOCTh
Bpaveil CMEXXHBIX CITellMaJbHOCTe OyneT
CITOCOOCTBOBAThH KIMHUYECKON HACTOPO-
>KEHHOCTH, a peBMaToJjioraM OyIeT 1aBaTh
BO3MOXHOCTb CBOEBPEMEHHOT'O BhIsIBJIE-
HUSI, OTNIpeIeSIeH s YCIISITHOCTH JISUeHU st
M TEM CaMBIM YJIy4JIIaTh KA4eCTBO KU3HU
naHHoii kareropuu 60bHbIX. [l

KOHOAUKT MHTEPECOB. ABTOpbl cTaTbu
MOATBEPAMAM OTCYTCTBUE KOHOAUKTA MHTEPECOB,
0 KOTOPOM HEOBXOANMO COOBLLNTD.
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