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OrPAHUYEHHASA CKIIEPOJEPMUA:
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Mpusodsimces coepemMerHble numepamypHeie ceedeHus 06 amuonamozeHese, pacipoCMpPaHeHHOCMU ogpaHuyeH-
HOUl CKIIepodepmMuu, OnucaHsbl KUHUYECKUe NposiesieHusl U Knaccugukayusi 3abonesanusi, paccMompeHbl 60rpockl Ouae-

HOCMUKU U fie4eHUs1 02paHuUYeHHol ckrepodepmuu.

Knioyeenie crioea: ozpaHuyeHHas CKIepodepmusi, aymouMMyHHble 3abosnesaHuss Koxu, ampogodepmusi MasuHu —
Mbepunu, zemuampocbust nuya lNappu — Pombepza, coHoepagus koxu, uHoekc LoSDI, uHOekc mLoSSi.

Modern literature data on the etiopathogenesis, the localized scleroderma prevalence are described in the article. The
clinical -manifestations and the disease classification are presented. The dragnos:s and treatment issues . of the local/zed

scleroderma are considered.
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LOCALIZED SCLERODERMA: ETIOPA'IHOGENESIS CLlNlCALPRESENTATION DIAGNOSIS, TREATMENT

0. V. Pankratov, L. A. Paroshyna

OrpaHnyenHas cknepogepmus {OC) npeacrtas-
nseT coboit XxpOHUYECKoe ayTouMmMyHHoe 3abone-
BaHVe COeAMHUTENLHOI TKaHW, KOTOpOoe XapaKTe-
PU3YETCA MOPAKEHUEM KOXM (PEXEe CRU3UCTBIX
oborioyek) B BUAE BOCNanmMTeNbHbIX 04aroB ¢ gu-
6po3Ho-aTpodudecknmmn usmeHerusimm [1, 2]. OHo
6bIII0 U3BECTHO elle [pEeBHErpeyeckuM U Apes-
HepuMmckuM Bpadam. Fepsoe ero onmcaxne aatm-

poaHo 1634 r. u npuHagnexut Zacucutus

Zusitanus. B 1817 r. Alibert 6onee nonHo onucan
aTy 6onesHb, a B 1847 r. E. Gintrac NpeanoXmI
TEPMUH «cKknepoaepmua» [3].

3abonesaemocTtb OC coctaengeT o1 0,24 oo
3 cny4yaeB Ha 100 000 HaceneHnus (B TOM uucne
3—4 cnyyas Ha 1 mnH geten) [4]. B HacTosLee
Bpems 3abonesaemoctb OC pacrteT u umeeTcst
TeHAeHUus K Gonee arpeccMBHOMY €e TeYeHUIo
[5]. MpuunHamMy yBerMYEHUa ynciia NauueHToB,
CTpagaroLuX cknepogepmment B nocneaHne ropbl,
ABNAETCS M3MEHEHNE MMMYHOPEAKTUBHOCTY opra-
HU3Ma, 0BYCMOBNEHHOEe MHOrOUMCIIEHHBIMI KOH-
TakTamu ¢ ObITOBbIMM U NPOodeCcCrOoHanLHbLIMU

anrnepreHamu, LWIMPOKUM U HE BCceria 06OCHOBaH—‘

HbIM NMPUMEHEHNEM aHTMOUOTMKOTEPaNuK, a Tak-
Xe, MO AaHHbIM HEeKOTOPbLIX aBTOPOB, Hecobnto-
AEHUeM HOpM AMcnaHcepu3aLym ¥ CPOKOB Jieve-
Husi 3abonesannsa [6]. OC mMoxeT BO3HMKATL B
nobom BospacTe, faxe Yy HOBOPOXAEHHbLIX, HO
yalle BbisBnsgeTcs B Bospacte 30—55 net. Je-
BOYKM OonetoT B 3 pasa yalle ManbyukoB. KeH-

WMHBI-B Bo3pacTe 40—55 neT cocTaBnsaioT 60rb-
LIYI0 4acCTb NaLNeHTOB, GOMbHbLIX CKriepoAepMy-
en [6—8] ’

Teopuu BosHMKHOBeHusi OC

CkrnepoaepMusi 0 HaCTOSILLIETO BPpeMeH OTHO-
CUTCSI K YKCIy AepPMaTO30B C HE[JOCTaTO4HO 13y~
YeHHbIMK 3THOROrMel 1 natoreHesom [9]. U coot-
BETCTBEHHO, NPeAnoniaraeTcsi HECKOMNbLKO TeOopUiA -
BO3HMKHOBEHUSA 3aboneBaHns. o

WHdekumoHHas Teopust Bo3HMKHOBeHUst OC
noATBEPXKAAETCS TEM, YTO B HEKOTOPbIX Cnyya-
X pasBuUTUE CKIIepodepMumM MOTyT CpPOBOLMUPO-
BaTb MepeHeceHHbIe paHee rpunn, airuHa, ckap-
naTmHa, NHEBMOHMUS, andTepua, poxa, Tybepky-
nes. boresHb 4acTo BO3HMKaET y fofen npy Ha-
FINYMM XPOHUYECKUX UHekumi [6, 9]. OC moxeT
pasBUTLCA MOCNe NepenmBaHnst KpoBY, BakLMHa-
LN, BBEAEHUA Yy>XePOLHbIX CbIBOPOTOK. DTO MO-
XeT ObiTb CBSA3aHO C M3BPALLEHHOIt annepruve-
CKOWM peakuuer B OTBET Ha ronagaHue B opra-
HU3M aHTUIreHOB Uy oBpasoBaHUem arpecCUBHbIX
ayTtoanTuTen [9].

ViaMeHeHMs KoxXU No TUNYy CKIIepoAepMumn Mo-
TYT OblTb BbI3BaHbl JENICTBUEM TaKUX XUMUYECKUX
BELWECTB, KaKk BUHUMXNOPUA, NepxXropaTUNEH,

_TpUXNopatuneH n Opyrux opraHndeckunx pacreo-

puTenen, NecTUUMAOB U SMOKCUAHBIX cMor, Brieo-
MULMHA, kKapbuaona, NeHTasoumHa, KokamHa, npe-
napatoB, nogasnawwmx annemmr [9, 10].




OnpeperneHHoe BnvsiHue Ha pa3suTtue OC oka-
3bIBAIOT Takue SK30reHHble (akTophl, KaK TpaB-
Mbl, OXJlaXaeHue, BO3LeCTBUE WOHUSUPYIOLLEN
pagvauuu. HekoTopbie 0TMeYaloT cBA3b 3abone-
BaHUS C HEBPOTUYECKMMU pacCTponcTBamy, Ha-
PYLLEHUAMN (PYHKLIMN BHOOKPUHHON CUCTEMBL. Tak,
NMEIOTCA [aHHble 06 yYacTum SCTPOreHoB ¥ Npo-
" TecTepoHa B peakumsiX CUHTE3a KosflareHa u gpy-
TMX KOMIMOHEHTOB COeAMHUTESbHOM TKaHu. N3me-
HEHNs1 3HAOKPUHHOM CUCTEMBI, B YaCTHOCTH YPOB-
HS 9CTpaguorna, KOTopble YacTo UMEIOT MECTO Y
nauueHTok ¢ OC, urpatoT onpegerieHHyto porb B
HapylleHUn metabornnaMa CoeAnHUTENbLHON TKa-
HU U BeOyT K MMyHHOMY AncbanaHcy [11]. B ne-
pvos MeHonay3bl FopMOHaribHble U3MEHEHUs U
M3MEHEHMs MUKPOLIMPKYTIsiLuK CTaHOBSTCA Bonee
Bblpa)XEHHbIMU, YTO MMEeT 0coboe naTtoreHeTw-
yeckoe 3Hauyenue npu OC [6], Beak YacTo BO3pacT
nebloTa 3aboneBaHusl NPUXoaUTCsl Ha MPEeMEHOo-
naysy u meHonayasy. [lpocrnexuBaercsi cBs3b
cknepoaepmum ¢ 6epeMeHHoCTsIo [6].

O6cyxgaeTcs BONPOC 0 PoSiv HacneLCTBEHHO-
¢t B passutun OC. N3BECTHO, YTO KOPEHHbIS
nnaenubl wrarta Oknaxoma B 8 pas yaule 6oneloT
cknepogepmuen, yem gpyrue xutenu CLIA.
YUepHoKoxue nmoam Take boree nogBepeHsl gaH-
HOMY 3aboneBaHuio, y HUX AebioT 3abonesaHus
yaille NpUXOAMTCsl Ha [ETCKUA BO3PacT U UMeeT
Gonee pacnpocTpaHeHHbI NpoLUecc Mo cpaBHe-
HUto ¢ B6ernokoxumu. OgHako cpean GNM3HELIoB He
OTMeYaeTCst BhICOKON 3a60/1eBaeMOCTH, YTO He
MO3BONSET OAHO3HAYHO NMOATBEPAUTL FeHeTude-
CKYI0 aTmonoruio SonesHu [6].

MmeeTca runotesa 0 BO3MOXHOCTU FeHETUYE-
CKOTO MO3anL3Ma, SBNSAIOLLErOCs OnpeaensitoLmm
(haKTOPOM /17191 FINHEIHOTO BOBFEUEHIIS KOXM B NpO-
Liecc ckreposa npu nuHeitHbIx dopMax OC [12].

PaccmatpuBaeTcsl BEPOATHOCTE CYLIECTBOBa-
HWUs1 HEMPOKOXXHOTO CMHAPOMa (YunThiBast Hanu4me
obiluen KneTkM-NnpeallecTBEeHHUKa), Npu KOTOpoOMm
KOXHbIE€ MPOSBIIEHNS MHAYLPYIOTCS NEepBUYHbBIM
HapyLLeHueM pasBuTMA roJIOBHOMO MO3ra Ha OgHOM
CTOPOHE ¢ hOPMUPOBAHNEM KOPTUKATBHOFO AUC-
reHesa. Ob6pasoBaHue yS3BUMbIX KNETOK B onpe-
AeneHHbIX y4YacTKaxX HEepPBHOTO CTBOMla MOXeT
OO BbSICHATL PACHOIIOKEHUE MOPAKEHHBIX YHaCTKOB
KOX1 BOONb NTMHKI Bnaliko n yHunatepansHo [12].

KnuHuyeckas KapTMHa ¥ CUMITTOMBI

OCHOBHbIMM 3BeHbAMM naToreHesa OC cunta-
loTCs AUCHYHKLIMS UMMYHHOW cUCTEMBbI ¢ popMU-
pOBaHUEM ayTOMMMYHHbIX UBMEHEHWM, N3MEHEeHNEe
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MUKPOUMPKYJISILIMM U HapyllieHne metabonnsma
KOMIMOHEHTOB COEANHUTENBbHON TKaHW, CNeacTBu-
€M KOTOPbIX SABMSITCA BOCMNanUTENbHbIE U CKrle-
poTudeckue nopaxeHunsa koxu [1, 2]
MmmyHoonocpenoBaHHOe BocnaneHne Ha pas-
NNYHbIE aHTUTEHbl — OCHOBA ayTOMMMYHHOIO Mna-
TOreHesa ckiiepofepMmuu. Y naumeHToB oTMeva-
eTcsl aucbanaHc B KIETOYHOM W TyMOparnbHOM
3BEeHbsIX UMMYHUTETa. I3MeHeHus B T-KrneTo4YHoM
3BEHEe UMMYHUTETa Xapaktepusyetca npeobnaga-
HMeM akTuBauuu T-xennepos, yrHeTeHuem
T-cynpeccopoB U CHWXeHUeM (PyHKUNOHaNLHOM

aKTUBHOCTW €CTECTBEHHbIX kKunnepos [2, 12].

AkTMBMpOBaHHLIMU T-nuMmdoLnTamn Bbipadarbl-
BatoTCcsA numMdokuHbl. Tak, ang OC xapakrtepHo no-
BbILLIEHUE YPOBHSA LIMPKYNUPYIOLUX LUUTOKUMHOB
umn-1, nn-2 nn-4, nn-6 v UMN-13), o-d®HO, pa-
CTBOPUMbBIX LIMTOKUHOBBLIX peuentopoB (sIL-2R u
sIL-6P), monexyn agresuu (E-cenekruHa, Moneky-
Nbl aaresun cocyamcToro aHpotenusi-1), cynepox-
CUAAMCMYTa3bl, YTO NOATBEpPXKGaeT T-XernepHbii
TUM UMMYHHOTO oTBeTa. CUHTE3upyeMble aKTVBU-
poBaHHbIMY T-niumdpoumTamy MMMQOKUHbI CrIocoB-
Hbl CTUMYNMpPOBaTh UbPOOIacTbl K CUHTE3Y KO-
nareHa, a noBLILIEHHOe coAepXXaHue KonnareHo-
BbiX BEfkoB SBNSESTCS UCTOYHUKOM AOMOSTHUTEb-
HOW aHTUreHHOM CTUMYIALIAKN, KOTOpasi, BOSMOXHO,
npu Hanu4uK reHeTUYEeCKoN npeapacnonoXeHHo-
CTU BbI3bIBAET ayTOMMMYHHbIE peakiiun. BosHu-
KaeT MOPOYHbIN KPYI B3aUMOBNUSIHUSA NMUMGDOUOHBLIX

- KNeTok v pubpodnacTos, UTo BEOET K Nporpeccu-

POBaHMIO CKIIEPOTUYECKUX U3MEHEHUI. ViMeloT Me-
CTO HapyLUEHUs UMMYHONOTMYECKON PeaKTUBHOCTH
N B FTymopansHOM 3BeHe WMMyHuTeTa. [uncdyHk-
LS rymopanbHOroO 3BeHa MMMYHUTETa XapaKTepu-
3yeTCsl NOBLILLUIEHUEM YPOBHSA MMMYHOMNO6YNnHOB
knaccoB G, M, A, a Takke HapacTaHuem TUTPOB
ayToOaHTUTEN B CbIBOPOTKE KPOBM naumeHTos. [pu
3TOM cofepxanve B-numdounuToB ocTaeTcs Hop-
MarnbHbIM My nosbllaetcs. Y naumeHTtos ¢ OC
0OHapyX1BalOT aHTUHYKINEapHbIe N aHTUIMCTOHO-
Bbi€ aHTUTENa, aHTUTenNa K LMpKynupylowemy pe-
uenTtopy Fcr, MutoxoHapuanbHoi okenaumonerua-
poreHase, aHTUOAHOLENoYeYHble, aHTUTOMoOMeE-
pasHble-2-a, aHTUIICTOHOBbIE aHTuTerna [13—15].

M3MeHeH s MUKPOLIMPKYNSUMK NpK ckrepoaep-
Mu¥ NpeacTaBiieHbl NOPaXKeHNEM MENKMX COCY0B
B BME Ba30OCMNaCTUHECKUX peakuui, BocnarieHus
COCYAUCTOW CTEHKU, NEPUBACKYNAPHOR N UHDUIIT-

_paLmMy COeanHUTENbHON TKaHM, MMKPOTPOMBO30B,

N3MEHEHUIH peosiorn4eckmnx CBOWCTB KpPOBHW. 310 CO-
34aeT MMNOoKCHIo B o4arax rnopaxeHusd, CtTuMynupysa
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TEM caMbiM ycuneHue ¢undposzoobpasoBaHus.
Cna3am cocyoB MOXET ObiTb 00yCrnoBneH AenCTBu-
€M cepoToHMHa [9]. BocnaneHue cocyaucTom CTeH-
KN MENKUX COCYL0B COMPOBOXAAETCS Nponudepa-
LMen rnagkoMbllueYHbIX KNeToK, AecTpyKuuen
SHJOTENuS, rmnepnnasuer UHTUMbI, CKITEPO30M.
OTU M3MEHEeHMs NPOBOLMPYIOTCS SHAOTENMHAMU,
OKCMOM a30Ta, LUMTOKMHaMU, XeMOKUHaMK1, doak-
TOpaMu pocTa, BbipabaTbiBaeMbiMi NEpULMTaMin U
rMaaKOMbILLIEYHbIMU KIETKaMU COCYANCTON KNETKN.
MepuBackynspHas uHguneTpauus obycrnoenexHa
U36bITOYHLIM OTNOXEHMEM KomnnareHa, oubpoHeK-
TWUHA, IMUKO3aMUHOIMMKaHOB M NPOTEOrNKaHOB B
nepuBacKynApHON TKaHW.

OupoTtenuanbHas ancdyHkums npu OC nposs-
nseTcsa MoBbllLEHUEM YPOBHEW 3HAOTENnHa,
TpombokcaHa, LMKIMYecKoro ryaHo3vHMoHoo-
cdpata, CHKEHNEM YPOBHS NPOCTALVMKIIMHOB U B3a-
MMO3aBHUCHMMa C COCTOSIHUEM CUCTEMbI UMMYHUTE-
Ta (ypoBHsimu IgM, IgG, umpKynupyoLwmx UMMYH-
HbiX Komnsnekcos, CD16+, CD25+, CD95+) u
afacopOUMOHHO-PEOoNOrMYECKUX CBOMCTB KPOBM.
Y nauueHToB ¢ OC oTmedaeTcs yBenuyeHue
00O BEMHOV BA3KOCTU Mi1a3Mbli, NMOBLILLEHUE Coaep-
XaHus dakTopa ¢oH BunnebpaHaa, Monekyn mex-
KNeTO4YHOW aare3ann B CbiBOPOTKe kposu [16, 17].
AKTuBauMsa wnK NoBpeXaeHUe aHAoTeNmnasnbHbIX
KIETOK COCY0B, NO-BUAVMOMY, UrpaeT poslb U B pas-
BUTUM ayTOUMMYHHbIX COSAVNHUTENLHOTKAHHLIX pe-
akumii. HapylueHMs MUKpOLMPKYNSLUK MOTYT YCy-
ryonartbca AUCIMNMeMUYeckKUMU HapyLLEHUAMM,
YTO CBSI3AHO C aTeporeHHbIM npodhunem nunuaos,
CYOKIMUHMYECKMM aTePOCKNepo30oM Y MaumneHToB ¢
OC [18, 19]. B cbiBOPOTKE KPOBW NaUMEHTOB C bnsi-
weyHoi OC onpepgensieTca 6onee BbICOKOE coaep-
aHue XonectepuHa, NMMNonpoTenHOB HU3KOW MIoT-
HOCTU, TPUIMULEPMAOB NO CPaBHEHUIO C NMOBEpPX-
HOCTHbLIMY bopMamu 3ab6oneBaHus.

HapyweHnus metabonuama coeguHUTENbHON
TKaHW B3auMOCBsi3aHbl C ANCHYHKUMEN UMMYHHOMN
CUCTEMbl Ha CyOKNEeTOUYHOM 1 MONEKYNAPHOM YPOB-
HSX ¥ ycyryonsitotcst UBMEHEHUSAMU MUKPOLIMPKY-
nauuun. AkTBaumsa pubpodbnacToB NposiBNseTcA
rmnepnpoaykumen konnarexa |, lil, IV u VIl Tunos,
hUBPOHEKTUHA, FMMKO3aMUHOTTIMKaHOB U NMPOTEO0-
TNIMKaHOB, KOTOPbIE OTKNAAbIBAOTCS B KOXE U NMo4-
nexauumx TkaHsx [18]. Ha aktmesaumo dunbpobna-
CTOB BIMSAIIOT LIMTOKUHDBI, pakTopbl pocTa (TpaHc-
dhopmMmupyrowunii haktop pocta B, daktop pocra
hubpobrnacTos, MHCYNUHONOAOBHbIE haKTOpSI,
dhakTopbl pocTa COeAUHUTENBHOW TKaHW), UHTEP-
nerknHel (U1-1, UI-4, UI1-6). OTme4veHo yBenu-

YyeHue KonnyecTBa peuenTopoB TpaHcgopmMupy-
loero cpakTopa pocTa B B Koxke nauueHTos ¢ OC,
KOTOpbI UrpaeT porb B aktmBaumu dubpobnac-
TOB M YBEJIMYEHUM NPOAYKLMM UMM KonnareHa [15,
20]. BmecTe ¢ TeM npu cknepogepmMmn otmeyaeT-
CSl CHUKEHUE aKTUBHOCTU UHTEPCTULMATIBHOW KOS~
nareHasbl 1 BCreCTB1E 3TOro — HapyLLlieHue npo-
ueccoB Aerpagauuu konnareda [21, 22]. 3T1o npu-
BOAWT K HAKOMMEHUo Mykononucaxapuaos, pub-
PVHOWAHOWM fereHepaLlumn COeANHUTENbHON TKaHN
U Janee — K YCUIIEHHOMY CUHTEe3y KomnnareHa
[23—25]. CnepnyeT oTmeTuTb, YTo Npn OC cTpa-
OaloT BCe arNeMeHTbl COeaUHUTESTbHOM TKaH!: KoI-
nareHoBbIe, 3MacTUYHbIE, PETUKYNSPHBIE BOSOK-
Ha, MEXYTOUHbIE KINETKU, MEXKIETOYHOE BeLeCTBO
[26]. Mpu nporpeccupoBaHun B NaTONOMMUYECKUN
NPOoLECC BOBIIEKAKOTCS AaXe HEPBHbIE OKOHYaHWUS,
OH MOXeT 3axBaTbiBaTb bonee rnybokne CTpykTy-
pbi (hacumm, MblllLbl, KOCTU). Takum oBGpasom,
B3aVMOENCTBUE SHOOTENMUarbHbIX KNETOK, fnM-
dountoB, Makpodaros, gubpobnacTtos BegeT K
NPOrpeccupoBaHni0 BocnaneHus cocyancromn
CTEHKU W NepuBackynapHOW TKaHu, ycyrybnaer
MECTHYIO FUIMOKCUIO, BEAET K NMPOrpeccupoBaHuio
nbposa, obpasys nopoyHbi kpyr [20].

Takum obpasom, nmeiolnecs faHHble cBUae-
TENMbLCTBYIOT O TOM, YTO MEXaHW3M naToreHesa
CKIepoaAepMUn ABAAETCA CrOXHbIM. OCHOBHOWM
BKIag B passuTue 3aboneBaHus BHOCAT COCYAW-
CTble U3MEHEHUS, QUCHYHKUMS UMMYHHOW CUCTe-
Mbl U MOPaXKeH!SA BHEKMETOYHOro MaTpuKca.

Knununyeckune pasHOBUMOHOCTU

B MKB-10 OC paccmatpuBaetcst B kateropum
«[pyrve nokanusoBaHHble U3MEHEHUsI COeaUHU-
TernbHOW TKaHu» U umeeT kof 1.94. B HacTosilee
Bpemsi knaccudpukaums OC 3atpygHeHa, nockosb-
Ky TPaHMLIbl MEXY pasnmyHbIMU TUnamy 3abonesa-
HUS1 Pa3MbIThbi, MY OQHOIO K TOrO XKe nauueHTa Bo3-
MOXXHO Harnmyme oqHOBPEMEHHO HECKOSBKMX KITUHM-
Yecknx cpopm [27]. o HacTosLLEero BpeMeHn Ucnonbs-
3ytoT Knacemngmkaumio C. U. [JoBkaHCKoro, kotopas
nepexriMKkaeTcs ¢ Knaccudukaumsamm, npeacraBreH-
HbIMU B aHIMOA3bIMHON NuTepaType [27]. KnuHuuec-
KuMmn pasHoBugHoctamu OC aensioTesi:

*» OnsiweyHas (BbIGEnNsAT UHOYPATMBHO-ATPO-
huyeckyto, NOBEPXHOCTHYIO, UMK «KCUPEHEBYIO»,
yanosaryio, rnybokyto, OyrinesHyto, reHepanuso-
BaHHY0 (hOpMBbI);

* NHeHas (BbIAensoT PopmMbl MO TURY «yaa-
pa cabnei», neHToobpasHyio, NONOCOBUAHYIO, 30-
cTepuncOpMHYI0);
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» 6onesHb OenbIX NATEH UNK cknepoaTpodu-
UECKUN TTUXEH;

* ngnonarnyeckasd atpocgoaepmus MasmHun —
MbepuHu. -

BrnisiweyHaa OC BcTpevaeTcs Hanbonee vac-
TO Cpefin BCeX KMMHUYECKUX pasHOBMAHOCTEN [6].
Ouaru pacnonaraloTcs B OCHOBHOM Ha TYMOBULLE,
"~ 0co6eHHO Ha yyacTkax TECHO NpueraroLLen oaex-
Abl, HO MOTYT BCTPeYaTbCs U Ha OpYrux yvactkax
KOXW. 19 Hee xapaKTepHO obpasoBaHWe OKpyr-
NbIX, OBanNbHbLIX UITM HerpasBuUIbHOW (POpPMbl OYa-
roB MopaxeHus pasmMepom OT OAHOMO A0 HECKOMb-
KUX OEeCATKOB caHTUMeTpoB. Ouary B cBOEM pas-
BUTMU MPOXOAAT TPU CTAZMU: BHAYare — CupeHe-
BOW 3pUTEMBbI, 3aTEM — OnsILLEeK C yNIIOTHEHNEM U
atpoum, opMUpyloLLIECa Yepes HECKOSBbKO Me-
caueB. HaunHaeTtcsi 3aboreBaHne ¢ nNosiBNeHUs!
O[HOTO M HECKOMNBKUX CUPEHEBO-PO30BbIX OTEY-
HbIX NATEH (CTaausi cupeHeBou apuTemel). lNMocre-
MEeHHO LIeHTPp NaTeH GneaHeeT u HayvMHaeT ynsoT-
HATbCS (CTagus YINOTHEHWS!), 3aTeM, HauuHas ¢
ueHTpa, opmupyetca atpodus (ctagusa aTpo-
dumn). Co BpemeHem B pesynbraTte nporpeccupo-
BaHVS aTpodun oyar NopaKeHuss NpeBpaLlaeTcs
B 6necTslyo AUCMUIMEHTUPOBAHHYIO BGRSLKY C
rnafKowv noBepxHOCTbI0. PUCYHOK KOXW Ha roBep-
XHOCTY GnALLKN CrNaXeH, CHUXeHb YyBCTBUTE b~
HOCTb, Casio- U MOTOOTAENEHUE, OTCYTCTBYHOT MyLLl-
KoBble BONOChl. [pu coXxpaHeHun akTUBHOCTH Npo-
Lecca 1o nepudepumn bnawek Moxet COXpaHﬂTb-
cs1 cpuoneTosbln 06ogok [28—30].

[ToBepxHOCTHada (NATHUCTa4, cmpeHeBaﬂ)
cKriepooepMmsa AposBISAETCS B BUOE €4UMHUYHLIX
WUNN MHOXECTBEHHBIX KPYMHbIX C CUPEHEBLIM OT-
TEHKOM NaTeH 6e3 ynnoTtHeHus. MNaTHa vyalle no-
KanuasyTCcs Ha KoXe TynoBuLLa, CYLLECTBYIOT Ann-
TenbHOe Bpemsi. B pesynbrate pa3spelleHns npo-
Lecca npu NMoBepXHOCTHOW ckreponepmMun op-
MUpYeTCs Crerka BblpaXKeHHas MurMeHTaums.

Yanosartas (rnybokas) doopma OC xapakrepu-
3yeTcs obpasoBaHMeM Ha KOXe e4MHUYHBLIX UIK
MHOXECTBEHHbIX Y3I10B, KOTOpPbIE€ pa3peLlatoTca ¢
dhopMupoBaHueM aTpodum, MHOrAa HANMOMUHAKOT
KenougHble pyoubl. N3ntobrieHHon nokannsaumen
DaHHoi hopmbl OC a9BNAETCS KOXa Leu, Tynosu-
Lja, BepXHUX KoHe4yHocTen. Ouarn UMmeroT uBeT
HOPMarnbHOWM KOXMW UIU TUMEePNUrMEHTUPOBaHI.

BynnesHasa cknepogepmuns xapakrepusyeTcs
nosiBfieHMem B o6nacTi UHOYPaTUBHO-CKNEPOTH-
YecKUX Brsllek nysblpei vale ¢ Npo3payHbiM
cofepXuMbIM. B copepxMMOM ny3bipeil MoxXeT
NMPUCYTCTBOBaTb rEMOPParnyeckuii KOMMOHEHT.

BynnesHble iy yanosartsle hopMbl OC BCcTpeua-
I0TCA B nofasnsitowemMm 60MbLMHCTBE Y B3POCNbIX
nauueHToB [1].

[ns reHepanu3oBaHHOW CKNEpOLEPMUN XapaK-
TEPHO MOABMNEHNE MHOXECTBEHHbIX 04aroB nopaxke-
HUS B pasnnyHbIX aHaTOMUYECKUX yYacTkax Tera.

JluHenHaga cknepogepmus HabnwaaeTcs obbI4-
HO y AeTeln U naumeHTOB MOJSIogoro BospacTa.
Ouyaru Ha Koxe pacrnofaralTcs yalle acuMMeT-
puvyHo. [py NONOCOBUAHON Urn NEHTOBNOHON G Op-
Me ovaru pacnonararlTcs BAoSb KOHEUHOCTEN, npu
30CTEpNPOPMHOI — B 0ONacTu TyNnoBuLLA NO XOLY
HEpBHbIX CTBOSIOB, YatLle MexXpebepHbIX NPOMEXYT-
KoB. [NopakeHune KoXxu Npy nuHenHon coopme ckre-
podepMuu, Kak npaBuno, 3aTparmeaet rrnybokue
Y4aCTKU KOXU U XapaKkTepu3yeTcs BOBNevYeHneMm
B NaTOSIOrMYE€CKMI NMPOLIECC He TOJbKO AepMbl, HO
1 TIOAKOXHO-XKMPOBOW KNneTyaTky, a uHorga 6onee
rnyGoko pacnonokeHHbiX TkaHe. Oyaru nuHenHom
cKriepoiepMum, Tak >Ke Kak u.npy onswedHon dop-
Me, XapaKTepuaylTCst Hannunem atpodum, ynnor-
HEHUs 1 cMpeHeBon apuTeMbl. Ho cupeHeBas ok-
packa HaxoguTcs He BOKPYr oyara, a, Kak fpaBu-
1o, B obnactu pactyiuero kpasd. ChopM1MpoBaHHbIe
OrisiLLKM NMPU SIMHENHOW CKNepogepMmm YOTHEHB,
BBITSIHYTbI B [IfIMHY, NIOTHO CriasiHbl C NoaJiexa-
LWUMW TKaHSIMU. ATpOdUs U YNFIOTHEHUE MOOKOX-
HO-KMPOBOW KneTtyaTky, hacuuin MbllL, KOCTEN
4acTo MPUBOAUT K OTPAHUMEHUIO MOABWKHOCTU B
cyctasax u koHTtpakrypam. OC no tuny «yaapa

- cabnen» JTOKaJNMU3yeTcA Ha BOJIOCUCTOM YacTu ro-

110BbI, HaCTO C NepexofAoM Ha Koy nba, Hoca. Npu
3TOM OYarn NoxXoXm Ha pybel, oT yaapa cabrewn,
npeacTasreHb! B BUAe NonocoBUEHOro ¢ 3anage-
HWeM, MIAOTHO CPOCLUEroCs C KOXeW CKIepoTnyec-
KOro ovara LiBeta CIIOHOBOI KOCTU, B 06nacTu ak-
TUBHOIO Kpasi KOTOPOro pasBuBaeTCcs rnocrsocna-
nuteneHas runepnurmeHTauus. B obnactu soso-
CUCTOM YacTu KOXW ronoBkl Mpu aTon dopme
3aboneBaHnsi pa3BuBaeTCsi pyoLoBasi anoneuus.
remuatpodua nuua Mappn — PomGepra nposisns-
€TCs B BMAE MOPaKEHUS MOMOBUHbI NMLa ¢ atpo-
dhuein gepmbl, NOAKOXKHO-KUPOBON KIeT4aTKy, Xe-
BaTeNbHbIX U MUMUYECKUX MbILLLL, XPALLEBON U
KOCTHOWM TkaHu [29—31]. YuacTtok atpodumm MOXeT
pacnpoCTPaHATLCA Ha LLEKU, HOC, BEPXHIOK ryBy
1 MHOrOA B NONOCTb PTa, YTO BEAET K HAPYLUEHUIO
nosuumu 3y6oB u uncunartepansHon acuMMeTpun
nuua. Hepepko 3aboneBaHue COMNpoBOXAaeTCS

 HEBPOIOrMYECKON CUMMNTOMATUKON, B YaCTHOCTH,

rofIOBHbIMU 60OMAMU, HapyLleHuem CnocobHOCTH
K oByyeHuto, anunenTonaHeiMyU npunagkamu.
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Mpy BOBNEYEHMM B NATONOMMYECKuiA npotiecc rna-
3a Ha MOPa’KEHHOW CTOpOHE OTME4aloTCs 3HOM-
TanbM, rMasofBuratesfibHLIe HapylueHus, n3MeHe-
HUS1 paZlykku 1 rnasHoro gHa [1, 31].
Mpu GonesHu Genbix NSTeH (cknepoaTpoduye-
CKWI TIMXEH, CKNepoaepmMust kKannesuaHasi, uilian
Oernbli LlymByllia) nopaKeHime Koy HOCUT, Kak npa-
 BUIO, pacnpOCTpPaHEeHHbI XapakTep C fiokanusa-
LiMeit NpenMyLLEeCTBEHHO Ha KOXe Tyrnosuila (Ho
MOXET ObiTb Ha flo6oM y4acTke Koxu). M3meHe-
HUS NpefcTaBneHbl HeBOoMNbIUIMMKU pacCceaHHbIMU
WM CrpynnupoBaHHbIMM NTHaMu HGenosatoro LBe-
Ta, MHOIAA C CUHIOLLIHBIM OTTEHKOM. Hepeako ckne-
poaTpoUUECKMii NTUXEH MOSBIIRETCS Y ASBOYEK U
MOMOMbIX XEHLLUMH B 0bfactTu ByfbBbI, Y Marbiu-
KOB — B obnacTtu kpaiiHei mnotu. Cknepoatpodu-
YECKMit NIXEH BYMNbBbI NPOSIBMSIETCS Ha CNU3NUCTOM
oboriouke B BUAEe o4aroB C YETKUMW rpaHuLiaMm
BenoBaTo-cepoBaToro LBETa, UHOIAA C neprnamyT-
POBLIM BIiECKOM, CUpEHEBbIM Kpaem. ATUNUYHBIMU
doopmamm cKnepoaTpoUUEecKoro iMxeHa ABIsioT-
cA OynnesHas u TeneaHrskratudeckas [6, 32]. [ina
OynnesHoi hopMbl, HaMUUUe KOTOPON FOBOPUT O
rporpeccupoBaHumn 3aboneBaHusl, XapakTepHo 06-
pasoBaHue My3blpeit ¢ NIoTHOM MOKPLILLIKOW U ce-
PO3HLIM COAEPXUMbIM. [1pU BCKpLITUM NY3bIpeit
hOPMMPYIOTCS 3PO3KK, KOTOPHIE NPU CCbIXaHWUM
06pasyioT NIOTHY Cepo3HyI0 KOpKy. [py Tenea-
FU3KTATUYECKON (hopme CcKIepoaTpodu4ecKoro
nuxeHa Ha y4yacTkax GenecoBarton aTpodun KOXu
obpasyloTcs TeneaHrmoakTasun [32].
MavonaTtuyeckas atpodogepmus [NasnHu —
MbepuHu cunTaetcs abopTreHbIM BapuaHtom OC.
3aboneBaHve KNMHUYECKK MPOABRAETCA ovaramu
BOMbLLIOro pasmepa, HenpaBuIbHON OPMbI, KOpUY-
HEeBOro UM Cepo-KOPMYHEBOTO LiBeTa ¢ PnoneTo-
BO-CMPEHEBLIM OTTEHKOM C NoKanusauven Ha Ty-
NOBULLIE N BEPXHUX KOHEYHOCTSX, 4acTo CUMMET-
PUYHO. YNMOTHEHNE KOXU HE BbIPEKEHO, MOXET
ObiTb HE3HAUUTENbHOE 3anageHne B LeHTpe ovya-
ros. Ouaru AnUTenbHO CyLLIECTBYIOT, MOTYT ClMBaTh-
cs mexay coboit [31].
Ouaru nopakeH1s Ha KoXe MOryT CONPOBOXAATH-
ca HeGoNbLLMM 3y10M, YyBCTBOM MOKasnbiBaHUs U
CTAHYTOCTW KOXW, GOMe3HeHHOCTbIo. [Tybokue
- doopmbl OC BeayT K OFpaHNYeHuIO ABWKEHWUI B Cy-
cTasax, AechopmaLim NMOPadKEHHbLIX YHaCTKOB KOXMU.

MeToabl A¥arHOCTUKU

MocraHoBka AnarHosa OC ocHOBBIBAETCS Ha .

[laHHbIX aHaMHe3a U KITMHUYECKOM KapTuHe 3abo-
niesanwus. Ipu OC andpdepeHumansHyto guarHo-

CTUKY MPOBOOAT C CUCTEMHOW CKnepoaepmuen U

Apyruvu anddy3HbiMu 6oresHAMM COeAMHUTESb-

HOI TKaHW, BUTUMUIO, HeaudpepeHLpoBaHHON

dopMoii nenpbl, MMHEAHO PacroNoXeHHbIM Kerro-

MOONOAOGHBIM HEBYCOM, aTpogr4ecKomn chopmoi

KpacHOro foCKoro nuLuasi, Kpayposom, anddys-

HbIM 303uHOUIbHBIM dacuumuTtom Wynbmana,

cknepenemoti Bylike, cknepomukceneMoi,

cKkriepoZiepmonofobHoin dpopmont basansHo-kre-

TOYHOrO paKa KoXW, XPOHNYECKM aTpodrnyeckum

aKpoZepMaTUToM, MHAYLMPOBaHHbLIMI CKriepodep-

Monoao6HLIMU 3abonesaHnsaMu, Bbi3BaHHBIMU

9K30reHHbIMM (hakTopami, KerloUaHBIMU U runep-
Tpoduieckumm pyGLiamu, ckrepogepMonofoGHoi

dopMoit XpoHudeckon GonesHu «TpaHcnnaHTar

MPOTUB XO3AUHa», NuNoAepmarockneposa,

AVNOUIHOro HeKPobMo3a, NMo3aAHEN KOXHOM nopdu-
puK, capkomaosa, amunonposa, cuHiapoma BepHe-

pa, paguaumnoHHoro dunbposa, NaHHUKYNuTa, He-

BYCa COEIVHUTENbHOW TKaHM, KOfMbLEBUAHON rpa-

Hyrnembl u ap. [6, 32]. _

[lo HacTosALlero BpeMeHu He paspaboTaHbl cre-

uuduryeckue nabopaTopHbIE TECTbI, MO3BOMNAOWLINE

noaTeepanTb anartos OC. Mpu Becex chopmax OC

HeobXoaUMOe NPOBECTU KOMIMEKC KNMUHUYECKUX,

MHCTPYMEHTAIbHbIX, nabopaTopHbIX UccneanoBa-

HUN Ansi UCKIMIOYEHUSA CUCTEMHOCTU Mnpolecca.

C uenbio noaTBepXaeHUA JuardHo3a BbINoMnHAeT-

cs1 6uoncus [33]. '

[na cdopmannsoBaHHOIo ONUcaHns TAXeCTU 1

- aktnBHocTU OC MCMosib3yoTCH MONMyKONMYECTBEH-

Hble LWKanbl U MHAeKebl. Hanpumep, moanduum-
poBaHHbIi nHAaekc Tshkectn OC mLoSSI npume-
HAETCA [N OLEHKM akTUBHOCTM fipoliecca. Kpu-
TEepuU: pa3BUTUE HOBBIX UITM YBENUYEHNE CTapbiX
o4aroB, aputema, TOMWMUHA KOXWU — OLEeHUBAaIoT-
ca B 18 aHaToMM4eckux obrnacTax no CTeneHsiM
ot 0 go 3 [34, 35]. Mnpekc LoSDI xapakrepusyet
TsbKecTb nopaxkenusi npu OC. OH oueHusaeT [o-
NOMHUTENBHO KPpUTEPUIA HapyLLEeHUst TUrMeHTalmum
1 He yYuTbIBaET KpUTEPUi NoABNEHNSA UMW pacluu-
peHus ovaros [35]. JaHHble nHAEKChbE MOryT ObiThb
MCNONb30BaHbl ANt OLEHKM G(b(beKTVIBHOCTI/I npo-
BOAMMOW Tepanuu.

Buoncuna Koxu aBnsieTca Hanbornee 4ocToBep-
HbiM MeToaoM guarHoctukn OC, XoTs He Bcerja
Mo3BOMisIET TOYHO YCTaHOBUTL chopmy 3aboresa-
HUS U CTeneHb akTUBHOCTM MpoLecca, Tak Kak
OTCYTCTBYIOT crieundunyeckme natomopdonoru-
yeckne kputepun 3abornesanung. MNpu Guoncumn
KOXW NoATBEPXKOAETCH HanMuue npumsHakoB u-
Opo3a, BOCMNAsieHNs U COCYOMUCTbLIX U3MEHEHUN
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B ructonorndeckom rnpenapate [15, 34, 35]. Oco-
OeHHOCTBIO B3aTUa Buoncum koxu npy OC asna-
eTcal To, YTO ee HeoBXoAMMO NPOBOAUTL Fryboko,
3axBaTbiBas MOAKOXHO-XUPOBYK KreT4aTKy
BMMOTb A0 dpacumii, y4uTbiBad BO3MOXHbLIE NaTo-
rniorudeckue usmeHexus [36]. Muctonoruveckas
KapTuHa 3aBUCUT OT aKkTMBHOCTW 3abonesaHvs u
—XapaKTepusyeTcst BOCNanuTernbHbIMU U3MeHeHs-
MU 1 CKIEPO30M AepMbl, MOAKOXKHO-KNPOBOW KIieT-
yaTku 1 Gonee rnyGokux cTpykTyp [4]. B Havane
3abornesaHns 1 Npu nNporpeccupoBaHnn onpeae-
nseTcs aepMaribHbI OTeK, YTOrLEHWE MYyYKOB KOrl-
nareHa B ceT4aToM Crioe iepMbl, KOTopble pacno-
naralTcs napannenbHoO anuaepMucy, Hanuune
NSIOTHLIX BOCNANUTENbHbLIX MHAUNBETPATOB MEXay
KONNareHoBbIMN My4YKaMu, BOKPYr KPOBEHOCHbIX
COCYZIOB M NMOTOBbIX Xenes. B uHdunstpate npe-
obnagatoT nMumM@ouNTbl, MOTYT MPUCYTCTBOBAThL
nnasmaTtuyeckue KneTku, rMCTUOLUTLI, 303UHO-
PUMbHbIE rpaHynoUnTbl. JNUAEPMIUC HE U3MEHS-
eTcs U uMeeT npusHakn atpodun. B nosgHen
dunbpo3sHo-aTPOUHECKON CTaAUN KOXa B ovare
MPaKTUYECKN NULLIEHA COCYLOB, YNIOTHEHHbIE KOI-
nareHoBble ‘BOMOKHa codepxaT 903MHOUIbHbIE
NHUNBTPaTHI, NMYLIKOBbIE BONOCHI, MOTOBbLIE U
carnbHble »enesbl aTpoUPOBaHbI UNU OTCYTCTBY-
I0T, 3aMelleHbl COeqUHUTENbHON TKaHblo, Coaep-
Xallen rvanui. MNpv riyGokom nopaxkeHun Korna-
reH MOXeT 3aMeLLaTh XMPOBbIe KNeTKM B NMOAKOXK-
HO-XMpoBOW kneT4yaTke [33, 34, 36, 37].

[lo HacTosIWEro BpemMeHmn HeT cneumdnyeckmx
CepornorMyecknx napameTpoB, XapakTepHbiX Ans
OC [4]. Y nauueHToB ¢ OC B ChiBOPOTKE KPOBU
MOXeT OnpeaenaTbCs NOBbILLEHHbIN YPOBEHb Liup-
Kynupylowux umtokunos (UN-1; UI-2, U-4,
nl-6 un UM=13), a-®HO, pacTBOPUMbIX LLUTOKNHO-
BbIX peuentopoB (sIL-2R u sIL-6P), monekyn aa-
resuin (E-cerektuHa, MOMeKysnbl afaresun cocyam-
cToro aHgoTenus 1) u cyrniepokeuaancmyTasbl. Mx
YPOBEHb 3aBUCHT OT TSHXKECT 3aboneBaHnst 1 pac-
MPOCTPaHEHHOCTH KoxHOoro npouecca [13]. Mauu-

eHTbl ¢ OC. Nno cpaBHEHWUIO C NaulueHTaMu C Cuc-

TEMHON cKnepoaepMmnein umeroT Gonee BbiCOKNE
yposHu UJ-2 n UJ-6 [4]. Takke y nauperToB ¢ OC
onpeaensanTca aHTMogHOLENoYe Hble, aHTUTOMNO-
MepasHble-2-a, aHTUIMCTOHOBLIe aHTuTena [13].
AHTUIMCTOHOBBIE @aHTUTESNA U NOBbILLIEHHbIE YPOB-
Hu npokonnarexa il Tuna moryT ABNATLCS Nokasa-
Tengmu Tsxkectn OC. Hepepko 3T M3MeHeHus 06-
HapPYXX1BAIOT NpY PacrpOCTPaHEHHbIX 1 FNyBOKMX
dopmax 3aboneBaHus. YCTaHOBMNEHO, YTO Konnye-
CTBO 203uHOGuroB u CO3 yBennunsaeTcs B Cy-

yae akTMBHOCTU 3aboneBaHUa nnu peuuniusa.
OOGHapyeHue peBMaTOUZHOro gakropa sBnseT-
cs haKTOPOM puUcKka NMopaXkeHusi CycTaBoB y na-
unentoB ¢ OC [12].

[ns onarHoCTuKy BoCnanuTerbHbIX U CKIepo-
THUYECKMX naMmeHeHun npu OC MOryT NPUMEHSThb-
CSl UHCTPYMEHTasbHbie MeTobl. [1na OueHKku co-
CTOSIHUS KanuUIsapoB NPUMEHSeTCS Kanuirspo-
ckonus. Mopdonorna kanuniasapos KoXun ncenepy-
eTca npu yBenuyenun ot 20 go 600. Hopmon
sBIIsieTcA npeobnagaHne npasuribHoON opmbl Ka-
NUINASIPOB C OAHOPOAHBIM pacnpenernieHneM net-
neobpasHbiX COCYAOB B BuAe «rpebHeBUAHbIX -
CTPYKTYP» MMOTHOCTbIO 9—14 kanunnapos Ha
1 mm2. [ins OC B 3aBUCUMOCTM OT dasbl 3aborie-
BaHMWS XapaKkTepHO Hannyne rmradTckux Kanumns-
POB N MUKPOKPOBOTEYEHWNIA UIN YMEHbLLIEHNE KO-
NUYecTBa COCY[O0B U BO3HUKHOBEHME BONbLUMX
aBackynsipHbIX 30H. Npu OC oTMevaeTca Heo-
aHruoreHes, Bu3yanuampyetcs pasHoobpasHas
mopdhornorus kKanunnsapos (KyctoBuaHasa gopma,
NPUCYTCTBUE TUTaHTCKUX kanunngapos) [38].
Micnonb3ysi flasepHyo QONnnepoBcKyo ¢ioy-
METPUID, BO3MOXHO M3MEPUTL CKOPOCTb KPOBOTO-
Ka v ero o6beM B UCCIieayeMOM yyacTKe Koxu [39].

Onsa pmardoctukn OC v oueHkn ahdeKkTUBHO-
CTV Tepanuu UCrorb3yTCs YIbTPa3BYKOBLIE Me-
TOAbl AUarHOCTUKK. [ing onTrMarnbHOro nccriego-
BaHUs HeoBXoaNM yribTpacoHorpadu4eckuin anna-
paT, OCHALLEHHbI MynbTU4aCTOTHLIMW JaT4MKamu,

_KOTOpble gocTturaloT YactoTel 15 MI'y unn sbille.

C noBbILLIEHNEM YaCTOThI AaTyuKa yBenninsaet-
csl paspeluarollast cnoCobHOCTb UCCrefoBaHuns,
HO NpW 9TOM YMEHbLUaeTCcs riybuHa mnccnengosa-
Hus [40]. C nomoLbio YrsTpassyKa PErMcTpupytoT-
CSl rMNepaxoreHHblie 30Hbl CKneposa, aTpodus
[AepMbl U MOAKOXHO-XUPOBOW KrneTyaTku (Ha rno-
30HMX CTaAMsX), NPU3HaKM oTeKa u BocnaneHus
(yTonLieHMe OEPMbl U CHUKEHUE ee 9XOTEeHHOCTH)
BO BpeMsi aKTUBHOW cha3sbl [34, 41, 42].
KyTomeTpusi npumeHsieTcs Ang onpeneneHuns yn-
pyroctu koxu. MNpu OC, B criydae Hanm4na cKkrepo-
TUMECKMX MBMEHEHWI, MEHSAETCS YNPYroCTb KOXKM B 04a-
re NopaykeHust, YTo BbI3bIBAET AehOPMALIMIO KOXKM B
30He faBneHus. C noMoLLbIo Npubopa BO3MOXHO KO-
NNYECTBEHHO ONpPeaenuTb YNPYrocTb KOXu 1 CyauTb
O CTerneHu BblpaxeHHOCTN umbposa. PesynbraThl
JaHHOTrO MeTofa UCCNefoBaHus BapbupyroTcs B
3aBUCMMOCTM OT aHaTOMMUYECKON 0BnacTut KoXu U

Mroxo NoZAaloTCa cTaHgapTusauum [4, 341

Tepmorpadusa ncnonbsyerca Afis onpejerne-
HUS TemnepaTypbl B onpeaerieHHon To4ke Ha
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S itk R ~~ Nexkunu v ob3opbl B

MOBEPXHOCTY KOXM, a TakKe ¢ NOMOLLbI JaHHOro
METOAa MOXHO YCTaHOBUTbL pacrpeneneHme Tem-
neparypbl B uccnegyemon obnactun. Pasnuune
TeMrepaTypbl Ha MOPaXKEHHbIX 1 30OPOBLIX y4ac-
TKaX KOXW NO3BOMAET KOCBEHHO CyauTb O BOCMa-
neHnn unu nbpose u CTeNeHN UX BblPaXKeHHO-
cTu. MeToq OTnMYaeTcs BbICOKOW YYBCTBUTENb-

—HOCTb}O, OHaKO BbICOK U YPOBEHb JI0XKHOMOMO-
XUTENbHbIX pe3ynsTaTtos [4].

Buibop neyeHus
B 3aBUCMMOCTHU OT (popMbl OC

[1o HacTosLLErO BPpEMEHN HE CYLLECTBYET ENCTBU-
TENbHO 3¢PHEKTUBHOIMO 1 YHUBEPCASTbHOMO NeYeHust
OC. BakHO NpaBUrbHO OLIEHNTL CTEMEHb NMOPakeHUst
KOXU U TSPKECTb 3aborneBaHusi, UCKMIOYNTbL CUCTEM-
HOCTb MpoLecca, Npexae YemM NPUHNMMAaTL peLLeHNe O
noaxoge K Tepanuu [27]. INeverre HeoOxoaMmo nog-
OupaTtb MHAMBMAOYArbHO KaXXOoMYy MauMeHTy B 3aBU-
CMMOCTU OT JIOKar13aLym OYaroB rNopaxkeHusl, pacrpo-
CTpPaHEHHOCTU, TyOUHBbI NOPaXeHUsl, aKTUBHOCTU U

CKOpPOCTU MpOrpeccupoBaHnsa 3abonesaHns. Heobxo-

AVMO YYUThIBaTb MHAMBKAYANLHBIE OCOGEHHOCTU Na-
LMEHTa, Hanm4ue conyTcTaytoLLen naronoru. Liensto
MPOBOAUMOIO NEYEHNS ABNAETCH YMEHbLLEHWE aKTVB-
HOCTV TE4EHWNSI CKrepoaepMum, MpekpaLLleHne nporpec-
CUpoBaHuA 3aboneBaHNs, perpece Wi yMeHbLUeHe
CUMITTOMOB 3a00MeBaHus], YMEHbLLIEHME MYIoLLaan no-
paxeHus, NpenoTBPaLLeHNE PasBUTUS OCTIOKHEHWUIA, MO~
BblLLEHVE Ka4eCTBa XU3HW NauVeHTOB.

Ha coBpemeHHOM aTane gnsa neyexHust naumeH-
ToB ¢ OC npegnonaraeTcs NPUMEHEHNE pasnuny-
HbIX TPYMM NpenapaToB, B TOM YKCre NeHuuunnm-
Ha, TIOKOKOPTUKOMAOB, MeToTpeKkcaTa, MUKO-
deHonata moeTuna, LMKnocnopuHa, nmatmHmnba,
putykcumaba, D-neHvuunnamuua, ruanypoHuga-
3bl, 6o3eHTaHa, Ba30akTUBHLIX Npenaparos, UM-
MYHOPErynATOpPOB, a Takke dutoTepannn, MecT-
HOro neyeHuns u cusmotepanumn [33]. Bo mMHOrmMx
criydasix pekomeHayeTca npoBeaeHue KypcoBoro
MeOMKaMEHTO3HOIo neveHus.

B aktuBHyto hasy 3aboneBaHusi, npyu Hanmunm
CUPEHEBOW 9pUTEMbI U YMIOTHEHUS B o4varax, B
HaLlew CTpaHe LLNPOKO UCMNOMb3YEeTCA NMEHNULUNINH
B BbICOKMX [O3MPOBKaX, XOTS ero apdeKTMBHOCTL
anckytupyetca [1].

Mpu BLICTPO NporpeccupytoLem TeyeHnn 3abo-
NeBaHUs C HaNMMYyMeM BbIPaKEHHbIX BOCNanuTesb-
HbIX SBINEeHUA (qél_ue Npw FTIMHENHBLIX UMK JUCCEMN-
HUPOBAHHLIX hOpMax CKNepoaepMUn) MOXeT
BbITb 3PPEKTUBHLIM NMPUMEHEHUE TTIHOKOKOPTUKO-
CTEepOUAHbIX MpenapaTtoB CUCTEMHOIO AEWCTBUSA

B CpeaHUX OO3MPOBKax C MOCMNeyLWM CHIbKE-
HWeM 003kl M NOSTHOM OTMEHOW rnpu cTabunusaumy
npouecca. OgHako onucaHa BblCOKast 4acTtoTa
peunansoB 3aborieBaHusa nocne oTMeHbl npena-
patoB [43]. B otaenbHbIX cnyyasix pekoMeHayeT-
Csi BBE[JeHME IMOKOKOPTUKOMOOB HernocpeacTBeH-
HO B ovar nopaxkeHuss Ha koxe [44]. _

Mpn Tspkenbix popmax OC ¢ hopMMpoBaHNEM
rrTyBoKOro MOPadKEHNS KOXU U NMOANEXaLUMX TKaHeN
(MMHeHag, reHepanusoBaHHas!, aHcKepoTUYecKas
cKriepogepmMusi, nporpeccupyrowas remmaTpodus
nvua Mappu — Pombepra) HazHaqatoT MeToTpekcar
B BUE MOHOTEpanun unv B koMBUHaumm ¢ cuctem-
HbIMU rHoKOKopTUKOCTEpomadamu [45]. MeToTpekcar
Ha3HaYaloT MOAKOXKHO, BHYTPUMBILLIEYHO UMK Mepo-
panbHO Ha cpok oT 6 Ao 12 mec 1 6onee.

B cny4yae HeadppekTUBHOCTM MeTOoTpekcaTa
WS €ro HenepeHoOCUMOCTU arbTepHaTUBON B ne-
yeHun Tskenbix hopm OC MoXeT OblTb UCMOSb-
30BaHMe MMMyHoAenpecaHTa MnkodeHonara Mo-
theTuna [46].

LimkriocnopuH Takke mMoxeT 6bITb athdeKTmB-
HblM gns Tepanum OC. OgHako npu NpogoInKu-
TENbHOM NeYeHnn HeobX0aMMO YUUTbIBaTE BbICO-
K10 BEPOSITHOCTb BO3HUKHOBEHUSA NOTEHUMANbHbIX
no6oyuHbIX achdekToB [47].

WmetoTcs aanHble 06 adhdexTmBHocTM npn OC
XUMepHbIX aHTU-CD20 MOHOKNOHanNbHbIX aHTu-
Ten — putykcumaba. B yactHocTH, MMeloTes AaH-
Hble O BbICOKOW 3 dEeKTUBHOCTU, JOCTATOYHOWN

7663OﬂaCHOCTI/I AJAaHHOro npenapara npu nedeHnn

AeTeln C IOBEHUIbHOM cKnepoaepMment (CHWKeHne
aKTUBHOCTM KOXXHOMO CUHAPOMA, CHVXKEHUE N HOp-
Manunsawmnsa MIMMYHOTIOMMYECKMX NMoKkasaTternein, npe-
ofj0fleHne FoOpMOHO3aBUCUMOCTH) [48].

HepnasHue uccnenosaHusg nokasarnm acpdpexrms-
HOCTb UHMMBUTOPa TUPO3NHKMHA3LI UMaTuHWba B
npodunakTuke u perpeccuu pubposa npu CUCTEM-
HoW cknepogepmMuu. OnncaHa Bbicokas adpeKkTns-
HOCTb Npenapara npu reHepanusoaHHon OC [49].

Pesyneratbl npumeHeHnst D-neHyumnnaMmmya npm
OC npotusopeumsbl [50]. MexaHnam gencrTeus
D-neHnumnnammHa OCHOBaH Ha €ro CcriocobHOCTH
paspyllaTb U BbIBOOWUTH MOMEKYSbl KorareHa, no-
AaensaTte QyHkuuto cubpodnactos [51]. B HekoTo-

' PbIX UCCIeQoBaHMsIX NoKasaH MoriouTenbHbIR ad-

ek npy NpuMeHeHnn D-neHunuunnamMmia ang ne-
yeHusa nauneHTos ¢ OC, B Tom uuncrie u geten [50,
52]. AnnTenkbHas, He MeHee 12 Mec, MOHOTepanus
D-neHnumMnnaMmMHoOM BeAET K OCTaHOBKE Nporpeccu-

'pOBaHKA CKnepodepMnu 1 06paTHOMY PasBUTMIO

MHAYPATUBHO-PUOPO3HBIX U3MEHEHUN KOXW.




[Mpu pacnpoctpaHeHHo popme OC u BbICOKOW aK-
TUBHOCTU 3aB0NEBaHNs], NPY HanMuMK NepuapTUKy-
NAPHBIX KOHTPaKTyp MoKa3aHa KOMOWHMpOBaHHas
Tepanus ¢ npuMeHeHrem D-nervuunnamuHa v npea-
HWU30MoHa. YuuTbiBasi OONbLLIOE KONMYECTBO noboy-
HbIX 3pdEKTOB 1 BO3MOXKHOCTb TOKCUYECKOro Aew-
CTBUS Jaxe Npuv NMPUMMEHEHUN HU3KUX 03 npernapa-
~ Ta, D-nenmumnnaMyH HasHa4alT peako, B OCHOB-
HOM B Cliyyae OTCyTCTBUSI adhdeKTa OT APYrux
TepanesTu4ecknx cpencts [S0, 52].

OnucaHbl cnyyan aHeKTMBHOTO NPUMEHeHUs
603eTaHa, HeCeneKkTMBHOro aHTaroHucTa aHaoTe-
FIVHOBbIX PELIeNTOPOB, NPU NeYeHUm Tshkenon dop-
mbl OC [53].

MpumeHeHue Takmx epMeHTaTUBHbLIX rnpenapa-
TOB, KaK ruanypoHuaasa u nodrugasa, obycnos-
rfleHa ux CriocoBbHOCTbIO BO3dencTBoBaTh Ha u-
BpOo3HbIN fpoLecc B aepme [2, 6]. MpenapaTbl npu-
MEHSIHOTCS BHYTPUMBILLEYHO, B BUOE NHBLEKUWUIA B
oyaryt NopaxkeHus1, a TaKke rnyTem ero BBeAeHUs
MeTOoAOM yrisTpadoHoMOpesa Unu anekTpodope-
3a. VX ucnosnb3oBaHne MOXeT NPUBOANTL K yMEHb-
LIEHWIO MHAYPaLWK 1 ckreposa koxu B ovarax OC.

MmetoTcs gaHHbIe 06 3¢hPEKTUBHOCTU NMpUMEHe-
HUS B KOMIMJIEKCHOM TedeHun naumeHToB ¢ OC Ba-
30aKTUBHbIX NPenapaToB: NeHTOKCUMUINMHA, KCaH-
TUHOMA HUKOTMHATA, MUIAPOHaTa, H1cheannmHa rno-
BTOPHbIMU Kypcamu ¢ uHTepeanom 3—4 mec [1, 6].

dutonpenapat u3 LeHTennbl asuarckoit «Ma-
neKaccory okasblBaeT aHTUUBPO3HOE 1 CoCcyau-

croe gevicTBue. pn HEOBXOAUMOCTM BO3MOXHO -

0[JHOBPEMEHHOE Ha3Ha4eHWe Magekaccona B Tab-
neTkax 1 MecTHO B Buae Ma3su. 13 outonpenapa-
TOB TaKKe PEKOMEHAYIOTCS AUACKNEAMH, 3CKy3aH,
GepbepuH [6]. '

OpHUM M3 NOAXOO0B K NNEYEHMI0 CKIepoaepMum
ABMAETCA NPUMEHEHNE MMYHOMOAYSTOPOB (Au-
YUUOH, KCUMEZOH, ranaBuT, PUSoOCTUH 1 ap.),
KOTOpbie CrocOBCTBYIOT AOCTMXKEHMIO Aedubpo-
aupytollero adpdpekta [54, 55].

B’ ka4yecTBe TOMMYECKON Tepanuu 4Yalle BCero
UCMONbB3YIOT KOPTUKOCTEPOUAbI (MOMEeTa3oHa dy-
poar, METUINNPEeAHN30MNoHa alenoHar, 6eTameTasoH,
knobeTtasona nponuoHaT U Ap.) B BUAE anmnmuka-
LM, OKKITIO3MOKHBIX MOBSI30K Uin B Buae dpoHodo-
pesa [33]. MPpUMEHSIIOT TakKe MHMMBUTOPDI KanbLn-
HEBPUHA — TAKPONUMYC, NUMeKponumyc [2, 56]. [pu
CYXOCTU KOXN PEKOMEHAYETCH UCTNONL30BaHNE YB-
NAKHALIMX 1 CMATMEIOWYX HapYXXHbIX CPEACTB.

YnbrpaduoneTopas Tepanus AanbHero AAnHHO-
BOMHOBOrO AnanasoHa (YOA-1, anvHa BorHbl 340—
400 HM) npumeHsieTcs ans nededunsa OC npy He-
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rIyboKoM nopaxeHum koxu. Vicnonessosaxne NMYBA-
Tepanuu ¢ MPUMEHEHVEM NEPOPaNbHOTO UK HapYX-
Horo cdhoToceHcnbunusaropa ro3BoNAeT 3Hauu-
TenbHO YNyYliUTb COCTOSHUE KOXM B o4varax
cknepoaepmuu. Tepanmio YOA-1 u NYBA-Tepanuio
MpoBOAAT KakK B BUAE MoOHOTepanuu, Tak U B KOM-
BVHaUMK C CUCTEMHBIMU U MECTHBIMI MeJUKaMeH-
TO3HbIMUK cpefcTBamu [57]. VimetoTca gaHHble O
npumeHeHun npyn OC MeToaa SKCTpakoproparbHom
dhoToxmmmoTepanui. JToT BUA NEYEeHUA OCHOBaH
Ha dpoToceHCUbunusnpyioLwem JencTsum 8-meTo-
KcuncopaneHa 1 UCrornb3oBaHuy ynsrpaduoneTo-
Boro obrnyyeHusi crnekTpa A Ha MOHOHYKIieapHble
KNeTKun, KOTopble BbigesisoT C NoMoLWbio uiTa-
depesa ¢ nocriegyrouien pemHdysnein [58].

HasnaueHune kypca oblero nHdpakpacHoro
06rny4yeHnst nossonsieT JobmuBaTLCH y NauMeHToB
c OC 6onee gnutenbHoN pemuceuu 3aborieBaHms.
IMpumeHeHve 4aHHOro MeTo4a CrnocoBCTBYET YIlyu-
LIEHWUIO MUKPOLIMPKYNSLMKU, OH obriagaeT aganTo-
reHHbiM adbdekTom [59, 60]. YnydileHuo Mukpo-
LMPKYISLMK B KOXE Takke cnocobecTByeT npume-
HEeHne HU3KOMHTEHCUBHOW NasepHon Tepanuu, Ko-
Topas NPUMEHSETCsl B KoMiekcHOM rnevermm OC.

UmetoTcs faHHble 06 3hPeKTUBHOCTU KOMBM-
HUpOBaHHoI 030HOTepanuu npu neveHun OC. Moa-
KOXHbIE MHBEKLMW KUCIOPOLHO-030HOBOW ra3oBoMm
CMecu peKOMEeHZOBaHO NMPOBOAUTL naumueHTam C
©[VHUYHBLIMM O4Yaramii CKNnepoaepMumn B UHAQypaTvs-
HOM 1 UHAypaTBHO-aTpoduyeckon cragum [61].

NeyebHy TMMHaCTMKY U Maccax HasHavaloT
nauueHTam Npu NOPacKeHUM rmyboKNX CrioeB KOXu
1N DOPMUPOBAHUN KOHTPAKTYp € OrpaHnyeHnem
OBWKEHUA B cycTasax.

B oTAenbHbIX Crydasax B HEaKTUBHOW cTaguin
3aboneBaHusi NPOBOAUTCA XMpyprudeckoe nedve-
Hue. B maHHOM Buge Tepanuu HyXgawTca nauu-
€HTbl NPU Hanuuum crmbarernbHbIX KOHTPaKTyp, a
TaKKe MHOTAA U NaLMeHTbl C Hann4nem KocmeTu-
Yyeckux nedeKToB, HanpumMep Npu NPorpeccupyio-
Lwer remuaTpodun MNappn — Pombepra. B cnyyae
pasBUTUSt CTOMKOrO hruMo3a Npu ckriepoaTpodm-
YECKOM JIMXEeHe KpalHew NoTu NorioBoro YrieHa un
OoTCyTCTBUS 3chheKTa OT KOHCEpBaTMBHON Tepa-
nuK nokasaHa uupKymunsua [32].

TakTuka sBeaeHus naumeHta ¢ OC 3aBucuT oT
YPOBHS aKTUBHOCTU 3aboriesaHus, rmy6uHbl U nio-
Laamn NMopakeHUsl KOXU, BO3MOXHOCTU KOCMETU-
yeckoro o6esobpaxuBaHus. JleweHue Hanbonee
3tbhekTUBHO MpU HaNMYUWM BOCNANUTENbHbIX U3-
MeHeHuIn (apuTemalyrnnoTHeHne). OnucaHbl pas-
NYHblE BapuaHThbl neveHus ans nauuneHtos ¢ OC,
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O[HaKO MHOTrMe MeTOAbl He UMEKT LOCTaTOYHOM
JokasartenebHon 6asbl. PoToTEpanus, MeTOTPEK-
caTt/cucTemMHble KOPTUKOCTEPOUALI, KanbLUNoTpu-
OIl M MECTHbI TaKponMMyC UMeET Hambornee ao-
KasaHHyto addekTneHocTb npu OC.

lMpepocTaBym OAWH U3 anropuTMOB feYeHus
OC. YskononocHbIi yrikTpadmnonet-B ncnonesyot
Ars NaLMeHTOB C MPOrpPeCCUPYLLIUMI UK LLIMPO-
KO pacrnpocTpaHEeHHbIMU NMOBEPXHOCTHLIMK Mopa-
XEHUAMU KOXM; LUIMPOKOMOMOCHKIN ynbTpaduo-
net Alynetpaduonet A-1 npeanodyTuTeneH Ans
pacnpoCTPaHeHHbIX Uy Nporpeccupymx 6onee
rNyOOKUX KOXHbIX NopaxkeHun. CUcTemMHoe neve-
HWe MeToTpeKcaToM, KOPTUKOCTEpoOugamMm urm mx
coyeTaHMeM NnoKasaHo NpW pPacrnpocTPaHeHHbIX,
rnyGokux n obesobpaxueatroiux opmax, a Tak-
Xe npu BbICTPO NporpeccupyoLemM 3abonesaHny,
PUCKE BO3HNKHOBEHNS CYCTABHBLIX KOHTPAKTYp Ui
ApYyrux yHKUMOHarbHbIX HapyllieHnsax. MecTHoe
neyeHne KanbLMNOTPUeHOM UMW TaKpOrMMyCOoM
Ha3HaAYaloT MPU OrpaHNYEHHbIX, MOBEPXHOCTHbIX,
BOCNanuTenbHbIX nopaxeHusx. Mcnone3oBaHune
opanbHOoro kansumnotpuona, D-neHuyunnamuxa,
ramma-mHTepgepoHa 1 NPoTUBOMAanNAPUNRHbLIX Npe-
napaTtoB He pekoMeHayeTtcs [62].

OxuaaemMbln peaynstaT yCNewHow Tepanuu
OC — 370 He BO3BpalleHMe K HOpMaribHOMY CO-
CTOSIHMIO KOXW, XOTs1 3TO BO3MOXHO NPy Hauare
neYeHns Ha cTagumn oMeHb paHHero BOCNanuTerb-
HOro ropaxeHus. TepaneBTUYECKUIA ycnex onpe-
aenserca nobriegHeHneM nnm paspeLueHuem apu-
TEMbI, Pa3MArYeHNEM KOXU UM BOCCTaHOBIIEHU-
€M pocTa BOMocC B ovare. Y naumMeHToB ¢ nporpec-
cupyrowmm 3aboneBaHuemM ycnewHoe rievyenune
BeJET K MPUOCTAHOBNEHUO 06pa3oBaHUs HOBbIX
MOPaxXeHWn U OrpaHUYEHNIo PacnpoCTpaHeHus.
POTOKOHTPOMNb MOXET ObiTb UCNONbL3OBaH ANA
OLIeHKM OTBETa Ha NPOBOAMMYIO Tepanuio.

[ns npodunakTikn 3aborneBaunst naymeHTam
pekomeHayeTcs nsberatb TpaBMaTusaLmm Koxu,
nepeoxnaxgeHusi, CTPeCCcoBbIX CUTyauun. B He-
KOTOPbIX Crlyvasx pekomeHAayeTcs nposegeHue
NPOTUBOPELIMAMBHOIO NEeYeHUs, NaumeHTbl 4Ok~
Hbl HAXOOUTLCS Ha AUCNaHCepHOM HabnogeHun y
gepmaronora.
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