Mpobremsbl 3gopoBba 1 akonoruu / Health and Ecology Issues 2024;21(1):129-137

YK 616-018.2-024.84-08-039.57
https://doi.org/10.51523/2708-6011.2024-21-1-16

KnunHnyeckoe HabnwageHue nauueHTa co CMelaHHbIM
3aboneBaHMeM CoeaAUHNTENBLHON TKaHU B aMOyrnaTtopHou
npaKkTuke

H. H. Cnopga’, O. J1. Hukucoposa?, [l. C. lop6ay?, H. B. Jlun?

"Tomernbckasi yHUsepcumemckas KiuHuUKka — obracmHou eocriumarbs uHeanudos Bernukoli OmeyecmeeHHOU 80UHbI,
2. lomenb, benapyco
2[omenbckuli 20cy0apecmeeHHbIti MeduyuHckul yHusepcumem, 2. lomenb, benapyco

Pe3rome

CucrtemHble 3aborneBaHns COEAMHUTENBHON TKaHW NPeacTaBnsioT coboM reTeporeHHyo rpynny 3aboneBaHnii ¢ Hesic-
HOW 3TUOMNOrMEeNn, NaTtoreHe3 KOTopbIX NpeacTaBneH ayTOMMMYHHbLIM MPOLECCOM, reTePOreHHOM KIMHUYECKON KapTUHON
1 BapnabernbHbiM Te4eHneM. Halle BCEero B KIMMHUYECKOW NpakTUKe BCTPEYAOTCS KracCcuyeckne BapuaHTbl 3aboneBa-
HWS, He Bbi3blBalOLLMe TPyQHOCTEN B X Bepudurkaumm. Ho y 4actu naumeHToB NpUCyTCTBYIOT NPU3HAKN, XapaKTepHble
ONsi pasHbIx 3a00neBaHUi CoOeaUHUTENBHOW TkaHW. Takoe couveTaHue MPU3HaKOB MOMyYnrio Ha3BaHUE CMELLAHHOro
3aboneBaHnsa cOeaAMHUTENBHON TKaHWU, UMK «NepekpecTHoro cuHapomay (Overlap-cuHgpom). MNonvopraHHbIn XxapakTep
KITMHWYECKOM KapTUHbI 3ab0neBaHns NPeAcTaBnsieT AMarHOCTUYECKY TPYAHOCTb ANSA KIMHULMCTA U NPUBOAUT K NO34-
Hel NOCTaHOBKE AMarHo3a, ManoadeKkTnBHOM Tepanum, MHBanuan3aLmmn naymeHTa.

B cTaTbe npencTaBneH KMMHUYECKUi cryyan CMeLLaHHOro 3aboneBaHns COeAMHUTENbHOM TKaHW y NauneHTa cpegHero
Bo3pacTa. [poBeageH aHanu3 nuTepaTypHbIX UCTOYHMKOB, KMMHUYECKUX OaHHbIX, pe3ynsraToB nabopaTopHbIX Uccne-
[OBaHUN.

KnioueBble crnoBa: cvewarHHoe 3abosiegaHue coeduHUmMesibHOU MKaHU, KIUuHUYecKul cryyal

Bknapg aBTOpOB. Mop6ay [1.C.: 0630p nybnvkauuii no TemMe cTatby, NOAroTOBKa TekcTa cTatb; JIud H.B.: onucaxve
KINMHWYECKOro criydas, NoArotoBka Tekcta cratek; Hukndoposa O.J1.: 0630p nybnukaumi no Teme cTaTbu, KIMHUYe-
ckoe HabniogeHve 3a nauuMeHToM, aHanu3 AaHHbIx ctatbn; Cnoga H.H.: knuHnyeckoe HabniogeHve 3a nauuMeHToM,
penakTMpoBaHue CTaTbW, NMpoBepKa KPUTUYECKW BaXKHOMO COAepXKaHusl.
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Abstract

Systemic connective tissue diseases are a heterogeneous group of diseases with unclear etiology, the pathogenesis
of which is represented by an autoimmune process, a heterogeneous clinical picture and a variable course. Classical
variants of the disease that do not cause difficulties in their verification are most common in clinical practice. But some
patients have signs characteristic of various connective tissue diseases. This combination of symptoms is called mixed
connective tissue disease or “cross syndrome” (Overlap-syndrome). The multi-organ nature of the clinical picture of the
disease presents a diagnostic difficulty for the clinician and leads to late diagnosis, ineffective therapy, and disability of
the patient.

The article presents a clinical case of mixed connective tissue disease in a middle-aged patient. An analysis of literary
sources, clinical data, and laboratory results was carried out.
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BBeneHue

CwmelwaHHoe 3aboneBaHMe COeOUHUTENBbHOM
TkaHu (C3CT), unu cuHgpowm LWapna, — ato cuctem-
Hoe 3aboneBaHVe CoeaUHUTENbHBIX TKAHEN, Xapak-
TEPU3YIOLLEECS COYETAHNEM MNPU3HAKOB CUCTEMHOM
KpacHon Bon4aHku (CKB), cuctemHon cknepogep-
mun (CCH), nonmmmnosuta (IMM), gepmatommosuTa
(OM), pesmatougHoro aptputa (PA) n Hanuumnem
aHTWUTEN K PacTBOPUMOMY SiAEPHOMY PUOOHYKIeo-
npoteuny (aHtu-U1-PHIT) B Bbicokux Tutpax [1-4].

OaHHbix 0 C3CT B nuTepaTypHbIX UCTOYHMUKAX
HegocTaTovHo. Tak, Ha siHBapb 2024 r. Ha pecypce
PubMed no kntoueBon ppase «Mixed connective tis-
sue disease» obHapyxeHo Bcero nuwb 3153 ctatbm.

Yactota BcTpedaemoctn C3CT B mMupe co-
ctaensieT 1,9-3,8 Ha 100 Tbic. HaceneHuda. CooT-
HOLLEHME XKEHLUMH U MYXXYMH, MO AaHHBbIM pa3sHbIX
aBTOpOB, konebnetcs oT 3:1 go 16:1. MNuk 3abone-
BaeMocTu npuxoantca Ha 28-48 net [4]. daHHble O
pacnpocTtpaHeHHoctn C3CT B Pecnybnuke bena-
pyCb OTCYTCTBYIOT.

CwmelwaHHoe 3aboneBaHMe COeOUHUTENBbHOM
TKaHu BnepBble Obino onucaHo G. C. Sharp u co-
aBT. B 1972 I. y nauyneHToB C HanuMynem BbICOKOrO
TuTpa aHtTn-U1-PHI aHTuTEn B CbIBOPOTKE KPOBU U
coYyeTaHneM KnmHuyeckon kapTuHol CKB, CC n MM
[4, 5].

B nocnepgywowem udydeHnem C3CT kak Ho-
30/10rM4eckon eamHuubl 3aHumanuceb D. Alarcon-
Segovia, R. Kasukawa, M. F. Kahn u S. Cappelli. 3a
BpeMsl HabntogeHust 3a nauneHtamm ¢ C3CT gaH-
HbIMW aBTOpamMu Obin paspaboTaH psig OTNNYUTENb-
HbIX MPU3HAKOB, KOTOPbLIE U NMErNN B NOCNEAYOLLEM
B OCHOBY KrnaccuurKaLMOHHbIX KpUTEPUEB AMArHO-
CTUKM A@aHHOro 3aboneBaHusl.

HecmoTpsi Ha nccnegoBaHus, NPOBEAEHHbIE B
pasHbIX CTpaHax, natoreHe3 3aboneBaHUs 0O KOH-
ua He m3dyveH. C3CT oTHOCUTCHA K ayTOMMMYHHbIM
3aboneBaHVsM C BbIpabOTKOM BbLICOKMX TUTPOB
aHTn-U1-PHI1 aHTuTen B cbiBOpOTKe KpoBu [6-8].
Alarcon-Segovia D. 6bina npegnoxeHa Teopus, co-
rnacHo kotopou aHTutena aHtu-U1-PHI1 Bbi3biBatoT
rmbenb T-cynpeccopoB, B3avMOLENCTBYS C HUMM
yepes Fc-peuenTopbl, YTO NPUBOAUT K Nponudepa-
umm T-xennepoB u akTmBaumm B-numdoumTtos, 3a-

NycKy ayTOMMMYHHbIX npoueccos [9]. Y nauneHTos,
ctpagatowmx C3CT, Obina BbisiBIieHa reHeTu4eckast
npegpacnonoXeHHOCTb, accouumpoBaHHasa ¢ HLA-
DR4, HLA-DQB1 deHoTnnamun. Yactota onpeaene-
HUA aTMX aHTUreHoB y nauuweHtoB ¢ C3CT cocTas-
nsaet or 52 0o 66 % no AaHHbIM pa3HbIX aBTOPOB
[6, 7, 8].

KnuHuyeckne nposieneHus C3CT otnuyatrorcs
nonMMopramMomM 1 aMHAMUYHOCTbIO. [ns paHHero
nepuoga 3aboneBaHus XxapakTepHbl cuHapom Peii-
HO W CKNnepogakTunus, B pasrap 3aboneBaHus —
nopaxxeHue nerkmx, cepaua, nodek, enygovHo-Ku-
LIEeYHOro TpakTa U HepBHOW cuctembl. CuHAPOM
PeliHO 1 cknepogakTuUnusa onepexarT nopaxeHue
BYMCLIEPASIbHBIX OPraHOB OT HECKOMbKMX MECSALEB [0
Tpex net. CknepogakTunus npeacrasneHa B Buae
oTeKa KMCTeMN, «COCUCKOODpa3HbIX» NanbLEeB, Takke
Yy YacTu nauMeHTOB MOryT Habniogatbcsa ynnoTHe-
HWE KOXW nuua, gurntanbHble HEKPO3bl, TENEaHrn-
9KTa3nu, HapyLLeHne nurMeHTauumn, apuTemMmatosHas
ChiMNb M POTOYYBCTBUTENLHOCTbL. K paHHMM cuMnTo-
Mam C3CT OoTHOCAT nopaxkeHne CyCTaBoB U MbILLL,
koTopoe npucyTtcteyeT y 60-70 % naumMeHToB K
npeacTaBreHo B BUAe nonvaptpanrui, apTputos K
Muro3unToB (40-90 % naumeHTOB) [2, 4].

MopaxeHne nerkux BbisBnsercsa y 85 % na-
LUMEHTOB, SABMAETCA OOHOW M3 MNPUYMH CMEPTHO-
ctm npu C3CT u nposiBnsaerca B Buae ¢umbpo-
32, MHTEpPCTMUMANbHOrO MOPaXEHUSA NErkux Wnu
nero4yHon aptepuanbHou runepteHsun [4, 10].
Y 66—74 % nauneHTtoB npu C3CT HabntogaeTcs BOB-
nevYeHne XenyaovHO-KULLIEYHOro TpakTa. Hanbonee
pacnpoCTpPaHEHHbIM  KIMHUYECKUM  MPOSIBIIEHVEM
saBnsieTcst AMcyHKUMS nuwesoda (HapyLeHne Mo-
TOpUKK, pecdproke), B nutepaTypHbIX MCTOYHMKaX
TakKe onucaHbl criydyam nepdopauum KULLEYHUKA,
3HTeponaTui, naHkpeatuTa, auapen n gp. Yacro-
Ta nopaxeHus cepgua BapbupyeT oT 13 go 65 %.
KnuHnyeckn nopaxeHue cepgua NpencTaBneHoO B
BUAE Mepukapanta, MMOKapauTa, HapyLleHUs puT-
Ma cepgua W AMacTonMyeckon AMCEYHKLMN NEBOrO
xenygouyka. lNMopaxeHne HepBHOW CUCTEMbI Y NaLu-
eHToB ¢ C3CT BCcTpevaeTcs peako u nposBnsieTcs
B BUAE HEBpOMNaTMn TPONHUYHOIO HEpBa, acenTnye-
CKOro MEeHWHruTa, ncmxosa [2, 4, 6].
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ViamMeHeHna nabopaTopHbIx NokasaTtenen npea-
CTaBreHbl B BMAE NENKONEHWW, aHEMUM XPOHUYeE-
Cckoro 3aboneBaHusi, runeprammarnofynmHemmu,
pexe BcTpevaeTcs Tpomboumtonenuns [10].

B HacTosiLee Bpems He cyLlecTByeT obLienpu-
HATbIX OMArHOCTMYECKUX KpuTepueB. Ons AuarHo-
ctmkn C3CT wmcnonbaytoT kputepun Sharp (1972),
Alarcon-Segovia (1987), Kasukawa (1987) n Kahn
(1989). OHM oTnMuatloTcs CBOEW YyBCTBUTEMbHO-
CTblo 1 cneundundHocTbo. Mo aaHHbiv K. J. John
M coaBT., Haubonee 4yBCTBUTENbHBIMU SBMAAKOTCS
amnarHocTtnyeckne kputepun Kasukawa, HambGonb-
was cneunduyHocTb y Kputepmes Alarcon-Segovia
n Kahn [11].

K agmarHoctuyeckum  kputepusim  Alarcon-
Segovia OTHOCAT CEepONOrMYECKUA KPUTEPUIA (Hanu-
yune aHtn-U1-PHI > 1:1600) n knuHnyeckme Kpute-
pUN: OTEYHOCTb KUCTEW, CUHOBUT, MUO3UT, CUHAPOM
PeliHo 1 akpocknepos c/6e3 npokcMMarnbHOWM CcKre-
poaepmun. [InarHo3 cuyntaeTcsi JOCTOBEPHbIM MpU
HanM4YnuM CEepPOSIOrMYECKOr0 N TPEeX KIMHUYECKUX
Kputepues [5, 11, 12].

K amarHoctuyeckum kputepusm Kahn Takke
OTHOCSAT CEPONIOTMYECKUI KPUTEPUI (Hanuume aHTu-
U1-PHIT > 1:1200) n cneaytoLime KNMHNYECKNE Kpu-
Tepun: cuHApPoOM PenHo, CUHOBUTLI, MMO3NUT U OTEY-
HOCTb nanbueB. [lnarHo3 cyMTaeTcs 4OCTOBEPHbLIM
NPy HanMU4Mn CeporiorM4EeCcKoro KpUTepusi, CUHOPO-
Ma PeiHO 1 AByX M3 OCTanbHbIX TPEX KIMHUYECKNX
KpUTEpMEB.

Hanunune aHtn-U1-PHIT aHTMTEn B CbIBOPOT-
Ke KpOBM HEOOCTaTOYHO A1 MOCTaHOBKWM AuarHosa
C3CT, B cMmnTomMaTuKe Takke AOIPKHbI MPUCYTCTBO-
BaTb TUNUYHbIE KNMHMYECKNE nposiBreHus [5, 11, 12].

PaHoomMun3npoBaHHbIE KOHTPONMPYEMbIE UCCre-
JoBaHus no nosogy Tepanun C3CT He NpOBOAMIMUCH.
Llenblo Tepanuu SBMSIETCA KOHTPOSb CMMMNTOMOB
Had TEMW KIMMHUYECKMU MPOSABNEHNSMUN, KOTOpbIe
NPUCYTCTBYIOT Yy nauueHTa. KnvHuyeckne nposiB-
fieHns BOCManuTeNbHOrO XxapakTepa (nmMxopagka,
MMWO3UTbI, apTPUTbI, KOXXHas CbiMb) NOAAAOTCH Te-
panun HecTepouaHbIMU MPOTMBOBOCNANUTENbHBIMM
npenapatamu (HIBI1) u rnokokopTMKocTeponga-
Mu. [MposiBNeHMs CKNepogepMmnYecKoro xapakrepa
B BMAE CKIEepOoAdaKkTUivu, MOpPaXeHus MULLEBOAA,
cvHgpoma PenHo, MHTepcTMumManbHOro nopakeHus
nerknx TpebytoT HasHa4YeHMs UMTOCTaTU4eCcKon Um-
MYHOCYNPECCUBHON Tepanuu. Yaie n3 ummMmyHocy-
NMPECCMBHBIX MpPenapaToB MCMONb3yrT LmMKnodgoc-
damug, LUKNOCMOPWUH, asaTMONpuH, MeToTpekcar
nnn nedgnyHomua [4]. B nutepaTypHbIX UCTOYHMKAX
TakKe OMMCaHbl CryYyan NMPUMEHEHUS TEHHOWHXE-
HepHbIX OronorMyeckmx npenapatoB (pUTykcMmMao,
TouUNM3ymad) ¢ yMepPEHHbIM MOMNOXUTENbHLIM 3d-
dektoMm. OueHka 3dhPEKTUBHOCTM OAHHOW Tpynnbl
npenapaTtoB B Tepanun C3CT 3aTpygHeHa u3-3a
peakoro HabnoaeHnst X NpuMeHeHus [4].

Cnyy4al u3 KIuHU4YecKoU rnpaxkmuku

MaumeHTKa, XeHwuHa, 54 roga, HabnopaeTca
B FOCYJAPCTBEHHOM Yy4YpexAeHun 3OpaBoOXpaHe-
HUs1 «[oMenbckas ueHTpanbHas ropoAackasi KIvHu-
yeckaa nonuknuHukay (IMY3 «UCKMy), dwmnman
Ne 12, ¢ 2011 r. '3 aHamMHe3a XW3HW: BpegHble
NPYBbLIYKM OTPULAET, anfeproaHamHe3 1 Hacneg-
CTBEHHOCTb He oTsarowleHbl. B dunuane Ne 12 Y3
«LUIrKM» Habntoganacb no noBogy NpOCTYAHbIX 3a-
OoneBaHuiA. Y naumMeHTKn B3SITO MHOOPMUPOBAHHOE
cornacue Ha nybnvkauuto cny4vasi ee 6onesHu.

AHamHe3 3aboneBaHus: B siHBape 2011 r. na-
uneHTKa obpaTtuna BHUMaHWEe Ha NPEXOAsiLLnNiA OTeK
nanbLUEB KUCTEN, 3aMACTHbIX, JTOKTEBbLIX U NIIEYEBbIX
cyctaBoB. [1o pesynsratam o6crnegoBaHusi, NpoBe-
aenHoro B Y3 «[UIMKM», dunuane Ne 12, BbisB-
neHbl cnegylwmne U3MeHeHus: B obem aHanuae
kpoBu (OAK) nenkountbl — 3,1%x10%n, ckopocTb
ocenanus aputpoumToB (COJ) — 23 Mm/y, ocTanb-
Hble MoKasaTenu B npegenax pedepeHCHbIX 3Hade-
HWUKA; obwmi aHanna moun (OAM) Ges3 nartonoruu;
onoxummnyeckui aHanua kposu (BAK): C-peaktus-
Hbi 6enok (CPB) — 8 mr/n, ocTanbHble NokasaTenu
B Mpefernax HopmarbHbIX BENWYUH. PeHTreHonoru-
yeckas kapTnHa — 6e3 NaTonorM4ecknx N3MeHeHNN
B cycTaBax. Bpaydom-tepanestom [Y3 «[ILIKIM»
dunmana Ne 12 naumeHTke Obin HasHadeH HIBI
(Humecynmg 100 Mr 2 pasa B CyTku nocrne efbl, Kyp-
coMm 5 gHen), nocne npuema KOToporo oHa OTMETU-
na ynyylweHne camoyyBCTBUS.

B mae 2011 r. y naumeHTkM nosiBunmcb 6onu B
MbILLILAX, KOCTAX, CKOBAHHOCTb OBVXXEHWUIA KACTEN U
pyK. Bo306GHOBUICA NPeXoasLLMIA OTEK NanbLUEB PYK,
3ansiICTHbIX CycTaBoB (pucyHOK 1).

MaumeHTka GbiNa rocnuTanMa3npoBaHa B oTae-
neHve peBMaTonorMM ydpexaeHus «lomenbckas
obnactHasa knuHudeckas GonbHuua» (Y «FOKBy).
MeTogamum nabopaTopHOW AMAarHOCTMKM NO BbisiBE-
HUo aHTuTen K aByxuenodedHon JHK (aHTu-dsDNA)
Obinn uckntodeHsl CCO u CKB. lMauuneHTke Obin
BbICTaBneH AamarHos: «HeguddepeHunpoBaHHbI
apTpuT C nopaxeHuvem cyctaBoB kucten, OK II».
B nepuwoa rocnutanu3aumm nony4vana ropMoHanb-
Hyl0 Tepanuio (NPEeQHU3ONOoH NapeHTeparnbHO),
Tepanuio NpOTUBOMArspPUAHBIM NpenapaToMm (ru-
apokcuxnopoxuH 400 mr 1 pas B cyTtku). lNocne
CcTauMoHapHoro neveHus peesmatonorom Y «FOKBb»
Has3Ha4YeHO MPOAOIMKUTL Tepanuio MMAPOKCUXITOPO-
XWHOM [0 2 MeCsLEB.

JlabopaTtopHble nokasatenn kposu: OAK:
aputpountbel — 4,59x10'%/n, remornoGuH —
123 r/n, TpombounTel — 200%10%n, nenkounTbl —
2,7%10°%n, 303MHOUNbLI — 2 %, 6asodurbl — 0 %,
HenTpocunbl — 64,9 %, numdountsl — 33,1 %,
MoOHOUUTBI — 8 %, CO3 — 25 mm/y4. B BAK ObIn
nosbiweH CPB — 12 mr/n, octanbHble nokasaTtenu
ObInm B Nnpegenax Hopmel. [1o pesynsratam neveHus
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naumeHTka OTMETMNA BbIPAXXEHHOE YNydlleHne Co- B aBrycte 2013 r. naumMeHTKa ctana 3amedartb
CTOSIHMSA: BOMKM, CKOBAHHOCTb ABWXKEHWUA M OTEKM B Npexodsiume nsiTHa no Bcemy Teny. MaTHa Haxoau-
cycTaBax OTCyTCTBOBAIM. nvcb Ha Tene 3-5 gHel, nocne vero 6eccnegHo uc-

B nepwuog ¢ noHa 2011 no aeryct 2013 . naum-  yesanu (PUCYHOK 2).
eHTKa xanob He npeabsaBnsana.

PucyHok 1. Omek negol Kucmu, «cocuckoobpa3sHbie» nanbybl ((pomo u3 NUYHO20 apxuea nayueHma)
Figure 1. Swelling of the left hand, “sausage-shaped” fingers in patient (patient’s personal photo)

PucyHok 2. MHoz2oghopMHasi akccy0amusHasi spumema Ha Koxe eoneHel (ghomo u3 flu4HO20 apxusa nayueHma)
Figure 2. Exudative erythema multiforme on the skin of the legs in patient (patient’s personal photo)
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B Y3 «I'UrKry, dounuane Ne 12, naumeHTka
MOBTOPHO Mpoluna nabopaTopHble UCCregoBaHuUS.
Mokasatenu OAK, OAM u BAK B npegenax Hop-
MarnbHbIX 3HAYE€HUN, 32 UCKITIOYEHNEM NENKOLIMTOB,
KoTopble Gbinu B npeaenax ot 3 go 4,5x10%n. Ha
0asze MeauMUMHCKMIA auarHoctudeckonm nabopaTo-
pun «SYNLAB» nauueHTke Obln NpoBedeH CKpu-
HWHIOBbIA MOWCK ayTOUMMYHHbIX aHTUTEMN, pe3yrb-
TaTbl KOTOPOro ObInu crnegytowumun: aHtuTena K
3KCTparMpyembliM sgepHbIM  aHTureHam RNP/sm
(aHTm-nRNP/sm, aHtn-U1-PHI1 aHTutena) — «+»,
aHtutena k U1-, U2-, U4-puBoHykneonpoTenHam
(aHTn-sm) — «+», aHTUTENa K PUOOHYKINENHOBBLIM
kncnotam (aHTM-RNP70) — «+», aHTUTENa K aHTu-
reHam SS-A (aHTK-SS-A) — «+», ocTarnbHble noka-
3aTenu aHTUHyKneapHbIx aHTuTen IgG ganu oTpu-
uatenbHbli pesynbrar. bbin BbICTaBneH AuarHo3
«CeponoantneHoctb no aHTU-nRNP/sm, aHTu-sm,
aHTU-RNP70, aHTM-SS-A». Bpadom-peBmaTornorom
nauMeHTKke peKoMeHO4O0BaHO UHAMMUYECKOe HabmMto-
OeHve.

B 2014 r. Ha 0a3e MeaguLUWHCKUIA AMarHoCTu-
yeckon nabopaTtopum «SYNLAB» Obino npose-
OEHO TMOBTOPHOE WUCCRedoBaHWE Ha MapKepbl
ayTOMMMYHHbIX 3aboneBaHuii, MO pesynsratam Ko-
TOporo Habnioganacb MNONMOXUTENbHAA AMHAMUKA:
aHTU-sm — aHTM-nRNP/sm —
aHTU-SS-A — «+». JlabopaTopHble NokasaTenu Ha-
Xoounucb B npegenax pedepeHCHbIX 3HaYeHUN.
YKano6 naumeHTka He NpeabaBnAna.

«—», «—»,

B 2014-2016 rr. paHee ykasaHHble CUMMTOMbI
OTCYTCTBOBaNW, nauueHTKa 4yBCTBOBana cebs xo-
poLuo.

B Havane 2017 r. y nauMeHTKM MNOSIBUNUCH
OHEeMeHVe, NnokKanbiBaHWe W XOoKeHWe nanbLeB pyk.
B Y «OKB» el Obina npoBefeHa peoBasorpadus
BEPXHUX KOHEYHOCTEN C XOnogoBow Npobor 1 npo-
6on ¢ HuTpornuuepuHoM. Pesynbrat gaHHOW npo-
Obl BbIN NONOXUTENbHBIM, YTO CBUAETENLCTBYET O
Ba30CNaCTMYECKOM XapakTepe MOBPEeXOEeHUs Co-
CyAOB BEPXHWX KOHEYHOCTEWN, BbICTABMEH AMarHo3
«CuHgpom PeliHox». C HacTynneHnem Tennon nopbl
roga xanobbl npekpatunucb. Takke B 2017 1. nepe-
Hecna BHErocnuTanbHy NeBOCTOPOHHIO Nonuncer-
MEHTAPHYIO MHEBMOHUIO HEYTOYHEHHOWN 3TMOMOMNK,
CpEeAHeN CTEeNEeHN TSHKECTU, HeoCnoXHeHHyo, [H 0.

B 2018 r. Ha ¢oHe CUMbHOrO MNCMXO3AMOLMO-
HanbHOro cTpecca npousoLlen peunavs 3abonesa-
HKSA B BUAe o60CTpeHNs BCcex npeablayLumMx CUMMTO-
MOB Y MOSABNEHMS HOBbIX (pUCyHOK 3). B yacTHOCTMH,
BrepBble NauMeHTKa Xanosanacb Ha HapylleHue
YyBCTBMTENbHOCTN ManbLeB NeBov pyku. Bnepsblie
nosiBMnacb peakums, NogoGHas annepruyeckomu,
Ha Y®-ny4yu, KoTopas nposiBnanace nATHaMmuM Ma-
NMHOBOrO LBeTa B 06MacT NOKTEBbIX M KOMEHHbIX
cycTaBoB. [19THa Npoxoaunu Yepes HECKOIbKO AHEN
CaMOCTOATENbHO nocrne npebbiBaHnsA Ha OTKPbITOM
conHue. Takke y NauneHTKM BHOBb NOSBMIUCE Mpe-
XogdLwme OTeku nanbLeB PyK, dOoKeHue, nokanbisa-
HVMe, OHeMeHWe narnbLeB pyK, CUrbHble 6onn B KO-
CTAX U CKOBAHHOCTb B ABMXEHUAX.

PucyHok 3. MHozoghopmHasi akccydamueHas apumema Ha Koxe 3a0Hel nogepxHocmu npasoul 201eHU
(pomo u3 nuyHoz2o apxusa nayueHma)
Figure 3. Exudative erythema multiforme on the skin of the posterior surface of the right leg in patient (patient’s personal photo)
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B Y3 «'UrKr», dunmuane Ne 12, nposene-
Hbl nabopaTtopHble uccnegoBaHust kposu. OAK:
aputpounTtel — 4,59%x10'%/n, remornobuH —
123 r/n, TpomboumnTtbl — 200%10%/n, nenkounTbl —
2,7%10°%n, 303nHobUnNbl — 2 %, 6asocunsl — 0 %,
HenTpodunbl — 66,9 %, numdountel — 33,1 %,
MoHoUUTbl — 8 %, CO3 — 28 mm/y. OAM u BAK
©e3 natonormn. NMoBTOpHO GbIN NpoBefeH MOUCK
aHTUHyKNeapHbIXx aHTuTen IgG, Bce nokasatenu
Janu oTpuuaTenbHbIN pes3ynbTaT, 3a WCKYEHU-
eM aHTU-nRNP/sm — «+++». PeHTreHonornyeckasi
KapTWHa — NaTonornyeckne n3MeHeHus B cycraBax
Ha MOMEHT OCMOTpa He BbisiBNeHbl. Ha ocHoBaHMK
aHamMHe3a 3a00neBaHUs, WUMEILLMXCS KIUHUYE-
CKUX K 5abopaTopHblX AaHHbIX MNauuMeHTke Obin
BbiCTaBrneH pguarHo3 «CwmellaHHoe 3aboneaHue
COEOVHUTENBHOM TKaHW, XPOHUYECKOE TeYeHue.
Monunaptput. CuHgpom PeiHo. JlenkoneHus. MHo-
rocbopmHaga akccyaatMBHasa aputema. ViHaoypaTtme-
HbI OTEK Kucten». Bpayom-peBmaTonorom naum-
€HTKe Oblnla HasHayeHa ropMoHanbHas Tepanus:
mMeTunnpeaHusonoH 4 mr 1 pas B cytku; HIMBI me-
nokcukam 15 mr 1 pas B cyTku nocne eapl.

ExerogHo, HaunHasa ¢ 2017 r., nayneHTKka aBa
pasa B rog nepeHocuna nHEBMOHUN.

B aHBape 2020 r. Te4yeHve 3aboneBaHus yxya-
LIMMoChb, MauMeHTka oTMmedana 6orbluee konude-
CTBO NATEH Ha Tene. Ha KoXe KOHeYHOCTEeN MHOXe-
CTBEHHas 0Te4Has LMaHoTUYHas NSATHUCTas CbliMb MO
TUMNY «KOJMbLO B KOMbLE», MECTaMV CMMBAOLLASCS B
Oyrn v rmpngaHabl, ¢ YeTKMMU rpaHiLamMmn U Banmko-
06pasHbIM KpaeM, COCTOSLLMM M3 OTAENbHbIX rune-
PEMWPOBAHHBIX Manyrn, Mectamu C neTexvarbHbIM
KOMMOHeHTOM. Trowaab NopaxeHus KOXK JOCTUr-
na 15 %. locne koHcynbTaLMM OepMaToOBEHEPO-
nora yypexaeHusa «fomenbckuin obrnacTHOM KITMHK-
YECKUN  KOXXHO-BEHEPOSIOrMYECKMn  gucnaHcep»
(Y «TOKKB[») nauneHTKe Obina HasHaveHa annep-
rornornyeckas npoba, B pesynsrate KOTopon bbina
oBHapyXeHa rMnep4yyBCTBMTENBHOCTb K KanTonpwu-
ny. HasHayeHa aHTUrMCTaMUHHAsA Tepanusi Xnopnu-
pamuHom 25 mr 3 pasa B cyTku. bes nonoxurensHon
OVNHaMUKN.

B mapte—anpene 2021 r. nayneHTKa nepeHec-
na nHeBMOHMIO, accoummnpoBanHyto ¢ COVID-19-un-
dekumen B Tskenon gopme. Bo Bpems nedeHuns B
rocygapCTBEHHOM YUYpeXOeHUN 34paBOOXpPaHEHMS
«lomenbckas ropogckas KnuHuyeckass ©GonbHuua
Ne 3» (Y3 «TKB Ne 3) naumneHTKa B TeYeHMe OBYX
Hefenb Haxoaunack B OTAENEHUN aHECTE3MONOMK,
peaHyMauum N MHTEHCUBHOW Tepanuu. 34ecCb OHa
Haxogunacb Ha KUCNOPOoAHOW noaaepxke (8 n/mMuH),
nornyyana npoTMBOMUKPOOHYO Tepanui: BaHKOMU-
unH 500 mr 3 pasa B CyTKM BHYTPb; MHAY3NOHHYIO
Tepanuto: 1,5 n pacteopa PuHrepa 1 pa3 B cyTku,

MEeTUNNPeaHn3onoH 8 mr 4 pasa B cyTku. [locne cra-
Ounusaumm coctosiHus Gbina nepeBefeHa B Tepa-
neBTUYECKOE OTAeneHne. 3a BpeMsi HaxoxXaeHusa B
cTaumoHape nauueHTKa notepsna 8 kr macchl Tena.
Ha MOMEHT BbIMMCKM OTMeYana OTCyTCTBUE NHATEH
Ha Tene u Cnu3uCTbIX ¢ anpens no aeryct 2021 r.
C aBrycta 2021 r. nauneHTKy 6ecnokovnnu nepmogu-
YeCKMM CyXOW Kallenb U ofbllka npu ousmnyeckom
Harpy3ke. [locne poobcnenoBaHnst MyfibMOHOMOMOM
yupexgeHus «omenbckasa obnactHasa Tybepkynes-
Hasa KnuHuyeckas 6onbHULA» BbICTaBNeH AnarHo3
«BpoHxoakTaTMyeckasa 6onesHb cpegHen Jonu npa-
BOrO NErkoro, fokasnbHbli THEBMO(MOPO3 B 060mxX
nerkmx. XpoHN4ecknin BPOHXUT, CTaaust HECTOWMKOM
pemuccun, JHO».

B 2022 r. nauMeHTKa NOBTOPHO ambynaTtopHO
nepeHecna NHEBMOHUIO, U3-3a BbICOKMX MoKasaTe-
nen D-gumepos (3600 Hr/mn) Bpadom obLuen npak-
TMKM Bbin Ha3HayeH puBapokcabaH 15 mr 1 pa3s B
CYTKW, Ha KOTOPbIN y NaUMEHTKM pa3Burachb annep-
rmyeckasi peakuusi B BMAe KpacHbIX NATEH Aname-
Tpom 3 mMm. BBuay AaHHbBIX NpUYnH Npenapar Bpa-
YoM oOLler NPakTUKM ObiN OTMEHEH U Ha3HayeHa
auetuncanuumnoBas kucrota B gose 150 mr 1 pas B
cyTku. Bpadom-gepmaroseHeponorom Y «TOKKB»
nauMeHTke MNOBTOPHO Obifla MpoBedeHa annepro-
nornyeckas npoba, no pesynsratam Kotopon Gbina
BbISIBIIEHA MMNEPYYBCTBUTENMBHOCTb K KanTompuny,
MEeTOTpeKcaTy, TMAPOKCUXITOPOXMHY, a3aTMOoMNpPUHY,
HUdeannuHy, puBapokcabaHy, acKopOUHOBOW Kuc-
noTte, HUKOTMHOBOW KUCMOTe, hONMEBON KUCNOTE.

Ha paHHbIn MOMEHT nauMeHTKy ©ecnokoaT
BblpaXeHHble 6onn B cycTaBax, KOCTSX, MosBre-
HMWEe MATEH Ha KOXe, CrM3UCTbIX, COMPOBOXOAto-
LMecsa 4yBCTBOM XOKeHUs1, cnabocTb, OTekn nuua,
nanbLeB KUCTEN, XOKEHNE, OHEMEHWE NanbLeB pyK
(pycyHok 4).

YuntbiBass He3HauuTenbHbIA  pesynbraT  OT
NPUMEHEHNST TOPMOHANbHOM M NPOTMBOBOCMANMU-
TEeNbHOW Tepanuu, HEBO3MOXHOCTb BbIMOMHEHUS
npodeccuoHanbHbIX  00S13aHHOCTEN, MauueHTKa
Obina HanpaeneHa Ha MeguKo-peabunuTaumoH-
HYIO 9KCNEPTHYI0 KOMUCCUIO, en Bbina ycTaHoBMNEHa
2-51 rpynna MHBanuaHoCTH.

B kayectBe npobHoOro neveHnss Ha Oase
Y «OKB» nauueHTke npoBoauncs nnasmadepes.
Be3 BbIpaXXeHHbIX KITMHUYECKMUX pPe3yrbTaToB.

B HacTosLWnA MOMEHT eXeOHEBHO naumeHTKa
NPVYHUMAaET METUNNPEAHM30MOH 4 Mr 1 pa3 B CyTKM,
Humecynug 100 mr 1 pa3 B cyTku, nosaptaH 50 mr
1 pa3 B cyTku, auetuncanuumnosyto knucnoty 150 mr
1 pa3 B CyTKW.
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PucyHok 4. MHozoghopmHasi akccydamueHasi spumema Ha nepedHel u 3a0Hel noe8epxHOCMsiX Koxu 2oneHel, bedep
Figure 4. Multiform exudative erythema on the anterior and posterior surfaces of the skin of the legs and thighs in patient

O6cyxaeHue

MMepBbIM KNMHWYECKMM MNpOsiBIEHNneM 3abo-
neBaHus y NauMeHTKn Oblna OTEYHOCTb KUCTEN WU
MHOrochopMHas aKccygaTMBHas apuTema, Bnocnea-
CTBUU nposiBurica cuHapom PerHo. lMocne kypca
Tepanuu rKOKOPTUKOCTEPOMAAMM U NPOTMBOMA-
NSPUAHBIM NpenapaTtoM TMOPOKCUXIIOPOXMHOM Y
nauMeHTkn Bbina JocTurHyTa ctabmunmsaumns cocTo-
SIHUS C OTCYTCTBMEM KITMHUYECKUX MPOSIBMEHUA Ha
Tpu roga. NoBTopHOE pe3koe BO30OHOBIEHNE BCEX
paHee BO3HWKLUMX CUMMATOMOB M CMHAPOMOB NMpPOu-
30LUS10 Ha POHE NEPEXMUTOrO NALMEHTKON CUNBHOTO
NCUXO3MOLMOHANBHOIO NEPEHanpPsXXeHUs, Mpu 3ToM
nposogumMasi Tepanusi Gbina manoadekTMBHON,
YTO B KOHEYHOM MTOre MpPUBENO K NOTEPU NauUeHT-
KOW TPyAOCMOCOBHOCTN.

KnuHnyeckast kapTuHa 3aboneBaHMsi COOTBET-
cTByeT knaccudeckomy nposieneHuto C3CT, un BbI-
SIBMEHHbIE Y NAUMEHTKM aHTMHYKIeapHble aHTuTena
IgG B BbICOKMX TUTpax NOATBEPXKAAKT ANarHos.

3aknoyeHue

OnucaHHbIN KNMHWYECKUIA CryYal paclumpsieT
npeacTtaBneHne o6 OCOBEHHOCTSIX TeYeHUs1 cMe-
LWaHHOro 3aborneBaHUs COEOVHUTENBHOW TKaHWU Yy
YKEHLUMHbI CpedHero Bo3pacTta C NOCTEeNeHHbIM pas-
BUTMEM MATONOIMMYECKOro npoLecca u 4eMOHCTPU-
PYET HarMnsi4HO BCe TPYAHOCTM OUarHOCTUKM 3abone-
BaHWSA Ha HavanbHbIX 3Tanax ero pa3BuTHs.

CwmellaHHoe 3aboreBaHve CcoeanHUTENbHOWM
TKaHW — 3TO pepkoe 3aboneBaHue, y KOTOPO-
ro OO CWUX MOp OTCYTCTBYIT YHU(PMLMPOBAHHLIE
KnacCUUKaUNOHHbIE KPUTEPUM W HET YETKOM
KITMHUYECKOW KapTuHbl (MPOSIBNSAETCA COYETAHUEM
OTAENbHbIX MPU3HAKOB CUCTEMHOM KpacHOW BOJ-
YaHKM, CUCTEMHOWN CKINepoaepMuu, peBMaTtongHo-
ro apTpuTa, NonMMmMo3unTa), No3TOMYy OYEHb BaXKHO
NPOAOIMKaTh JanbHenwmne nccnegoBaHnsa gaHHOW
narornoruu.
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