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AHHOTALMSA

BynnésHas ckiepoaepMns — pefKWA BapuaHT JIOKaNIM30BaHHON CKIepoaepMUM, XapaKTepusytoLminca obpa3oBaHueM cyb-
3NUAepManbHbIX HaNPSXKEHHBIX Ny3bipeit. B HAacTOALLMI MOMEHT 3TMONOMUS W NaToreHe3 [epMato3a U3yyeHbl He 40 KOHLA,
0[JHaKO pAf, aBTOPOB paccMaTpMBalOT NAToMONMI0 3HAOKPUHHOM CUCTEMBI KaK TPUITep pa3BUTUS NIOKAIM30BaHHOW U CUCTEM-
HOM CKIepoAepMuMM.

HecBoeBpeMeHHas unu owMOOYHaA AMarHOCTUKa DYNME3HOM CKNEpPOLEpMUM BEAET K PUCKAM Pa3BUTUA CUCTEMHOCTM Mpo-
Liecca, HeobpaTUMbIX KOCMeTUYeCKUX Ae(EeKTOB U Aaxe UHBANMGHOCTH.

JleyeHme BynnésHom cknepofepMuv SOMKHO HbITb KOMMAEKCHBIM U MHOTOKYPCOBbIM C BKIIOYEHUEM CUCTEMHBIX FTIIOKOKOp-
TUKOMIOB, aHTMOaKTEpUaNbHBIX U LIUTOCTAaTUYECKUX NpenapaToB, CPeACTB, YAYULIAKLIMX MUKPOLMPKYNALMIO, a TaKKe Tonu-
YECKUX TTIIOKOKOPTUKOMAOB 3—4-r0 Kacca aKTUBHOCTM, pereHepupyrowux cpencts. LLnpoko npuMenstotca dusnoTepanes-
TMYECKUE MEeTobI NleyeHus, Takue Kak MYBA n YOA-Tepanus; uMetoTca coobLLeHNs 06 ycrneLwHoM NpMMeHeHU KOMBUHaLMK
MMMyHOCYNpeccuBHOro MuKodeHonata ModeTuna u aKcTpakopnopanbHoro dhotodepesa, a TakKe BHYTPUBEHHBIX MHDY3WiA
N-aueTunuumctenHa. oMUMO TPaAMLMOHHBIX JIEKAPCTBEHHBIX M QU3MOTEpaneBTUYECKUX CMOCOBOB Tepanuu B HacTosLlee
BpeMs paccMaTpyBaeTCs BOMPOC NpUMeHeHus 61onornyeckon Tepanuu.

B cTatbe npeacTaBnieH peaKkui cryyaii OynnésHom CKiepoaepMum Ha GOHe BbIPAXEHHOW XPOHWUYECKOM 3HAOKPUHHOM naTo-
noruu. MIHTepec [LaHHOr0 KIIMHUYECKOro Ciy4as 3aK/Ilo4aeTca He TONbKO B pefiKoii hopMe 3aboneBaHus 1 MporpeccupyroLLeMm
XapaKTepe TeYeHWUs epMaTo3a, Ho U BEPOSTHOM accoumaumm AepMaTosa C UMEHLLMMUCA Y NaUMEHTKM 3aboneBaHNAMM 3H-
LOKPUHHBIX JKENE3 B BUAE MaHrMNonuTyuTapusMa BCNeACTBME MaKPOaAeHOMbl afileHornnodusa C pasBUTUEM BTOPUYHOO
rMnoTUPen3a U HaAMo4YeYHNKOBOW HeJ0CTaTOMHOCTH. B HalweM HabntopeHnn obpaliana Ha cebs BHUMaHMe HeYKII0HHas oT-
puuaTenibHas AMHAMKKA KOKHOMO MmpoLiecca — OT JI0KaIN30BaHHOW BNiSiLLeYHOi CKNepogepMum ¢ nocneayloLLen TpaHcdop-
Mauueii B Oynnésnyto popMy, a flanee B BEPOATHLIN CUCTEMHBIN NpoLiecc.

YuuTbiBas TAXKECTb TeYeHWs 3aD0NeBaHuns, HanuMe CONYTCTBYHILLEA XPOHUYECKON 3HAOKPUHONATMM, @ TaKKe BbISIBNEHHbIE
NONOXMUTENbHbIE CNELMUYECKUE CEPONIOTMYECKME PEAKLMM 1S CUCTEMHOI GOPMbI CKIIEPOLEPMUM, B NPEACTABNEHHOM K-
HWYECKOM Crlyyae nauueHTKe HeobX0ANMM MEXANCLIMMAMHAPHBIA NOAX0 U MOCTOSHHOE AUCnaHcepHoe HabmogeHue.
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Case report

Description of a clinical case of bullous scleroderma
in a somatically impaired patient

Elena S. Snarskaya, Natalia P. Teplyuk, Lydia M. Shnakhova, Diana A. Myshlyanova,
Juliya M. Semiklet

|.M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

ABSTRACT

Bullous scleroderma is a rare variant of localized scleroderma characterized by the formation of subepidermal tense blisters.
At the moment, the etiology and pathogenesis of dermatosis is not fully understood, but a number of authors consider
the pathology of the endocrine system as a trigger for the development of localized and systemic scleroderma.

Untimely or erroneous diagnosis of bullous scleroderma leads to the risk of developing a systemic process, irreversible
cosmetic defects and even disability.

Treatment of bullous scleroderma should be complex and multicourse with the inclusion of systemic glucocorticoids,
antibacterial and cytostatic drugs, agents that improve microcirculation, as well as topical glucocorticoids of the 3-4th class
of activity, regenerating agents. Physiotherapeutic methods of treatment such as PUVA and UVA therapy are widely used;
there are reports on the successful use of a combination of immunosuppressive mycophenolate mofetil and extracorporeal
photopheresis, as well as intravenous infusions of N-acetylcysteine. In addition to traditional drug and physiotherapy therapies,
the use of biological therapies is currently being considered.

The article presents a rare case of scleroderma bullosa on the background of pronounced chronic endocrine pathology.
The interest of this clinical case lies not only in the rare form of the disease and the progressive nature of the course of
dermatosis, but also in the probable association of dermatosis with the patient's endocrine gland diseases in the form of
panhypopituitarism due to adenohypophysis macroadenoma with the development of secondary hypothyroidism and adrenal
insufficiency. In our observation, the steady negative dynamics of the skin process — from localised plaque scleroderma with
subsequent transformation into the bullous form, and further into a probable systemic process — drew attention.

Taking into account the severity of the disease course, the presence of concomitant chronic endocrinopathy, as well as
positive specific serological reactions for the systemic form of scleroderma, in the presented clinical case the patient needs an
interdisciplinary approach and constant dispensary observation.
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JEPMATONOMMA

AKTYAJIbHOCTb

bynnésHas cknepopepmus npeactasnset coboi pep-
KU1 BapuaHT OrpaHUYeHHON CKIIEpOSEepPMUM, OTIMYaLLMIACS
nosiBfieHeM Cyb3anuaepManbHbIX HaMpSKEHHbIX My3blpen
B 0y4arax bnsLieyHoli CKnepoAepMUn, NPY BCKPBITUM KOTOPbIX
obHaxKaeTcs 06LIMpHas 3p03MpoBaHHasA NoBepxHoCTb [1-3].
Bnepsble ata dpopMa aepmatosa beina onucana P.A. Morrow
ewe B 1896 rogy [4].

Cnyyan 6ynnésHon CKIEpoOsEpPMUM SBNAIOTCA KpalHe
peAKvMM: TaK, K 2012 rogy, No AaHHbIM UTepaTyphbl, onuca-
Ho He 6onee 100 cnyyaes B Mupe. Ha 3Ty dopmy npuxoamtcs
ot 1,4 po 7,5% Bcex cnyyaeB OrpaHUYEHHON CKITEpPOLEPMUN
5, 6].

Bonpocbl aTMonoruu u natoreHesa 6ynnésHoii ckie-
poLepMun ocTanTca AuckyTabenbHbiMu [7]. B KauectBe
KntoueBoro daxtopa B GOpMUPOBaHWM My3bipeid psL aB-
TOpPOB BblAeNseT 0BCTPYKUMIO NMMQaTUYECKMX COCYLOB
KOXM Ha (OHe CKJIepoTMYecKoro npouecca B aepme [8],
yeM 0bBACHAET Haubonee yacTylo NIOKaNW3aumi BbiCbina-
HWUI Ha KOXe HWKHUX KoHeyHocTen [9]. OpHako ata Teo-
pus He obbsAcHAeT obpasoBaHuA OyNNE3HLIX 31EMEHTOB
6e3 dhopmupoBaHMs 0BCTPYKUMM NUMbATUYECKMX COCYLO0B
C nocnegywwwmMMmu NMMdaHrnaKTasamm npu natomopgo-
JIOTMYECKOM UCCleA0BaHUM OMoNTaTa KOXHOMO NOCKY-
Ta [7, 10]. OgHako yxe B 2002 rogy A. Rencic ¢ coasrT.
[6] BblgEnUNM 4 OCHOBHbIX NMaTOreHETUYECKUX MeXaHu3-
Ma 06pa3oBaHMs Ny3bIpHbIX 3EMEHTOB MpW bynnesHoi
CKnepoAepMuu: cybanupepManbHbli OTEK, BTOPUYHBIE
nuMdaHruak3asbl Ha doHe dumbposa AepMmbl, 06CTPYKLMSA
MMMbaTUYECKUX COCYL0B KOXKM, a TaKXKe UMMyHoOMocpe-
LOBaHHOE MOBPEX[EHWE AEepPMO3NUAEPManbHOro Coeau-
Henus. A. Fernandez-Flores ¢ coasr. [7] onucanu B cBoeil
pabote 3 cnyyas bynneésHoi CKIepoaepMMM, BbIAENNB Me-
XaHWYeCKylo TPaBMy KaK BeAyLLMid TpUrrep BO3HUKHOBEHMS
AepmMato3a. B To xe BpeMs psL aBTopoB HabnwaaloT acco-
LMaumMi0 MeXay HEKOTOpPbIMUA ayTOMMMYyHHbIMM 3aborneBa-
HUAMM W NaToNorven 3HAOKPUHHON cucTemsl [11, 12]. Tak,
B uccnefoBaHun 2024 rofa He TONbKO YCTaHOBUAW CBA3b
Mexay 3a00/1eBaHUAMM LUTOBUAHOM XeNe3bl C pa3BUTUEM
rMNoTMpeo3a 1 CKNepoAepMueid, Ho U obHapyxunm obpar-
HYI0 KOPPENALMIO MeXAY YPOBHEM TUPEOUIHbLIX FOPMOHOB
W aKTMBHOCTbIO ayTouMmMyHHoro npouecca [13]. Y. Wu c co-
aBT. [14] B cBoéM cucTeMaTyeckoM o63ope onucanu yBe-
JIYeHne NAKTOTPOMHOro ropMoHa rmnodusa y naumeHToB
CO CKepoepMUeN Mo CPaBHEHMIO C FPYNMON KOHTPONSA.
B 2008 roay BnepBble onucaH eUHCTBEHHBINA KIMHUYECKMNIA
C/y4an CKNepojepMuUn € 3p03MBHO-A3BEHHBIM MOPAXKEHNEM
KOXXW, aCCOLMMPOBaHHbI C NaHTMMNONUTYUTapU3MOM BCries-
CTBME BEPOATHOro HapyLlleHus KpoBoobpalleHus B rumo-
u3apHbIX cocynax, Y NauMeHTKW B Bo3pacte 53 net [15].
OnmcaHbl Takxe eAuHUYHBbIE CNyyau pasBuTUs BynnésHoil
CK/IepoAepMuM Ha (OHe peakuun «TpaHCMIaHTaT NpoTuB
xo3sauHa» [16, 17], nyyesoit Tepanum [18], nekapcTBEHHbIX
npenapaTtoB M ApYrux ayTOMMMYHHbIX COCTOSIHWNA [19-22].
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KnuHnyeckas kapTuHa 6ynnéesHoi cKnepoaepMum npes-
cTaBnseT coboil TMNMUHYlo BALIKY po30BaTO-KOpPUYHEBa-
TOro MnM cepoBaTo-6es1ecoBaToro LpeTa pa3MepoMm 0T 5 0
20 cM B agnaMeTpe, OKPYMEHHYI0 BEHYMKOM TMUMepemMuu,
Ha NOBEPXHOCTM KOTOPOM PacrosloKeHbl My3bipy C Npo3pau-
HbIM, peXe Cepo3HbIM UK FeMOpparkyeckM CoAepIKUMbIM
[3, 6, 7, 23]. MNpwn BCKpbITUM Ny3blpen obHaxaeTcs obLmp-
Has 3p03MpOBaHHas MOBEPXHOCTb C HEYETKUMMU rpaHuLa-
MU MO KOHTYPY BCKPbIBLLEr0oCs BYNneé3Horo aneMenta [24].
Mpouecc pybueBaHus NpoTeKaeT KpaHe CI0XHO, 4acTo Co
BTOPUYHBIM MHOULMPOBaHWEM, nocnegywlmuM hopMupo-
BaHMEM aTpouM U CTOWKOM rMnepnurMeHTaumm Koxm [3].
XapaKTepHbIMU CYOBEKTUBHBLIMU OLLYLLEHUSMU ABNAIOTCS
Bone3HeHHOCTb, YYBCTBO CTSHYTOCTM, pexe — 3yAa B 06-
nacTu Bbicbinauui [3].

lMcTonormyeckas KaptuHa npu BynnésHon criepogep-
MWM NpeLCTaBnsieT coboii YToNLLEHME MYYKOB KONareHoBbIX
BOJIOKOH U MMajMHO3, AWNaTaumio MMbaTieckux cocyaoB
KO 1 0bpa3oBaHme cybanuaepManbHbIX My3bipeid Ha ypoB-
He nnoTHo# nnacTuHbl (lamina densa); B anuaepmuce Bbl-
ABNAIT aTpodmio, BO3MOXKHO, BaKyoIn3aumio 6asabHbIX Ke-
PaTMHOLMTOB M MHOWNLTPaLMIO AepMO3NMAepMabHON 30Hb
nuMdoumTamMu U nnasmoupmaamu [1, 25].

JlabopatopHas anarHoctuka OynnésHon Cknepoaepmmmn
BKJIOYAET npoBefieHne 06Liero U bMoXUMUYECKoro aHanu-
30B KPOBM, KIIMHWUYECKOr0 aHanu3a moum [26, 27]. K ponon-
HUTENbHBIM MeTofaM 06CnefoBaHUs MaLUMEHTOB OTHOCATCS
onpefieneHne YpoBHS aHTMHyKIeapHoro hakTopa, cofepia-
HUS aHTUTEN K Torou3oMepase |, aHTULEHTPOMEpPHbIX aHTy-
ten, aHtuten K PHK-nonumepase lll ans ucknioyenuns cu-
cTeMHocTy npouecca [28—30], a TakKe UccnefoBaHMe YPOBHA
aHTUTEN K B030yauTenaM Knewlesblx boppennosos [31, 32].
WNHCTpyMeHTanbHble AMAarHoCTUYECKME METOAbl BKIHOYAKOT
B Ce0s KOMMbIOTEPHY0 TOMOTPaduto, MarHUTHO-PE30HAHCHYH0
ToMorpadmio Ans UCKIIOUYEHNS MOPaXKeHWs rybKenexaLmx
TKaHel [33, 34], LepMaToCcKoNuIio Kak MeTOZ OLLEHKM CTENEHM
aKTMBHOCTY mpoLecca [35], a TakKe NaTonoroaHaTOMUYecKoe
uccnefoBaHue buoncuiiHoro Matepuana [36].

[lnarHos bynnésHom ckiepofiepMuUn CTaBUTCS Ha OCHOBA-
HUM JaHHbIX aHAMHe3a, KIIMHUYECKOI KapTuHbI 3abonieBaHms
U AaHHbIX TUCTOMNOMMYECKOro UccneoBaHus. [aumeHTam pe-
KOMEHJyIoTCS TLLaTeNbHOe 00Cnej0BaHNE WU KOHCYbTaLMS
peBMartofora s UCKIKYEHUS CUCTEMHOW CKeponepMum
u apyrvx bonesHei coefuHUTENbHON TKaHK. Mpu dpopmupo-
BaHWM KOCMETMYeCKWX AedeKTOB NPOBOAUTCS KOHCYNbTaLMS
MacTUyYecKoro Xupypra Ans peLueHns BOmpoca 0 BO3MOX-
HOCTM NPOBeLEHNA XUpypruyeckoii koppekumm [30].

InddepeHumanbHas aMarHocTKa OYNNEsHON CKiepo-
JEepPMUM NPOBOANTCA C BynNE3HOM GOpMOii KpacHOW BOSTYaH-
KW, BYNbrapHoW Ny3blpyaTKoi, BynnésHbiM nemMgurongom
Jleepa (tabn. 1) [1, 3,7, 25, 37-39].

JleueHne BynnésHoit GopMbl CKIepogepMUM [0MKHO
ObITb KOMMIEKCHBIM U MHOFOKYPCOBbLIM, B KOTOPbIA BKJO-
YaloT CUCTEMHbIE TTIIOKOKOPTUKOMAbI, aHTUbaKTepuanbHbie
W UMTOCTaTMYecKMe npenaparthbl, CPeACTBa, ylyuyllaloLme
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Tabnuua 1. IuddepeHumanbHas AMarHocTuka bynnésHon cKiepoaepMum

Table 1. Differential diagnosis of scleroderma bullosa

Russian journal
of skin and venereal diseases

BynnésHas kpacHas

Bynnésubiit nemduroma

BynnésHas Bynbraphas
DnarHos | BO/YaHKa | Jleepa |
" - cknepoaepmus | ny3sblp4artka | y
Diagnosis Lupus erythematosus . Lever’s bullous
Scleroderma bullosa Vulgar vesicles L
bullosa pemphigoid

Bo3pacr, 7er | 40-50 Monoasie fiogw 40-60 >70-80
Age, years
Mon |
Gender YalLe KeHLWMHbI YalLle KeHLWMHbI 0aunHakoBo Yacto 0avnHaKoBo YacTo

JloKanusaums BbicbinaHuii |
Localisation of rashes

KnuHudeckas KaptuHa |
Clinical picture

Cy6beKTUBHbIE CUMNTOMBI |
Subjective symptoms

Matoructonorus |
Pathohistology

Cneunduyeckume
uccnenoBaHus |
Specific studies

YalLe HUMXKHME KOHEYHOCTH,
HO MOTYT UMeTb reHepasni-
30BaHHbI XapaKTep

LiseTa cnoHoBoii KocT
BnsLLKa, Ha NOBEPXHOCTM
KOTOpOW pacnonaraorcs

My3blpy C MPo3payHbIM

WM TeMOpparnyeckuM co-
JEePXKUMBIM, MPU BCKPbITUN
KoTopbIX 0bHaxaeTcs apo-
31pOBaHHas NoBEPXHOCTb
C HEYETKNMM TPaHnLIaMi
M0 KOHTYPY BCKPbIBLLIErocs
BynnésHoro aneMeHTa

bonesHeHHoCTb, YyBCTBO
CTSHYTOCTH

B nepme — ytonuenme
KOJINareHoBbIX BOSIOKOH,
rManuHo3, Aunataums
MMdaTUYeCKUX COCYA0B
Ha yposHe lamina densa.
B anupepmuce — atpo-
(v, BaKyonmsaums
6asanbHbIX KNETOK

AHTWHYKNeapHbIit aKTop
(Hep-2), aHTutena K Tono-
nsomepase | (aHtn-Scl 70),
aHTULLEHTPOMEPHbIe aHTH-
Tena, aHtuTena K PHK-
nonumepase lll, antutena
K boppenun byproopdepa

['eHepann3oBaHHbIi
XapakTep

HanpsikéHHble Be3uKy-
10-6ynNé3Hble aneMeHTbI
Ha QOHe HeU3MeHEHHOM
KOXM WU 3pUTEMI,
CKJIOHHbIE K IpynnupoB-
Ke. 3po3uu, obpasyo-
LUMeCs NP BCKPbITUM
ny3bIpsi, NPY 3NUTENU3aALUN
OCTaBNAIOT AANTENBHYIO
JenurMeHTaLmio

Yacro 3yg

B nepmMe — MuKpo-
abcuecchl B 6a3anbHbIX
COCOYKaX U3 HelTpodmnos,
basodunbHas fereHepaums
KonnareHa, MyLMHO3, UH-
(bunbTpaThl BOKPYr COCYL0B.
B anupepmuce — Bakyonu-
3aLmsa basanbHbIX KINEToK

AHTUHYKNeapHble aHTuTeNa,
aHTUTENa K 3KCTparmpyemo-
MY HyK/1eapHOMY aHTUreHy,
aHTUTena K HatusHou JHK,
aHTUTeNa K LuuTonnias-
MaTUYECKUM aHTUreHam
(SS-A, SS-B), aHtndoc-
bonunuaHble aHTUTENa,
aHTUTENa K KapavonunuHy,
HYK/1e0COMaM, BOJT4aHOY-
HbII @aHTUKOAryNsHT, UC-
CNe/0BaHNE KOMMOHEHTOB
cucTeMbl KoMnumenTa (C3,
Cl), aHTuTena K Konnare-
Hy 7-ro Tna

CnmsucTble 060104KM,
reHepasn30BaHHbI XapaK-
Tep — KoXa

Ha cnmsuctbix — acdemep-
Hble eJMHUYHBIE NY3bIpK
Ha BUAUMO HEU3MeHEHHOW
CNM3NCTOM 060104Ke,
BbICTPO TpaHchOpMM-
pytoLLMecs B 3pO3uu.
Ha koxe — ny3bipu
Ha HEU3MEHEHHON Koxe
C CEPO3HbIM COLEPIKMMBIM

HOxeHue, bonesHeHHOCTb

MHTpasnuaepmanbHble
ny3blpy, 6asanbHble KNeT-
KM NJI0THO MPUKPENeHbl

K 6asanbHon MeMbpaHe
(«HaarpobHble NamMATHY-
Ku»). B nonoctu nysbips

MOTYT ObITb aKaHTONMTHYE-
CKMe KIeTKM

Lvpkynupytowwme aHtutena
K [lecMornenHy 3 v iecMo-
rnenHy 1 (M®DA), 130 kla
u 160 ka (MMmyHobn1OT),
(UKcauns aHTUTEN Mo TUny
CETU BOKPYT KepaTuHo-
LIMTOB LUMMOBATOrO CJl0sA
anupepmmca (npsamas PUD)

Yawwe reHepannsoBaHHble

HanpspkeHHble nysbipu
Ha (OHe OTEYHOMN 3pUTEMBI
C CEPO3HbIM UM Cepo3-
HO-TeMoppariyeckum
copiepxumbiM. Mocne
BCKPbITUS My3blpen 3po3un
BbicTpO 3nNMTENU3MpYIOTCS
¢ 0bpa3oBaHMeM KENTO-
KOPUYHEBbIX KOPOK

3ya, ¥kKeHue

B nepme — Bocnanu-
TeNbHbIA MHUILTpaT
13 303VHOQUIBHBIX
1 HeNTPODMUIbHBIX NENKO-
LMTOB, CybanuaepManbHbIii
ny3bipb

LinpkynupytoLume aHtutena
(HenpsMast PU®), aHTuTena
K BRAG1T b BRAG2 (MDA),
aHTuTena K 180 n 230 k[la
(MMMyHObR10T), duKcaums
aHTUTen BAosb lamina
lucida (npsiMas PUO)

pumeyarue. UOA — nMMyHodepMeHTHbINA aHann3; PUD — peakums MMMyHobl00peCLeHLMM.
Note. UOA (ELISA) — enzyme-linked immunosorbent assay; PU® — immunofluorescence reaction.

MUKPOLMPKYNALMIO, @ TaKXKe TOMUYECKUE T/IIOKOKOPTU-
Komabl 3—4-ro Knacca aKTUBHOCTWU U pereHepupytoLLme
cpeactBa [6, 40, 41]. LUnpoko npuMeHstoTca ¢dusmote-
paneBTUYECKWE MeToAbl neyeHus, Takue Kak MYBA (nco-
paneH + ynetpaduonet cnektpa A, YOA) n YOA-tepanus
[6, 42]. B 2008 rogy M. Schlaak c¢ coasrt. [43] cooblymnm
00 yCnewHoM NpUMeHeHUM KoMOMHaLMWM UMMYHOCYnpec-
CMBHOrO npenaparta MMKodeHonata Modetuna B J03MpOBKe
2 r/cyT 1 3KcTpaKopnopanbHoro gotodepesa y NauUMeHTKHU
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C pacnpocTpaHEHHbLIMU BYNNE3HBIMU U 3PO3UBHO-A3BEHHbI-
MU 3N1EMEeHTaMM Ha KoxKe. OnucaH yCnewHbIA onbIT Tepa-
NUM A3BEHHOTO AedeKTa KOXM Y maumueHTa ¢ bynnésHoii
CKiepofepMuen Npu MOMOLLM BHYTPUBEHHBLIX MHY3WiA
N-auetunumctenHa B fo3upoBke 15 Mr/Kr B yac B Te4eHue
5 vacos, exepnHeBHo, N® 14 [44]. TloMUMO TpaAMLMOHHBIX
NeKapcTBeHHbIX U GU3MoTepaneBTUYECKUX crnocoboB Tepa-
MuW, B HACTOsLLEe BPeMS paccMaTpuBaeTcs BOMpPOC Mpu-
MeHeHus bruonoruyeckoi Tepanum [45].




JEPMATONOMMA

OMUCAHUE CNTYYAA

0 nauueHTe

MaumeHTka T., 48 net, obpatmnack ¢ anobamm Ha pac-
MPOCTPaHEHHbIE BbICHINAHUS, NIOKANU3YHLLMECH HA KOXe
JMLa, TYNOBMLLA, BEPXHUX U HIKHUX KOHEYHOCTEN, cOmpo-
BOXatoLLMeCs 60N1E3HEHHOCTbIO, YYBCTBOM CTAHYTOCTM U 3y-
AOM.

M3 aHamHe3a. CuntaeT cebs bonbHoi ¢ MapTa 2019 roga,
KOrfa nocne WHbEeKUMWM MpenapaToM, CoAepialuuM mbaH-
APOHOBYI0 KMCTNOTY, Ha KOXe JWBOTA MOSBUINCL MEpPBbIE
BbICbINaHUs, COMpOBOXAaloLmecs 3yaoM. [pu obpallenum
K lepMaTOBEHEPONOry Mo MecTy XXUTeNIbCTBA ObiNl BbICTaBIEH
[MarHo3 annepruyecKoro AepMatuta U HasHaueHa Tepanus
[eKcaMeTa3oHoM B A03e 4 Mr, N2 2, BHYTPMMBILLEYHO; aHTK-
TMCTaMWUHHBIMU MpenapaTtaMn U TOMWYECKUMU TIOKOKOP-
TMKomnpgamu. Ha doHe npoBefEHHOM Tepanuu OTMeyanacb
He3HauuTeNbHas NONOXUTENbHAA AMHAMUKA B BULE YMEHb-
LUEHUS SPKOCTM OKPAcKW BbicbinaHuit. OfHaKo yxe B OKTS-
bpe-Hosibpe 2019 roaa naumeHTKa 0TMeTMNA pacnpocTpaHe-
HWe BbICbINaHWI B BUAE CUHIOLLHO-60PL0BbIX MATEH HA KOXY
TYNOBULLA, BEPXHUX U HUKHUX KOHEUHOCTEW, OTMETUNA No-
AIBNIEHWE YyBCTBA CTAHYTOCTU B 06/1aCTU 04aroB.

B nekabpe 2019 roga npv noBTOpHOM 06paLLeHuu K aep-
MaToJsIory BriepBble Obl NOCTaBNEH KMHWUYECKUA AMarHo3
CKNIepoJepMUM U peKOMEHL0BaHa KOHCY bTaLus Bpaya-pes-
Martonora. locne npoBeAEHHOro nabopaTopHoro uccnesoBa-
HWSl Ha aHTWHYKNeapHble aHTuTena (HEP-2 1/640 sp) 6bina
UCK/I0YEHA CUCTEMHOCTb MaToNIOrMYecKoro mpowecca u pe-
KOMEHJ0BaHa aKTMBHas TOMWYECKas Tepanus rMIOKOKOpTU-
KOMZHbIMM NpenapaTamMmn W MHIMBUTOPaMU KanMLMHEBPUHA.

lporpeccupoBaHMe fepMaTo3a HeyKII0HHO 0TMeYanochb
Ha npotsixeHuu Beero 2020 ropa, Ha doHe HebnaronpusT-
HOM 3nuaeMuonornyeckon cutyaumm (anupemus COVID-19).
BakunHaumio naumeHTKa He genana, uHekumo COVID-19
nepeHecna 6e3 0CNOXHEHU.

B Hosbpe-nexabpe 2021 roga obHapyxuna nosiBneHue
ny3bIpei Ha yxe UMEIOLLMXCA 04arax, KoTopble BCKPbIBANIMCh
Mnpu TpaBMaTU3aLMU OJEXAON C 00pa30BaHNEM MOKHYLLMX
3po3uii. CaMoCTOATENbHO MpUHUMana aHTUIUCTaMUHHbIE
npenaparbl, MECTHO — TyLUMpOBasia 3p03VPOBaHHbIE 04ark
dyKopumHoM, HaHocuna renb Conkocepun.

B mapte 2022 ropa B CBA3M C pacnpoCTPaHEHHOCTIO,
MPOrpeccUpoBaHUEM U TSIKECTBbID KOXKHOTO mpouecca bbina
rocnuTanuaupoBaHa B KNMHWKY KOXHbIX U BEHEPUYECKUX
bonesHeir umenn B.A. PaxmaHoBa, rge Obin ycTaHOBEH
IvarHo3 «Jlokanu3oBaHHas cKiepogepMus, bynnésHas
dopMa», HasHayeHo 0bCnefoBaHWe U NEeYEHWE CUCTEMHBIMU
FMIOKOKOPTUKOMAAMM: NpeaHU300H no 40 Mr/cyT ¢ nocne-
LYHOLUMM MOCTEMEHHBIM CHUXEHUEM [,03MPOBKM NpenapaTta
A0 MOJIHOMA OTMEHbI C COOTBETCTBYHLLEN KOPPUIMpYHOLLE
Tepanuel, a Take aHTMbakTepuanbHas Tepanus. Ha doHe
NpOBeJEHHON Tepanuu o0TMeyanach BbIpaXeHHas MonoXu-
TenbHas AMHaMUKa B BUAeE perpecca OynnésHbix BbiChbinaHuii

Tom 27 N° &4, 2024
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Poccuickmit KypHan
KOMHBIX 1 BEHEPMYECKMX DoNe3Hen

W anuTenn3aummn 3po3uit. Mpu obcnesoBaHUM CUCTEMHOCTH
npoLiecca He BbISIBIEHO.

C nekabps 2022 ropa oTMeyana ovepefHoe obocTpe-
HWe [epMaTo3a, KOTOpoe HacTymuao Nocsie MeXaHUYecKoi
TpaBMbl BUCOYHOM 06nacTu rofioBbl, NOCAE Yero o0TMeTUNa
yBENMYEHWe 04ara B BUCOYHOM 0651acTh 4o 3 CM B iUaMeTpe,
a TaKKe MosIBNEHWE HOBbIX M POCT Ye UMEHILLMXCSA 04aroB
Ha TYNOBHULLLE U KOHEYHOCTSIX.

Conymcmeyrowiasi namosiozusi: HepafuKanbHas afeHoM-
3KTOMUSA MaKpoazieHoMbl runogmsa (2011); naHrunonuTyw-
Tapu3M C AIBNEHUAMM BTOPUYHOrO rMMOTMPE03a M Haamno-
YEYHMKOBOM HEeL,0CTaTOYHOCTbIO; BTOPUYHBINA TMNOTOHAAN3M;
aMeHopes; 0CTeonopos.

Annep2oaHaMHe3 He OTATOLLEH.

PesynbTatbl pm3nKanbLHoro, nabopatopHoro
M MHCTPYMEHTaJIbHOT0 UCCeA0BaHuUA

JlokaneHsili cmamyc. [TopaXeHne KOXKM HOCUT pacnpo-
CTPAHEHHBIN XPOHUYECKUIA BOCNANIUTESbHBIN XapaKTep, Npea-
CTaBfleH MHOXECTBEHHbIMW 0yaramu, JIOKanm3yoLwmuMmucs
Ha KOXe BMCOYHOM 00/1acTH, LLEe, KOXKE XMBOTA, HUKHEN
4acTu noscHMubIl, 6eapax.

BbicbinaHna Ha Koxe NleBOM BMCOYHOM obnactv npen-
CTaBNieHbl 3pO3Meii PO30BOr0 LBETA C OKPYr/biMU Ouep-
TaHUAMK, Mo nepudepun KOTOporo HabnAalTCs KOpKU
KENTO-KopKUyHeBoro ugeta (puc. 1). BoicbinaHus Ha Koxe
)KMBOTA PacnpoCTPAHAITCA Ha KOXY MOJIOYHbIX Kenes
W MPeAcTaBnsoT coboi 06LIMPHBIA 04ar po30BO-KPacHOro

Puc. 1. bynnésHas cknepogepmus: ouar Ha KoXKe NeBoii BUCOYHOM
obnactu.
Fig. 1. Bullous scleroderma: foci on the skin of the left temporal

region.
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1 cepoBaTo-benecoBaToro LBeTa OKpYribiX 04epTaHuii ¢ pas-
MBITbIMW TPaHuLamMu pa3MepoM fo 15-20 cM B anametpe,
Ha MOBEPXHOCTWM KOTOPOr0 pacrnofiaraloTcs efuHUYHbIE
ByNINE3Hble 3NeMeHTbl C BSANIOM MOKPLILIKOM, NPO3payHbIM
W CepO3HO-TeMOpPPArnyeckMM COLEPHUMBIM, YepenyioLu-
€CA C y4aCTKaMM 3p03Wi KPacHOBATOro LiBeTa pa3MepoM
ot 1 po 10 cM B naMeTpe, NOBEPXHOCTb HOMBLLMHCTBA KO-
TOPbIX MOKPbITa MACCUBHBIMUA TEMHO-KOPUYHEBBLIMU KOpKa-
Mu (puc. 2). Ha koxe GoKoBbIX NoBepxHocTel BEaep U Ya-
CTUYHO Ha froaMuax M 0bnacT KpecTLoBOro COYNeHeHUs
BbICbINaHUA MpeAcTaBfieHbl 6eno-po3oBbiMKU BRAWKamy,
Ha MOBEPXHOCTM KOTOPbIX MMEKITCS 3p03MM KPacHOro LiBeTa
pa3MepoM [0 5 CM B auaMeTpe ¢ TEMHO-KOPUYHEBBLIMM KOp-
Kamu no nepudepum oyaros (puc. 3, 4). Ha Koxe nepemHux
noBepxHoCTel 0bonx 6Efep pacnonarakoTcs IMHEHO BbITS-
HYTble BASILLKW C pasMbITbIMK TPaHULLAMK, Ha MOBEPXHOCTH
KOTOPbIX YepesylTca y4acTKM CepoBatoro LpeTa atpoduu,
3po3uu 6opAoBOro LBeTa M MaccuBHble KOPKWM CepoBaTo-
KopuyHeBoro LBeTa (puc. 5). Ha Koxe eu pacnonaratorcs
CMMMETPHYHbIE BASLLKW OKPYTTIbIX M HEMpaBMibHbIX 04epTa-
HWIA C YETKUMM rpaHMLaMK. baswKa Ha NpaBoi CTOPOHe Lwen
benoro LBeTa ¢ rnafKoi bnecTALien NOBEPXHOCTbI) pa3Me-
poM 10 12 cM B iuameTpe (puc. 6, a). bnsiluka Ha Koxe neBoii
CTOPOHbI Len HenecoBaTo-po30BaToro LBeTa € eJUHUYHbIMM
KOPUYHEBbIMI KOPOUKaMM Ha NOBEpPXHOCTM (puc. 6, b).

CybbeKTMBHO OTMeyaeT YyBCTBO CTAHYTOCTH, bonesHeH-
HOCTU U 3yga.

JlabopamopHsie uccnedogarus. OOLIMIA aHanU3 KPOBM:
aputpoumTbl 4,65x10'%/n; remornobun 139 r/n; remarokput
42%; tpombounTsl 381x10%/n; neitkoumtel 7,74x10%/n; num-
doumtbl 33,4%; Helitpodunbl 59%; MoHouMThI 2,3%; 303KHO-
dunbl 4,3%; 6asodunbl 1,1%; cKopocTb ocefaHus 3puTpo-
umtoB 14 MM/y; uBeToBOM nokasartens 0,9. buoxumuueckmii
aHanu3 KpoBu: rioKo3a 5,86 MMonb/n; obwmii benok 74 r/n;

¥

Puc. 2. MHoxecTBeHHbIE 04ark Ha KoxKe XMBOTa U MOJTOYHBIX JKe-
neés (0bwmi Bup).

Fig. 2. Multiple foci on the skin of the abdomen and mammary
glands (general view).
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Puc. 3. MHo)KecTBEHHbIE 04Yary Ha Koxe ieBoi GOKOBOM noBepx-
HOCTY TynoBULLA.

Fig. 3. Multiple foci on the skin of the left lateral surface of the
trunk.

Puc. 4. Ouaru B obnactu Kpectua.
Fig. 4. Foci in the sacral region.
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Puc. 5. MHoKecTBEHHbIE 04aru Ha nepeaHeii NoBepxHOCTM bExep.
Fig. 5. Multiple foci on the anterior surface of the thighs.

anbbymuH 46,1 r/n; MoyeBMHa 4,5 MMofb/N; MoyeBas KuC-
nota 399,50 MkMonb/n; kpeaTuHuH 82 MKMonb/n; Gunmpy-
B1H 06LwwMi 17,9 MKMonb/n; BuKMpybuH NpsaMon 3 MKMonb/1;
xonectepuH 5,7 MMonb/n; Tpurauuepuabl 0,91 mMmonb/n;
JIMNOMNPOTENHbI BbICOKOW NNOTHOCTU 1,6 MMOMb/N; anaHuH-
amuHoTpaHcdepasa 62 en/n; acnapTaTaMuHoTpaHcdepasa
71 en/n; naktataermaporenasa 132 ea/n; wenoyHas doc-
¢arasa 138 en/n; ramma-rnytamuntpaHcoepasa 156 en/n;
C-peaktuBHbiii 6enok 11,8 Mr/n, peBMaToupHbIi dakTop
165 en/mn. 06WMiA aHANM3 MOYM: LBET XENTbINA; YAENbHbIN
Bec 1,021; npospayHocTb HemonHas; pH 5; 6enok — Her;
[IIOKO3a — HET; KETOHbl — HET; HUTPUTbI — HET; ypo-
OUNMHOreH — HopMa; NerKouuTel — 3—6 B Mosie 3peHus;
3PUTPOLUTBI — HET; CIU3b — HEMHOTO; DaKTepum — He-
MHoro. Koarynorpamma: aKTMBMpOBaHHOE YacTUYHOE TPOM-
bonnactuHosoe Bpems 1,19; npotpomouH no Keuky 85%;
MeXyHapoAHoe HopManu3oBaHHoe oTHoweHue 1,09; npo-
TpoMOKHOBOe BpeMsi 12 cekyHa; ¢mbpuHoreH 4,72 r/n. 06-
pallaeT Ha cebs BHWUMaHWe [ECATUKPATHOE YBENMYeHWe
noKasateneil peBMaToMaHoOro GaKkTopa, yBeNn4YeHUe YpoBHS
MeYEHOYHbIX TPaHCAMMHA3, MOYEBOM KUC/OTI, X0NecTepuHa
1 C-peaktuBHoro benka.

Wccnedosarue Ha boppenuosHyro uHGeKyuro: aHtTuTena
Knacca IgG K Borrelia burgdorferi — otpuuatenbHo.

Ceponozuyeckoe uccnedogaHue C LENbH BbIABNEHUSA
MPU3HAKOB CMCTEMHOCTU: aHTUHYKNeapHbIl dakTop (Hep-2)
1/640; antuTena K Tonousomepase | (Scl 70) 54 ME/n, aHTn-
LLleHTpoMepHble aHTuTena 12 ME/n.

3akmoueHue. O6HapyXeHO YeTbIpEXKpaTHOe YBesM-
YeHWe aHTMHyKeapHOro (akTopa, a TaKKe YBeMYeHue
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Puc. 6. Ouary Ha Koxe neBoro nneya (o) M npaBoro njeya
u wewm (b).

Fig. 6. Skin foci on the left shoulder (a) and right shoulder and
neck (b).

pedepeHcHbIX 3HaueHun aHtuten K [IHK-Tonomsomepase |
M aHTULEHTPOMEPHBIX aHTUTEST, YTO MOXKET CBUAETENbCTBO-
BaTb 0 BEPOATHOM Pa3BUTMM CUCTEMHOCTU MpoLecca.

UccnedosaHue Kposu Ha 20pMOHbI: APEHOKOPTUKOTPON-
HbIA TOPMOH 5 Nr/mMn; KopTH3on 38 HMoNb/N, TMPEOTPONHBIN
ropmoH 0,1 MEa/n, TpuitoaTpoHuH 0,23 HMonb/n, Gonnnky-
nocTuMynupytowwmin ropmod 0,12 MMER/Mn, nioTeHn3mnpyio-
wmi ropmoH 0,09 MMEa/Mn, nponaktuH 560 MEn/n, actpa-
avon 27 nMonb/n.

3aknwyeHue. HabniopaeTcs TOTanbHOE CHUXKEHWE
YPOBHS TOPMOHOB KaK afieHorunodusa, Tak u nepudepu-
UECKMX IHAOKPUHHBIX XEeNné3, B TO e BpeMs 0TMevaeT-
CA He3HauuTeNlbHOe YBesMyeHue pedepeHCHbIX 3HaYeHUN
NponaKTuHa.

KoHcynemauyus 3HOOKpUHO/I02a: B CBA3U C [LEKOM-
MEHCMPOBAHHBIM COCTOSIHUEM TWUMOTMPE03a U BTOPUYHOM
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HaAnoYeYHNKOBOW HeAO0CTAaTOYHOCTbIO PEKOMEHA0BaHa 3a-
MecTuTeNbHas Tepanusi TOpMOHAaMM LMTOBUAHON JKene3bl
(ytmpokc no 150 Mr yTpoM) M ropMOHaMM Kopbl HaANouey-
HuKoB (KopTed B 4o3e 5 Mr yTpoM 1 2,5 Mr Be4epoM) NoA Ha-
bniofeHneM Bpaya-3HLOKPUHONOra MO MECTY KUTENbCTBA
W MOA KOHTPOJIEM YPOBHS FOPMOHOB LUMTOBUAHOW Kene3bl
W HaLMOYEYHUKOB.

lamomopghonoauyeckoe uccnedosaue. MNpu ructono-
TMYECKOM UCCNeA0BaHMM BUONTaTa KOXHOMO NIOCKYTa Bbl-
ABNeHbl aTpodusa 3nuaepMuca, 04aroBas BaKyoiu3aums
BasanbHbIX KEpaTMHOLMTOB, OTEK COCOYKOBOTO CI0S LEPMBI,
YTO NpUBOAMT K 06pa3oBaHMio CybanuaepManbHbIX My3bl-
peii. B nepMe HabmoganTCA rManmMHM3aUmns U YTONLLEHUE
MyYyKOB KONNareHa C NocneayolyUM CKIepo3oM, paclum-
peHue npocseTa NMMdaTUYecKuX cocynoB. B nepuBacky-
NAPHOM NPOCTPAHCTBE U B 00/1aCTW fLePMO3NMAEPMOULHOMO
COeAMHEHUs 0TMeYaeTcs MMbonasMoLUTapHblid MHOUb-
Tpar (puc. 7).

Puc. 7. latomopdonornyeckas KaptuHa npeactasnser cobon
aTpoduio ANMAEpMUCa, 0YaroBYl BaKyoNM3aLmio basasbHbiX Ke-
paTUHOLMTOB, OTEK COCOYKOBOIO COS iEpMbl U cybanuaepMarb-
Hble My3bIpy.

Fig. 7. Pathomorphological picture presents epidermal atrophy,
focal vacuolisation of basal keratinocytes, swelling of the papillary
layer of the dermis and subepidermal bullae.

3axmoyeHue. Mopdonornyeckas KapTHa COOTBETCTBY-
eT anarHosy «JlokanusoBaHHas cknepofepmus, bynnésHas
topma».

[narHos

Ha ocHoBaHWM 0co6eHHOCTEH KIMHMYECKOW KapTWHbI
[epMaTo3a, pe3ynbTaToB NaToMopdosIorMyeckoro uccneao-
BaHMs#, [aHHbIX aHaMHe3a M XapaKTepa TeyeHus mpoLecca
Obina AMarHocTMpoBaHa peaKas GopMa J0Kanu3oBaHHOM
CKIepoJepMUM — OyNNE3Has CKIEPOAEpMMS.
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JleyeHue

lpoBefeHO NeyeHWe CUCTEMHBIMU FIIOKOKOPTUKOMAAMM
(NpeaHu30n0H No 40 Mr B ieHb C NOCNeAYOLIMM CHUXEHUEM
CYTOYHOM 403bl Npenapara) C aAbloBaHTHOW Tepanueii B BUaE
MHIMBMTOPOB NPOTOHHOW MOMMbI, NPENapaToB Kanus, MarHus
W KanbLus B COYETaHWUM C BUTaMMHOM D; aHTMOMOTMKOTEpa-
nus (uedTpuakcor no 1000 Mr 1 pas B AeHb BHYTPUMBILIEYHO
B TeueHue 10 JHel); HapyXHO TOMMYECKMe KOMOMHWPOBaH-
Hble KOPTUKOCTEPOMAbl C aHTUMMKPOOHBIM KOMMOHEHTOM
(LlenectopepM ¢ 'apamMuLmHOM) U SIEKapCTBEHHbIE CPEACTBA,
yAyyLLaloLLmMe pereHepaumio TKaHei (MeTunypaumnoBas Masb
Ha 3po3upoBaHHble fedeKTbl M KOPKM 2 pa3a B AeHb).

JluHamuueckuia ctaryc

Ha doHe npoBeaEHHOI KOMNMEKCHOW Tepanuu y nauu-
eHTKW 0TMeyYaeTcsi BblpayKeHHas MOMNOXWUTeNbHAsA AMHaMW-
Ka CO CTOPOHbI KOXHOro npouecca B BMAE 3NUTeNnM3aumu
1 pybLeBaHWA 3p03uii C UCXOA0M B aTPOGMI0 KOXM LiBETA
C/IOHOBOW KOCTW C HenpaBWIbHbIMKA TPaHULLAMKM, COOTBET-
CTBYIOLLMMM pa3MepaM 04aroB BYNnésHoi cKnepogepMuy,
OTXOX[AEHUS KOPOK C NMOBEPXHOCTU 3PO3MPOBaHHbIX 04aroB
(puc. 8-12). HoBbix an1eMeHTOB HeT. CyObeKTMBHbIE OLLyLLe-
HWSA KYN1pOBaHbl.

lMocne Kypca neyeHns B aHanu3ax KpoBM Ha ceponoru-
YecKMe peakLuy 0bpaLLaloT Ha cebs BHUMaHWE YMEeHbLLEHUE

A

Puc. 8. Wcxop ovara B aTpodmio KOXW C TeneaHrusKTasusamm
Ha MOBEPXHOCTU W eAVHUYHBIMU KOPOYKaMU CBET/I0-KOPUYHEBOTO
LBeTa.

Fig. 8. Exodus of the nidus into skin atrophy with telangiectasia on
the surface and single light brown crusts.
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Puc. 9. Mcxon MHOXECTBEHHBIX 04aroB Ha KOXE JKWBOTa M Mo-
JI0YHBIX JKENE3 B PACMPOCTPAHEHHYI0 aTPOdMI0 KOMM C HEPOBHBIMY
KpasMu; Hannume y4acTKOB rUMnepnmurMeHTaLmm.

Fig. 9. Exodus of multiple foci on the abdomen and mammary
glands into widespread skin atrophy with irregular edges; presence
of areas of hyperpigmentation.

|
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Puc. 10. Acxop ouaroB Ha Koxke neBoii 6OKOBOM NOBEPXHOCTM Ty-
noBuLLa.
Fig. 10. Exodus of foci on the skin of the left lateral surface of
the torso.

MoKa3aTenei aHTUHyKNeapHoro ¢aktopa B 2 pasa (Hep-2
1/320), a TakKe HopManu3auusi peepeHCHbIX 3HAYeHWN
antuten K [HK-Tonomsomepase | (17 ME/Mn) v aHTULEHTPO-
MepHbIx aHTuTen (8 ME/mn).

DOl https://doiorg/1017816/dv634008

AN i i

Puc. 11. Ucxopn ouaros Ha Koxe B 0bnacTu KpecTua.
Fig. 11. Exodus of foci on the skin in the sacral region.

Puc. 12. Vicxop 04aroB Ha Koxke BHYTPeHHel noBepxHOCTU bEaep
B aTpoduWI0 M TMNEepnUrMeHTaLMio Mo KOHTYPY y4acTka atpoduu
KOXM.

Fig. 12. Exodus of foci on the skin of the lateral inner surface of
the thighs into atrophy and hyperpigmentation along the contour of
the area of skin atrophy.

MaumneHTKe peKoMeH[0BaHO HabntoaeHue y Bpada-pes-
Maroiora C perynsipHbM onpefeneH1eM ypoBHs cneumduye-
CKMX aHTUTeN, a TakKe HabnlofieHue Y Bpaia-3HAOKpUHOIOra
C LieNblo KOHTPOJIS YPOBHA FOPMOHOB runodusa u nepude-
PUYECKUX 3HAOKPUHHBIX JKeNé3 451 NoAdopa paunoHanbHoM
3aMeCTUTENbHOM Tepanuu.

OBCYXAEHWUE

B cTaTbe npeacTaBnieH peaKuin KITMHAYECKMIA Clyyaii byn-
NE3HOIA CKNIepoepMMM Ha (hOHe BbIpaXKEHHON XPOHMYECKOMH
3HAOKPUHHOW naTtonorun. MHTepec AaHHOTO KIMHWYECKOro
Cy4an 3aK/loyaeTcs He TONbKO B pefKoii ¢opMe 3abone-
BaHWSA 1 NPOrPECCUPYIOLLEM XapaKTepe TeYeHUs AepMaTosa,
HO U BEpOSTHOM accouMaumn AepMaTosa C UMeHLUMUCS
Yy MauMeHTKU 3ab0NeBaHUAMK IHAOKPUHHBIX XKENE3 B BUAE
NaHrMnonuUTyMTapu3Ma BCNeACTBUE MaKPOAJEHOMbI afieHo-
runom3a ¢ pasBuTUEM BTOPUYHOMO TMNOTMPEO3a M Hafmo-
YeYHUKOBOW HEA0CTaTO4HOCTH.

B HaweM HabmogeHun obpallaeT Ha cebs BHUMaHue
HEYK/IOHHas OTpULATeNbHAA AMHAMWUKa KOXHOro mpo-
ecca OT JIOKanM30BaHHOW ONALIEYHON CKNEepoAepMUH
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C nocnenywoulein TpaHchopMaumeir B bynnésHyto dopmy,
a Janee B BEPOATHbIN CUCTEMHBIM npouecc. CornacHo paH-
HbIM MCCNeAO0BaHUI psAja aBTOPOB, LEKOMMEHCUMPOBaHHas
MaToforYs opraHoB 3HAOKPUHHOM CUCTEMBI ycyrybnset Te-
UeHWe ¥ NPOrHo3 CKIIEpPoLEPMUN.

TakuM 06pa3oM, yuuTbIBas TAKECTb TeueHus 3abonesa-
HWS, Hanume COMyTCTBYHLLENA XPOHUYECKON 3HAOKPUHOMNA-
TUW, @ TaKKe BbISIBNIEHHbIE MOJOXKMTENbHBIE CNELMpUYEcKUe
CepoNOruyecKmue peakuum Onsi CUCTEMHOW GOpMbI CKIepo-
LePMUK, B LlaHHOM ClTy4ae HeobXoauM MeXANCLUMNIIMHAPHBIA
MoAxof, U MOCTOSHHOE AUCNaHcepHoe HabnogeHue.

3AKJIKYEHUE

Pa3sute OynnesHoit cKiepoaepMuMM — [0CTAaTO4HO
penkuii deHomeH. OcBeJOMNEHHOCTb Bpayei o bynnesHoi
dopme orpaHuyeHHOW cKieponepMun ByaeT cnocobcTBo-
BaTb CBOEBPEMEHHOW AMArHOCTUKe, BbISBIEHMIO MPU3HAKOB
CMCTEMHOCTM M afleKBaTHON MEXAMCLMNIMHAPHON TaKTUKe
BeIeHMs NaLMUEHTOB.

AOMO/IHUTE/IbHAA UHOOPMALIUA

WUcTounuk dpuHaHcupoBaHMsA. ABTOpLI 3asB/AIOT 06 OTCyT-
CTBWW BHELLHEr0 GUHAHCMPOBaHUS NPW MOATOTOBKE CTaTby.
KoHdpnukT uHTepecoB. ABTOpbl AEKIApMPYIOT OTCYTCTBME
SIBHBIX M MOTEHLMANBHBIX KOHDIMKTOB MHTEPECOB, CBA3aHHbIX
C NybAMKaLWMEN HACTOSILLEN CTaTbM.

Bknap aBTopoB. Bce aBTOpbI MOATBEPKAAIOT COOTBETCTBYE
CBOEro aBTOPCTBa MeXAyHapoaHbiM Kputepusm [ICMJE
(BCe aBTOpbI BHECNM CYLLECTBEHHBIA BKNan B pa3pabot-
Ky KOHLeMNUMW, NOAroTOBKY CTaTbW, MpOYM M 0406punm
(GuHanbHylo Bepcvio neped nybnvkaumein). Hanbonbwmn
BK/af pacnpedenéH cneaytowimm obpasom: E.C. CHapckas,
H.M. TenmoKk — KOHUENUMA 1 AM3alH 1UcCnef0BaHus, BHE-
CEHVe B PYKOMMUCh CYLLLECTBEHHOW (BaXHOM) MPaBKM C LieMbo
MOBbLILLEHWS Hay4YHOW LLeHHOCTW paboTbl, HanNMCcaHWe CTathi,
ofi0bpeHne GuHanbHoM pykonwucy; J1.M. LLiHaxoBa — BHe-
CEHVE B PYKOMMUCh CYLLEECTBEHHOM (BaXXHOM) NPaBKM C LieMbto
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