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Pesiome

JlokanuzoBaHHas cknepogepmus (JIC) npeacTtaBnseT coboi XpoHnyeckoe BocnanuTesb-
HOe MMMYHHO-OMOCPeJoBaHHOE CKNepoThyeckoe 3aboreBaHne, OrpaHNYeHHoe KoXel
N noanexalyumm TKaHaMU, XapaKTepusyoleeca N30bITOYHbIM CUHTE30M U OTNIOXKEHNEM
KonnareHa. B natoreHese 3aboneBaHuA BaxHas posb OTBOAMTCA B3aMOLENCTBUAM FreHe-
TUYecKmx GakTopoB, COCYANCTBIX M MMMYHONOTMYECKUX ANCOYHKUMOHAMbHBIX anbTepa-
LW, SNUreHeTNYeCKUX mogmdbukauun, segywnx K HapylweHuo anddepeHUnpoBknu du-
6pobnacToB 1 U3GLITOYUHOMY 0O6PaA30BaHNIO BHEKIIETOUHOIO MaTpuKca. OnmncaHo 5 Knu-
H1uyeckmx BapuaHToB JIC: orpaHuyeHHas (bnaweyHas, rmy6okas), MMHenHas (Tynosuia/
KOHeUYHOCTEN, ronoBbl), FeHepann3oBaHHas, NaHCKNepoThYeckasa 1 CMeLllaHHaa CKiepo-
nepmua. TunuyHbIM KNUHMYeckum npossneHnem JIC agnaeTca popmMmpoBaHme NHAYpa-
TUBHBIX ONALLEK C NOCeayoLWMMN NPU3HaKkaMm1 UX yracaHusa B BUAE AUCIUTMEHTaLA v
aTpodurm Koxmn. MoryT BCTpeyaTbCA BHEKOXKHbIE MPOABIEHNA: apTpanrum, MUanrum, He-
Bposiornyeckune n opranbmonormyeckre HapylleHms (Yatle npu nuHerHon ¢opme). Ana
KnunHmnyeckow oueHkn JIC ncnonb3yeTca BanvannpoBaHHbli nHaeke LoSCAT (Localized
Scleroderma Cutaneous Assessment Tool). lns noaTeepxaeHus anarHosa JIC npumeHs-
0T naTomopdonormyeckoe, ynbTpasByKOBOE Y MarHUTHO-PE30HaHCHOEe MCCielOBaHNA.
OnpepeneHne aHTUHYKNeapHbIx aHTUTen (AHA) npn JIC umeeT HU3KYIO AMarHOCTUYECKYHO
3HAUMMOCTb, CNYKUT MPEUMYLLECTBEHHO [ANA UCKIIOYEHUA CUCTEMHBIX ayTOMMMYHHbIX
3aboneBaHWi UK onpefeneHns akTMBHOCTU MaTofiormyeckoro npotecca. MNogxog K Te-
panuu JIC 3aBUCUT OT ee KNIMHNYECKOro BapuaHTa, ryO6uHbl NOPakeHWs U aKTUBHOCTU
npouecca. MNpu 6naweyHon Gopme NpeumyLLeCcTBEHHO Ha3HavaloTcA MecTHaa Tepanus
n potoTtepanua. MNpu reHepann3oBaHHOW, rMyOOKOW, MMHENHOW 1 NaHCKNEePOTUYECKON
dopmax pekomeHayeTcA HazHayeHne GoToTepanuy 1 CUCTEMHOW UMMYHOCYMNPEeCCUBHOM
Tepanuu.

KnioueBble cnoBa: nokann3oBaHHasA CKiepoaepmus, MHAYPaTBHbIe GALIKN, BHEKOX-
Hble NposBneHns, poToTepanus, CMCTEMHAA UMMYHOCYNPeCCUBHas Tepanus
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Abstract

Localized scleroderma (LS) is a chronic inflammatory immune-mediated sclerotic disease
limited to the skin and underlying tissues, characterized by excessive production and
deposition of collagen. Interactions of genetic factors, vascular and immunological
dysfunctional alterations, epigenetic modifications leading to impaired differentiation of
fibroblasts and excessive formation of extracellular matrix play an important role in the
pathogenesis of the disease. 5 clinical variants of LS are described: circumscribed (plaque,
deep), linear (trunk/limbs, head), generalized, pansclerotic and mixed scleroderma.
Indurative plaques with the subsequent formation of dyspigmentation and skin atrophy
are typical clinical manifestations of LS. There may be extracutaneous manifestations:
arthralgia, myalgia, neurological and ophthalmological disorders (more often in linear
form). The validated LoSCAT index (Localized Scleroderma Cutaneous Assessment Tool) is
used for clinical evaluation of the disease. Pathomorphological, ultrasound and magnetic
resonance studies are used for LS confirmation. The determination of antinuclear
antibodies (ANA) in LS has low diagnostic value and serves mainly to exclude systemic
autoimmune diseases or to determine the activity of the pathological process. The
approach to therapy depends on the clinical variant of the disease, the depth of the lesion,
and the activity of the process. Topical therapy and phototherapy are mainly prescribed in
plaque form of LS. In generalized, deep, linear and pansclerotic forms, the appointment of
phototherapy and systemic immunosuppressive therapy is recommended.

Keywords: localized scleroderma, indurative plaques, extracutaneous manifestations,
phototherapy, systemic immunosuppressive therapy

JlokannsosaHHas cknepogepmusa (JIC) npeactaBnaeT coboi XpoHUYECKoe BOCManu-
TeNlbHOe MMYHHO-OMOCPEefoBaHHOE CKIlepoTMyeckoe 3aboneBaHmne, orpaHUYeHHoe Ko-
el 1 nopnexawnumm TKaHAMM (KOCTHasA, MblleyHas, dacumnanbHasn, CUHOBMasbHas), C 13-
ObITOYHbIM CIHTE30M U OTNIOXKEHUEM KOoJlareHa B Koxe 1 GopMUpoBaHMeM 04aros ynioT-
HeHuA. YacToTa BCTpeyaemocTu B mupe coctasnsaet 0,4-2,7 cnyyas Ha 100 000 HaceneHums.
PernctprpyeTtca yalle y XeHLWuH, y feTer NnperMyLecTBeHHO B Bo3pacTte 2-14 neT [1-4].
B 3aBmcumocTy ot KnmHuuveckon dopmbl JIC 1 aHaTOMUUYECKOW IoKanu3aumm npolecca
BO3MOXHO Pa3BUTME BblpaXKeHHbIX AeheKTOB KOXM (AncnurmeHTaumm, atpodus), a TakxKe
CyLLecTBYeT pUCK Pa3BUTUA Gr3NYeCcKnX (KOHTPaKTYpPbl CYCTaBOB), HEBPOSIOTMYECKUX 1 0b-
TaNbMOMNOrMYecKrx HapyLieHuin. BozpactHble nukn JIC 6umopanbHbl: 7-11 net n 44-47 ner.
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B natoreHese gaHHOro 3aboneBaHnA BaxHasa POJib OTBOANTCA B3aUMOLENCTBUAM reHeTU-
yecknx GakTopOB, COCYAUCTBIX Y UMMYHOSIOTMYECKNX ANCOYHKLMOHANbHbIX anbTepaLuii,
anureHeTnYeckux MoandurKaLmi, BefyLmx K HapyLieHuto auddepeHumposkm prbpodna-
CTOB 1 U36bITOYHOMY 00pPa30BaHMI0 BHEKIETOYHOIO MaTpUKca (KonnareHoBble BOJIOKHa,
GUOPOHEKTUH, 3nacTuH) [1-4]. AyTOUMMYHHbI XapaKTep BOCMaseHna NIoKanm3oBaHHOM
cKnepoepmuny NOATBEPKAAEeTCA BO3MOXHbIM BbIAABIEHNEM ayTOaHTUTEN, a Take acco-
umnaumen ¢ Apyrumm ayTOMMMYHHbIMK 3aboneBaHnAMY, BKIOUYAA CUCTEMHYIO KpacHYo
BOJTYAHKY, BUTUANTO, AnabeT 1-ro Tuna u ayToMMMYHHbI TupeouaunT [5, 6].

B nocnepHue rogpl fokasaHa reHeTuyeckasa AeTePMUHUPOBAHHOCTb JIOKaNM30BaH-
How cknepogepmuu no cucteme HLA no annenam DRB1*04:04 v B¥37 [1-3]. AucoyHKuuma
3HAOTeNMA XapakTepusyeTca runepnnasmeit NepuLmnToB B CTEHKe KanuiispoB 1 BeHy
C NOBbILLEHHOW MAOTHOCTbIO MENKNX COCYA0B B akTUBHON cTtaguu J1C, uTo conpoBoOXAa-
€TCA NOBbILEHNEM YPOBHA MOJIEKYS afire3mmn: Mosiekyna agresny coCyamncTbiX KneTok-1
(VCAM-1), monekyna BHyTpuknetouHon agresnn-1 (ICAM-1) n E-cenekTuH. 2T Mmonekynbl
3a1e/iCTBOBaHbI B MPUBJIEYEHUN BOCMANUTENbHBIX T-XenmnepHbIX KNeToKk 2-ro Tnna (Th2),
MOHOLIMTOB U APYTUX UMMYHHbIX KNEeTOK C yBeliMyeHnem npoaykunv UMToknHos: UJl-4,
nn-6, N-1-a, UN-2, UN-8, NN-13 n TpaHchopmmpytolero daktopa pocta-6eta (TGF-f).
LiutokuHbl n TGF-f3, B cBOIO ouepefb, yCMAMBAIOT SKCNPECCUIo KomareHa pasfnnyHbiX TU-
noB (ocobeHHo | n lll) n gpyrux KOMNOHEHTOB BHEKNETOUHOrO MaTpUKCa, YTO NPUBOAUT
K NoBblLWeHHOW nponudepauunn ¢nbdpobnactos n popmrpoBaHmnio Grbpo3a B NOpaxKeH-
HoW TKaHW. TGF- Takxe OKa3biBaeT MHIMbMpytoLLee feliCTBUE Ha fiereHepaTMBHbIE NPO-
Lleccbl B MaTPUKCe, CHMXKasn BbIpabOTKy NpoTeas, KOHTPONMpPYOLWMX pacnaj konnareHa [3].
HepaBHue nccnenoBaHua BbisBUAK akTBauuio TGF-B3-3aBrcumoro ¢pnbpo3sa Takke yepes
Tonn-nopo6Hble (TLR) curHanbHble NyTW C y4acTMeM SHAOFeHHbIX MUraHg (MUTOXOHZPK-
anbHble [IHK), ¢dnbpoHektuHa EDA (akcTpagomeH-A) u TeHackunHa-C. [enctsya nocne
TGFB, daktop pocta coegmHutenbHon TkaHu (CTGF) Takxke ctumynupyet GubposHble
npouecchl [3, 6, 7]. pyrumm npegnonaraembimMy Natoprsnonormyecknmm mexaHm3Mmamm
npwu JIC aBnATCcA o6pa3oBaHMe aHTUTEN K MeTalsIoNpoTenHase, a TakxKe MoBblleHHan
3KCNpeccna UHCynMHonofo6Horo gakTopa pocTa, KOTOPbIN yCUAMBaET BbIpabOTKy Kon-
nareHa; n3y4yeHo Takxe BAUAHME NOBbILWEeHHON 3Kkcnpeccun miRNA-let-7a 1 noOHWKeHHOW
mMiRNA-196a Ha ycuneHme skcnpeccum konnareHa | tuna [5, 71.

MaToreHes fOKanM30BaHHOW CKIEPOAEPMUM CUMTAETCA CXOXKMM C CUCTEMHBIM CKIle-
po3om (CCK) BCneacTBre OfMHAKOBbLIX NaTOMOPGONOrmyeckux ocobeHHoCTel nopaxe-
HUA KOXW; OfHAKO KINUHMYECKN 3TO [iBa pa3HbIX 3a60fieBaHUA, O YeM CBULETENIbCTBYIOT
pa3Hble femorpaduryeckmne gaHHble, KIMHUYECKNEe 0COOEHHOCTH, TeueHe 3aboneBaHusA 1
NPorHo3. BaxkHbiM oTnnumem CCK ABNAETCA OTIOKEHWE KOMJlareHa He TONbKO B KOXKE, HO 1
BO BHYTPEHHUX OpraHax (nerkue, cepue, *kenyfouyHO-KMLLEYHbIA TPaKT).

TpurrepHbiMn dakTopamm 3aboneBaHna ABNAIOTCA TPaBMa, MexaHWYeckoe TpeHue
KOXW, AIMTeNbHOE JaBNeHne Unun Bo3dencTBre Takmx GakTopoB, Kak BaKLUMHaLUA, YKy-
Cbl HaceKoMbIX, pafmaLuoHHaa Tepanua. JlekapcTBeHHO-MHAyUMpoBaHHasa JIC BcTpe-
yaeTca pefKko, a OTMEHa JleKapCTBEHHOro npenapaTta y GoNbWMHCTBA NaLMEHTOB He
BefeT K pemmnccun. Heckonbko AecaTuneTuini MayT Cnopbl O B3anMOCBA3M Mexay Jlanm-
60ppenro3om 1 pa3BUTUEM CKIIEPOAEPMMUN: O4HO3HAYHOTO MHEHWA A0 CMX MOP MO AaH-
HOMY BOMPOCY HeT.

Knaccudukauma nokannsoBaHHOWN CKnepoaepMmu, npeanoxeHHas Laxer n Zulian B
2006 r., onucbIBaeT ee 5 KNNMHNYECKNX BapnaHToB [1, 6]:
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1. OrpaHuuyeHHas ckepogepmMms:
B NOBEpPXHOCTHaA (bnAweYHasn);
= rnybokas.

2. JlnHelHasa cknepogepmus:

®  TynoBULLA/KOHEUYHOCTEW;

¥ [ONOBbI:

— no Tny «yaap cabnein;

— nporpeccupytowan remudanmanbHasa atpodus (cuHagpom Mappu — Pombepra).
[eHepanun3oBaHHasA CKiepoaepMus.

MaHcknepoTnueckasn ckneponepmus.

5. CmelaHHasA cknepogepmus.

BblgenaoT Take 3aboneBaHusA, KOTOpPble OTHOCATCA K CMEKTPY CKNepoaepMun:

B ppuonatmyeckas atpodpopepmus Ma3uHm — MbepuHy;

B 3KCTpareHuTasnbHbIl CKNepoaTpodpuUecKmnin nuLwai;

B 303UHOPUBHBIN pacummnT (3).

Hanbonee pacnpocTpaHeHHbIM KNMMHUYECKMM BapUaHTOM Y B3POCSIbIX ABNSAETCA Orpa-
HUYeHHasA 6nAweyHaa cknepopgepmusa (43,9%). Jlokanv3oBaHHy CKepoepmuio, pas-
BMBLUYIOCA B AeTCTBE MU NOLPOCTKOBOM BO3PacTe, Ha3blBaloT IOBEHUSIbHOW NOKann3o-
BaHHOW cKnepoaepmmeit (HOJ1C), KoTopas He ABNSAETCA ee KNMHNYECKUM BapuaHTOM, No-
CKOJIbKY XapaKTepun3yeTca TeMU e NPOABAEHUAMU, UTO U Y B3POCSIbIX NaumeHTos [8].

OrpaHryeHHasa NOBEePXHOCTHAA CKepofepmMua (CMHOHKM — BnAlleyHan ckneponep-
Mus). CBeXKMe oyaru npv JaHHOM KINMHNYECKOM BapuaHTe B Mepuof NporpeccupoBaHms
npepAcTaBneHbl 3pUTEMATO3HbIMU NN GUONETOBLIMI NATHAMW OBasIbHOW MU OKPYTON
dopmbl B Npefenax ogHoM aHaTOMMYecKolr obnacTu, NpenMyLLecTBEHHO C oKanu3auu-
ell Ha »KMBOTe, NOJ MOJIOUYHbIMY »Kefe3amu, KoHeuyHocTAX (puc. 1). Mo mepe fanbHeliwero

H>w

Puc. 1. BnaweuHasn JIC. SpuremaTtosHo- Puc. 2. BnaweyHas JIC. UHaypaTBHaA 6nsawKa c
¢$uoneroBoe c cmpeHeBbIM KONbLIOM NATHO CMpeHeBbIM KOJIbLIOM 1 3pUTeMaTo3HOoe NATHO.
oBasibHOW ¢popmbl. AKTUBHaA cTaguA AKTMBHasA ctagusa

Fig. 1. Plaque LS. Erythematous oval patch with Fig. 2. Plaque LS. Indurative plaque with violet
violet halo. Active stage halo and erythematous patch. Active stage

78 "Dermatovenereology. Cosmetology’, 2023, volume 9, Ne 1



0630pbl
Reviews ‘

Puc. 3. BnaweyHan JIC. AKTuBHble nHAypaTuBHble  Puc. 4. BnaweyHas JIC. AKTUBHbIe MHAYPaTUBHbIE

(nporpeccupoBaHue MHAYpaLnN) GNALWIKN C (nporpeccupoBaHue NHAYpaLUN) GRALWKN C

CYpPEeHeBbIM BEHUNKOM HavanbHbIMW ABIEHUAMY aTpodun

Fig. 3. Plaque LS. Active indurative (progression of  Fig. 4. Plaque LS. Active indurative (progression

induration) plaques with violet halo of induration) plaques with initial signs of skin
atrophy

NpPOrpeccypoBaHs B LiIeHTpe 3nemMeHTa GopMUPYeTCs CKNepoTUYecKas »efToBato-6e-
NIOr0 WJIN LiBETA C/IOHOBOM KOCTY YETKO OUepUeHHas NioTHas 6sLKa C SpUTEMATO3HbIM
Uy GYONETOBbIM KPaem, Tak Ha3biBaeMoe CUPEHEBOEe KOJIbLO (pC. 2, 3), UTO yKa3biBaeT
Ha aKTVBHYIO CTafuio NpoLecca.

Opyrumn npusHakamm aktueHocTy JIC ciiy»kaT nosiBfeHne HOBbIX OYaroB W/vnu yee-
NNYeHne pPasMepoB CTapblX, MPOrPecCUpPoBaHVe YMOTHEHWS, YMIOTHEHME paHuLbI
MOpa)KeHMs, MOBbILEHHbIV YPOBEHb KpeaTHPOCHOKMHa3bl 1 natomopdonornieckme
NPUW3HaKy, yKasblBatowye Ha dpasy BocnaneHus. lMpusHakamm yracaHusa 6asweK npv anu-
TeNIbHOM VX CYLLeCTBOBAHMN ABAAIOTCA AUCMIMIMEHTALMUN (TYNO- UAN TUNeprnurMeHTaumm),

Puc. 5. BnAaweyHas JIC. HeakTuBHas. Puc. 6. bnsaweuHas JIC. ATpopusa noBepxXHOCTHasA
MocTBOCNanuTeNnbHaA runepnurmeHTaLmns u runepnurmeHTauyumn. HeaktmsHas

Fig. 5. Plaque LS. Postinflammatory Fig. 6. Plaque LS. Superficial atrophy and
hyperpigmentions. Non-active hyperpigmentions. Non-active
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Puc. 7. Tny6okas cknepogepmus. Atpodpus
NOAKOMXHO-KNPOBOI KNeTyaTKu ¢
runepnurmeHTaumamMmm

Fig. 7. Deep LS. Subcutis atrophy and
hyperpigmentations

Puc. 8. JIuHeiiHas cknepogepmus rosnoebl No
TUNy «ypap cabneii». ®opmupoBaHune NNHeENHOMN
6nAwWKN Ha N6y

Fig. 8. Linear LS (en coup de sabre). The formation
of linear plaque on forehead

|

Puc. 9. JluHeiiHan cknepogepmus:
nporpeccupyiowas remudaymanbHas atpodpun
(cuHppom Mappu - Pom6epra)

Fig. 9. Linear LS: progressive hemifacial atrophy
(Parry - Romberg syndrome)

A B

Puc. 10A, B. leHepanu3soBaHHas JIC. MHOXecTBeHHble HeaKTUBHbIE o4aru
Fig. 10A, B. Generalized LS. Numerous non-active lesions
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aTpoduA snuaepmunca c bnectalein Koxel 1 BUAUMbIMY KPOBEHOCHBIMU COCYAaMMU, aTpo-
durA fepmbl M TOAKOXKHO-XKMPoBON KneTyaTky (MXKK), BbinageHme BONOC, NOTEPA NOTOBbIX
xenes (puc. 4-6) [1-3,7,9].

OrpaHnyeHHas rnybokas cknepofepmMmua ABAETCA pefKM BapuaHTom (5%) y B3poc-
nbIX U feTen. XapakTepHbl OKPYTJble YeTKO OUYepUeHHble oyaru ¢ riyboKon nHaypauumei
¢ 3axBatoM KK 1 dacumm, nHorga ¢ BoBneyeHreM HuKenexalmx Mo, NopakeHue
KOXM NTOKaNM3yeTca CMMMETPUYHO, MPEeNMYLLECTBEHHO HA H/XKHUX KOHEYHOCTAX, UHOrAa
npueoaa K GopMNPOBaHMIO KOHTPAKTYP U MOAKOXKHO-XMpoBor aTpodun (puc. 7). Mpu
LaHHOW popMe YacTo perncTpupyroTca apTpanrum, apTputsl v myuanrum [1, 10].

JInHenHan cknepogepmus ABNAETCA Hanbosnee YacTbiM BapraHToM y feTell (65%). Jlu-
HelHaA cKnepopepMua TYMOBULLA U KOHEUYHOCTEN XapaKTepu3yeTca NpoAosbHbIM pac-
NOJSIOXEHNEM NIMHENHDBIX, B PAAE ClyyaeB — MO JIMHUAM HaTAXeHUA Koxun bnawko, ova-
ros nHaypaumm c sosneuveHviem MK, nHorga npuneraiowmx mbillil, KOCTen, CUHOBUA.
Y 6onblUMHCTBA NaLMEHTOB OTMEYaeTCA YHunatepanbHoe nopaxeHune. BoamoxkHo pas-
BUTME KOHTPAKTYP, MbILLEYHON aTpodun, MUO3MTOB, apTPUTOB C YMEHbLUEHNEM KOHeu-
HOCTM B A/INHY. [opakeHnA Ha KOHEUHOCTAX MOTYT Y AeTell 3aMeANATb POCT. XapaKTepHO
LJITeNIbHOE XPOHMYEeCKoe TeUeHre C CoXpaHeHneM akTMBHOCTM 3aboneBaHnA B TeueHne
MHOTMVX OeCATUNETMI C BbICOKOW YacTOTON peLnAnNBOB KakK y B3POCbIX, Tak 1 y AeTel.
MepBbIi 3n130[4 faHHOM GOPMbI Yallie OTMeYaeTca B IeTCKOM BO3pacTe.

JlnHeliHasa cknepogepmmua ronosbl No TUMY «yaap cabnei» xapakTepusyeTca NMHe-
HbIM YNIOTHEHMEM B MapaMeanbHoOM YacTy nba c nocnegyowmm GopMmrnpoBaHem riy-
6oKol aTpodun, pacnpocTpaHAACb Ha BOJIOCUCTYIO YacTb FONOBbI 1 NpuMBOAA K pyoLo-
BoW anoneuun (puc. 8). BoamoxHo pa3sutme opTanbMoNornyeckimnx, HeBPOIOrMYecKnx u
OAOHTOCTOMATONOIMYECKMX HapyLUEHU.

Mporpeccupytowan remudaumanbHana atpodus (cuHgpom Mappu — Pombepra) xapak-
Tepusyetca anddysHol yHunatTepanbHom atpoduein fepmMbl, NOJKOKHO-KUPOBOW KneT-
YaTKM, B HEKOTOPbIX CITyUasaXx HUXKeneXallmx MblllL, 1 KoCTel NnMLeBoro ckeneta (puc. 9),
UTO MOXET NPUBOANTL K BblpaXXeHHON acummeTpum nuua. JaHHaa dopma coyeTaeTtca C
NUHeNHOW cKnepoaepMmert nNo Tuny «yaap cabnei» 8 40% cnyyaes. Hauano 3abonesaHua
06bIUHO NpUXOAMTCA Ha NepBble 20 NeT Kn3Hu. PacnpocTpaHeHHbIMN ABATCA BHEKOX-
Hble NPOABNEHMSA, BKIOUYAsA HEBPONOIMYECKYO 1 OpTanbMONOTMUECKYI0 NaToNIOrio, Ko-
TOpble MOTyT NPOABNATLCA Ha Ntobol cTagny 3abonesanusa [1, 3,8, 11-13].

YacToTa nopakeHua LieHTpanbHOM HEPBHOW CUCTEMbI Y MALMEHTOB C JIMHENHON CKie-
poaepmMuelt ronoBbl coctaBnaeT 44-50%. BoneueHre HepBHON TKaHW NP AaHHOW ¢op-
Me MOXKeT ObITb CleiCTBMEM HapyLLEHUA MUTrpaLum KNeTok HEPBHOIo rpebHsA B npoLecce
3MOprOHaNbHOro Pa3BUTKA, HelpoTpodrUueckon BUpYCcHOM nHdekumu, neprdepmnyecko-
ro HeBpuTa TPOMHWNYHOIO HEePBa, BHYTPUYEPENHO COCYyANCTON Manbdopmaumy nnm guc-
byHKUMK neprdepryeckorn CMMNaTUYeCcKon HEPBHOWM CUCTEMbI MOCSe TPaBMaTUUYECKOro
NOBPEXAEHNA LENHOrO CNeTeHNA AN rPYAHOrO cUmnaTuyeckoro cteona. Cnekrp He-
BPONOrMYecKnin NaTofiorny BKJOYAET CYAOPOrv, MUrPEHU, reMunnerny, aHeBpu3mbl,
aTpoduIo roNnoBHOIO MO3ra, HeBpPanrmmM TPONHNYHOIO HEPBA, KOTHUTMBHbIE HapyLLeHWsA
1 paccTpolicTsa nosegeHua. OdTanbMonormyeckne paccTponcTea BKIOYaloT SHOGTanbm
(BTOPWYHbBIV MO OTHOLWEHMIO K AedbnunTy opObUTanbHOW, CKYNIOBOW Y BEPXHEYENOCTHON
NOJKOXKHO-KUPOBOI KneTyaTtku), oGTanbMOonernto, Kocornasme, retTepoxpomumio pagy-
Kn nysent[8,11,12].
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[eHepanun3oBaHHaA CKNEePOAEPMUA XapaKTepU3yeTCA MHOMXECTBEHHbIMU WHAYpa-
TUBHbIMK GnAWKamm: 4 n 6onee; 6osee 3 CM B gMaMeTpe, C/IMBHBIMA CUMMETPUYHBIMUA,
C NopakeHMeM He MeHee 2 13 7 aHaTOMUYECKNX 30H (ronoBa/Lies, npaBas BEPXHAA KO-
HEYHOCTb, IeBas BEPXHAA KOHEYHOCTb, HUXKHAA NpaBasA KOHEUYHOCTb, JIeBaA HUXKHAA KO-
HEeYHOCTb, NepefHAA NOBEPXHOCTb TYNIOBULLA, 3afHAA MOBEPXHOCTb TynosmLya) (puc. 10).
YaLe permnctpupyetca y B3pocsbix. [pr3HaKku cknepo3a 06blYHO OTMEYaKTCA Ha TYN0BU-
LLie U KOHEYHOCTAX, He Nopakas N1Lo, KUCTK 1 cTonbl [1-3, 6].

MaHcknepoTuyeckasa ckiepoaepmma npeactaBnAeT cobon TAXKenbli BapuaHT Mpo-
rpeccupytolleli reHepanusoaHHon JIC, npu KOTOpoM MOryT mnopakaTbca Oonblune
YUYaCTKM KOXXHOMO MOKPOBA, Yalle KOHeUYHOCTH, C BOBJIEUEHMEM B NATONIOrMYeCcKnii nNpo-
uecc MXK, MbilueYHOW 1 KOCTHOW TKaHW, Bbl3biBas KOHTPaKTYpbl CycTaBOB, edopmauiuio,
n3bA3BNeHVe 1N KanbunduKaumio 6e3 nopaxeHua BHYTPeHHUX opraHoB. CmellaHHan
cKneponepmua BKOYaeT KOMOrHaL Mo ABYX 1 6onee 13 onucaHHbIX BapraHToB [1, 2, 6].

Ona knuHnueckon oueHkn JIC ncnonb3lyeTca BanuMAn3NpoBaHHbI nHaekc LoSCAT
(Localized Scleroderma Cutaneous Assessment Tool), KOTOpbI/ COCTOWT U3 ABYX UHAEK-
coB: mLoSSI (modified Localized Scleroderma Severity Index) — moanouumpoBaHHbIN NH-
LLEKC OLIeHKM TAMXECTM JIOKaM30BaHHOW CKepoepMuK C y4eTOM NPr3HAKOB akTYBHOCTH
3aboneBaHnA (pacnpoOCTPaHeHHOCTb, HanuumMe 3puUTeMbl U YNAoTHeHUA Koxun) 1 LoSDI
(Localized Scleroderma Damage Index) — nHgekc nospexgeHusa koxu npu JIC c yuetom
NPU3HaKoB aTpodun 1 HapyLeHun nurmeHTaumu. NpoeognTca oueHka 18 aHaToMuye-
CKnx obnacTen. bannbl 4nA KaXkaow aHaTOMUYECKON 06nacT COOTBETCTBYIOT Haubonee
BbICOKOMY MO Kaxkgomy napametpy [14].

YnbTpa3BykoBoe nccnegoBaHue (Y3UM) Koxn nprmeHAeTca AnA OLeHKM akTUBHOCTU U TA-
XecTu cknepogepmMun (B akTUBHY10 a3y onpenenaerca yToslleHre B iepMe CO CHIPKEHNEM
3XOreHHOCTU, HO C MOBbILeHMEeM axoreHHoCTY B IMXKK), a Takke ana oueHKN 3GeKTUBHOCTA
neyenus [2, 15]. UndpakpacHaa Tepmorpadua (UKT) geMoHCTprUpyeT B3aUMOCBA3b MEXAY
TemnepaTtypon sneMeHTa 1 UX KIMHUYeCKon akTmBHocTblo npu JIC. B nocnegHee Bpems
LYPOMETPUA ABNAETCA MHCTPYMEHTOM [f1A OLEeHKM NAoTHOCTK ouyaroB npu JIC, HO nmeeT
OrpaHUYEHNsA ANS SNEMEHTOB, PacnonaraloLwmnxca B 0611acT KOCTHOM TKaHW. MarHuTHo-pe-
30HaHcHaa Tomorpadua (MPT) npoBoanTca naumeHTam ¢ rinyOoKow, MMHENHON 1 NaHCKe-
POTUYECKON CKNepoaepMmert C NOJO3PEHNEM Ha NOPAXKEHNE KOCTHO-MbILIEYHOW TKaHK, a
TakXke ana 06cnefoBaHyA NALMEHTOB C HEBPOMOTNYECKOW 1 0QTanbMOSTOMMUYECKON CUMNTO-
MaTVKO. dneKTpomMuorpadua MoxeT ObiTb MHPOPMATUBHON A/1A ONpeaeNneHna MblLLeYHON
AncoyHKLMM Y NaLMEeHTOB C IMHeHOW cknepoaepmueit [1-4, 6].

MaTomopdonornyeckoe nccneaoBaHNe KOXM NMPOBOAUTCA AN1A NOATBEPXKAEHMA KIn-
HUYeckn HeAcHbIx cnyyaes JIC. [InA OCTUMKEHUA ONTUMANbHOM KIIVIHUKO-TUCTONOrMYe-
CKOW Koppenaummn B HanpaBieHU Ha FMCTONIOrMYeCKoe NCCieAoBaHMe Npu Nogo3peHnn
Ha cKnepofepmuio HeOOXOAMMO YKa3biBaTb MeCTO B3ATUA Groncun (BoCmanuTenbHbIn
BEHUMK U MHAYPATUBHbIV yyacTok). CneflyeT MOMHUTb O HEOBXOAMMOCTU NPOoBeAeHNA
rny6oKo UHLUM3NOHHOM 6uoncumn npu nopaxkeHun MK c Hxkenexauwen dacuven un
MblwLamu. MNaTornctonormyeckme JaHHble He NO3BONAIOT NPOBeCTU AnddepeHLManbHbIN
aunarHo3 mexay J1C n CCk, a TakxKe pasnnyHbIMy KnHuyeckumm dopmamu J1C.

PaHHMe BocnanuTenbHble oyarm XxapakTepusyTca HanMumem nNioTHOro BoCnanuTesib-
HOro MHGUNbTPaTa U3 NMMGOLMTOB, MPUMECHIO NIA3MATUYECKUX KNETOK, MHOTAA 303MHO-
buUnoB mexay KonnareHoBbIMY BOSIOKHaMM B CETUYATOM CJ0€e [1ePMbl, BOKPYT KPOBEHOCHbIX
COCY[i0B 11 MOTOBbIX Xese3. [py NporpeccmpoBaHnm CKepo3a OTMeYatoTCa YToNLWeHne 1
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rMannuHU3aLns KosslareHOBbIX BOJIOKOH B CETYATOM CJI0€ AEePMbl 1 MOLKOXHO-KNPOBOW
KneTuaTke (>kMpoBas TKaHb 3ameLlaeTca GrOPO3HON), OTCYTCTBME BOCMANUTENbHbIX NMPO-
ABMEHN 1 NPUAATKOB KOXW, Hanuume OTAeNbHbIX CoCynoB ¢ dprbpo3om B cTeHke. lNpu
rny6oKNX MOpaxXeHNAX NPOoLecc CKNepo3a MOXEeT PacnpoCTpaHATbLCA Ha dacumio 1 noa-
nexatlyto MbllLy, Npu noBepxHocTHol dopme JIC yTonueHHble KonnareHoBble MyyKu
orpaHuueHbl gepmon [1, 3, 4, 91.

PeBmatongHbin paktop (PO) moxeT 6bITb NoNoXMTENBHBIM Y 15-60% naymeHToB ¢ J1C,
0cobeHHO valle y fieTeln ¢ nuHenHom dopmoi J1C.

AytoanTutena npwm JIC. Ha cerogHAWHNIA fieHb cneunduuecknx aHTUTen, Xxapakrep-
HbIX AN IOKaNM30BaHHOW CKNepoaepMmum, He BbiABAEHO. [pn cCTEMHOM CKJliepo3e BbiAB-
naT cneynduryeckne ayToaHTUTeNa: aHTULLEHTPOMEPHbIe, aHTUTonousomepasa 1 v aHTu-
PHK-nonumepasa Ill aHTuTena (anticentromeras, anti-Scl-70, anti-PM-Scl). Mo3utrnBHOCTbL
LaHHbix aHTUTen npu JIC octaBnsAet 5-15%. B oTueTax KpymnHbIX KOFOPTHBIX UCCeA0BaHNIA
NOBbILLIEHNE YPOBHA aHTUHYKNeapHbix aHTuTen (AHA) BcTpeuaeTca y 23-68% navuneHToB
¢ 1IC, yauwe B neguatpuyeckon nonynauyun. NMocnegHne npocneKkTMBHbIE NCCNE[0BaHMNA
He BbIABUIN JOCTOBEPHbIX Pa3NNumMii MeXy 4acToTon Nno3uTuBHOCTM AHA pa3nunyHbix
KnnHnyeckux BapraHToB JIC, xoTa ecTb coobuieHuns o nosbiweHnn AHA y nauneHToB ¢
aKTUBHOW reHepanun3oBaHHON, NMHelrHon n rnybokon dopmamu JIC. OnpepneneHve AHA
npu J1IC MeeT HM3KYI0 ANArHOCTUYECKYI0 3HAUMMOCTb, CTYXXUT MPEenMyLLeCTBEHHO AA
WCKITIOYEHMA CUCTEMHbIX a8y TOMMMYHHbIX 3aboneBaHuii 1 onpefeneHra akTMBHOCTM NaTo-
norunyeckoro npouecca. MaymeHTtbl ¢ nonoxkmtenbHbimu AHA, ssDNA (aHTUTena K ogHoLe-
nouyeyHon [HK), PO no otaenbHOCTM unu, 4to 6onee Ba)KHO, B COYETAHUMN NOABEpPraoTCA
6onee BbICOKOMY PUCKY BOBMIEYEHMNA KOCTHO-MbILLEYHON CUCTEMbI, UTO TpebyeT bornee fAe-
TaJlbHOro 06cCefoBaHNA ONOPHO-ABUraTeNIbHOro annaparta. CoobLaeTcsa O BblABNEHUN
AHTUMMCTOHOBBIX U aHTUGOCHONUMNULHBIX AHTUTEN MPU IMHENHOW N FreHepann30BaHHOM
J1C, 303uHodpunbHOM pacuuute [9, 16, 171.

O6wmin aHann3 KpoBu. D03MHOGUANA NepuPepryecKort KPoBM MOXKET BbIABAATHCSA
npu rny6okom popme, a Takxke Ha akTUBHOW ctagum nobor dopmbl JIC. COS obbluHO B
HOpPME, NMPW PACAPOCTPAHEHHOM U aKTUBHOM MPOLIECCe MOXKET HE3HAUUTENBHO MOBbI-
watbcsa [1, 2,16, 17].

o depeHymanbHbI anarHos. Hanbonee 3HauMMbIM ABASETCA NpoBeaeHne audde-
peHuunanbHol anarHoctukn mexay JIC 1 cMcTeMHbIM CKNIepPO30M COrMacHO NpefnoMxeH-
HbiM B 2013 . ANArHOCTUUYECKMM KpUTEPUAM AMEPUKAHCKOWN KoNnernen no peBmMaTono-
rum (cm. Tabnuuy).

Mpn CCk otmeyaeTca Bbicoknn TUTP AHA. Takrne KoXkHble NPOABNEHUA, KaK CKIepo-
LAKTUNMA, A3BbI NOAyLUEeYeK NnasbLes, ToUeUHble pybumnKm, paclumpeHme Kanuniapos npm
KanunnapocKonum HOrTeBowm cknagkm (puc. 11) n TeneaHrnsktasum (puc. 12), andoysHoin
CKNepo3 nnLa u KUCTeln He XxapakTepHbl ana J1IC, a npu nx BbiABAEHM HEOOXOANMO NpoBe-
CTV poobcneoBaHMe ANA UCKIIYEHUS CUCTEMHOTO CKilepo3a. »Kanobbl Npu nopakeHnn
nerknx npu CCK BKNIOYAOT OfbILLKY, CyXOW Kallenb, cnabocTb. MNopakeHune xenyaouHo-
KULIeYHOro TpaKTa XxapakTepu3yeTca aucdarvei, N3xoro, MeTeopusMom, arapeei. Jle-
royHas apTepuasnbHaa rMnepTeH3na AUarHoCTUPYeTCa nyTeM NpaBOCTOPOHHEeN KaTeTe-
puv3aumnm cepaua B COOTBETCTBUM CO CTaHAAPTHLIMK peKoMeHAaumaMn. MIHTepcTuumnans-
Hoe 3aboneBaHMe nerkmx xapaktepusyerca obHapyxeHnem rnbposa nerkux, Hanbonee
BbIPa’K€HHOI0 B HYXKHUX JONAX, NPU NPOBEAEHNN KOMMbIOTEPHOM TOMOrpadumn BbICOKOro
paspelleHunsa nnn peHTreHorpadum rpyaHoi knetku [18].
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[inarHocTrnyeckne Kputepum CUCTEMHOTO ckneposa, 2013 [18]
Diagnostic Criteria for Systemic Sclerosis, 2013 [18]

MpusHak JlononHUTeNbHbIN NPU3HaK Bannbi
YTonueHve Koxu nanbLes 06enx
KNUCTEN, MPOXOAsALLee NPOKCUManbHee 9
NACTHO-hanaHroBbIX CyCTaBOB (JOCTATOY-
HbI KpUTEPWIA)

—  OrteyHble (onyxwwe nanbLbl)
YTonweHre KoXu nanbLes (yunTbiBaTb —  CknepopaktTunus nanbues (gUcTanbHee NACTHO- | 2
TONbKO 6onee BblCOKMIA 6ann) danaHroBbIx CycTaBOB, HO MPOKCMMarnbHee 4

NPOKCMasbHbIX MeXpanaHroBbIX CyCTaBOB)

MopakeHna KOHYMKOB NanbLeBs (yunTbl- | —  fA3Bbl KOHUMKOB NanbLEeB 2
BaTb TOSIbKO 6osiee BbICOKMIA 6an) —  Py6unKmn KOHUMKOB ManbLeB 3
TeneaHrnskrasmm -
AHOMarbHble KanuinAapbl HOrTeBOM 5
CcKnagku
JlerouHas apTepuasnbHas runepTeH3ns 2

— JlerouHas apTepuanbHas runepTeH3us
W/vinn HTePCTULMaNbHoe 3aboneBaHne

. —  WHTepctuymanbHoe 3ab6oneBaHme nerkmx

nerkmnx (MakcrMmarsnbHbI 6ann 2) 2
(QeHomeH PeiiHo -

—  AHTULEHTPOMEPHbIE
AHTVCKNIepOTUYECKMe ayToaHTHTEeNa .

. —  AHTtnTonousomepasal [anti-Scl-70] 3

(MaKcManbHbI 6ann 3)

—  AHTN-PHK-nonumepasa lll

MpumeyaHye: naumeHTbl ¢ 06wmum 6annom 9 knaccuduumpytotca kak umetowwme CCk. O6wmin 6ann onpepenaeTca nytem fobas-
NeHUA MaKcMManbHoro 6anna B KaXaoi KaTeropum.

CnekTp anddepeHUmnanbHON ANArHOCTUKA JIOKANM30BaHHOW CKIEPOAEPMUN TaKKe
BK/IOYAET: NMMNOAEPMaTOCKNepo3, NpeTnbranbHaa MUKceaema, CoeIHUTENbHOTKaHHbIN
HeBYC, TpaBMaTMyecKoe MoBpexAaeHue, cknepoaTpoduuecKnin nviian, CKnepogepmo-
nogo6bHas ¢opma 6a3anbHOKIETOUYHON KapuuHOMbI, Jlainm-6oppennos (aTpodpuueckinin
aKpoZepMaTunT), CKnepommKkceaema, aepmatodumbpocapkomMa Bblbyxatolas, rpaHynema-
TO3HbIN UHTEPCTULMANbHbIN AePMaTUT.

MpononaTtnyeckasa atpodoaepmus MasnHn — Moepunn (MAMM) npeacTtaBnaet coboi
pobpokauecTBeHHOe HeccumnTomMHOe aTpodurueckoe 3aboneBaHne Koxu. TouHas Ho-
30/110rMA JaHHOW NaToONOrMM Ha CErofHAWHUA feHb OCTAaeTCA CMOPHbIM BONPOCOM. Pag
nccnepoBaTenell OTHOCAT ee K CaMOCTOATENIbHOW MaTonoruu, Apyrve paccmatpusatot
WA kak nosepxHocTHbIN BapuaHT JIC. EcTb Takke Touka 3peHusa, yto VAT asnaetca
abopTUBHbIM BapriaHTOM CKlepofepmum, Mpu KOTOPOM He pa3BuBaeTca rnbpos. Yactota
BCTpeyaemocTu Bbilwe B EBpone, yem B cTpaHax CeBepHO AMepuKY, Yalle peructpupy-
eTcA Y CBETNIOKOXKNMX »KeHLWUH B Bo3pacTe 20-30 neT. B natoreHe3e 3abonesaHnsA oTme-
yaeTcs posib HpeKL M, B YyacTHoCTY Borrelia burgdorferi. ECTb coobLieHns o cemeliHbix
cnyyvaax VAMM [1, 19]. KnuHnyeckasa KapTuUHa XapakTepusyeTca CUMMETPUYHbBIMA Ofu-
HOYHBIMU VSTV MHOMECTBEHHbBIMMW YETKO OYePUEHHBIMMW FNEPNUTMEHTUPOBAHHBIMU Gec-
CUMMTOMHbIMU HEVUHAYPATVBHbBIMW MATHaMK OBasIbHOM UM OKPYTNon GOPMbl Pa3fNyHbIX
pa3mepoB (0T 1-2 cm [0 12 €M) Ha KOXe TyNoBULLA 1 KOHeYHocTel. Hanbonee naniobnex-
HOW NoKanm3aumnen ABNAETCA KoXa CMvHbI (lombocakpanbHaa 06nacTb), rpyadb, XKMBOT.
CBeXx1e 3n1eMeHTbl MOTYT UMETb PO30BbI OTTEHOK, MPUHMMAA rMNepnurMeHTUPOBaHHbIN
BMA Yepe3 1-2 Hepenu, C rofaMun LBET 3eMeHTOB bnefHeeT. XapakTepHO OTCyTCTBME
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Puc. 11. PaclumpeHHble Kanunnsapbl npy Puc. 12. TeneaHrnskrasuu y nayeHTKM ¢
reHepanu3soBaHHom JIC y NaLMeHTKN C CUHAPOMOM KanuanAapocKonmnein HOrTeBon CKnagku
Mappu - Pom6epra Fig. 12. Telangiectasia in patient with generalized LS

Fig. 11. Enlarged capillaries in nail fold
capillaroscopy in patient with Parry - Romberg
syndrome

A B

Puc. 13A, B. Ugnonatunyeckasa atpopoaepmus MasuvHu - NMbepuHu. lMnepnurmeHTpoBaHHbIe
cTabunbHble ovaru 6e3 nHAypauyuy B aHaMHese. inutenbHocTb 3a6oneBaHns 15 ner

Fig. 13A, B. Idiopathic atrophoderma Pasini - Pierini. Hyperpigmented stable patches without
induration in anamnesis. The duration of the disease is 15 years

3pUTEMBI U CPEHEBOTO KOJbLia Mo nepudepuu, HeT ABReHNI MHgypauun (puc. 13). 3abo-
neBaHMe MOXeT MeAJIeHHO MPOrpeccMpoBaTh B TeueHne MecALeB 1 NeT, 3aTeM ocTaeTcA
CTabunbHbIM B TeyeHre 10-20 ner.

Mpv npoBeaeHUK NaToMopdONOrMYECKOro ccnefoBaHna 6paTb MaTepuan criepyet
C 3aXBaTOM rvnofepmbl. TUNMYHbIE NPU3HAKM BKIIOYAIOT HEM3MEHEHHbIN WU C He3Ha-
ynTenbHol atpodureln 3NMAEPMUC, BOSMOXHO OOHapYXKeHVe YBENNYEHNA COfepKaHuA
MenaHHa; OTMEYaeTCA YMeHbLUEHME TOJWMHbI fePMbI, CTaXXeHHOCTb 3NnAepPManbHbIX
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rpebeLlKoB, HOPMabHOE KONIMYECTBO KOJTareHOBbIX BOJIOKOH. B cpefiHel 1 HUXKHel Ya-
CTAX CETYATOrOo C/1I0A AePMbl BbIABAAETCA FOMOreH3auna 1 rmannHn3aumna KoniareHoBbIX
BOJTOKOH 6€e3 npr3HakoB BocnasneHnsa. CoxpaHeHbl NpUAaTKu Koxu. JTabopaTopHble aHa-
nu3sbl 6e3 n3meHeHWn. PekomeHayeTcA NPOBOAUTb CKPUHMHIOBbIE TECTbI Ha BbiABMIEHKE
aHtuten K Borrelia burgdorferi [1, 19].

OunodepeHymanbHbin grarHo3 VAN BKoYaeT MO3AHIOW CTaguo CKIepoaepmMuy,
cKnepoatpoduuecknii nuwan, NOCTBOCMNANUTENbHYIO TUNEepnUrMeHTaLUuno, aHeToaep-
Muto. OgHaKo Npu CKNepoaTpoPUUECKOM JINLIAe He XapaKTepHbl rMnepnurMeHTaumy,
npv aHeToAepPMUY NPY Nanbhaunmy 371eMEeHTOB BbIABMAETCA MELIKOBMUAOHOE BbINAYMBa-
HVe 1 NOoTepPA 31aCTUYECKIMX BONTOKOH NP NaTOrncTonornyeckom nccnegosaHunmn. OCHoB-
HbiMK oTnnumamn VAT oT 6nAweyHOn CKnepoaepMumn ABRAKTCA OTCYTCTBUE CMpeHe-
BOro BeHuuKa no nepudepun, annTenbHbI CTabunbHbIn neprog — Ao 20 net, oTcyTCTBUe
MHAYpaLmm1 B o4arax, OTCyTCTBME BOCManeHna 1 yTONLWeEHNA KOinareHOBbIX BOTOKOH Mpw
6uoncun [1, 19].

J03nHOGUNbHBIN dacyMnT NPenMyLLIeCTBEHHO BCTpeyaeTcs y nauneHtos 40-50 nert.
J.S. Mertens et al. oTHocAT @ K cnekTpy CKNepofepmMunm, CCbiNaachb Ha Cyyaun X coue-
TaHuA y 29-40% nauwneHToB [1]. Hauano 3aboneBaHua xapakTepusyeTca OCTPbIM KN
NoJOCTPbIM NOSBNIEHNEM MATKOr0O OTeEKa U 3puTeMbl. Mo Mepe nporpeccnpoBaHma 3ab6o-
neBaHMA OTEK MOCTENeHHO 3amellaeTca ry6oKUM CKIepo3oM MO TUMY «anenbCUHOBOW
KOPKM». XapaKTePHO CUMMETPUYHOE MOPaXKeHNe KOHEYHOCTEN B OT/IMYME OT acUMMe-
TPUYHOrO NP NIMHENHON cknepogepmun. MNpn pacnpocTpaHeHHOM NpoLecce BOBeKa-
l0TCA WeA 1 TynosuLle. lMoparkeHre KOXM MOXKET CoYeTaTbCA C CUCTEMHbIMU CUMNTOMaMM:
noTeps Beca, MUanNrun, apTpanrum, acteHnA. KOCTHO-MblLLeYHble OCNTOXHEHWA PerncTpu-
pytotca y 40% naumneHTtos ¢ OO [1].

«30110TbIM CTaHZapTOM» AnarHocTnkn P ABnaeTcA nposefeHue rnyboKon UHLM3N-
OHHOW 61ONCUN Ha BCIO TOMNLWMHY KOXKW C 3aXBaTOM dacuum 1 MbilLbl. TANUYHBIM TMCTO-
NOrMYecKrM NpU3HaKoMm ABNAeTCA yTonweHHasa dacuus, nHGUNbLTprUpPoBaHHaa numdoun-
Tamu, 303MHodMNaMK, Na3mMaTUYeCcKMmM KneTkamm 1 makpodaramu. 203MHodGUbI MOTyT
OTCYTCTBOBaTb B Cllyyae ASIMTENbHOrO TeyeHUs 3aboneBaHuA UAM Npuema CUCTEMHbIX
rMIOKOKOPTUKOCTEPONAOB/MMMYHOCYNPECCUBHBIX CPeACTB. Hannune yTonweHHbIX gep-
ManbHbIX KOJJIareHOBbIX BONTIOKOH MOXeT CBUAETE/IbCTBOBATb O HaNMUMM CONYTCTBYIOLLEN
NOBEPXHOCTHOW CKNEPOAEPMUMN.

B nocneaHue rogbl MPT, Y3/ 1 NO3UTPOHHO-3MUCCUOHHAs TOMOrpadusa KOXn nomora-
0T B NOCTaHOBKe AnarHosa 3. 303uHodpunma B neprdepmnyeckon Kposu 1 NoBbiLeHNe
MapKepoB BOCMaNeHNA MOTYT BbIABAATbCA Ha PaHHWX CTaauAax 3aboneBaHusA, OgHaKo Ha
NO34HNX CTaAMAX UM BO BPeMA NPOBefeHWA NTeYeHnsa MOryT OTCyTCTBOBaTb. [na and-
depeHUManbHOM ANAarHOCTUKNA C 303UHOQUIbHBIM FPaHyfIeMaTo30M C MOANAHTUNTOM
NCMONb3YT aHTUHeNTpoduIbHble uuTonnasmatnyeckme aHtutena (ANCA). Y 5-10% na-
umneHToB ¢ 3O BbIABNATCA Heomnnasun (Yawe remobnacTtosbl). CKPYHVHIOBbIE UCCNEeno-
BaHMA (peHTreHorpadusa rpyaHom KneTkuy, KoMmnbloTepHas Tomorpadus, Y3 BHyTpeHHMX
OpraHoB, SHAOCKONMA) MOTYT NPOBOANTBLCA MPY NOAO3PEHNN Ha 3N10KaYeCTBEHHbIE HOBO-
obpasosaHua [1, 4.

Oco6eHHOCTU OBEeHWIbHOI NOKann3oBaHHOW cknepogepmun (KOJIC). YactoTta
BCTpeyaemocTu coctasnsaeT 0,34-2,7 cnyyasa Ha 100 000; valye y geBouek. Pegko BcTpe-
yaetcay fleteln mnaguue 5 net. OTmeuaeTca 6onee BbICOKasA MO CPaBHEHIO CO B3POC/bIMU
yacToTa BHEKOXHbIX NpoABNeHUn, 6onee AnMTeNbHOE TeUeHWe, Yalle perucTprpyoTca
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NUHeNHas, CMeLlaHHaA 1 NaHcKnepoTuyeckasa popmbl. Hanbonee yacTbiMn KNMHNYECKN-
M1 dopMamu toBeHUNbHOM JIC ABNAOTCA NMHeNHanA (65%), 6naweyHas (30%) n cmeluaH-
Hasa (14-23%). Moutn 2/3 peten c KOJIC BnepBble obpallaloTca K gepmaTonory/peBmarto-
nory yepes 2 roga v 6onee nocne noAsfeHNa NePBbIX CUMNTOMOB 3aboneBaHusA, YTo Mo-
XKeT yBeNIMumMBaThb YacToTy OCNOXHeHu [6-8, 13].

BHeKoHble npoaBneHna BCTpeyaloTca B 22-71% cnyyaes 1 npu Bcex noatmnax tOJ1C.
MpeBanupyoWnMn ABAAIOTCA KOCTHO-MblLUEYHbIE OCNOXKHEHWA: apTpanrnn, apTpuThl,
KOHTPaKTypbl CYCTaBOB, MMO3UTbl, MUAJITM, MbILLIEYHbIE CMa3Mbl, CKONNO3, remmnaTpodus.
Y peten oTMeyaeTca BbICOKMI PUCK HeAOPa3BUTUA KOCTHOW TKaHM Ha NMOPaKeHHOW CTo-
poHe. Bbiwen3noxeHHoe TpebyeT paHHEro MyabTMOPraHHOrO MOHUTOPWHIA Y Ha3Hayve-
HMA Gonee arpeccMBHOrO JleUeHMsA NaLureHTam C pacnpoCcTpaHeHHbIM nopaxeHunem tOJ1C.
Mo3nTreBHOCTb AHA 1 NoBblleHNe ypoBHel KpeaTUHUHGOCHOKMHA3bI Uy anbaosnasbl
MOTYT BCTpeYaTbCA Y NauMeHToB C OOLWUPHbIMK 1/unu rnyboknmmn dopmamm 3abonesa-
HUA, NPU HaNMUYNN OCNOXKHEHWI, a TakXKe MOTYT CRyXWUTb NX npegukropamu. AHA npu-
cyTcTByeT npumepHOo y 50% naumeHTos ¢ OJIC n y 80-97% ¢ 10BEHUIbHBIM CUCTEMHbIM
cknepo3oM (KOCCK). MaymneHTbl C NOpaXKeHUsAMM FofI0Bbl MMeoT 6osiee BbICOKUIN PUCK pas-
BUTWA HEBPOJIOrMYECKNX, CTOMATONOrMYeCKUX 1U/vnn odpTanbMoNornyecknx BHEKOXKHbIX
HapyLweHnin. NMopaxeHne »enyfovyHO-KNLIEYHOTrO TPaKTa, NIerknx, cepaeyHo-cocyancTom
cucTeMbl 1 novek ykasbiBaeT Ha FOCCK. OTKNoHeHWA B nabopaTopHbIX aHanm3ax C nenko-
LMTO30M, 3031HOGUNMEN, aHEMMEN, NOBbILLEHEM YPOBHA 6enkoB ocTpol ¢asbl, Mbllley-
HbIX pepMeHTOB Yvalle BcTpeyatotca npu KDCCK, uem npwm OJIC [20].

JleueHwme JIC. Y 60nblIMHCTBa NaLMeHTOB OnAlleyYHan cKnepoaepmmna MMeeT CKIOH-
HOCTb K CaMOpa3peLleHnto CO CMOHTaHHbIM perpeccom B TeyeHue 3-5 net. Y yactu na-
LMEeHTOB COXpaHAeTCA MporpeccrpoBaHue 3aboneBaHWA Ha MHOTMe rofbl C YacTbiMU
obocTpeHuamn. Boicokasa yacToTa peLgnMBOB XapaKTepHa A feTen ¢ IMHEeNHOM 1 cme-
WaHHol ¢opMamu, Y B3pOC/bIX — C FeHepann3oBaHHOM 1 cmelwaHHow J1C [6, 16]. Ho paxe
NP CHUKEHUN aKTUBHOCTN 3ab0oneBaHNA CO BpeMeHeM Npu AJIUTENbHOM €ro TeueHun
MOTYT BO3HVKHYTb HeobpaT/Mble OCNIOKHEHUA (COOTBETCTBYIOLME aHAaTOMUYECK/e Ui
byHKUMOHanbHble HapylleHus). AKTMBHOCTb 3aboneBaHuA y 6ONbLIMHCTBA NaLMEHTOB,
nosyyatroLwmx CTaHAapPTHYIO Tepanuio, CHUXaeTCcA B TeuyeHne 3-12 mecAues, HO CKnepos
pa3pellaeTca MeasieHHee — B TeueHue 2-5 feT, CONpoBOXKAAaACb HEKOTOPbIM Nporpeccu-
poBaHuem atpoduu, faxe Nocne npeKkpaLLeHnsa neyeHus.

Heob6xoanmbl fononHUTeNbHbIE NCCNIef0BaHWA ANA onpeaenieHns ONTMManbHON Cxe-
Mbl NPOJOMKNUTENBHOCTU 1 3GGEKTUBHOCTM NeveHnsa ana Bcex noatmnos JIC, a Takxe
CTaHAapTM3auum NoKasaTenen pe3ynsbTaToB 41a obneryeHns NpoBefeHa MHOTOLEHTPO-
BbIX MCCNiefoBaHWI Npu 3ToM 3aboneBaHuu [1, 5, 6]. MNogxon K Tepanum 3aBUCKT OT KIIMHU-
yeckoro BapuaHTa 3aboneBaHus, rMy6MHbI NOPaXKeHWsA, akTMBHOCTY NpoLiecca.

Mpn 6naweuHon dopme JIC npemmyLleCTBEHHO Ha3HayalOTCA MeCTHasa Tepanua U
dototepanusa. MNpu reHepann3oBaHHOW, rNyOOKON, NUHENHOW U MAaHCKNepOTMYeCKol
dopmax pekomeHayeTcA HazHauyeHne GoToTepanum 1 CUCTEMHOW UMMYHOCYMNPECCUBHON
Tepanun. MecTHaa Tepanua BKOYaeT Ha3HaueHre TONMYeCKnX KOPTUKOCTepOUAOB, TO-
MUYECKNX UHIMONTOPOB KaNbUMHEBPYHA, TOMMYECKMX aHANnoros ButammHa D,. BapuaH-
Tamn dototepanum agnaTca YOb-tepanus, NMYBA-Tepanusa, YOA-Tepanua. CuctemHble
KOPTUKOCTEPOMAbl U LIUTOCTAaTUKN PEKOMEHAYIOTCA B KayeCcTBe UMMYHOCYNPEeCCMBHOWN
Tepanuu [3, 5, 6, 91.
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Ha3HaueHrie MeCTHbIX U CUCTEMHbIX UMMYHOCYMPECCUMBHBIX cpeacTB 3bdeKTUBHO
npu akTUBHbIX o4arax JIC, HeakTUBHbIE CKNepoTMyecKue nnm atpoduryeckmne nopaxeHus
4acTo NN0XO NOAJAITCA NeUEHMIO Y TPEOBYIOT NPerMyLLEeCTBEHHOTO NPUMeHeHuA Gr3no-
TepaneBTUYECKMX MPoLeayp 1 XMPYPrnyeckoro BMeLlaTenbCTBa ANnA KOPPEKLMM OCSTOXK-
HEHUN.

Tonuueckune kopTrkoctepouabl (TKC) ABnatoTcA Tepanven nepso AMHUK Npy 6nawey-
Hol dopme. Tonuyeckme MHIMOUTOPDI KanbLMHEBPMHA: MPUMEHEHNE Ma3n TaKpoMMyca
0,1% 2 pa3a B CyTKM B TeueHe 3 MecALeB C OKKIIto3ren nnm 6e3 Hee BefleT K NOTHOMY pas-
peLIeHNo PpaHHNX NMOPAXKEHUI N CMATYEHMIO MO3AHUX CKIEPOTUYECKUX NOPaXKeHU Npwn
J1C, BO3MOXKHO KOMOGUHMpoBaTb ¢ TKC. Tonnueckre aHanorn BuTaMmHa D3: Ma3b C KanbLn-
notpronom 0,005% 1-2 pa3sa B cyTKu ¢ nnu 6e3 okkno3mm Hambonee spdeKkTnBHa Ha CTa-
anmn sputembl npu 6naweyron JIC. CoobwaeTtca 06 3pPeKTBHOCTU KOMOUHNPOBAHHOM
Tepanuu 6eTameTazoHa AMNPOMNUOHATOM C KanbuumnoTpuronom 0,005% [3, 5, 6, 9.

DoToTepanua yMeHbLIaeT CMHTE3 KONnareHa 1 BocnasieHne, Ha3HavaeTca B3pOoCsibiM
nayueHTam c 61AWeyHON, reHepann3oBaHHoOM 1 rnybokon ¢opmamm JIC. YOA -cenekTus-
Hasa doToTepanua obnagaet 6onbLuen 3PpPeKTUBHOCTbIO 3a cUeT FyOOoKOoro NPOHNKHOBE-
HWA B TKaHW, NPV ee HeJOCTYMHOCTY anbTePHaTUBHbIMW BapuaHTamMm ABAAIOTCA LUNPOKO-
nonocHana YOA, MYBA unn YOb-tepanua [2, 3, 5, 6].

CucteMmHasn Tepanua. Metotpekcat (MT) npeactaenaeT coboi Hanbonee 3¢pdeKkTUB-
HbIA Npenapar Ana cmcteMHoro nedexna JIC B HayanbHoW go3e 15 mr/Hen; MakcMmanb-
HadA [03a He AOo/MKHa NpeBbIwaTth 25 mr/Hed. MoHoTepanua MeToTpekcaToM NPOBOAUTCA
B f03e 15 Mr/Hep B TeueHMe 24 Hefenb C 3aMeCTUTENbHON Tepanuein GonmeBon KUCIOTom
0,4-1 Mr/peHb B fiHK, cBOH6OAHbIE OT ero npuema [6].

MNoka3zaHMAMM gNA Ha3HaYeHNA CUCTEMHBIX MIoKOKopTKocTepoungos (MKC) asnatoTca:
aKTUBHaA CTaguA rnyboKow, NMHeNnHoN u reHepanusoaHHon J1C, opmmpoBaHme KOH-
TPaKTyp.

CnctemHble TKC B HacToALee BpeMa He peKOMeHAYT ANA ANUTeNbHOM MOHOTepa-
Ny BCIeACTBME BbICOKOrO pUCKa peunamnBa U HebnaronpuaTHbIX NO60YHbIX 3bdeKkToB
[5, 6, 20].

MNocnepHne peTpocneKkTBHbIE NCCNeOBaHNA YKa3biBaloT Ha 6bonee BblCOKyto addek-
TUBHOCTb KOMOVMHMPOBAHHOW Tepanuun MeToTpeKcaTa C CUCTEMHbIMU TIOKOKOPTUKOCTeE-
povaamun Mo CpaBHEHUIO C X MOHOTepanuen. CxeMa neyeHna BKKOYAEeT Ha3HauyeHue
MeToTpekcaTa B fo3e 15-20 mMr/Heq B TeueHune 12 MecALEB UM Ha Bpema 060CTpeHuns
B COYETaHUU C NepopanbHbIM NPUeMoM npeaHn3osnoHa B gose 0,5-1 mMr/kr/cyT nepsble
3 MecAaua € NOCTEMEHHbIM CHUXEHMEM B TeYeHMe noceayloLwero mecaua 4o nosiHom oT-
MeHbl. MrkodeHonata modeTnn HazHauaeTca B TOpnuAaHbIxX ciydasx JIC Kak anbtepHaTu-
Ba MmeToTpeKcaty B fo3e 1000 mr 2 pa3a B CyTKM B TeueHne 9-12 mecaues [5, 6].

AHTUManApuiiHblie npenapatbl. [JoKyMeHTabHbIX CBUAETENbCTB 06 YCMNewHoOM rc-
NoJSIb30BaHUWN TMAPOKCMXNOPOXMHa Ana nedenuna JIC B MeguuMHCKON nutepatype Mano.
MNpoBeaeHHoe B 2019 I. peTpocneKTUBHOE NcCcnefoBaHme € yyactrnem 84 B3pocsbix naLuu-
eHToB ¢ JIC, nonyyaBLWnX rmapoKCUXSIOPOXMH He MeHee 6 MecALeB, NOKa3ano ero BbiCo-
Kyt 3pdeKTMBHOCTb ¥ 43% naumeHTos [21].

Mpwu 303nHOGUNBHOM dacumnTe peKoMeHAYeTCA Ha3HaueHne CUCTEMHbIX MTIOKOKOP-
TUKOCTepOUoB B KOMOMHaLMKM ¢ MeToTpekcaToM. CuctemHble NKC Ha3HauatloT nepopanb-
HO (MpeAHN30M0H 1 MI/Kr/CyT C NOCNeAyIWUM CHUXEHNEM A03bl) UAN BHYTPUBEHHO B
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BMAE MUHUNYNbC-Tepanmm meTunnpegHn3onoHom (1000 Mr no 3 gHA B MecsAL € nocneay-
IOLLM NepopanbHbIM NPUEMOM) C OfHOBPEMEHHbIM eXXeHefleNIbHbIM Ha3HaueHem MeTo-
Tpekcata (15-25 mr/Hep) [1, 3, 5, 6].

Oco6eHHocTM neueHuns JIC y geten. OnpepeneHvie ontumasnbHom Tepanuu gna KOJ1C
ABNAETCA CJIOKHOW 3aflayell M3-3a OTCYTCTBMA BbICOKOKAUeCTBEHHOWN [AOKa3aTenbHOW
6a3bl. [Tpy aKTMBHOM TeUeHUU BRALEYHON CKNnepoaepMmmn 6e3 BHEKOXKHbIX MPOABNIEHNN
Ha3HayvaloTCA MeCTHble CpefCTBa (Tonnyeckne cTeponsbl, TONMYECKNe aHanoru BUTamu-
Ha D,, Tonmyeckme MHrMouTopbl KanbuyHeBpuHa). COrnacHo HeJaBHNM PEKOMEHAALVAM,
ony6nnKoBaHHbIM EfVHbBIM LIeHTpOM AeTckon peBmaTtonorum B EBpone (SHARE), cuctem-
Hylo Tepanuio HeobxoaMMO Ha3HauaTb MPY BbICOKOM PUCKe MHBaNUAHOCTY, Hanpumep,
npu reHepann3oBaHHOW, rMyboKol UM naHcknepotuyeckon OJ1IC, nporpeccupytoLlen
NIMHENHOW CKNepoAepMMM B 30HEe CYCTaBOB MMM NNLA C BHEKOXHbIMU MPOABIEHUAMMN
C UCMNONb30BaHNEM TPeX BapMaHTOB JieueHVA C Ha3HaueHnem meToTpekcata: 6e3 [KC, B
coyeTaHun € nepopasnbHbIM NN BHYTpUBeHHbIM TKC [6, 22, 23]. [laHHbIe 13 OTYETOB O
cnyvasnx caupetenbcTByoT 06 adpdekTnBHOCTM MT TakKe Npu NeyeHny BHEKOXHbIX OC-
NOXKHEHWUI, BKITIOYasA SMWencuio, CBA3aHHYI0 C IMHenHon popmoii. [1o3bl MeToTpeKcaTa y
peten coctasnatoT 0,3-0,5 Mr/kr/Heg unu 15 mr/m*/Hep nepopanbHO UM BHYTPUMbILLIEY-
Ho. B nccneposaHnm Mirsky et al. uactoTa peungmsos HOJIC nocne otmeHbl MT cocTaBnsana
35%. HecmoTpsA Ha TO, UTO ONTMManbHasA NPOAOIKUTENIbHOCTb NleUeHNa He onpefeneHa,
B JONTOCPOYHOM HabnogeHUn 3a KoropTor, npoBefeHHoM Zulian et al., npogomxntens-
HOCTb NleyeHna MT 4nnTenbHOCTBIO He MeHee 24 MecALeB KoppenvpoBana C A/IMTeNbHOM
pemunccren 3aboneaHuA. [leTckne pesmatonoru B CeBepHoli AMepuKe NpoaosKatoT fe-
yeHVie MeTOTPEeKCaTOM [axe Nocsie HaCTyMAeHUa peMuccMm onosHMTenbHo 1-2 ropa.
OpHako B 6-10% cnyuyaes OJ1C oTMeuaeTca yCTOMUMBOCTb K METOTPEKCaTy, NPY 3TOM npe-
LOUKTOPbI Pe3VCTEHTHOCTU He BblsiBNeHbI [23].

KomMbuHnpoBaHHasa Tepanua y feTel BKYaeT Ha3HaueHre MUHMMYNbC-Tepanmm Me-
TMNNpeaHn30noHoM 30 Mr/Kr BHYTPYBEHHO 3 AHA C NocneayloLlen nogaepKmBaioLLen Te-
panuen npegHusonoHom 0,5 Mr/Kr/geHb B couyeTaHunn c meToTpekcatom 10-15 mr/m*/Hep,
Uny nepopanbHOro NpegHn3onoHa B gose 1 mr/kr/geHb 3 mecaua (MakcumanbHo 50 mr) B
coueTaHuV C MeToTpeKcaToM. B peLnansupyowwmx n/vnmn pedpaktepHbix K MeToTpeKcaTy
cilyyasx yacto ucnonb3yetca MukodeHonata modetun B go3e 600-1200 mr/m?* fBa pasa
B AeHb [1]. Y nauymenToB ¢ OJIC oTmeyaeTca BbICOKaA YacToTa peunamnsos: 15-53%, uto
TpebyeT ANTeNbHOro MOHUTOPMHIA NauneHToB [20].

®otoTepanua YOA, nnn y3kononocHas YOb sGppeKkTrBHbI B HECKONIbKMX UCCNIeoBa-
HUAX Y B3POCIIbIX, HO UX 3PPEKTUBHOCTb U PUCK NOTEHLMANbHBIX NO6OUYHbIX 3ddEKTOB,
TaKUX KaK pak KOXM 1 NpexaeBpeMeHHoe CTapeHure, Y NegmaTpuyecknx nauneHToB He
ycTaHoBneHbl. [ina neueHus pedpaktepHbix BapmnaHToB JIC y aeTenn nlyuvaetca sdpdek-
TUBHOCTb GUONOrMYECKMX NpenapaToB. XUpypruyeckoe BMeLLaTeNbCTBO MCMOSNb3yeTcA
[NA Koppekuun atpodum unm apyrmux gepopmauimii, HoO MOCKONbKY 60n1e3Hb MOXeT 060-
CTPUTbCA NOCe onepauun, JaHHbIA NOAXo cneflyeT pacCMaTpuBaTh TONbKO B HEAKTUB-
Hyto cTaguto 3aboneBaHus.

UANMN-neuyeHne. 3aboneBaHne 4o06POKAUYECTBEHHOE, CKIIOHHO K CaMOpa3peLleHto
6e3 0CNIoXKHeHW. Ha cerogHAWHNIA AeHb He cyulecTByeT 3GGEKTUBHOMO fleueHnsa AaH-
How natonorun. Mpw BbiABNEHUUN aHTUTen K B. burgdorferi pekomengyetca neyeHune no
cxemam Jlanm-6oppennosa. MecTHO MoryT 6biTb 3GGEKTUBHbBI TONMUecKkne CTepoufpbl.
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Carter et al. coobwanu 06 3GpPeKTUBHOCTA FMAPOCKMXTOPOXMHA NPU NeyeHUn pedpak-
TepHon WAMM. OnAa ycTpaHeHMA runepnurMeHTauuin MOXKEeT YCMelWHO NPUMEHATbCA
Q-switched anekcaHaputoBbI nasep [19].

MepcneKTVBHbIMY HanpaBneHUAMUN neveHus nauneHTos ¢ J1IC ABnAeTcA NpUMeHeHne
MOHOKJTOHaNbHbIX aHTUTeN. Y NaLuMeHTOB C MOJIOXKNTENIbHbIMM ayTOAHTUTENAMK eCTb CO-
obuieHnn o6 apdekTUBHOCTY Tepanuu aHTU-CD20-aHTHUTeNIOM — pUTYKCUMabom. Jpyrum
npenapaTtom Ana nedeHus Tsxenown J1C cnyxut abatauent — 6enokK, UHrMGMpYoLWKiA B3a-
nmopencteme CD80/86 ¢ CD28, uto BeAeT K ocnabneHnio akTUBHOCTY B- n T-knetok u K
yMeHbLeHno $p1nbpo3a, BbI3BaHHOr0 BOCManeHneMm, M MOTEHLMANIbHO K YMEHbLUEHWIO Bbl-
paboTku ayToaHTuTen [17]. NepcneKkTBHbIMK HanpasneHuamu nedeHunsa CCk n JIC asnaeT-
CA NPYMEHEeHVe MOHOKIOHasbHbIX aHTUTen npotus TGF-B: dpesonumymab, rymaHmnsmpo-
BaHHOEe aHTUTEeSI0, XOPOLLO NePeHOCHTCA 1 JaeT MHoroobeLlatLme pesynbraTbl neyeHus
Ha paHHWX cTagmAax andPy3HOro KOXKHOro npoLecca Npu CUCTEMHOM CKIlepo3e, UTo Aena-
€T BO3MOXHbIM ero npumMeHeHriem npu JIC. CoobuiaeTca 06 3pdeKTMBHOM NpUMeHeHNN
TouMnM3ymaba, NONHOCTbIO FYMaHVW3UPOBAHHOMO aHTUTENa MPOTUB UHTEpNeNKUHa-6 B
LBYX cepusx cniyyaeB y geteli ¢ JIC ¢ reHepanv30BaHHOW 1 NaHCKnepoTnyeckon dopma-
MW, @ TaKXe Y NaLMEeHTOB C BHEKOXXHbIMUW OCNIOXHeHMAMM [5, 23]. AHanor npoctaumnknmHa
UONPOCT BpemeHHO nopfasnset cekpeunto CTGF dmbpobnactamu, YTo NO3BONAET UC-
nonb3oBaTb ero npu neveHnmn CCk u JIC. KnetouHas Tepanus, BKNoYaa TpaHCnnaHTauumo
ayTONOMMYHbIX reMOMO3TUYECKNX CTBOMOBbIX KNEeTOK, NoKa3ana 3gpPpeKTUBHOCTb B OTHO-
LUEHW NOPaXKeHNI KOXKW Y OTAENbHbIX MaLUEeHTOB CO cpefHen u Taxkenon cteneHbio CCK,
a TakXe B KITIMHNYECKOM CJlyyae [BYX nefuaTpuyeckmx naunueHToB C MaHCKNepoTMyecKkom
J1C. B BOKNMHMYECKNX NCCNefoBaHMAX NoKa3aHa CrnocobHOCTb MHIIMOUTOPOB AHYC-KMHa3
(JAK) 6nokupoatb TGF--onocpefoBaHHbI GMOPO3HLIN NyTb akTUBaLuu 6enka STAT
npu CUCTEMHOM CKNepo3e B MoZeNsaxX Ha Mblwax. EcTb coobuleHuns o cnyyasax nevenms J1IC
n CCk TodpaumTrHm60oMm (MHrnbutop JAK 1/3) c ymeHbLIEHEM CKNlepo3a Koxu [24].

Taknm 06pa3om, CnekTp TepaneBTUYECKUX CPeACTB, UCMOMb3yeMbIX Af1A IeYeHuUs Jo-
Kanmn3oBaHHON cKnepofepmuy, B Gnvxaniwem Oyayuiem paclumpuTcs.
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