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IMannukynutsl (ITH) — rpymnma reTeporeHHbIX BOCHAIM-
TEJIbHBIX 3a00JIeBaHUI, XapaKTEePU3YIOLIMXCS TOpakeHueM
noakoxHoi xupooii kieryarku (ITXKK) u Hepeako nmporeka-
OIIMX C BOBJIEYEHUEM OTIOPHO-ABUTATEILHOTO arlapara 1 BHy-
TpeHHUX opraHoB [1]. [TH npeacTaBasioT cob60ii OMHY U3 HAMOO-
Jiee CJIOXXHBIX TMarHOCTUYECKUX 3a7ay AJis peBMaTOJIOroB, Aep-
MaToJIOTOB M Bpayeil IPyTruX CIeluaTbHOCTEH.

EnuHas KoHuemnuust 3Tuoa0ruu u naroreresa [11 orcyrer-
ByeT. OmpesesieHHast pojib OTBOAUTCS MHGEKIIMOHHBIM (hakTo-
pam (BupycaMm, OaKTepusiM), TpaBMaM, IPUEMY JIEKAPCTBEHHBIX
TpernapaToB, UMMYHOBOCTIQJIUTEIbHBIM U ayTOBOCIAIUTENb-
HbIM 3a00JieBaHUSIM [2—5].

B HacTosiiiee BpeMsi oOiienpuHsTas kiaccudukauust [Ta
He pa3zpaboraHa. OTHaKO HEKOTOPbIe aBTOPbI MPeUIaratoT Bepu-
dunmposats [TH Ha OCHOBAaHWY STUOJIOTUY U TUCTOMOPDOTOTH-
4ecKoil KapTuHbl. B 3aBUCMMOCTH OT TNpeobiamaHus BOCTIATIN-
TEJIbHBIX U3MEHEHUI B COETUHUTEbHOTKAHHBIX MEePEropoaKax
(cenTbl) WM KUPOBBIX A0JbKax [TH MmoapasaensioT Ha cenTalib-
Hblit (CITH) u no6yasipubiit (JITTH). O6a Tuna ITH MoryT npore-
KaTh ¢/0e3 TPU3HAKOB BaCKYyJIUTa, YTO HAXOOUT OTpakeHUEe B
KIMHUYECKOW KapThHe 3a0oseBaHus (cM. Tabnuiry) [2—4].

Knununueckast kaptuna [TH xapakTepusyeTcst yIUIOTHEHUST-
MU, UMEIOLIMMU pa3IMYHbIEe OKPACKY (OT TeJIECHOI 10 6arpoBo-
CHUHIOIIHOI) Y MHTEHCUBHOCTD OOJIM MPU MaJlblalliU, KOTOPbIE
MPEeUMYLIECTBEHHO JIOKAIM3YIOTCS Ha HUXKHUX U peXe — Ha
BEPXHUX KOHEUHOCTSIX, TYJIOBUILIE U JIULIE.

1

VYenex nuarHoctuku [TH 3aBUCUT OT TIHIATEIbHO COOPaHHO-
ro aHaMHe3a, a TaKKe OT aJeKBaTHOW OIEHKU KIMHUYECKUX
TIPOSIBJIEHU 1, Ta0OPaTOPHO-UHCTPYMEHTAILHBIX TTOKAa3aTesel 1
BBISIBJICHUST TUMTUYHBIX MOP(MOIOTMYecKUX MpU3HaKoB. Mi3me-
HeHMsT 0cTpoda30BbIX MOKa3aTeseil BOCMaaeHusI HOCST Heclie-
uuduyecKuii xapakrep, Kak MpaBuio, OTpaxasi HaIUIue U Bbl-
PaXkeHHOCTb BOCIAJUTEJbHOTO Mpoliecca, a He HO30Jorhye-
CKYIO TPUHAJJIEXXHOCTS [ 1]. Bosblioe 3HaueHue 1S yCTaHOBJIE-
HMSI TMAarHo3a MMeeT THCTOJIOTUYECKOe HCCIeNOBaHNe, KOTO-
poe, TO CyTH, SIBIISIETCST «30J0ThIM CTaHAAPTOM» NUATHOCTUKU
IH [3, 6].

B ne6Grore 3a00eBaHMsT MPU OTCYTCTBUU U3MEHEHMI MOKa-
3aTejieil KpOBU M B BULY CJIOKHOCTH TPOBEICHUST MOPDOIOTH-
YECKOro uccliiefiopaHus npumeHenue Y3 u MarHUTHO-pe3o0-
HaHcHol Tomorpadun (MTP) MArkux TkaHeil mo3BossieT onpe-
NIEJIUTh CTPYKTYPY TKAHU, TIIyOUHY U TJIOIIAAb MTOPaKeHUsI, YTO
TaKXXe MMeeT 3HaueHue A5l BbIOopa TaKTUkuY Tepanuu. OgHako
B Hacrosiuiee BpeMsi YHUGULMPOBAHHAs OLIEHKA PE3YJbTaToB
VY3U u MPT nipu ITH oTcyTcTBYeT.

IIpencrapnsier UHTEpeC HO30J0rMYECKOEe pa3HooOpasue Ba-
puantoB CIIH (cMm. Tabnuily), TaK KaK TUMWYHBIA CUMIITOM
«IBETeHUST CUHSIKa», perpecc yIIOTHeHUs (-uii) 6e3 obpa3oBa-
HUS 513B ¥ pyOLIOB BBI3BIBAIOT OOJIbIINE TPYAHOCTH Y Bpaya JIo-
6oii cieunanbHocTu. Ckaepodepma-IIn (C-11n) — penkuii Bapu-
aHT CITH, KOTOpPBII TakxKe OTHOCUTCS K JTIOKAJIM30BaHHOM hop-
Me ckieponaepmuu (CI), a uMeHHO K roaTury riayookoi CII,
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wi Morphea profunda [7]. Coob1iaeTcs, 4To exxeroaHast 3a60-
neBaemoctb C-ITH coctaBnset 2,7 Ha 100 Thic., 607EIOT MpeUMy-
mecTBeHHO XeHIMHBI [8]. R. Lafyatis u V. Farina [9] npeamnona-
raloT, YTO Y KEHIIWH OIpele/icHHYIO posib B passutun C-ITa
MOXXET WUIpaTh MUKPOXMMEPU3M-IIEPCUCTEHIIUS 3MOpPHUOHAIb-
HBIX KJIETOK 1ocjie 0epeMEHHOCTH.

B BosHukHOBeHUN C-ITH y4acTBYIOT pa3Hble TPUITEPHI: ay-
TOMMMYHHUTET, TeHeTUYecKasl MpeapaciooXeHHOCTh (ayuieu
HLA xunacca 1 u II) u dakropsl BHelIHel cpenbl (MHGEKINY,
TpaBMBI, TOKCUHBI, HAPKOTUKHU U paaualnsl), KOTOPbIE, BEPOSIT-
HO, BbI3bIBalOT Bocnasienne Koxu u [12KK ¢ mocnenyromnmm yc-
KOPEHHBIM TPOLIECCOM BBIPAOOTKM KoJjuiareHa. Bo3Hukaromuit
BTOPUYHBII (pUOPO3 00YCIOBIEH MPOHUKHOBEHUEM MOHOHYK-
JIeapHBIX KJIETOK B IEPMY U, KaK CJIEICTBUE, TOpakeHNEM KPO-
BEHOCHBIX COCYIOB (0COOEHHO cy0anuaepManbHbIX). B npucyr-
CTBUM 3MUACPMATIbHOTO (pakTopa pocTta 1 mHTepiciikuna (M1J1) 4
0OJIbIIIOE 3HAYEHHWE B PETYISALUU TPOGUOPO3HBIX aCIeKTOB
BPOXXIEHHON MMMYHHOI aKTUBAlIMU UTPaeT TpaHC(HOPMUPYIO-
wmii dakrop pocta f (TGFpB); WJI4, nponyuupyemsrit CD4+
Th2-numdonuuramu, peryaupyer Bbipadotky TGFp [10—11],
YyTO BjIeueT 3a coboit mopaxeHue koxu, [12KK ¢ pacnipocrpane-
HUEeM Ha daciyu, MBIIIIBI U KocTu. [Ipu cBoGomHOpaTnKaib-
HOM OKHCJIEHMH HEUTpO(UJIOB Y MalMeHTOB ¢ riybokoir CJI
BoisgBiIsieTcss auchynkuusa T-numdpouuros CD3+, CD4+,
CD11b+ onHOBpeMeHHO ¢ yBeJnueHueM uucia T-1uMpOoLIMTOB
CD8+, CDI16+, a Takxe MapkepoB aktuBamuu CDI19+,
CD25+, CD95+ u HLA-DR+ knetox [9, 12]. Psan uccnenona-
TeJeil OTMeYaeT TTOBBIIICHHYIO PETYJISIUI0 MOJICKYJ MEXKIIe-
TOYHOM aare3uu 1-ro TUITa U MOJIEKYJI a[ATre3un COCYIUCTBIX KJie-
TOK B OTBET Ha TaKMe€ LIMTOKUHBI, Kak uHTepdepoH y, NJ11 u da-
KTOp HEKpo3a ornyxojiu o. HecMoTpsl Ha MmojlydeHHbIe JaHHbIE,
pOJIb ayTOAHTUTEN B pa3BuTuu riybokoil CJI TpedyeT naibHel -
[IeTO YTOUHEHUS.

Ilpumepro y 20% mnauueHTOB MOIYT Pa3BUThCS apTPUT,
YBEUT U CYIOPOTH.

AHanIu3 JaHHBIX JTUTepaTypbl CBUACTEIbCTBYET O MpPaKTUYe-
CKOM W HaydHOM MHTepece K npodieme CITH, 4yTo mociykuio oc-
HOBaHUWEM JUIST OITMCAHMS HAIIeTO KIIMHUYECKOTO HAOTIOMCHMS.

boavnasa U., 35 rem, uepxewenka, ¢ okmsope 2020 e. nocmy-
nunra 6 OIbHY «Hayuno-uccaedosamenvckuit uncmumym peema-
monoeuu um. B.A. Haconoeoitr (HUHUP
um. B.A. Haconosoii) c scarobamu na pac-
npocmpaHennvie 3ydsaujue 06azpogvle yn-
JNOMHEHUs HA BEPXHUX KOHEMHOCMAX, 8 00-
aacmu se00uy, 6edep u noscHuuyvl. M3
anamuesa uzgecmuo, umo c 10-aremueco
603pacma Habaodasacs y 2emamonoea no
no60dy uduonamu4eckoi mpomooyumone-
Huueckoll nypnypul. Ha ¢hone mepanuu
enwxoxopmurkoudamu (I'K) 6 doze do
40 me/cym na npomsxcenuu 1995— 1996 ee.
Ypo8eHb MpomMOOUUmMo8 HOpMAaau308aics,
u 6 1996 o. aeuenue 0vi10 OMMEHEHO.
B 1997 e. — peuudus mpomboyumoneHuu
(95-10°/n), 6 cé53u ¢ uem Obira npoedeHa
CHACHIKMOMUS € NOCAEOVIOUUM DA3BUMU-
em pemuccuu 3abonesanus. Haxooumes na
yueme y eemamonoea. B meuenue nocneo-
HUx 6 1em y nayueHmKyu omme4ueHo 4embyl-
pe HebAaeonpuUsmMHbIX Ucxoda OepemeHHO-

Bun ITn  ITu Ges Backyiamra

CIlu VznoBaras sputema, C-I1H, TMIOWIHBINA HEK-
pob6103, 303UHODWILHBIN (hacUUT, CUH-
JIPOM 203UHODUITHH-MUAITUN

JITTH Wnuonaruyeckuii JITTH, uurodarnyeckuii
ructuouuTapHbiil [1H, tunonepmarockie-
po3, dusnyeckuii [TH (xon0n0BOI, MHPEK-
LIMOHHBIM, TPAaBMAaTUYECKUIA 1 JIp.), HEOHA-
TajbHbIN [TH, mocrcrepountblit [TH, ITH,
CBSI3aHHBII C CUCTEMHBIM 3a00JIEBAHUEM
(maHkpearuyeckuii, momyc-ITx, ITH npu
nepmaromuosure, nogarpudeckuii [a, ITH
Mpu ricopraruyeckom aprpure, [1H npu cuc-
TeMHoi C/I, MOAKOXHbBINA CapKOU/L), KalIbLIM-
dunakcus, [TH-nogo6Has T-kierouHas
numboma, nHbeKIMOHHbIN [TH, cu-aHTH-
TpUICUHOBbIN [TH

cmu, U3 KOmopulxX mpu 3aKOH4UAUCH BbIKUObIUEM HA PAHHUX CPO-
Kkax eecmayuu (0o 10-ii nedeau) u o0un — MeOUKAMEHMO3HbIM
abopmom no MeouyuHcKuUM noxasaunusm. B uiose 2019 e. ommemu-
10 803HUKHOGeHUe 0e3 KaKuX-Aud0 npuvuH ymepeHHo 601e3HeHH020
€8emn0-p0o308020 ynAomHeHus 6 obaacmu npagoeo nieva. K epauy
He obpawjanacs, He newusacs. K ocenu moeo sice eooa ynaomuenue
pacnpocmpaHuaoCh Ha GePXHUe U HUJICHUE KOHEHHOCMU, NOSACHUY-
HYI0 U 7200uMHYI0 obaacmu. Jlepmamonoe no mecmy Jcumenscmea
OuazHoCMuposan 0epmamum U peKomeH008an npuem ackopymuHa
no 1 mabnemxke 2 paza 6 dens. Jleuenue s¢pghekma ne dano. B dexa-
ope 2019 e. ocmpo 603HUKAU hOBblUIeHUE MeMnepamypbl meaa 00
38,3 °C, cyxoii kawens, muaneuu. Ilpu obcredosanuu: Hb — 118 2/a
(nopma 120—140 e/n), mp. — 110-10°/a (nopma 180—320-10°/n),
a. — 9,8 10°/a (nopma 4—9-10°/2), CO3 — 19 mm/u (Hopma 2—
15 mm/u), CPB — 10 me/a (nopma 0—5 me/n). 3anodospen duaznos
N€60CMOPOHHel HUNICHeO01e60l NHEeGMOHUU, KOMOpbli noomeep-
duncs npu nposederuu komnvromeproil momoepagpuu (KT) opearos
epyouoil kaemku. Hasznauena ammubakmepuanvhHas mepanus
(amokcuknas 725 me 2 pasa é cymku 6 meuenue 7 OHell) ¢ NOA0JICU-
menvHoiM dhdhexmonm. Tlocae Kynuposanus nHeeMOHUU NAYUEHMKA
ommemuAna ycunenue UHMeHCU8HoCmu okpacku ynaomuenuii. Ipo-
600UNACH NOKANLHAS MEPanusi padesumom, 00HaKo 6e3 aghgexma.
Yposenv mpomboyumos ne koumpoauposanra. B mapme 2020 e. —
nosigaeHue HOBbIX YNAOMHEHUI HA Kodice npeonaeyull.

B anpene 2020 e. koncyasvmuposana 6 HUHUP um. B.A. Haco-
Hoeoll. Tlpu usukarvhom ocmompe onpeoessinuco MHONCECMBEeH-
Hble bone3HeHHble (N0 8U3YANbHOU aHAN02080U wKare — BAIIl — 25
Mm), 6aeposo-kopuunessie (cmadus 1) ynaomruenus pacnpocmpa-
HEeHH020 XapaKkmepa HA 8epXHUX U HUJNCHUX KOHeYHOCMSsIX, 8 5120-
Juunoil u noschuuHoll oonacmsax. Cumnmom «6a100ua» NONOICU-
menvubiil. Ilpu obcredosanuu 6via6aeHbl USMEHEHUs CAeOYIOULUX
nokazameaneii: Hb — 118 e/a (nopma 120— 140 ¢/x), mp. — 90-10°/a
(nopma 180—320-10°/1), COD — 16 mm/u (nopma 2— 15 mm/4), an-
munykaeaptowlii pakmop (AH®) Hep2 — 1/640 sp (nopma<l1/160),
aumumena Kk kapouoaununy (aKJI) IgM — 7,3 MPL (nopma
0,0—7,0 MPL), éoruanounsiii anmukoanyrsum (BA) — 1,24 (nop-
ma 0,79—1,20), dpyeue ummynonoeuueckue nokazamenu Oviau 6
npedenax Hopmbl.

IIpu eucmonocuueckom uccredosanuu OGUONMAMOE KOXNCU U
TIKK maxcumanvho 6one3nenHo20 ynaomueHus 6 001acmu éepxrei
mpemu n1e6020 6edpa onpeoensiNcs MHONCECMBEHHbLI NPOOYKMUG-

Kimnuko-mopdonornueckas knaccupuxanus ITn [2—4]
Clinico morphological classification of PN [2—4]

ITH ¢ BacKyaIuTOM

TToBepXHOCTHBII MUTPUPYIOIIMIA
TpoMObodIeduT npu 6ose3Hn bex-
yeTa, y3eJKOBBIi MOJMapTePUUT,
KOXHBII Y3€JIKOBBII IMOJIMAPTEPUNAT

V3e/IKOBBIN BaCKYJIUT, MHAYPATUB-
Has aputeMa baseHa, J1enpo3HbIii
ITH, peHomeH Jlroumo (nuddysHas
JIETIPOMAaTO3Has Jierpa), HeUTpo-
bunbHbIi JITTH, acconnmpoBaHHBII
C PeBMATOMIHBIM apTPUTOM

Cospemennas peemamonoeus. 2021;15(2):77—82

78



COBPEMEHHAA PEBMATONOTIUA N2°21

KNUHWYECKHUE HABNWAEHUA / CLINICAL OBSERVATIONS

Puc. 1. llayuenmxa U., 35 rem. C-IIn: a, 6 — eunepemupogan-

Hole (cmaous 11) oughghysnvie ynnomuenus na nepeoreii nogepx-

HOCMU NPABO20 U 126020 nae4a; 6 —OUp@y3Hble YRAOMHEHUs Ha

3a0Hell nogepxHocmu bedep u 8 1200U4HOU 004aCmU ¢ CUMNMO-

Mom «Oa00ua» (cmpenxu); e — eunepemuposanuvie (cmadus 1)

OJughy3usle ynaomuenus Ha nepeduell nogepxHocmu bedep
Fig. 1. Patient I., 35 years. S-PN: a, b — hyperemic (stage I1) dif-

fuse indurated lesions on the front surface of the right and left
shoulders; ¢ — diffuse indurated lesions on the back surface of

thighs and gluteal region with skin retraction symptom (arrows);
d — hyperemic (stage I1) diffuse indurated lesions on the front

thighs surface

HO-0ecmpyKmueHblil 6ACKYAUM KAEMHYAMKU C PA36UMUEM CMEULaH -
H020 cenmanvro-a00yaspHoeo In. [lonyuennsie pezysvmameor no3-
goaunu npeononsoycums ouaernos C-IIn u pekomendogams npuem
eudpoxcuxnopoxura (I'KX) 200 me/cym 6 meuenue 2 ned ¢ danvHeli-
wum yseauueruem 003vt 0o 400 me/cym, a makaice ounupudamonra
25 me 2 paza 6 cymku. Ha gpone mepanuu unmeHcusHocms 0KpacKu
VNAOMHEHUIl YMeHbUUAACh, HOBble ovazu He noseasaucs. O0Hako
yepe3 5 Hed nocae Hauanra npuema I'KX eo3nukau 3y0 u eunepemus
KooJiIcu 0moenbHbIX Y4acmKo8 Auya u Kucmeli, NOKpacHeHue 21as.
B okmsabpe 2020 e. koHCyabmMupogarna opmanbmMosoeom, 6vii6aeH
paspule cemyamku 1e8o2o eaasa, pexomendosana ommena I'KX.
Toeoa xce 6 ceasu ¢ npoepeccuposanuem C-IIn u neobxodumocmoro
KoppeKkyuu mepanuu nayueHmxa O0viaa 20CNUMAAU3UPOBAHA
HUUP um. B.A. Haconosoii.

Ilpu ocmompe: pocm — 167 cm, macca meaa — 57 ke, undekc
maccol meaa — 20,44 ke/m’. Ha kooice 6epxHux u HUICHUX KOHEUHO-
cmeil, 1200U4HOL 001aCMU UMEAUCH MHOJICECMBEHHbIE CUMMEMPUHY -
Hble Jug@y3Hble pacnpocmpaneHHvle YMepeHHO 004e3HeHHble
(30—60 mm no BAIIl) 6aeposvie (cmadus 11) ynaomuenus. B ooaa-
cmu ynaomuenuil koxca u II2KK 6 ckaadky He cobupanucs, cum-
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Puc. 2. V3U msexux mraneii: a — dugpgysroe nogvluieHue 3xo-
eennocmu [1I2KK (wepnas cmpenka) ¢ ee ucmonuenuem no cpagHe-
HUIO ¢ KOHMPAAAMePanbHOil CMOPOHOIL, YMOAUEHHbIE AHIX02EH-
Hble nepecopodku — cenmul (beaas cmpenka) mexncoy JHcuposvimu
doavbkamu; 6 — KOHMPANAMEPUANbHAS CMOPOHA
(Hopma, B-pexcum)

Fig. 2. Ultrasound of soft tissues: a — diffuse increase in the
echogenicity of the subcutaneous fat (black arrow) with its thinning
compared with the contralateral side, thickened anechogenic parti-
tions — septa (white arrow) — between fat slices;

b — contralateral side (normal fat, B-mode)

Puc. 3. MPT msexux mxaneii 6edep: a — 6 pexcume T1 onpedens-
HOMCs 2UNOUHMEHCUBHOCMb (CIMPeKU), paspedicenue cenmanbHoll
cmpykmypot [IXKK; 6 — 6 pescume STIR T2 6udnvt 30161 omexa 6
8Ude He20M02eHH020 ycunenus unmencugnocmu MP-cuenana
(cmpenku)

Fig. 3. MRI of the thigh soft tissues: a — in T1-mode, the
hypointensity (arrows) is detected, exhaustion of subcutaneous fat
septal structure; b — In STIR T2-mode, inhomogeneous increase

in the intensity of the MR-signal is detected — areas of edema
(arrows)

nmom «0ardya» noaoxcumenwvuwlil (puc. 1, a—e). Ilrowaos nopa-
acenuss — 14 nadoueil. Jleuscenuss 6 cycmasax 6 noaHom obveme.
Mboiweunan cucmema 6e3 namonoeuu. /lvixanue ee3ukyaspHoe,
xpunoe nem. ToHwl cepoua 38yuHble, pummuyHsie. ApmepuaivHoe
daenenue — 110/70 mm pm. cm. XKueom msexuii, 6e3001e3HeHHbIIL.
[leuens y kpas pebeproil dyeu, ceaezenka He yeeauuena. Cumnmom
«NOKOAAUUBAHUS» NO NOACHUYHOU obaacmu ompuyamenvholil. Jla-
bopamopHbvle noxkaszameau Kposu: mp. (no Qonuo) — 57,0-10°/a
(nopma 180—320-10°/n), COD3 — 16 mm/4 (Hopma 2— 15 mm/4), ra-
Kmamoeeuopoeenaza — 253 ed/n (nopma 135—225 ed/n), AHD
(Hep2) — 1/640sp (nopma <1/160), BA — 1,34 (nopma 0,79—1,20),
ocmanvHble NoKazamenu 8 npedeaax pegepencHvlx sHaveruti. Map-
xepot eenamuma (HBS Ag, anti-HCYV), cughuauca, supyca ummyHo-
deuyuma uenosexa ne o0Hapyscensl. B odbujem ananruse mouu na-
monoeuu He evisigaeno. Ilpooa Manmy — 2 mm. [lpu ncmpymen-
manvHoM 00caed08anuu (31eKmpoKapouoepamma, 3XoKapouo-
epamma, KT opeanoe epyonoii knemxu, Y3U oprownoil nonocmu)
namonoeuu He oOHapyxcero. l[Ipu Y3U msaexkux mxanei 6epxuux u
HUICHUX KOHeuHOCmell, 1200UMHOl 06aacmu onpedesaucs y4acm-
Ku ouggysnoeo nosviutenus sxoeenHocmu I12KK ¢ ee ucmonyenuem
10 CPABHEHUIO ¢ HeU3MEHEHHbIMU 30HAMU, ¢ YMOAUEHHbIMU AHIXO0-
2EHHBIMU Nepe2opoOKamu (cenmamu) mMexncoy Hcuposvimu 00AbKa-
MU, RAOXO CHCUMAECMBIMU NPU KOMAPECCUU 0am4uKom, 6e3 npusna-
K08 ycUAeHUs 8acKyAsAPUAUUU 8 pedcume IHepeemu1ecKoeo donn-
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snepoeckoeo kapmuposanus (puc. 2, a, 6). [lpu MPT maexux mka-
Heti 6edep 6 pexcume STIR (pexcum nodasnenus Jcuposoii mKauu,)
6 cmpykmype TI2KK eviaenerbl MHOJICECMBeHHbIE 8bIPAIICEHHbIE 30~
Hbl UHQUALMPAYUU, A MAKICe YHACMKU U 30Hbl OMeKa 6 gude He2o-
MO2eHHo20 ycuaenus uHmeHcugHocmu MP-cuenanra 6 pexcume
STIR T2 u coomeemcmayruieii euNOUHMEHCUBHOCMU 8 pelcume
T1, xapakmepuzosasuiuecs paspexiceHuem cenmanbHoil CmpyKmy-
pot [IKK, cenapayueii u ymenvuenuem o6sema jicuposvix 001ex
(puc. 3, a, 6). Uszmenenus A04uposarucs no 6eHMpANbHol U 0op-
3aAbHOU NOGEPXHOCMAM 000UX bedep Ha 6cemM NPOMAICEHUU BUOU-
MOCMU, HA4UHAS € YPOGHS OONbUIUX 1200UHHbIX MbLULY, U OblAU HAU-
0016 BbIPAICCHHBIMU 8 NPOKCUMANbHOL mpemu Aeoeo 6edpa. Ilo-
AYueHHble JanHble nodmeepouau enyookue OmevyHO-UH@UALMPA-
muenble u uoposnvie uzmenenus [1I2KK 6edep. Anarus kaunuue-
CKUX U 1a60pamopHO-UHCMPYMEHMANbHbIX NoKa3amenell no360-
AUN UCKAIOYUMb CUCIEMHYIO KpACHYI0 goauanky, cucmemuyto C/1,
uouonamuueckuii JIIT1 u opyeue eapuanmot I11. Juaenocmuposan
Clln: eenepanruzosannas C-IIn Il cmaduu u anmughocghoaunud-
notti cundpom — ADC (mpu nocredosamenvHbIX CAYHAs CHOHMAH-
HbIx abopmog do 10 ned eecmayuu, 06axicobl NO3UMUBHDBLLL pe3yab-
mam Ha BA).

C yuemom xapakmepa meuenusi U pacnpocmpaHesHoll popmoi
C-I11 naznauenvt mukoghernonama mopemun (MMP) 250 me/cym u
anukcaban 5 me/cym, A0KAAbHAS Mepanus Ha 0064acms YNaAomHe-
Hutl (50% oumemuncynsgokcud ¢ 6emamemaszornom 40 me 2 pasa 6
denv). Yepez 3 Hed cocmosHue nayueHmKy 3Ha4UmMenbHo YAyuulu-
N10Cb: YMEHbUUAUCH nA0uadb nopaxcerus (do 10 aadoneii), naom-
HOCMb U UHMEHCUBHOCMb OKpAcKU y3108. boavhas ewinucana nod
Habarodenue peemamono2a no Mecmy JHcumenbcmea, peKomeH0o8a-
Ho npodoaxcums npuem MM®D 250 me/cym, anukcabana 5 me/cym
U N0KANBHYI0 Mepanuio.

Ob6cyxnenne. [Topaxenne [TXKK — mpakTuuecku yHUBEp-
canbHoe mposineHue I1H. [Mpu nuddepeHumansHoit nuarHo-
CTHKE YYUTBIBAIOTCSI KJIMHUYECKME OCOOCHHOCTU KaXKIOTrO €ro
BUJIa U XapaKTepHbIE MPOSIBJICHUST HO30JJOTUYECKUX BApMAHTOB,
KOTOpbIE ciy’kaT 000CHOBaHMEM /I BbIOOpA JIaOOPaTOPHBIX U
MHCTPYMEHTAJIbHBIX METOIOB OOCHeNOBaHUS M TepareBTUYe-
CKUX TonxonoB. [lpencTaBneHHBIN KIMHUYECKU Ciiydail Jie-
MoHcTpupyeT pazsutue C-I1H y yepkereHku 34 net. Psx aBro-
POB OTMEYaeT, YTO BO B3POCIOM BO3pacTe 3Ta MaTOJIOTHS Jalle
BCTpeYaeTcsl y XKEeHIIMH, YeM Y MYXXUUH (cooTHoleHue 2—4:1),
C NMUKOM B 5-M JECSITUICTUHN XKU3HU, TOrJa KaK CPpelHUid BO3-
pacTt Hadajia OoJIe3HU y IeTeii cocraiser 6,4—8,7 roma [13—135].
JaHHble 00 3THUYECKUX OCOOCHHOCTSIX 3a00JIeBaHMSI HEOTHO-
3HayHBl. HekoTopeie uccinemoBatenn orMevarot, uto C-ITH 60-
Jiee pacpocTpaHeH cpeau eBporeiines [13, 16]. L.S. Peterson u
coaBT. [8] obHapyxuiu BbicoKylo yactory C-ITH y xurteneit
mTatra MUHHecOTa, OOJBIIMHCTBO M3 KOTOPHIX (88%) ObLIU
MPENCTAaBUTESIMA €BPOIIEOMIHON PAchl, YTO TOATBEPXKIACT U
Haiie HabJTIoIeHre.

OcOOEHHOCTBIO OIMMCBHIBAEMOTO CJIydasl SIBJISIETCSI codeTa-
Hue C-ITn ¢ ADC. B nurepatype MMEIOTCS eMMHUIHBIE CO00-
ILIeHUsT 00 acColMallMU 3TUX ABYX 3a00J1€BaHUIA, TPU 3TOM MHE-
HUE uccaenoBaresieil o BIMSIHUM aHTUGhOCHOIUMUAHBIX aHTH -
tea Ha TeueHue ITH HeonHo3HauHo. Tak, A. Lis-Swiety u coaBr.
[17], obcnenoBaB 45 MAMEHTOB ¢ pa3IMYHBIMKU (POpMaMU TITy-
ookoit CJI Ha Hamnuue aHTUGOCHOIUIHUIHBIX aHTUTE
1gG/IgM, aKJI 1 BA, y 15 13 HuX BBISIBUJIA UMMYHOJIOTMUECKIE
HapylleHus, a y 2 — Bropu4Hbiii ADC. ABTOpPHI CUUTAIOT, YTO
nMMyHojiorndeckue Mapkepbl ADC He oKa3bIBaIu BIMSHUS Ha
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teueHue riayookoit CJI. TTpoTMBOMONIOXHON TOYKU 3peHUs Ha
poinb ADC npu CIIH mpuaepxkxuBaoTcss R.D. Hunt u coasT.
[18], koTOpbIe onucanyu pa3Butue y 60-JIeTHErO My>KUMHBI €11~
HUYHBIX OOJIE3HEHHBIX 3PUTEMATO3HBIX YIUIOTHEHUI Ha HUXK-
HUX KOHEYHOCTSIX B COUETAHUU C apTPAITUSIMU, TTOBBIIIIEHHBIMU
ypoBHsiMu aKJI (IgG u IgM), aHTUTeNn K [:-TIUKOMPOTEUHY
(IgM u 1gG), BA 1 yBeMueHUEM aKTUBMPOBAHHOTO YaCTUYHO-
ro TPOMOOTIACTUHOBOTO BpeMeHU. [laiueHT noyyan 81 mr ac-
MMPYHA eXeTHEeBHO, Ha (hOHE TaKOU Teparuy OTMEUeHO YMEHb-
[IeHNEe MTHTCHCUBHOCTH OOJIM U TINIOTHOCTH y3510B. broricust ox-
HOTO U3 YIUIOTHEHMIT 0OHapyXwia TurmnuHble mpusHaku CITH u
JITIH ¢ HeitTpoduiamMu, TMCTUOLUTAMU, MHOTOYMCIECHHBIMU
303uHO(MUIaMHU, oyaraMu (Gpuopo3a M XKUPOBOIO HEKPO3a, HO
6e3 BackyuTa. Torma kak ADC ¢ mopaxeHuneM Koxu u [TXKK
XapakTepu3yeTcst TUMQOIIUTAPHBIM BaCKYJIUTOM U COCYAUCTHI-
Mu Tpombamu 6e3 mpusHakos [1H [19]. Takum ob6pazom, HecMO-
Tps1 Ha oTcyTcTBUE MoATBepxKaeHUss ADPC 1o faHHBIM THCTOJIO-
TMYeCcKOro uccienoBaHus, TeueHue [1H Ha poHe MoaoXUTE -
HbIX aHTU(HOCHOTUIUIHBIX aHTUTE ObUIO TSKEbIM. [ucToo-
rMyeckas KapThHa OMONTATOB YIIOTHEHMIA, B3ATHIX y HaIlei
MaIMeHTKH, XapaKTepru30Baach MHOXECTBEHHBIM TTPOTYKTUB-
HO-JIECTPYKTHUBHBIM BaCKyJHUTOM KJIETYATKU C MMPU3HAKaMH KakK
CIlH, Tak u JIITH. CxomHblii ciTydaii TTOSIBICHUST OOJE3HEHHBIX
VIJIOTHEHU Ha Oelpe B COUYETaHUM C TOJOXUTEIbHBIM BA 1
MOBBILLIEHHBIM COJIEPXKaHUEM B ChIBOPOTKE KpoBU aHTUTEN IgG
k aKJI (126 GPL-En/mn; Hopma <22 GPL-En/mi) ommcan
J. Jimenez-Mazuecos u coast. [20]. Tepanusi npeaHU30J0HOM
OKas3aJia ToJIOKUTEIbHOE AeCTBYE Ha KITMHUYECKYIO CUMITTOMA-
tuky [T u ypoBenb aKJI, kotopbrii cHusuics 10 66 GPL-Ex/m.
Takum ob6pazom, naTopu3nosornieckKasi CBsi3b Mexay aHTU¢O-
chonmunuaHbiMu aHTUTEe1aMU 1 [TH ocTaeTcst HESICHOM, HO KOX-
Hble TIposiBJieHUsI [1H y 9TUX MallMeHTOB pearupoBay Ha Jiede-
Hre ADC. HeoOGXoaMMBbI TOTTOJIHUTEIbHBIE UCCIIEOBAHUST TSI
omnpeneaeHus cBa3u Mexay [Ta u ADC.

Knunnueckyto kaptuHy C-ITH 4acTo accolMupyroT ¢ apy-
TMMM TIOATUINIAMM JioKajau3oBaHHOM CJI — orpaHu4YeHHOM OJisi-
meyHoit (Morphea profunda), nuneiiHoii C/I B 06J1acTu TyJ10BU-
111a, KOHEYHOCTEM, FOJIOBBI (10 TUITY «yaap cadieii»), auia (rmpo-
rpeccupytoiasi remuarpocdus auna IMappu—PombGepra), naH-
cKiIepoTrueckoii 1 cMmemanHoi CJI (coueTaHme IBYX WU OoJiee
noatunoB) [21]. OrpanuueHHast u reHepaauzoBaHHas CJ1 yacTto
NIeOIOTUPYET Y B3POC/BIX, YTO Mbl HAOIIOAAIN Y HAllIeH TTallueHT-
KU, B TO BpeMsl Kak JIMHeitHasi — B IETCKOM Bo3pacTte [22—23].
HawubGonee 3Ha4MMbIMU BHEKOKHBIMM TTposiBiieHstMU CJ1 sTBIsI-
I0TCS apTPAJITUH, apTPUT, KOHTPAKTYPBI CYCTaBOB, MUO3WT, (hac-
LIMUT, CHIDKEHKE (DYHKITUU ¥ aTpOMUST MBIIIILI, a TAKXKE HEBPOJIO-
ruyeckre, opTaJabMOJOTUYECKHEe W CTOMATOJIOTMYECKUE CHM-
nToMbl [24—25]. BeposiTHO, mopaxkeHue 1j1a3, BbISIBJIECHHOE Y Ha-
1Ieit MalreHTKH, MOXKHO paccMaTpuBath B paMkax C-ITH.

MHoroob6pa3ue KIMHUYeCKOoi cumnroMatuku [1—3], npa-
BWJIbHOE TIPOBEICHUE OUOTICUY YIIJIOTHEHMUSI, a TaKXKe U3MeHe-
HUS KJICTOYHOTO COCTaBa BOCIAJIUTEIBHOTO MH(UIBTpaTa B Te-
yeHue 00JIe3HM [6] CO3Mal0T MPEANOChUIKH [JIs KOMILIEKCHOIO
MHCTPYMEHTAJIbHOTO 00cnenoBaHus naureHToB ¢ [TH. OnHumu
U3 TIEPCIEKTUBHBIX METOJOB MEPBUYHON MHCTPYMEHTAIbHOM
JNMArHOCTUKM, MO HallleMy MHeHUuio, sBisiorcs Y3U u MPT
MSITKUX TKaHel. B 3apyOexkHoil juTepaType MCIOJb30BaHUE
STHUX METONIOB IS BhIABICHUS [1H omrcaHoO B eMMHUYHBIX MC-
cienoBanusix [26—29]. J. Romani u coasr. [28] nmpoaHanusupo-
BaJIV JaHHbIE TUCTOJIOTMYECKOIM KapTUHBI U Y3U ymioTHeHUi y
64 manumentoB ¢ ITH. YyBCTBUTENBHOCTh M CIELM(UIHOCTH
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V33U mis nuarnoctuku JIIH cocraBumm 85,2 u 88,6% cooTBeT-
CTBEHHO, MOJIOKUTEJIbHOE OTHOILLIeHWEe TTpaBaornogooust — 7,45,
a OTpULIATEJIBHOE OTHOLIEHNUE ITpaBaononobus — 0,16. Ipyrumu
WCCIIeAOBATEISIMU TIPEACTaBICHBI cirydau monyc-ITH nmuma, [Ta
MpH AEPMATOMMO3UTE U MIoJarpe, KOTopbie ObLIN BepUPUIINPO-
BaHbl ¢ moMolibio Y3U u MPT msrkux Tkanei [26—27, 29].
Jleyenue [1H oKoHYaTeIbHO HE pa3pabOTaHO U MTPOBOAMUTCS
IJIaBHBIM 00pa3oM C y4eTOM Tepariii OCHOBHOTO 3a00JIeBaHMUSI.
BoBITMHCTBO JIEKAPCTBEHHBIX CPE/ICTB, KOTOPbIe TTPUMEHSTIOTCST
B PEBMATOJIOTUY TIPU CUCTEMHBIX BOCITAJIUTEILHBIX 3a00I¢BaHM -
51X, 3¢ dekTuBHBI U TTpu MHOTUX BapuaHTax [1H [30]. [Tpu C-ITx
MCITONb3YeTCs JIoKaibHast Tepanus aktTuBHbiMU ['K [31], kanbLiu-
norpuosiioMm [32] u apyrumu cpeactBamu. Lllnpoko HazHayaOT

Takxke cucremHoe iedeHue 'K, merorpekcarom [33], MM® [34],
TKX [35], uukiocriopuHoM [36] 1 TeHHO-UHKeHepHBIMU O1OJIO-
ruyeckumu npenapatamu [37—38], pororepanuto [31].

TMocTreneHHO HaKATTMBAIOTCS KIMHUYECKUE HAOTIONEHNS,
CBUETEBCTBYIOLINE O CIOXHOCTSIX JJAOOPATOPHO-MHCTPYMEH-
TaJIbHOTO 00Ceq0BaHusI U BbIOOPA TAKTUKU JIEYSHUS MPU pa3-
JMYHBIX BapuaHTax JITTH.

Takum o6pazom, C-I1H gBsieTcs peAKUM U TPYAHBIM st
MMAarHOCTUKY 3aboseBaHueM. [IpencTaBieHHbIE NaHHbBIE TIOM-
YepKUBAIOT HEOOXOMUMOCTh MEXIUCIIUTUIMHAPHOTO COTPYIHU-
YecTBa PeBMATOJIOTOB, IEPMATOJIOTOB U IPYTUX CTIEILIMATCTOB C
LIEIbI0 COBEPIIEHCTBOBAHUSI METOAOB BBISIBICHUSI U JICUCHUS
penkux BapuaHToB [1H.
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