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TKa@HW HeN3BECTHOW 3TUOJ1I0rn. ABTOpamMu cTatbu OnvcaH csayydavi JaHHOro
3abosieBaHns y MyX4mnHbl B Bo3pacte 52 net. Cknepeaema byluke xapak-
TEPUIYETCS 3HAYUTESIbHBIM YITJIOTHEHWEM TKaHeW LLeu, BEPXHEero otaesa
rPYAHOV KIETKM, 11J1€4€BOro rnosica ¢ AOMUHUPOBAHNEM MaToJ10rM4e€Cckoro
rpouecca B roIKOXHOM KnieTdaTke. TkaHu rnpy 3TOM OCTUratoT napapu-
HOBOVI M/IOTHOCTU, YTO MNPUBOANT K 3HAYNTEITIbHOMY OrPaHNYEHUIO ABUXE-

Hui. MNMpeactaBieHo AeTasbHOE KIIMHNYECKOEe onvicaHne ciyyasl, nabopa-
TOPHbIE ¥ NAaTOrMCTONIorM4eckme AaHHole. lposeneHa anpoepeHumas-
Ha AnarHoCcTvKa ¢ ApYrumMm CKiepoaepmMonoaobHbiMy 3a601eBaHNSIMU.

CornacHo CoBpeMEHHbIM MpeacTaBieHNsaM Tep-
MWH «CKJIEPOAEPMUS» 0O bEeAMHSET LUMPOKNIA KPYT 3a-
©oneBaHunii CKIepoaepPMMYECKON rpynbl: OT CUCTEM-
HOM 1 04aroBOW CKNEPOaepPMUM A0 UHAYLIMPOBAHHbIX
dopm 1 nceBgocknepoaepmun. lNporpecc B ndyye-
HUW CUCTEMHOI CKIEPOAEPMUM U BANIKMX COCTOSIHNIA
C BblOENEHNEM PASNINYHbBIX KIIMHNYECKNX POPM, NPO-
uecc amddepeHUMPOBKN 1 YTOHHEHNE CYLLIHOCTU HO-
30/10rnin Hapsay C NOSIBAIEHNEM HOBbIX POPM MHOYLIN-
POBaHHOW CKNEPOOEPMUN NMPUBENN K MOHATUIO O CKIe-
poaepMuyeckor rpynne 6oneaHen. Ha cerogHs — aTo
LUMPOKNIM CAEKTP PasnNyHbIX HO30J10MMYeCKUX Gopm
M CMHOPOMOB C XapakKTepPHbIM Pa3BUTUEM NIOKAJIbHO-
ro am reHepannsoBaHHoro ¢Gpmbposa [9].

K rpynne cknepoaepmMonogobHbix 3aboneBaHuin
OTHOCUTCS N peakoe 3aboneBaHne — ckiepenema
Byluke (oTeyHas cknepogepmus, Nporpeccupytolas
no6pokayecTBEHHAs NOOKOXHAA MHAYpaLUus, cknepe-
nema B3pocnbix) [9]. ng cknepenemsl bylike xapak-
TEPHO MHAOYPATUBHOE NOPaXeHMe TKaHen Wwewu, nmua,
BEPXHEro oTAena rpyau, nievyesoro nosica ¢ AOMu-
HVMPOBaHMEM MATONIONMYECKOrO NpoLecca B NOAKOX-
HOWM knetyatke. Haoypauma TkaHer OOCTUraeT Kame-
HUCTOW NIIOTHOCTM N NPUBOOVT K 3HAYUTEbHBLIM Orpa-
HUYeHnaM aBmxeHus [7, 8]. 3acnyxvBaeT BHUMaHWSA
TOT daKT, YTo cknepegeme byllike Hepeako npeaLue-
CTBYET UHPEKLMS BEPXHUX OblXaTesNbHbIX NyTen [8].
Bo3HuvkaeT npeanosioxXeHne 0 ponn 0KanbHOM CTU-
MYSILMN BOCNANUTENbHO-(PUOPO3HBLIX UBMEHEHUI He-
pe3 B3aMMOAENCTBNE aKTUBMPOBAHHbIX IMMGOLUNTOB,
TYYHbIX KNEToK, GprnbpobaacToB 1 NPOAYLMPYEMBIX UMM
MeanaTopos. B aToM ciyyae KnmHmnyeckas reteporeH-
HOCTb M MPENMYLLLECTBEHHAS TOMOMOIMs NpoLecca Mo-
ryT 6biTb CBSA3aHbI C TPUITEPHLIMU MEXaHM3MaMu pas-
BUTWS OTAESbHbBIX KIIMHNYECKNX POPM CKIepoaEPMU-
YyecKoW rpynnbl 6onesHen.

Hauyano 6ones3Hn BHe3anHoe. MosBnsieTcs o4YeHb
MAOTHbIA OTEK KOXM 1 NOAKOXHOM KNEeTYaTKM, CHava-
na 06bI4YHO Ha Lee U Le. YNNOTHEHUSI O4EHb ObICTPO

pPacnpoCTPaHAIOTCS Ha NNIEYU, rpyOb, BEPXHIO YaCTb
CMVHbI, UHOTAa Ha HUXXHNE KOHEYHOCTU, XOTH 9TOT NPO-
Lecc ObiBaeT BblpaxeH ropasno cnadee. O6bIYHO Ku-
CTW 1 CTOMbl OCTalOTCA CBOOOAHLIMW, OJHAKO B He-
KOTOPbIX C/y4asiX OHU TakXe 0Ka3biBAlOTCHA BOBMEYe-
Hbl B NPOLLECC, HO MPY 3TOM MNasblbl 3aTparnsananch
JINLLIb HE3HAYUTENBHO U COBCEM He OblNIN U3MEHEHDI.

[MNOTHOCTb U HANPSAXEHOCTb, XapakTepHble
Ons cknepenemol byluke, NPMHATO CpaBHMBATL C Bre-
yaTIeHMEM, CO3OAI0LLMMCS NPU MHOUITLTPALUK KOXN
1 NOAKOXHOM KneT4yatku napaduHom. NoaTomy 4acto
roBOPSAT O «NapadrHOBOM MNOTHOCTN» KOXW NPV AaH-
HOM 3aboneBaHun [3, 7]. Koxa npu aTom rnaakas,
c 6neckom, nueHa CBOEro HopMasibHOro PUCYHKa.
[MopaxeHHas Koxa HaTaHyTa, 6rnegHas unan cnerka
CUHIOLLHA; HEPEOKO OTMEYaeTCs BblpaXeHHast rmne-
pemus. MNMpu oANTENBHOM TEYEHMN BOSMOXHA rMnep-
nUrMeHTaums y4actkoB. ATpodum He HabnogaeTcs.
CnusncTtble 0605104KM He NopaxatoTcs. YacTo passu-
BaeTCHA MaKpOrjoCccus B NPOTUBOMOJIOXHOCTb MUKPO-
rnoccum npu anddysHom cknepogepmmn. Kakne-nnbo
CYOBbEKTUBHbIE OLLYLLIEHWNS B KOXE (3yA, 60nb, napecTe-
311 1 Ap.) 0ObIYHO OTCYTCTBYIOT. YyBCTBUTENIBHOCTb
coxpaHsieTcs. bbiBatoT kpacHbIN v 6enbii fepmMorpa-
dun3m. TeneaHrnakTasmm oTCyTCTBYIOT. HacTo oTMeYa-
I0TCS TPOPUYHECKNE HAPYLLUEHUS, NMYCTYIbl N y4aCTKN
3pUTEMBbI, KOTOPAst MOXET BO3BbILLATLCH Ha, MOBEPX-
HOCTbIO KOXW. B 0Tnnyme 0T cUCTeEMHON cKiepoaep-
MUK nNpu cknepeaeme byliike He HabNOAATCA CUHAL-
pom PeliHO 1 nopaxeHust BHYTPEHHUX OpraHos [3, 6].

BnepBble gaHHoe 3aboneBaHne NoapoOdHo onuca-
Ho B 1902 r. M3BECTHbLIM HEMELIKMM AepMaTosiorom AB-
paamom Byuike, koTopbi oTanddepeHumpoBan ero
OT NIOKaJIbHOW CKNEPOAEPMUN N CUCTEMHOIO CKIIEPO-
3a [1]. C Tex nop aT1a 60/1€3Hb HOCUT UMS 3TOrO U3-
BECTHOro gepmarosora. B HacToswee Bpems onuca-
HO 3HA4YUTENIbHOE KOJIMYECTBO CNy4aeB CKiepeaembl
Byllke y B3pOoCbIX B OTEYECTBEHHOM N 3apybexxHOoMn
nuteparype. YKasbiBaeTCs, YTO OHa 4aCTO MOXET pas-
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BMBaTbCS Ha GOHe caxapHoro anabeta [2], runepTu-
peosa, peBmaTonagHoro apTpuTa, cmHgpoma Llerpe-
Ha [5], aHKMNO3MpyloWwero CNoOHAWN0apTpuTa, 3/10-
Ka4eCTBEHHOW MHCYNMHOMBI [4]. CoyeTasdCb C 9TUMM
3aboneBaHusiMun, cknepeaema bylike nmeeT pasnuy-
HO€e TeYeHune 1 NporHos [5, 6].

Mpepcrasnsiem cnyyam AnarHoCTUKN CKnepenemMsl
ByLuke B HaLLEen KnHuKe.

MauyeHT M., Myx4unHa, 52 roga, nactyx, obpatu-
CSl B PEBMATOJIOMMYECKYIO KIIMHUKY MO HanpaBieHnto
aepmartornora ansa UCKIYEHNS CUCTEMHOWN CKNepo-
nepmMunn. XXanobbl Ha YrIOTHEHME KOXM LLIEV C Pacrpo-
CTpaHeHneM Ha 00a nneya, BbIpaXXeHHOE YIII0THEHWE
KOXW FPpyAHON KNETKN cnepeam 1 ¢3aamn, CKOBaHHOCTb
B 06/12CTU LLIEM M MNEYEBOro nosica, 3aTpyaHeHue OBu-
>KEHUS B MJIEYEBbLIX CYCTaBax M OrpaHnyYeHmne 9KCKyp-
CUW NETKNX.

BrniepBble ynaoTHEHNE KOXW NAUMEHT 3aMETIUI OKO-
no 1 rogaHasag Ha nepenHen rpyaHom KneTke, 4Tto 3a-
HMMaro y4aCcTOK AnamMeTpoMm okono 8—10 cm n pacno-
naranocbk Hag rpyamHoin. NocteneHHo 30Ha MHAypa-
LMK pacnpocTpaHsanach Ha wweto, nineyn, no rpyaHomn
KJIETKE C MEPEXOOM Ha CNHY, CONPOBOXAASCh CKO-
BAHHOCTbIO 1 OrpaHuyYeHneM OBUXEeHUNn. YeTko yka-
3aTb NPUYNHY 3a6051eBaHMS U CBA3b C KaKUM-NnM60
cobObITMEM NauUMeHT He MoxXeT. B aHamHe3e vyacTble
NPOCTYAHble 3a00NEeBaHUS, XPOHNYECKNIA OOCTPYKTUB-
HbI OPOHXUT, rMNepToHNYeckas 601Ee3Hb.

NMPN OBLEKTUBHOM OBCJIEAOBAHUA

AcTeHunyecKkoro Tenocnoxenmsa. OpneHTnpoBaH
BO BPEMEHU 1 NPOCTPaHCTBe, agekBaTeH. Temnepa-
Typa Tena — 36,5 °C. Koxa nepegHein NOBEPXHOCTMU
Lieun, Haanne4ynii, nneven, nepeaHein, OKoOBOW 1 3a-
Hel NOBEePXHOCTU MPYLAHON KNETKN 3HAYUTENBHO YNIOT-
HeHa BMJIOTb A0 KAMEHUCTOM MIOTHOCTU, B CKNaaKy
He 6epeTcs. Koxa aTux y4aCTKOB 3HA4YMUTENIbHO TBEP-
XE 1 TOMLE, YeM B APYruxX (HEMOPaXeHHbIX) y4acT-
kax. OTmMeyaeTcs NnopaxeHne CUMMETPUYHBIX y4acT-
KOB KOXW. lMopaxeHHasa koXxa HaTsHyTa, B HEKOTO-
pbix MecTax bnecTawas, negHas, B 6GOKOBbIX 30HaX
M Ha naeyax — y4acTKy rmnepnmurMeHTaumnm, a Takxe
3pUTEMATO3HO-YPTUKAPHbIE NATHA Ha NepeaHen no-
BepxHocTu (poTo 1, 2). Ha nnede cnenpl nocneacTeumii
ccaayiH (MOCTTPaBMaTMHECKNX), KOTOPbIE MIOX0 3aXKM-
BasIN 1 OCTaBWUIIM NOCE 3aXNBIIEHUS 30HbI TUMNEPMUNT-
MeHTaumun. Koxa nmua He nopaxeHa, MMMmka coxpa-
HeHa, OTKpbITME pTa cBoOOoAHOE, 6e3 orpaHuyYeHui.
Y4yacTkoB aTpoduin KOXM NpPU OCMOTPE HE BbISIBNIE-
HO. BonocsHowm nokpoB Ha y4yacTkax C UBMEHEHHOMN
Kkoxen oTcyTByeT. OTMeYaeTcsa pe3koe orpaHnyeHmne
OBVKEHUI LLIEN, NNIEYEBBLIX CyCTaBOB. MakCcmManbHOe
oTBeAeHue nne4veBbix cycTaBos A0 80° cnpasa u crne-
Ba (poTo 3). [pyrue cycTtasbl He NopaxeHbl. Mbllley-
Has 60/1b He oTMe4vaeTcs. ATPoduUiA MbILL, HET. Mbl-
LeyHas cuna CHMXeHa B 06enx pykax; B HUXHUX KO-
HEYHOCTSAX COXpaHeHa, cMMMeTpuyHa. Cuna Mbiwy,
Len coxpaHeHa. MNanbnaums MbiLLL, 1 cycTaBoB 6e360-
ne3HeHHa. HyBCTBUTENBHOCTb KOXIM COXpaHeHa. Nanb-
NUPYIOTCHA YBENINYEHHbIE NOAYENIOCTHbBIE NUMOOY3Jibl
no 1,5 cm, 6e36one3HeHHble, He CrasiHHble, NOABUX-
Hble. [lpyrme rpynnbl AMM@OY3/10B — HE YBEJINYEHDI.

JNIKAPIO-NPAKTUKY

®oto 1. Bua rpynHoii knetku naumeHTa M. MopaxeHHas koxa HaTsHyTa,
B HEKOTOPbIX MecTax 61ecTsLLas ¢ NaToNorMyeckon NUrMeHTaumeii B 06-
nactv rpyauHel. Koxa B cknagky He 6epetcs. MHaypaums koxu nepenHeii
TPYAHOIA KNETKN CO3AaeT BNeyatieHne HabyxaHus COCKOB MOIOYHbIX Xe-
ne3. JpUMaTo3HO-YPTMKAPHbINA SNEMEHT CMpaBa 1 y4acTku runep- v ae-

NUrMEHTaLun Ha NpaBoM nneye nNocne TpaBMaTu3aumm Koxmu

¥

®oto 2. VHmypaums u runepnurMeHTaLms KoXu rpyaHon KneTku

e

®oro 3. BblpaxeHHOe orpaHuyeHne NoABMXHOCTH NieYeBbIX CYCTaBOB
113-3a MHAYPALIMM KOXM Ne4eBOro nosica. MakcumansHO BO3MOXHOE 0T-
BeJleHne njeyesbix CyCTaBoB

DcKypcus Nerkux 3Ha4MTENIbHO OrpaHnyeHa: crnpa-
Ba 1 cneea — 1-1,5 cm. [bixaHne OpIOLIHOro Tmna.
Mpu AbIXxaHUW WMPUHA MeXPEBEPHbIX MPOMEXYTKOB
NPakTN4eCKn HE N3MEHSIeTCA. AyCKyIbTaTUBHO HA BCEM
NPOTSKEHUM NIETKMX BbICYLLVMBAETCS OCNabneHHoe Be-
3UKYNSIPHOE AblXaHWe 13-3a OrpaHNYeHHON AKCKYPCUM.
Y — 20/muH. notaHme cBoboaHoe. MpaHuLbl cepa-
L1a HECKOJIbKO pacLUMpeHbl BAEBO. TOHbI cepaua puT-
MWYHbIE, MOHMXEHHOW 3BY4YHOCTW, NATONIOrMYECKMEe
Lymbl He BbicnyumBatotcs. YCC — 84 ya./muH. AL —
150/90 MM pT. CT. 93bIK OObI4HbIX PA3MEpPOB, OTNeYaT-
KOB 3yOOB MO KpasiM HET, 0BNOXeH 6enbiM HaNeToM,
KOTOpbINM nerko cymwaetcs. CyxocTu BO pTy HE OTMe-
yaeTcs. CnoHooTAeNeHNe HopMasnbHOE. )KUBOT NPUHN-
MaeT y4yacTue B akTe apixaHus. MNpu nansnauum 6e360-
NE3HEHHbIN, MArkuii. MNeyeHb No kpato pebepHol ayru.
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CeneseHka He OoCcTuUraeTcs. 3oHa NPOeKUMK XEeNYHO-
ro ny3blpsi 6e360ne3HeHHas. KneyHvk npy nanbnaumm
6e3 ocobeHHocTer. CMMNTOM NOKOMa4MBaHNS B MOSIC-
HWU4YHOM obnacTn 6e360ne3HeHHbI. ModyencnyckaHue
cBoboaHoe. OTEKOB Ha HUXKHUX KOHEYHOCTSX HET. INynb-
caumsi apTepuin CTomn coxpaHeHa.

NP JIABOPATOPHOM OBCJIEOOBAHUA
YCTAHOBJIEHO

O6LLmMiA aHaNN3 KPoBU — 3puTpoLMTEl —3,12-10'%/71,
remMornobvH — 122 r/n, neikoumtbl — 6,7-10%/1, TPOM-
6ounTtbl — 236-10°/n, nanoykosaepHole — 4%, cer-
MeHTosiaepHble — 53%, 203uHOPUNbI — 3%, NUM-
dountbl — 33%, MOHOUUTLI — 7%, CO3 — 18 MM/u.

B obuiem aHannse Mo4ym naTonormyeckmx OTko-
HEHWI HE BbIABEHO.

B 6uoxnmMmmnyeckom aHanmae KpoBuM onpeneneHo no-
BbILLIEHME BOCMNANIUTESNIbHLIX MapkepoB: C-peakTUBHbIN
6enok (++), cepomykong — 0,520 en., pnbpuHo-
reH — 6,88 r/n, oowmii 6enok — 68 r/n, anboyMuHbI —
524%, a,-rnobynuHbl — 5,4%, a,-rnobynnHbl — 9,8%,
B-rnobynuHbl — 14,3%, y-rnobynuHbl — 18,5%.

[pyrve nokasatenu He OblIN MU3MEHEHBI: INI0KO3a
KpoBn — 4,7 MMOJb/N, KPEaTUHNH — 86 MKMOJb/N,
Mo4yeBMHa — 6,2 MMOJb/N1, MO4YeBas KMcnora —
352 kMMonb/n, o0Wuin GunnpyouH 14,4 MKmMonb/n,
AnAT — 22 en./n, ACAT — 24 en./n, obLwmii xonecTte-
pvH 5,2 mmonb/n, NA — 675 en./n, KOK— 212 Ea/n,
Kanbumii odbwmnin — 2,32 MMosb/N, KanbLWUA MOHU-
3upoBaHHbIin — 1,01 MMONb/N, CbIBOPOTOYHOE Xe-
neso — 14,3 mr/n, kanui — 4,2 MMOJb/N, HATPUN
142 mmonb/n.

C uenblo NCKTIOYEHNSA CUCTEMHOM NaTONOrMn coe-
OVHUTENBbHOM TKaHn 1 anddepeHumaumm ot CUCTeM-
HOW ckiepoaepmMmn NpoBeaeHbl UMMYHONOrM4Yeckmne
nccnenoBaHua: aHTuTena Kk aHTureHy Scl-70 — Hera-
TUBHbIE, @aHTUTENA K LLEHTPOMEPAM — HEraTuBHbIE,
ANA — HeraTumBHble, peBMaTOUOHbIN GaKTop — OT-
puvuaTenbHbIN.

Ha peHTreHorpamme rpygHom KJeTkm oTMeyaeTcs
YCUIEHMNE NErOYHOIr0 PUCYHKA, 04aroBO-NHGUIbTPa-
TUBHbIX UBMEHEHUI He BbIABNIEHO. lNokazaTtenu cnmupo-
rpadunn NPoAEMOHCTPUPOBANN PE3KOE YMEHbLUEHME
XXM3HEHHOM EMKOCTW NErKNX, APYyrue nokasarenm co-
OTBECTBOBAJIN JIEFOYHOM HEeAOCTaTO4YHOCTU |l cTenenun
Mo PecTPUKTUBHOMY TUTTY.

MaTorncronornyeckoe nccnenoBaHmMe KOXHOro
OunonTara BbIIBUJI0 HE3HAYMTESNIbHOE YTOJILLLEHNE 3MNK-
nepmuca, and@ysHbIn CKIepo3 epMbl C dparMeHTa-
LMen KonnareHOBbIX BOJIOKOH 1 rMnepriasnen ana-
CTMYECKNX BOJSIOKOH, C HAaNn4nem 00JbLUMX Y4aCTKOM
CKOMAEeHUs MyLMHONoA0OHOro BellecTBa, KOTopoe
OKpaLUMBaETCS anbLMaHOBbIM CUHUM, YTO yKa3bliBaeT
Ha MX MyKonoancaxapuaHbeli coctas. B mukponpena-
paTte OTCyTCTBOBaNN BOCNANUTENbHbIE NHOUILTPATHI
M NMPU3HaKu BackynmTa.

Takke nNpoBeaeHO ynbTPa3ByKOBOE MccnenoBa-
HMe opraHoB OPIOLLIHOW MOJIOCTU, WMTOBUAHOW Xe-
Ne3bl U CIIIOHHbIX Xene3. YoeauTenbHbIX OTKIIOHEHNM
1 3HAYMMOW NaTONOrN He BbISIBJIEHO.

AdnddepeHupmanbHbli AUarHo3 NPOBOAWIN HE TOSb-
KO C CUCTEMHOM cknepoaepmMuein, and@y3sHbIM 303U-

HOOWBbHBIM HACUMTOM, HO 1 C MPOrepmen B3pOCbIX
1 NO34HEN KOXHOM nopdupmnen.

B oTnn4me OT CUCTEMHOW ckiepogepmMunm,
npw cknepeneme byuike HeT peHomeHa PeiHo, nnuo
M OVCTasbHbIE OTAENbl KOHEYHOCTEN HE MOPAXEHbI,
TaKXe HeT akpo4aKTUIMKN, aTPodum KOXN U nopaxe-
HWS BHYTPEHHUX OPraHoB. TMNN4YHblE NaTOrMCTONOM M-
Yyeckue AaHHble MO3BONSAIOT TaKXkXe pasrpaHNynUTb 3TH
nBa 3abonesaHus.

B03NHOPUNBbHBIN DaCUUT KIMHUYECKN MOXET Mo-
XOAUTb Ha cknepeaemy bylike, 0COGEHHO B YCNIOBUSX
MOBbILLEHNS BOCMNANINTENbHBIX MapPKEPOB, HO TUMUY-
Hbl€ N3MEHEHUS B aHaNn3ax (rMnepao3snHoOGUInS 1 r-
neprammarniobyimHeMunsl) N rMcToNornyeckne aaH-
Hble (YTOsLWeHmne NogKoxXHonm dpacummn, numoouunTtap-
Has 1 nna3martmnyeckas ee UHPUNbLTPaLMS) NO3BOASIOT
MOJIHOCTBIO UCKJTIOHYUTb JAHHbIV ANarHo3.

CumMnTomaTmka no3gHen KOXHoOM noppupun xa-
pakTepudyeTcsa NUrMeHTaumen, ny3bipsaMmv 1 runep-
Tpuxo30oM. NMurmeHTaums BOSHMKAET Ha OTKPbITbIX
ydacTkax KOXu — nuue, Wee, BEPXHEN YyacTu rpyau,
Tbine KucTen, oHa guddysHas, LBET KOXM konebnet-
CS1 OT 3eMJIMCTO-CEPOro A0 KPAaCHOBATO-CUHIOLLHOIO
1N 6POH30BOr0 OTTEHKOB. OQHOBPEMEHHO MO34HIO
KOXHY0 nopdurputo 06a3aTeslbHO CONpPOoBOXAaEeT MNo-
paXeHne NevyeHun, 4YTo NPOSIBASETCS KIIMHUYECKUMU
1 nabopaTtopHbIMM cMMATOMaMu. TpyaHOCTM B and-
depeHumaumn 0bbIYHO BO3HMKAIOT NPU CKJleponep-
Monoao06HoM dopMe KOXHOM nopdupum, oaHako npa-
BUJIbHO COOpPaHHbIM aHamMHe3 (Bynne3Hble NopaxeHus
KOXM B aHaMHe3e), CKJIepOTUHECKIME NOPaKeHNS 0ObIY-
HO NMu@ 1 LWeun, KOTOPbIe 3akaH4YMBalOTCA aTpoduren
KOXW, OTCYTCTBUE BbIPAXEHHOIO YMIOTHEHUS KOXWU,
a TaKkkKe OTCYTCTBME CMMMATOMOB NOPaXeHnsa NevyeHu
NO3BOMAIOT UCKITIOYNTb 1 3TOT ANArHo3.

Y70 KacaeTcs Nporepum B3pOCHbIX, TO 3TO FreHeTun-
yecku AeTepMUHNUPOBaHHOE 3ab0osieBaHMe Yyallle BCero
nebioTVPYeT B Neproa, nosioBOro CO3peBaHust, a noToMm
HEYKJIOHHO nporpeccupyeT. U3MeHeHns KOXn NposB-
NSI0TCHA UCTOHYEHNEM 1 aTpoduent, C oHaramm cKnepo-
nepmMonoaobHOro ynioTHEHUS, ANCXPOMUEN 1 B Aallb-
HENLLIEM XPOHNYECKNMU MJTIOXO0 3aXKNBAIOLLIMMU paHa-
MW. DTN U3MEHEHUS Hanbosee BblpaxXeHbl Ha Nnue
M B ONCTasbHbIX OTAENAX KOHEYHOCTEN. A B coyeTa-
HUW C anoneymen, TOHKUM KIIOBOBUOHbIM HOCOM, CY-
>XEHHbIM POTOBbLIM OTBEPCTMEM, TOHKOW aTPOPUYHOM,
Kak Obl «MPOCBEYNBAIOLLLENCSA» KOXEN Ha NINLLE CO3aa-
€TCSH BHELUHMI 006NMK NauneHTa, XapakTepHbIii TOJb-
KO Ons nporepum B3pochnbix. [McTonornyeckas kap-
TVHA B 9TOM CJly4ae XapakTepu3yeTcs YyTOJLLEHNEM
anugepmMuca, roMoreH1n3auvien n ckinepo3om coe-
ONHUTENbHOM TKaHW, atpoduren NoAKOXHOM KeTyaT-
KM C 3aMeLLEHNEM €€ COeOVHNTENTbHOTKAHHBIMN BO-
JIOKHaMW.

Takmm 06pa3om, Ha OCHOBaHMM Xanob 60JIbHOro
U TUMUYHOW KITMHNYECKOM KapTUHbI (BbIPXXEHHAA NHAY-
paums KOXun LLen, Hagnnevmin, nnevyen n rpygHom KneT-
K1 C OrpaHnUYeHEM OBMXKEHWI, HE CONPOBOXAAIOLLANA-
CS1 HEBPOJIOrMYECKUMM CUMATOMaMM 1 60NEBLIMM OLLLY-
LEeHaMM), NnabopaTopHbIMM 1 NATOrMCTOIOIMHECKMMMN
[aHHbIMW, NPOBEAEHHBIM AnddepeHLManbHBIM ANArHO-
30M C APYrMMu cKnepoaepmMonoaobHbIMm 3aboneBaHmn-

YKPATHCbKUN PEBMATOJIOTIYHWUW XYPHAJ o Ne 1 (43) » 2011



AMW NAUMHTY YCTaHOBEH avarHo3: Cknepenema byuu-
Ke 061acTu LWewn, NIe4eBOro nosica 1 rpyaHoOm KIeTku.

OTHOCUTENBbHO NPOrHO3a, TO OH 3aBUCUT OT CO-
nyTCTBYIOLMX N POHOBLIX 3ab60neBaHwnii. [pun coveTa-
HUWN C PEBMATOUOHBIM apTPUTOM, aHKNI03UPYIOLLIM
cnonaunoapTpmuToMm, 6onesHeio LLierpeHa cknepenema
Bylwike nporpeccupyet BMecTe ¢ HuMmu. OgHako B Nu-
TepaTtype OnncaHbl Cilydam cCaMornpou3BOJIbHOIO pas-
peleHns 6one3Hn yepes 2-3 roga [6, 9].

JleueHne cknepepembl bylike npoBoguTca rno-
KoKopTukongamun, aHTMdnbpo3HbIMK NpenapaTamMu,
cpeaun HMx oTMeyeHa ocobas addEKTUBHOCTb KO-
xuupHa [3].

Mocne anarHocTukm 3aboneBaHns U ycTaHOBME-
HWS AmMarHosa ckiepenemsl byuike naumeHTy 6bi1 Ha-
3HAYeH METUNNPELHN30I0H B f03€ 24 Mr/CyT B Teye-
Hve 1 Mec Cc nocneayLWyM NOCTENEHHBIM CHVXXEHNEM.
Yepes 4 Hep, nauneHT OTMETUA CYLLECTBEHHOE YyY-
LLIEHNE COCTOSIHUIS, yBENNYEHME NOABUXHOCTM Mieye-
BbIX CYCTaBOB 1 FPYAHOM KITETKM, CHUXKEHME MNIOTHOCTYU
KOXWM, 0COBEHHO Ha niedyax. B naHHoe Bpems nauyeHT
NPOLOJIKAET NIeHeHe METUNNPELHN30/I0HOM B [03€
8 mr/cyT. MpoBoanTcs AuHaMuyeckoe HabnoaeHue.

JaHHbIN KNTMHWYECKMIA cnyyan no3BONSET pacilun-
pUTb HALLM NPeaCTaBEHWS O FPYMMe CKNepoaepMorno-
DO6HbIX 3a601EBAHNIA, @ TaKXKe NOAONTU K ANarHOCTUN-
K€ AAaHHOIro COCTOSIHMSA, KOTOPOE NPOSIBAAETCH TOJIbKO
MnopaxkeHMeM KOXK, C UHTEPHUCTCKMX NO3numnii. B ces-
31 C 4acTbIM coYeTaHMeM cknepegemsbl byluike ¢ gpy-
rMMN peBMaTmyeckuMmmy 3aboneBaHnsMm, caxapHbiM
anabeToMm, 310Ka4eCTBEHHbLIMW HOBOOOPA30BaHMUS-
MW, NAUMEHT NOONEXNUT OANTENbHOMY HaGNOAEHNIO
PEBMATONIONOM C MOCTOSIHHBIM KJIMHUYECKUM MOHMU-
TOPUHIOM.

JINTEPATYPA

1. Buschke A. Uber Scleroedem (1902) Berl. Klin. Wochenschr.,
39: 955-957.

2. Cole G.W., Headley J., Skowsky R. (1983) Scleredema dia-
beticorum: a common and distinct cutaneous manifestation of diabetes
mellitus. Diabetes Care., 6: 189—192.

3. Foti R., Leonardi R., Fichera G., Di Gangi M. et al. (2006)
Buschke Scleredema, case report. Reumatismo., 58(4): 310-313.

4. Matsunaga J., Hara M., Tagami H. (1992) Scleredema
of Buschke associated with malignant insulinoma. Br. J. Dermatol., 126:
527-528.

5. Miyagawa S., Dohi K., Tsuruta S. et al. (1989) Scleredema
of Buschke associated with rheumatoid arthritis and Sjogren’s syndrome.
Br. J. Dermatol., 121: 517-520.

6. Parmar R.C., Bavdekar S.B., Bansal S. et al. (2000) Scler-
edema adultorum. J. Postgrad. Med., 46: 91-93.

7. Tate B.J., Kelly J.W., Rotstein H. (1996) Scleredema of
Buschke: a report of seven cases. Australas J. Dermatol., 37(3): 139—-142.

8. Ulmer A., Schaumburg-Lever G., Bauer J. et al. (1998)
Scleredema adultorum Buschke. Case report and review of the litera-
ture. Hautarzt., 49(1): 48—54.

9. Venturi C., Zendri E., Santini M. et al. (2004) Scleredema
of Buschke: remission with factor XIlI treatment. Int. J. Tissue React.,
26(1-2): 25-28.

JNIKAPIO-NPAKTUKY

BUNAAOK AIATHOCTUKHN
CKJIEPEOEMM BYLWIKE — PIOKICHOIO
CKJZIEPOAEPMONOAIBHOIO
3AXBOPIOBAHHA

C.P. TypsHuus, I.1O. NlonoBay, K.I. FpaH4ak

Pe3iome. Ckrnepegema byiuke — pigkicHe 3a-
XBOPIKOBAHHSM CMOJIYYHOI TKAHUHU HEBIAOMOIT
eTionorii. ABTopamMu cTatTi OonucaHo Bunaaok
LIbOro 3axBOPHOBAHHS Y HOJ10BiKa BikOM 52 pokiB.
Cknepenema byLuke xapaktepu3yeTbCsi 3HaAYHUM
YLWiIJIbHEHHSIM TKaAHWH LN, BEPXHbOro BiaAiny
rpPYAHOI KJITKU, 1171€40BOro rnosicy 3 AOMIHYBaHHSIM
naroJsiIoriYHOro nNPOLECy B MiALLKIPHIVI K/TITKOBUHI.
TkaHuHY Npuv LUbOMYy HabyBalTb rnapag@iHoBoi
LiTbHOCTI, 1110 NPU3BOANTbL 10 3HAYHOro obme-
XEHHSI pyxiB. HaBeneHo getasbHui KaiHIYHWI
onuc Bunazaky, 1abopartopHi Ta naTtoricTosaoridyHi
AaHi. lNpoBeneHo angepeHUiiHy AiarHOCTUKY
3 IHWUMU ckaepoaepmMornonibHNMN 3axBopio-
BaHHSIMMU.

KnioyoBi cnoea: cknepenema byluke,
cknepoaepmonoibHi 3axBOpOBaHHS,
YLLINIBHEHHS LIKIpW, BUNMaao0K, AiarHOCTMKa.

CASE DIAGNOSIS OF SCLEREDEMA
OF BUSCHKE AS A RARE
SCLERODERMA-LIKE DISEASES

S.R. Turyanitsa, I.Yu. Golovach, K.I.Granchak

Summary. Scleredema of Buschke is a rare
connective tissue disorder of unknown aetiology.
Authors of article is described a case of diagnosis
of this rare disease in men 52 years. Scleredema
of Buschke characterized by marked thickening in
the neck, upper part of the chest, shoulder girdle
to the dominance of the pathological process in
the subcutaneous tissue. The density of tissue
is determined at the same time as the density
of paraffin and lead to significant restrictions
on movement. In article is presented a detailed
clinical description of cases, laboratory data
and histopathological opinion. The differential
diagnosis with other scleroderma-like diseases
is carry out.

Key words: scleredema Buschke, scleroderma-
like diseases, induration of the skin, case,
diagnosis.

Appec pnsa nepenucku:

TypsiHnua Cameen PobepToBuy

88000, Yxropoa, yn. MbitHas, 21

3akapnaTckasi 06nacTHast KnMHM4Yeckas

6onbHMUA M. A. HoBaka, OTAeNeHne peBmaTtosiornm
E-mail: samvel.robertovich@gmail.com

YKPATHCbKUN PEBMATOJNOTIYHWUA XXYPHA o Ne 1 (43) » 2011





