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IIpedcmaesneno kaunuueckoe Haba0O0eHUe nayUeHMKU, Y KOMOPOU UMeA0Ch no Kpaiikell Mepe mpu 3a001€8aHus: ckaepomukcedema, depma-
momuosum/noaumuosum (AM/IIM) u napanpomeunemus (MoHokAoHAAbHAs eammanamus). Couemanue 3mux 3a001e8anull 00ycA08UN0
amunusm KAUHU4ecKoll u Mopgoaoeu4eckolil Kapmunsl U peopakmepHocms Kk npoeodumoii mepanuu. Ckaepomuxceoema npeouiecmeosana
pazeumuto [IM, é nocaedyrouiem via61eHa napanpomeuHemus, 4mo He UCKAOUAem ee Haiu4us é 601ee panuuil nepuod, koeda 601bHas de-
manvro He o6caedosanace. OcobeHHOCMbIO 0AHH020 HAOAOeHUs A645emcs couemanue ckaepomukcedemol ¢ JIM, komopuiii npeobaadan é
KAUHUYECKOI KapmuHe 3a001e8aHUs, Onpedensis majicecmy COCMOSAHUsA 00AbHOU U He00X00UMOCMb NeHeHUs. BbICOKUMU 003AMU 2AIOKOKOPMU-
Koudos @ couemanuu ¢ UMMyHooenpeccanmamu. JJaHHbIX 8 N0Ab3Y CUCMEMHOL CKAepodepmuU, Komopas npednonazanacs y 604bHoil 6 cesa3u
€0 cKAepo0epMono00OHbIM NOPAJICEHUEM KOJICU, He BblA6AEHO.

Aemopbl HeOOHOKPAMHO omMmeanu couemanHtblii xapakmep 3a601€6aHUll CKAepOOepMUHecKoll epynnbl, 4mo ompasicaem Oau3Kue MexaHus-
MblL UX pa3eumus u 3ampyoHsiem uoeHmuukayuro KOHKpemHoix Ho30402ull. B dannom cayuae couemanue ckaepomurcedemst u JIM donon-
Hsem epynny overlap-gopm 3a6osesanuil, HAOAOOAWUXCA 8 0ePMAMON02UU U PEBMAMON0UU.

Ilapanpomeunemus, ceolicmeennas ckaepomukcedeme, UHoe0a cmpevaemcsi U Npu CUCMEMHbIX 3A001€8aHUAX COCOUHUMENbHOI MKAHU.
Y 6oavHoil umenace nauboaee yacmo nabarodarouasics npu ckaepomuKceoeme MOHOKAOHAAbHAs eammanamusi. [Ipuznakos mueaomol u ony-
Xo4e6blx 3a001e8anuil He 00HapyiceHo. Knaccuueckuii napaneonaacmuyeckuii JIM/ITM makoice He 8biseaeH, Ymo He UCKAOUAEN CX00CMEa
MeXanHu3ma pazeumusi 3Mo20 CUHOPOMA U 3a0604e6anus y ONUCAHHOL NAUUEHMKU.
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Scleromyxedema concurrent with dermatomyositis and paraproteinemia: A case report
Starovoitova M.N., Desinova O.V.,
V.A. Nasonova Research Institute of Rheumatology, Moscow, Russia
34A, Kashirskoe Shosse, Moscow 115552

The paper describes the case of a female patient who had at least three diseases: scleromyxedema, dermatomyositis/polymyositis (DM/PM),
and paraproteinemia (monoclonal gammopathy). The concurrence of these diseases determines the atypism of their clinical and morphological
patterns, as well as refractoriness to performed therapy. Scleromyxedema preceded DM jfollowed by paraproteinemia, which does not rule out
its presence in an earlier period when the patent was not carefully examined. The specific feature of this case is scleromyxedema concurrent
with DM that was prevalent in the clinical picture of the disease, by determining the severity of the patient’s status and the need to be treated
with high-dose glucocorticoids in combination with immunosuppressive drugs. There was no evidence for scleroderma systematica that was sup-
posed to be present in the patient who had scleroderma-like skin involvement.

The authors have repeatedly mentioned the concurrency pattern of scleroderma diseases, which reflects the close mechanisms of their develop-
ment and hinders the identification of specific nosological entities. In this observation, the concurrence of scleromyxedema and DM comple-
ments a group of overlap diseases observed in dermatology and rheumatology.

Paraproteinemia characteristic of scleromyxedema is occasionally encountered in systemic connective tissue diseases. The patient had mono-
clonal gammopathy that is most common in scleromyxedema. No signs of myeloma and tumors were seen. Classical paraneoplastic DM/PM
was not detected either, which does not rule out the fact that the mechanism responsible for the development of this syndrome and the disease
is similar in the patient described.
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CkJepoMHKceaeMa — CKJIEpOAepMOIIogo0Hoe 3aboJjieBa-
HHUe, XapakTepu3ylomieecss TUdOY3HBIM YIUIOTHEHUEM KOXH,
pacrpoCTpaHEHHBIMU Y3€JIKOBBIMU, MWKPOTIAYJUIE3HBIMU U
JIMXCHOUIHBIMU U3MEHEHUSIMU, TIPEUMYIIECTBEHHO B 00JIaCTH
JIAIa, IIeW, BEPXHUX OTAEIOB TYJOBHUIIA U KOHeUHOoCcTel. [Tpu
Mporpeccupyloleil MHIypaluuu KOXU pa3BUBAIOTCSI CBOEOOpas-
Hasl MaCKoOOPa3HOCTb, MUKPOCTOMUSI, TUTUTAIbHbIE KOHTPaK-
TYypbl, UMEIOIIME CXOACTBO C CUCTEMHOI CKJIEpOJepMHUeii, KOTO-
past HepeJIKO TUarHOCTUPYETCS Y ITUX OOJbHBIX, 0COOEHHO TTPU
HaJIMYUY BUCLIEPAIBHOI 1 OOIIEI TTaTOJIOTUM. Y YaCTH TTAlIMCH-
TOB CO CKJIEPOMUKCEIEMOI BBISBISIIOTCS TaKXKe apTpOINaTHs,
MMOMATHSI, UBMEHEHMSI MUIeBoa (mucdarusi), cepacuHoO-cocy-
IUCTbIE W HEBpoOJIOTMUYEcKUe 3aboJieBaHUs (dHIEhamonaTusl,
nepudepruyeckas HeBpOIaTusl).

[Mpu MopdonornueckoM ucciieIoBaHUM OTIPEAEIISTIOTCST OT-
JIOXKEHUsI MyIIMHA B JIepMe, M3-3a 3TOro 3aboJieBaHME WHOTIA
TPAKTYIOT KaK <«IaITyJe3HbIiI MyIIMHO3», UJIA «MUKCEMATO3HbBII
nuxeH». Kpome Toro, npu OMOTNCUU KOXHU BBISIBISIOTCS TTPOJIM-
depanus Gpudpo6IACTOB 1 KOJIareHa ¢ aKKyMYJISIIUE KUCIIbIX
MYKOTIOJICaXapUI0B MEXIYy KOJIJTareHOBBIMU BOJIOKHAMU, BOC-
nanuteabHas UHGWIBTpanus. OCHOBHBIM KOMITIOHEHTOM MYIIH -
HOBOI1 CyOCTAHIINHU SIBJISICTCST THATypOHOBasI KMCJIOTA.

Teuenue 3abojieBaHUSI TUIUTEIbHOE, IPOTPECCUPYIOIIEE.
B kmHu4eckoii KapTuHe npeobianaer rnopaxkeHue koxu. Ha-
JINYKE BUCLEPATBbHBIX U HEBPOJOTUUECKUX OCIOXKHEHUI YXyaI-
[aeT MPOrHO3, BIUIOTHh IO JIETAJIBHOTO MCXOAa Y OTHEJIbHBIX
0OJILHBIX C OCTPOIt LiepeOpaIbHO MaTOJOTUEH.

OCOOEHHOCTBIO CKJICPOMUKCEACMBI SIBISIETCS 4YacToe
(y 80% OGosbHBIX) coueTaHUE C MaparnpoTeMHEeMHUel, A- WIn
K-ramMmManaTtuein.

O0cyxknaeTcsi BO3MOXHas POJb MOHOKJIOHATbHbBIX TPOTEH -
HOB B TeHe3e 3a00JIeBaHUsI, HO YOeIUTEeIbHBIX NOKA3aTeIbCTB
3TOI TUTIOTE3bl He MoydyeHo. Henb3si, TeM He MeHee, UCKITIO-
YUTh BO3MOXHOCTh M30BITOYHOTO CUHTE3a TTTIOKO3aMUHOTJINKA -
HOB (pubpobsacTaMy, HEKOTOPYIO Tapajuiesib ¢ CUCTEeMHOIM
ckneponepmueit (CC), mpu KOTOpoil (peHOTUTTMUYECKO 0co-
OCHHOCTBIO (POPOOJIACTOB SIBJISIETCS TTOBBIIIEHHBIN OMOCUHTE3
KoJITareHa u Jp.

JuarHoctuka u nuddepeHunanbHas TMarHocTuka 3adoJie-
BaHUsI OCHOBBIBAaETCS TJIABHBIM 00pa30M Ha OCOOCHHOCTSX I10-
paXkeHUsI KOXU, BKJIIOYasl XapaKTepHbIe TUIOTHbIE MUKpPOTIAITy-
JIE3HbIE BBICHITIAHUSI, JaHHBIX MOP(OJOrMYECKOro MccaenoBa-
HUSI, UMEIOIIMX CYLIECTBEHHbIEC OTJMYMS OT TAKOBBIX ITPU MOpa-
xeHuu koxu npu CCJI. bauszkue 1o rucTojiornyeckoit xapak-
TEepUCTUKe (HATMIKME KOJIJIAaTeHOBBIX U MyLIMHOBBIX IETIO3UTOB B
nIepMe) ckiepeneMa byike n nmabeTnueckast cKiaepeaeMa nMe-
0T IPYTYIO KJIMHUYECKYIO0 KapTUHY, BKITI0Yask KOXKHBIN CUHIPOM
(MHAypauusi KOXU 0e3 MUKpOIanyae3HbIX M3MeHeHuit). s
ckiepeneMbl byllike xapakTepHa KaMEHMCTas MIIOTHOCTh KOXU
B 00J1aCTH JIMIIA, IV, BEPXHUX OTAEJIOB TYJOBUIIA U BEPXHUX
KOHeuHocTel. Hepenka cBsI3b ¢ TIpeAIIeCTBYIOIIEH OCTPOif pec-
nupatopHoii nHMeKkuei. JlnabeTnueckas cKiepeaeMa pa3Bu-
BaeTcst mpuMepHO Yy 10% GOJIbHBIX C IUIMTEIbHBIM, TSKEIBIM UH-
CYJMHPE3UCTCHTHBIM 11a0ETOM; MOpaxkeHUe KOXK1 UMEET CKJIIe-
poaepmornogo0OHbIi xapakTep, Ho nipucyuein CCJl Bucuepaib-
HOI TTaTOJIOTVU He HabIrIoaaeTcs.

JleueHue ckiiepomukcenemMbl paHee Obulo Hea(pdeKTUB-
HbeIM. [TpuMeHsIM Medanad 1 TaATMIOMU (C YIETOM MMaparnpo-
TEMHEMUHN), HO B CBSI3M C BapraOeJbHOCTHIO OTBETa U TOKCHUYE-
CKMMM OCJIOKHEHUSIMU B HACTOSIIIIEE BPEeMsI 3T MpernapaThl UC-
MOJIb3YIOTCS PEIKO U B COYETAHUU C IPYTMMU BUIAMU TE€paTvu.
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B oTnesnbHbIX HAOMIONEHUSIX OTMEUEHO YJIyUIlIEHUE MPU Jieue-
Huu rmokokoptukounamu (I'K, mynasc-tepanusi) 1 UMMyHOCY-
TpeccaHTaMu, B TOM 4YKciie TUKIOMOChHaMUIOM W ITUKIOCTIO-
puHamu, B 1egoM 'K M MMMyHOCYNpeCCUBHBIC MpenapaTthl He
JIAIOT CYIECTBEHHOTO 3(deKTa, OHU MOTYT MCIOJIb30BATHCS B
KOMIUIeKCHOM Tepanuu. bosee apheKTMBHBIM 0Ka3ajloCh BHYT-
pUBEHHOE BBeJeHME (B/B) UMMYHOIJIOOYJIMHA: TIPU €0 MOBTOP-
HOM B/B B J103¢ 2 T/KT B MeCSII] OTMEUCHO KITMHUIECKOE YITydIiIe-
HUe, BKJTIOUasi HEeBPOJIOTUUECKHE TIPOSIBIICHUs 3a0oieBaHus. B
MOCJIeTHUE TO/IbI OTMMCAHBI TAKXKE CIIy4al PeMUCCUU 3a00jeBa-
HUsI TTOCTIe TPAHCTUIAHTALIMN ayTOJIOTUYHBIX CTBOJIOBBIX KJIETOK.

[MaparnporenHeMust, pa3TMUHbIC BUIbl FaMMAaraTuu u 6Jin3-
KO MAaToJIOTMU BCTPEYAIOTCS W TMPU PAa3IMUYHBIX CUCTEMHBIX
peBMaTUYECKUX 3a00JIeBaHUSIX, WJUTIOCTPUPYST B3aUMOCBSI3b OT-
NIEJTBHBIX TTATOTEHETUYECKNX MEXaHN3MOB Pa3BUTHSI OHKOTEMa-
TOJIOTMYECKOW U PEBMATUYECKOM MaTOJIOTUH.

Mpb1 HaOmonaaum 00JIbHYI0, Y KOTOPOI CKJIepOMUKCeaeMa
couertanach ¢ iepMaroMuo3utom (JIM) u mapanporenHeMueit.

boavnas I1., 35 nem, ¢ demcmea ommenana noBvlueHHY0 330-
Kocmb kucmetl. B sneape 1998 e. 6e3 eudumoit npuuuHbl 603HUKAO NO-
KpacHeHue Kodicu AUUa, weu, mynosuuwa (6 oonacmu epyou, scueoma,
CHUHbL) U BePXHUX KOHEHHOCMEll, 3amem — ee YNI0MHeHUe U nosiéle-
Hue MeaKonanynesHvix evicolnanuil. Habnrodanace y depmamonoea u
annepeonoea, NPUHUMAAA GHMUUCMAMUHHbLe npenapamsl (6e3 3ghghe-
kma). B 1999 e. — 3-5 bepemennocms, Ha (hoHe ONUCAHHOU CUMNIMO-
MamuKu nosS8UAUCh OMEKU, HAXOOUAACH NOO HAOAHOOCHUEM SUHEK 00~
ea. Bmae 2000 2. — podvut (kecapeso ceuenue é cés3u ¢ OMCAOUKOU nAG-
yenmol), noevllueHue apmepuanvroeo dagaenusi (AA) do 160/90
MM pm. cm. B nocaepodosom nepuode 603HUKAAG U HAPACMAAAQ MbllieY-
Has crabocms (nayueHmKka He Mo21a 8oimu 6 asmoo6yc, depicams pe-
benka na pykax). B ananuzax kposu u mowu usmenenuii He 8bi61€HO.

Koncyabmuposana eemamonozom, ¢ 0uaeHo3om «cucmem-
Has ckaepodepmusi» Hanpaeaena 6 HUUP um. B.A. Haconogolii,
Kyda énepevie eochumanuzuposara  Hosope 2000 e.

Tlpu nocmynaenuu é KauHu4eckoil Kapmune 3a601e8anHus npe-
001a0ano0 nopasicenue Molully, KOHeHHocmell (NPOKCUMAnbHbIX omade-
708) C BbIPANCEHHOU MbLUEHHOI CAA00CMbIO U 02PAHUYEeHUeM 08U-
JHCeHUll Haps0y ¢ NopajiceHuem Kolcu: UHOYpayus U 6bipaiceHHAast
2unepnueMeHmayus Auya, weu, 00Aacmu CRUHbL, JCUBOMA U pPyK;
OMMEHANUCy MEAKONANYAe3Hble USMEHeHUs 6 obnacmu auya, ueu,
Kucmell u 10Kmeebix cycmasog, curndpom Peiino. BHympennue op-
eanwl be3 ocobernnocmeit. A 110/70 mm pm.cm.

Obwue anarusvl kpogu u mouu 6 Hopme. llpu buoxumuueckom
UCCcNe008anUU ONPeOeAsiNOC yeauHeHue YPoeHs Kpeamungocghoxu-
Hazvl (KOK) do 913 (24— 170 ed/n); npu snexkmpogopese 6eakog —
M-epaduenm 6 eamma-30He; OONOAHUMENbHOE UCCACO08AHUE Bbl-
sa6uno Haauvue G-(\)-npomeurnemuu. UmmyHosoeuueckoe ucciedo-
eanue: anmunykaeapholii pakmop (AH®) 1/40 sp, ocmanvhble no-
Kazamenu é Hopme.

Ha anexkmporapouoepamme (DKI) — cumnycoswiii pumm 77 6
MUHYMY, OUCHYHKYUS AMPUOBEHMPUKYASIPHOR0 Y3Ad.

IIpu penmeeronoeuueckom uccaedo8anuu Onpedensiaucy ycu-
AeHue U HeboNbUas dehopmayus 1e204HO20 PUCYHKA, NACEPANbHbLE
cnhaiiku. Cepdye Heckoabko yeeauueno 8 nonepeunuke. Iluueod
be3 ocobennocmell. B cycmageax — omdenvHbie ocmeogumot, cyo-
XOHOPAAbHbLI CKACPO3.

Ha anexmpomuoepamme (OMI) ommeuanoce crhudicenue amn-
AUMYObL NPOU3BONLHO20 COKPAUSCHUS MbIULY, BEPXHUX U HUICHUX KO-
HeuHocmeil; Oblcmpoe Hapacmauue YMomAeHUs Mbluily.

bBuoncus koxcu u moluy: eunepkepamos, ymMepeHHas euno-
mpogpua snudepmuca. Jlepma He ymoauwjeHa, @ppasmeHmayus
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Koa1a2eH08bIX 8040KO0H. Cocydbl depmbl — yMepeHHblil, NPOOYK -
MUBHbLIL, 2UCMUOAUMPOYUMAPHDBLI 8acKyaum. Ymepennuvie duc-
mpoguueckue UMeHeHUs MblUleHHbIX B0A0KOH, ampogus om-
0eAbHbIX U3 HUX; 8 NePeMU3UU — YMEPEHHAS 04a208as AUMPOU -
CMUOUUMAPHAS UHDUABMPALUS, 04acU KPOBOUSAUSHUN. 3aKai0-
uenue: mopgonoeuueckas kapmuna JIM. Omaoxcenuii amuasouda
U MYUUHQ He Bbi8AEHO.

Koncyavmauyus neeponamonoea: J/IM; noaunesponamus. Kom-
NbIOMEPHAA MOMO2pAdUs 0peaHo8 OPIOWHOL NOAOCHU: He3HAYU-
menvHoe ygeauueHue neueHu. YeeauueHus AumpamuueckKux y3noe u
00NOAHUMENbHBIX 00PA308AHUIL HE BbIAGACHO.

Ha ocrosanuu kauHuveckux 0aHHbIX U pe3yAbmamos 00caedo-
6anus ouaznocmuposar JIM ¢ npeumyujecmeeHHbiM nOPAdCEHUEM
Koxcu u moiuy. Ilapaneonaacmuueckuii xapakmep npouecca Obin
uckarover. Onyxonegvix 3abonesanull He eviaeneHo. Ommeuena
AmMunuYHOCMb NOPadceHust Koxcu. B ces3u ¢ natuuuem napanpo-
meuHemMuu NAYUeHMKa HeOOHOKPAMHO 00CAe008aHA 2eMamonoea-
mu. Hckarouensl KodCHAs AUMPOMA, NEPUHHbLIL amMUA0U003, AUM-
Goma ¢ BMOPUMHBIM NOPAdCEHUEM KOdCU, Mueroma. BoisenenHbie
npU UMMYHOXUMUYECKOM UCCAe008aHUU OENKO08 CbIBOPOMKU U MOHU
Hapyuwenus mpeboganu Habaoenus 6 duHamuke. JJanHbiX, céude-
menvcmsyouux o npeonoaazasuteiicsi panee CCJI, He 6bis161eHO.

Has3znaueno aeuenue: npednuzonon 60 me/cym, mpenman, peo-
noauentokutr 6/8, panumudutn. Ha ¢one mepanuu ommeuena He-
004blUas NOAOHCUMENbHAS KAUHUKO-1a00pamopHas OUHAMUKA.
boavnas evinucana nod nabaiodenue peemamonoea u eemamonoea.

Ilpu nosmoproii eocnumanuzayuu 6 anpene 2001 2. cocmosi -
Hue omHocumensHo yooeaemeopumenvHoe. CoXpansnocs nopa-
JCeHUe KOodcU ¢ npeodaadanuem YNAOMHEeHUs, unepnuemMenma-
Yuu U MUKDPONAnYAe3HbIMU, MUAAEYMNOOOOHBIMU 8bICLINAHUSIMU 6
obaacmu Kucmeil, Auya, 30Hol 0eKoAbme, A0KMEBbIX CYCMABO8.
Mpviweunas caabocmev HecK0AbKO YMEHbUWIUAACH, HO OCMABAAACH
doCcmamouHo 8bIpaNceHHOl (NayUeHmKa Mo2aa NOOHAMb Ho2U OM
nocmenu Ha 10 cm). Bnympennue opearnt 6e3 ocobennocmeti. 06-
wjue aHanu3bl Kpoeu, Mouu, OUOXumMu4eckue noKazameinu 8 Hop-
me, exniovas KOK (136 ed/n). Coxpansnca M-epaduenm 6 eam-
Ma-30He npu nekmpogopese 6eakos. Ummynonroeuueckue noka-
sameau — AH®D, anmuyenmpomepHvie anmumend, peémamouo-
uotii pakmop, anmu-AHK, CPb — ¢ nopme. Ilpu dencumomem-
DuUU U PEHM2EHON02UYECKOM UCCACO08AHUU GbIABACH OCIMEONOPO3.
Ha DKI — ymepennvie usmenenus muoxkapda. Ilpu Y3H nabaro-
daauce npusHAKU MoHeKameHHoU 60Ae3HU U HeOOHOPOOHAs CMpy-
Kmypa (y31bL) wumoguoHol dicenesbl.

Koncyavmayusa eunexonoea: muoma mamxu, OUCHYHKYUS
AUMHUKO8, XPOHUHECKUIl AOHeKcUum.

Kowncyavmayus okyaucma: aneuonamusi cem4amiu.

Ilposodunace mepanus npeonuszosonom 60—50 me/cym, co-
cyoucmuimu npenapamamu, MUOKalbyukom u op. Pexomendosa-
HO OanvHellee CHUdMCeHUe 003bl NPeOHU3040Ha (no cxeme) 00
40—30 me/cym, mepanus yukaogocparom no 200 me/ned.

Tpu nocaedyrowgux eocnumanuzauusx (2001—2004 ez.) omme-
4an0cb 80AHO0OPA3HOE MeHeHUe 3a001e6AHUS: HE3HAYUMENbHAS NO-
A0JCUMeNbHAst OUHAMUKA (YMeHbleHUe cAaO0CmU 8 MbLULAX PYK,
NAOMHOCMU U 2UNePRUSMEHMAUUU KOXNCU, HOPMAAU3AUUS YPOBHS
K®DK) 6 2001 2. cmenunacs yxyouwenuem 6 2002 e.: ygeauuerue moi-
weuHoll crabocmu, MuaeyMnoOoOHbIX 8bICLINAHULL HA AUUe, 8 OKO-
AOYUIHOU 00aacmu, HA KUCMAX, NPeOnaeubsx u NOKMAX.

TIpu o6caedosanuu oisieneno nogoiuterue yposts KOK (496 ed/n);
coxpansnca M-epaduenm 6 obracmu UMMYHO2A00YAUHOE (MOHO-
KAOHaAbHas eammanamus). Jlo3a npeoHu3040Ha 6 3mom hnepuod
cocmasasgna 20 me/cym. Ilposedena nynvc-mepanus: dekcagen
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80 me 6/6 Kaneavro. Ommeuenvl noA0NHCUMENbHBIE KAUHUYECKUE U
nabopamophvie (yposenv KOK cruzuncs do 334—170 ed/n) cdsueu,
Ho uzmenenus va IMI coxpansauce.

B 2003 2. 6H06b ommeuerHo yxyouieHue o0uieco coCmosHuUs, Mbl-
WeHHOU U KOJCHOU CUMPMOMAMUKU, K mepanuu 0ob6aeneH memom-
pexcam 10 me/ned, doza npednuszonona yseauuena do 30 me/cym.
Yepesz 6 mec 6 cesn3zu ¢ omcymcmeuem sppexma peKomeH008aHO
nposedeHue nPOSPAMMHOU CUHXPOHHOU UHMEHCUBHOL Mmepanuu.

B 2004 2. na gpone napacmarowieii KOJCHOT U MbIUEHHOL CUMNMO-
MAMuKu nOABUAUC, OUCOHUS, nonepxusanue, ducgasus, xapakmep-
Hole 0as Oepmamomuosuma/noaumuosuma (IAM/IIM), napacmano
noxyoanue. Hasnaueno neverue: npednuzonon 50 me/cym, yukaogpoc-
¢han 800 me/cym 8/8, 6 nocaedyroujem — nyavc-mepanus 0eKCcageHom
u snookcarom 8/6 (1 pas é 28 dueit), memompeicam, «cocyoucmasy
mepanus u dp. Ha gone mepanuu namemunacs noaosicumenstas ou-
Hamuka mvluieuHoeo cundpoma. boavras npodonicana aeuerue no me-
cmy Jcumensemea, Haba0aiach peeMamono2om U 2eMamono2om.

Takum obpa3oM, y Halllell MalMeHTKU ObLIO MO KpaiiHei
Mepe Tpu 3abojieBaHUs: cKiepoMukcenema, AM/TIM u napa-
npoTeuHeMus (MOHOKJIOHaJbHasi rammarnartus). CouetaHue
3TUX 3a00JIeBaHUI OOYCIOBMJIO aTUMW3M KIWHUYECKOU U
MOPGhOJTOTUIECKON KapTUHBI U pePpakKTepHOCTh K MPOBOIM -
Moii Tepanuu. Cyast Mo KIMHUYECKON KapTUHE, MOXHO TIpe-
roJjiaraTh, YTO CKJIEpOMUKCeAeMa MPpeAllIeCTBOBaIa PAa3BUTUIO
M, B mocieayloiieM BbIsIBJI€HA MapanpoTeUMHEMUSsI, YTO He
HCKJTIOYAeT ee HaJn4uusl B 6ojiee paHHUI ITepuoj, Korna 60Jb-
Hasl IeTaJlbHO He obcieqoBanachk. Kak yxke yKa3bpIBajaoch, Ia-
pampoTeMHEMHUST YacTO COYETAETCS CO CKICPOMUKCEIEMON 1
Jla’ke BXOJUT, COTJIACHO TaHHBIM OTAEIbHBIX aBTOpPOB [1—4], B
JNIMarHOCTUYECKUEe KpuTepuu 3adosieBaHuss. OCOOECHHOCTbHIO
Halllero HabTIOICHUS SIBJISIETCST COUYETaHUE CKIEPOMUKCEIeMbI
¢ JIM, KoTopwlif MpeBaIMpOoBal B KIMHUIECKON KapTUHE 3a-
GoJieBaHUs, OMPEIEss TSKECTh COCTOSSHUST 00IbHOI 1 HE00-
XOIUMOCTh JIe4YeHUsT BhIcCOKUMU no3amu 'K B codyetaHuu c
umMMmyHoxaenpeccantamu. JlanHupix B moas3y CCJI, koTopas
npearnoJjaraiach y 00JbHOM, OYEBUAHO, B CBSI3U CO CKJIEPO-
JIePMOTIOTOOHBIM MTOpPaXkeHUEM KOXMU, He BBISIBJICHO.

CoueTtaHue cKJiepoMuKcenemsbl ¢ JIM He onrcaHo, XOTs XO-
POIIIO M3BECTHHI COYEeTaHHbIC MU mepekpecTHbie (popmbl CCJL
¢ IM/TIM, KoTopblie SIBISTIOTCS XapaKTepHBIM BApUAHTOM COYE-
TaHHBIX CUCTEMHBIX 3a00JI€BAHI I COeIMHNUTEILHOM TKaHH |5, 6]
U OTHOCSITCS K OOJIBIION 1 pa3HOOOpa3Hoi rpyrirne overlap-cuH-
JIPOMOB (TIepPEKPECTHBIX CUHAPOMOB) B PEBMATOJIOTHH.

BMmecTte ¢ TeM MBI HEOMHOKPATHO OTMEYau COYeTaHHBIN
XapakTep 3a00JIeBaHUI CKJICPOACPMUYECKOUM TPYIIBI, 4TO
oTpaxaeT OJM3KKME MEeXaHW3Mbl UX Pa3BUTHUSI U 3aTPyIHSIET
naeHTU(UKALUIO KOHKPETHBIX Ho3osioruii. Hacrosiiee co-
yeTaHue ckKJepoMukcenaeMbl U JIM HOTOJIHSET TpyIy over-
lap-opM 3abosieBaHMIi, HAOIIOJAIOIIMXCS B IEPMATOJIOTUU U
pPEBMAaTOJIOTHH.

[MapanmporenHeMusI, CBOMCTBEHHAs CKJICpPOMUKCEACME,
WHOT/Ia BCTPEYaeTCs M TIPU CUCTEMHBIX 3a00JICBAHUSIX COSIMHM -
TEJIbHOM TKaHW. Y OOJIbHOW MMejach Haubosiee yactasi Tpu
CKJIEpOMUKCeZeMe MOHOKJIOHAIbHas ramManarus. [1pu3Hakos
MUEJIOMBI U OMYyXOJIEBbIX 3a00JieBaHUIT He 0OHapyxeHo. Kiac-
cuieckunii mapadeoriactudeckuii JIM/TTIM TakKe He BBISIBIICH,
HO 3TO HE MCKIIIOYAeT CXOICTBA MEXaHM3Ma DPa3BUTHSI 3TOTO
cHHIpOMa U 3a00JieBaHU y Halllelt maneHTKu. O061Ime 1 6113-
KHe NaToreHeThYeckre (pakTophbl 3a00J1eBaHU, BCTPEUAIOLLINX -
csl B OHKOTeMaTOJIOTUM U PeBMATOJOTUM, HEOJHOKPATHO OCBE-
IIAJIMCh B OTEUECTBEHHBIX U 3apYOEKHBIX ITyOJIMKAIIMSIX.
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