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Pe3tome. Y cTaTTi ONUCAHUN KIIHIYHUH BHIALOK CKIEPOAEPMH
Bymixe, BapiaHTHOI ()OpMU CHCTEMHOI CKIEPOAEPMIl, SIKa PIAKO CIIO-
ctepiraeTeca. HaBeneHi faHi mpo 0coOIMBOCTI Iepediry, cuMIToMa-
THUKY, A1alHOCTUKY, JIKYBaHHS Ta IPOTHO3 IIi€l MATONOriL.

Kniouosi cnoea: cucmemna cknepooepmis, eapianmna gopma,
KIHIYHUIL 6UNAOOK.

Jo cucremuux 3axBoproBanb criony4dHoi TkanuHu (C3CT)
BiZIHOCSATH TPYITy HOZOJIOTTYHUX (OpM, SIKi XapaKTepH3yIOThCs
CHCTEMHHM THIIOM 3allaJIeHHs PI3HOMaHITHHX OpTaHiB Ta CHC-
TeM, TIOEIHYFOTHCS 13 PO3BUTKOM aBTOIMYHHHX Ta iMyHOKOMII-
JIEKCHUX 3axBoproBaHb [1, 3, 4, 11]. Cepen HUX yacTo yBary
npuBeptae cuctemua ckieponepmist (CCI ) — C3CT Ta apiOHux
Cy/MH , OCOOJHBICTIO SIKOI € TOMHMPeHi (piOPO3HO-CKICPOTHYHI
3MiHH LKiH, CTPOMH BHYTPILIHIX OPraHiB, CUMIITOMATHKa 00JTi-
TEpPYIOYOro eHapTepiiTy, HaAMipHE KOJIareHOYTBOPEHHS Ta
nopy1ieHHs pyHKuioHyBaHHs piGpodnactis [1,2, 13]. XBopo6a
Ma€ 3Ha4Hy TOTiBAPIaHTHICTE Ta MOMIMOP(I3M: 110 HET BKIIO-
YaroTh OOIIMPHY MATITPY PI3HOMAHITHUX KITIHIYHUAX BapiaHTIB
Ta CHHIPOMIB (T.3. CKIICpOICPMIUHY IPYITy 3aXBOPIOBAHb) 13 p03-
BUTKOM BIJIIIOBIZIHUX TTaTOMOP(OIOriYHUX 3MiH, Hacamrepey,
¢biopo3y (CHCTeMHa lHllyKOBaHa Ta BOTHHIIEBA CKICPOICPMIl,
TICEBIOCKIIepOIepMist Ta 1HII KITiHi4HI opmn) [1, 5, 6, 7]

OcHoBy narorene3y CC/] ckiaiatoTh OpyIIEeHHs! IMYHITETY,
(hi0OpO30yTBOPEHHS Ta MIKPOLUPKYIISILIT, SIKi B3a€MOIIOTH Ha
PIBHI OCHOBHHX KJTiITHHHHUX Ta peHel‘ITOpHO-J'[iFaH}IHI/IX CHUCTEM
(MoreKyiH ajresii, hakTopH pocTy, IHTCP/ICHKIHM Ta iH.). 3MiHHK
MeTaloIi3My CIOTYYHOI TKaHWHHU 3 TiABUILEHHSM KOJlareHo-
Ta (hiOPO30YTBOPEHHSI BU3HAYAIOTH HO3OJIONUHY CHenU]iKy
3axBoproBanHsl. CTiiika rinepakTuBHICTh (hiOpoOIaCTiB, CTPYK-
TypHI Ta (QyHKIIOHANBHI aHOMaJlii KIITHHHAX MeMOpaH Ta
peuenuii go3Bomsie BBaxkatn CCJ] cucteMHOI0 MeMOPaHHOIO
niarosoriero. [TopyImeHHs aronTo3y mpy koMY 3aXBOPIOBaHHI,
SIK TIPUITYCKAFOTh, € (hakTopoM celnekilii (eHotHTy (iopodacTis
13 T IBUIIICHIM CHHTE30M KojiareHy, 1o poouts CCJl yHikab-
HOIO0 MOJICILTIO TeHepasi3oBaHoro (iopo3y. Y maroreHesi Ta
Mop¢oreHe3i XBOPOOH TPOCIiIKOBYIOTBCSI PHCH OOJIITEpyHOdOl
Mikpoanriomnarii, Tak sk ;i1 CCJl xapakTepHi po3yiaay MiKpo-
IUPKYIAIIT 13 aKTHBAIIEI0 Ta TPOTi(epalicro eHI0TeNio Ta
IJIA/IKOM ’SI30BUX KIIITHH, pEeRyILTIKali€ro 0a3anbHuX MeMOpaH,
TOTOBILEHHSM CTiHKH Ta 3BY)KCHHSM NPOCBITY MiKPOCYAHH,
BA30CIA3MOM, Tireparperarieto popMeHHX eNeMeHTIB, CTasoM,
JeopMalli€ro Ta PeayKIier KamisspHoi Mepexi [3, 8, 9, 10].

s Garatbox XBOpiO CKIIEpOJAEPMIYHOI rpynu (AUBUCH
HIDKYE) He XapakTepHi [ 2,5,6] cunnpom PeitHo Ta 03Haku ypa-
YKEHb BHYTPIILIHIX OpraHiB:

® oOMeXeHa CKIIepoJiepMist — BOTHHUIIEBE (OIISIIKOIOIiOHE)
a0o0 JTiHiMHE (32 3pa3KoM «yAapa MIa0JICI0») YpaKEeHHS IIKIpH
Ta MPUICHIHX TKAHUH,

o uby3HUH e03UHOPUTHHUI DacUiT — IHTypaILlis TKAHIH
PO3IOUMHAETHCA 13 TepenIuIiy abo TOMIJIOK i3 MOXKJIMBHM
TIOIIMPEHHM Ha TIPOKCHUMAJIBHI BIJUTUTH Ta TYITYO, XapaKTepHi
3MIHH IIKIPY HA KIITAIT «aleIbCHHOBOI IKIPKW», 3THHAIBHI
KOHTPAKTypH, €O3UHO(DILIIS, TiMepraMarioOyliHeMis Ta Iij-
ButeHHs [1IOE; yacto mpocitiAKOBYEThCS 3B’ I30K 13 HaIMIPHIM
(i3MYHIM HaBaHTa)KCHHSIM Ta TPABMOIO;

® MynsTH(OKAIBHIH (i0p0O3: OCHOBHI JIOKalTi3allii — peTpo-
TIEpUTOHEATLHUI, MeliaCTHHAIBHIH (i0p03, KON BOTHUIIA
(hiOpO3y 3HAXOMATH B JICTCHSIX, OYHUITI Ta B IIATOOIOHIH 371031,
10 #fioro mMaiux (GopM BiJHOCSITH TaKOX KOHTpakTypy Jlro-
TIOITPEHa;

e acorifioBaHa i3 myxJMHaMH (TapaHeoIUIacTHYHa) CKIIepO-

JIEpMisl — XapaKTepHHH NepeBaKHUI PO3BUTOK B TIEPHAPTHKY-
JSIPHUX TKaHMHAX, PO3BUTOK KOHTPAKTYp, YacTO Pe3NCTEHTHI
JIO JIIKYBaHHSL.

® TICEB/IOCKIIEPONIEPMisl — IPOSIBISIETHCS CKIIEPOAEPMOIIOIO-
HUMH 3MiHAMH IIKIPH Ta i YICTINX TKAHUH, M’sI31B, CTIHKAMHU
KOHTPAKTypaMH, II[0 CIIOCTEPIraloThCsl IPH BPOIHKEHUX ab0
HaOyTHX NOPYIIEHHIX MeTabomizMy: iopgipist, peHiTKeToHypis,
aminoino3, cunapomu Bepuepa Tta Pormynna, miaderuuHa
TICEBIOCKIIEPO/IEpMisl, CKIIEpOMIKceieMa Ta 1H., OfHAK, Ha BiJ-
MIHHICTb BiJl CPaBXHBOI CKIIepoiepMii BiICyTHii cuHapom Peii-
HO, BicLiepaJibHa TIaTOJOT s, IMYHHI TIOPYIICHHS, a TIpH Oiorcii
TKaHWH 3HAXOISTh CTPYKTYPHI 3MiHH, BIACTHBI JUIs KOXKHOT 13
3a3Ha4YeHUX MATONOTiH.

o curapom Beprepa (miporepist 1opociux, nedeKT rexy jia-
MiHy) IPOSIBIISIETHCS CKIIEPOITONi OHUMHK 3MiHaMK IIKipH (0c00-
JIMBO, KiHIIIBOK Ta CKEJIETHUX M’ 5I31B), PO3BUTKOM KaTapakTH Ta
TiMOreHeTani3My, paHHBOTO aTePOCKIIePO3y, THCYIAPHOI He-
JIOCTATHOCTI, TiJBUIIEHIM PU3UKOM PO3BUTKY OCTEOCAPKOMHL.
Cnocrepiraerscst yacTinie y yoioBikiB 20 -30 pokiB.

o cunapoM PormyHnna-Tomricona (aTpodiuHa morkitoaep-
Misl): XapakTepHa IOMKLUIonepMisi 00IMYYsl Ta KiHIIIBOK, JIBO-
OiuHa karapakra, AucTpodist Booccs, HIrTiB Ta 3y0iB, rinoro-
HaJIM3M, pO3Jay XOHIPaJIbHOTO OKOCTEHIHHS, aTepOCKIepO3,
KapJIMKOBICTh, TINEPIirMeHTAallis IIKIPH, TelleaHTieKTasii, arpo-
¢biuHMI nepMaTo3, aHeMis, MiJABHIIEHHS PU3UKY PO3BUTKY
OCTEOICHHOI CapKOMMU.

e jia0eTHYHa MCEBIOCKIIEPOAEPMIs MPOSIBISIETHCS 1HIypa-
THBHMMH 3MiHAMH LIKIPH Ta IIPUJICTIMX TKAHUH, PO3BHBAETHCS
TpH TPUBAJIOMY Ta BaXKKOMY IHCYIIHO3/IeKHOMY Ajabeti, BHAC-
JIiJI0K METaOOIIYHIX CHIOKPHHHUX TOPYIICHb.

® CKJIepOMiKce/IeMa XapaKTepHU3Y€EThCs YIILTBHEHHSIM LIKIpH
Ta NaITyIb03HIMH BUCUIIAHHSIMU B JIUISHIII TOJIOBH, IITU, PYK Ta
BEpXHIX BIJILTIB TiJla, PO3BMBAETHCS JIEKOIU NP MOHOKIIO-
HaJTbHii ramMararii, momMio3uTi, MHOKUHHIH Mi€JTOMi Ta aMiJIOl-
J031.

® iH/yKOBaHA CKJIEPOIEPMisi MOYKE BUHUKATH 1111 BILTHBOM
XIMIYHHMX areHTiB, MEBHUX JIKIB, Xap4OBHX 00ABOK, TOIIIO;
MOXXE TPOSIBIISITUCH LIKIPHUMH, CYTUHHUMH, BiCLEPaTBHIMHU
3MiHaMH, SIKi [IIJIKOM TIOiOH1 Ha CKIIEpOIepMiYHi.

HapomiMo BHIamoK BapiaHTHOTO CKJICPOICPMOIIONIOHOTO
3aXBOPIOBAHHS, SIKE MU CITOCTEPIrajIi B HAIII I KITIHIIII.

[amientka C., 49 pokis, (icropist xBopoou Ne 1574714), xxu-
Tenbka [anuipkoro palioHy, IoMOrocnonapka, 3BepHyIacs
20.08.2014 p. B peBmatoioriuybe BigaiacHHs [BaHo-Dpan-
kiBcbkoi OKJI 3a HanpasieHHsIM iepMatonora 4epes miao3py
Ha CHCTEMHY CKJICPOAEPMIt0. 3 JINTHHCTBA XBOpI€ HA PO3IIOB-
CIOJDKCHHIA TICOpia3 y Baxkiii opMi, 3 PUBOLY YOro 3HAXO-
JTBCS 1T HATISIIOM IEPMaToyIoTiB, OTPUMYE BiIITOBIIHE JTIIKY-
BaHHs1. YIIPOIIOBK OCTaHHBOI'O MiCSIIS )KIHKa YUMAJIO Yacy repe-
OyBaJia TiJl COHSYHMM OIPOMiHEHHSIM, 3 YAM BOHA 1 TIOB’SI3yE
TOYaTOK XBOpoOH. CUMITTOMATHKA 3aXBOPIOBAHHS PO3BUBAIACS
JIOCHTH CTPIMKO, BIIPOIOBXK 5-6 TIDKHIB CTajia MOMiYaTH Pi3ke
YIIUTBHEHHSI IIKIPH B IUISHIY 1M, MOJIOYHHUX 3aJ103, TPYIHOI
Ki1iTkU. TypOyBaio Takoxk BiTUYTTsI CTHCHEHHS Ui, YTPYTHEHHS
PYXiB B IUIEYOBUX CYIII00aX, YTPyIHEHE KOBTAHHS Ta BaXKICTh
JMXaHHI (BHACIIOK 1HAypallii TKaHMH i 0OMEXeHHs eKCKypCii
JIeTeHb). 3BEPHYIAch 10 TUTLHAYHOIO TEpareBTa i 10 aepMa-
TOJIora (Ha MOMEHT PO3BUTKY BKa3aHOi CHIMIITOMATHKH IIcOpia3
y XBOpoi OyB y (ha3i BiTHOCHOI peMicii).

HopmocreniuHoi OynoBu Tija, ajekBarHa. Temmnepatypa Tina -
36,8°C. Bupaxennii HaOpsiK MIKipy 00NHYYsL, TIOBIK, T'Y0; Mi-
MiuHi pyxu yrpyaneHi. [llkipa nepennboi, 60KoBOI, 3aHBOT
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TIOBEPXOHB IPYIHOI KIIITKH, & TAKOX IITHi, MOMIOYHKX 3aJ103, ILTe-
4eil 3 03HaKaMM BHPaXXEHOI 1HAyparlii, Ha JIOTUK IIUIbHA, HE
Oepethes y cKIaAKy. Ha iHIMX miIsSHKAaX Tijia IIKipa TaKoK
yIIUIbHEHA, POTE B MEHIIIIH Mipi, MiCLIIMHU Ha IIKIpi Ipociti-
KOBYIOTBCSI €PUTEMATO3HOTO THITY MONITOHANBHI IUISIMH, 1HITY-
paltisi TKAaHHH 3aBaKa€e pyxaMm, uepes 110 BOHM OOMEKEHI B aMILTi-
Tyni. CrioctepiraeTbes 3Ha4He OOMEXKEHHS PyXiB IWI, IIEYO-
BorO Mnosicy, xpedTa. Kopranus BitbHe. Ha 3ruHaibHii oBepxHi
JIKTIB, KOJIiH, Ha IIKipi OOMIYYs], TIOTHITHII Ta BOIOCUCTOT YaCTH-
HH T'OJIOBU OOMEKEHI JIITHKU TPO(hi4HO-/IereHepaTUBHIX 3MiH
(sIK HACJTI/IOK MOTIEPETHIX TICOpiaTHYHMX BUCHIIaHb). BomocsHuit
TIOKPUB PO3piKeHuid. M’s130Bux OoJieit He BiaMivae, aTpodii
M’s31B HEMae, M 530Ba CHJIa B M’sI3aX IIHi, PYK, CIIMHU JIEIIO
3HWKeHa. UynUBICTh MIKipH 30epekeHa, mabnanis M s31iB Ta
cyno0iB HeOOMI0Ya. AKCHIIAPHI JIIM(OBY3IH 301IbIICHI 10
16-18 MM, npu nanbmnanii HeOotoui, He crasHi. [Hi Tpymm
JiMQOBY3JIiB He 30ibIIeH]. J[UXaHHS YepeBHOrO THIy. Exc-
Kypcisi JIereHb 00MexeHa 10 2 CM, TIEPKyTOPHO 3 000X CTOpIH B
HIDKHIX YaCTHHAX JIETeHb BiIMIYa€ThCSI IIPUTYIIICHHS, aYCKYITh-
TaTUBHO — oclallieHe BE3UKYIIpHe AuXaHHs, yactora — 20 3a
xBuMHY. [TepKyTopHO — pO3IIMpPEHHS eI BITIBO, PUTM CEPIIs
NpaBUIILHUH — 82 32 XBUIIHHY, TOHH CEPIIS 3HIKEHOI TYYHOCTI.
AT 130/85 MM pr.ct. SI3uK 00KI1a1eHMiA OLTMM HAJIETOM, CIIMHO-
BUIUIEHHS HOpMautbHe. JKUBIT Oepe yuacTh y akTi IMXaHHs, TPy
nanbnanii M’sikui, HeOomrounid. [leuinka mo kpato peGepHOI
JIYTH, CeJIe31HKa He 30UThIIIeHA, 30Ha MPOEKITii dKOBYHOTO MiXypa
He Oomroua. KWINKIBHUK Mpu Hajbhallii 6e3 0coOIMBOCTEH.
Cumnrom [acTepHalbKoro Bijr’ éMHHIA 3 000X CTOPIH, CEYOITYCK
BUIbHUH, HAOPSKIB Ha HIKHIX KIHI[IBKAX HEMA€, MMyIbCallis
apTepii crom 30eperkeHa. 3arajbHui aHaITi3 KPOBi: SPUTPOLIHTH —
5,1-10%/n1, remor06in — 153 /11, nefikormra — 9,4+-10°%/11, Tpom-
Gormt — 285-10°/71, manoukosiaepHi — 6%, CerMeHTOsICpHI —

72%., eosuHodimm — 1%, miMdorwT — 10%, MOHOLIMTH — 10%,
HIOE — 8 mm/ron. Y 3aranpHOMY aHai3i cedl MaToloriYHUX
3MiH He BUsIBIIeHO. B OioXiMIYHOMY aHaJT1i31 KPOBI ITiIBUIIIEHHSIM
roctpoda3oBux Npoka3zHuKiB: C-peakTuBHHH OiOK (+++),
cepomykoin — 0,640 on, GpiGpunoreH 7,2r/1, 3arajibHuii Gi10K —
78,2 t/n, ansOyminu — 50,2%, o -rmoOymiau — 5,0%, o, -mio-
Oymiau — 7,6%, , B-rmoOymiau — 16,8% , y-ro6yminu — 20,4%.
[H1m GioXiMiuHI JOCHIHKEHHST BUSBUIIM HACTYITHE: IyKOp KPOBI —
4,9 mMonb/n, kpeatuHid — 105,5 MKMonb/i1, cedoBrHa — 9,8
MMOJTB/JT, CEY0Ba KHCII0Ta — 352 MKMOJIB/JI, 3araJIbHUN OLTipyOiH
17,8 mxmonw/n, AnAT — 24 on/n, AcAT — 22 on/m; 3araibHui
XOJIECTEpHH 5,3 MMOJIB/JI, B-ninonporeimu — 6,16 /11, Tpuri-
uepuay — 0,95 MMOIB/JT; KalbIlii 3aranbHuid — 2,64 MMOJIB/JI,
KaJIBI[iH 10HI30BaHUA — 1,12 MMOJIB/J, CHPOBAaTKOBE 3aJ1i30 —
13,9 mr/m, xamiii — 4,7 MMOJB/J1, HAaTpii 156 MMOJIB/T1.

EKT Bin 26.08.2014 p.: UCC — 88 yn/xB, pUTM CHHYCOBHIA,
npaBwiIbHAN, nudy3Hi qucmerabonivyni 3minu. EKC Bix
21.08.2014 p.: aopra 3,0 cm, AK 6e3 perypritanii, JII1 4,4 cm.
MK: M-tun, 6e3 perypritamii. JIL: KJIP 5,0 cm, K1O 105 mi,
KCP 3,5 cm, ©C 30%, KCO 55 mi, YO 50 M, DB 47%. [1epu-
Kapa: HopMa. BUCHOBOK: 3HIDKEHA CKOPOTIMBA 37aTHICTh MiO-
kapny.

V3J1 OUII — 3miH 31 CTOPOHHM OpraHiB YepeBHOI TOPOKHUHA
He 3a¢ikcoBaHo. Y3/] mmi: BupaskeHHi HAOPSK M SIKMX TKAHHH
i, 30iIbIIeH s IMHHNX JiMdoBy3miB. KoHTypu 1murono-
JIOHOT 3a1031 HewiTKi, BUpakeHa iM0i0iis. PentreHorpadis
OI'K: O3Haku XpOHIYHOTrO OPOHXITY, HASIBHICTH BUIIOTY B ILIEB-
paJIbHUX CUHYCaX.

PesynsraTn Oiorcii mKipyu: 03HaKHM CKJIEPOTHYHHX 3MiH B
LIKIpi i3 TOTOBIIEHHSIM €ITiJepMaIbHOTO Iapy, SBUIAMHU
JIECTPYKTUBHHUX Ta TIEPIUIACTUYHHX TpaHC(POpMAaITiid B BOJIOK-
Hax, HAKOIMYECHHSM MYIIMHOTIOIOHOI PEYOBHHHU.

OTke, Ha MIZICTaBI aHAJTI3Y CKapT, aHAMHE3Y, KITiHIKH, JJa00-
PpaTOpHO-IHCTPYMEHTAIBHUX JTAaHUX Ta MICHs MPOBEACHHS ITH-
(epeHIiaIbHOrO JiarHo3y OyB BHUCTABJICHUH J[iarHO3 CKIIepe-
nemu bytke. Briepiiie naHe 3aXBOprOBaHHS IOKJIAAHO OITUCAHO
B 1902 p. HiMenbKuM nepmaroioroM ABpaaMoMm byike sik mo-
TOBIIEHHSI IIKIPH, SIKE INBHJIKO BHHHKIIO y 46-pI4HOIO YOJIOBIKa,
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1110 IepeXBopiB Ha rpurl. A.ByIike, BiIMiTHBIIN CHIOP1 THEHICTh
1€l HOBOI MATOJOTT 13 TPYIIOI0 CKIIEPONIEPMOTIONIOHIX 3aXBO-
PpIOBaHb, BiaM()epeHIIiFoBaB ii BiJl JOKATBHOI CKIICPOIEpMIi Ta
cucreMHOro ckieposy. Cknepenema bymike (cknepenema no-
pociux (scleroedema adultorum; rperpk.. «scl-rosy» —TBepIui,
IiIbHAH + «oid—ma» — npunyxJicts) (CB) — BigHOCHO 100po-
SIKICHU BapiaHT 3axBoproBaHHs [1, 4, 5, 6], siKuii XapakTepu-
3y€ThCS IBUIKHUM PO3BUTKOM HAOpSIKY Ta iHIypauil MIKipH i
I JIeNTNX TKAHWH TIePEeBaYKHO B 00nacTi mmi Ta oomimyys. [H-
My HazBamu Chb € HaOpsikoBa ckiiepomepMis, porpecyroda
JOOPOSIKiCHA MMAIIKIpHA 1HIypallis, CKIiepeaemMa Topociux [9].

TepMiH «cKiIepeneMa T0pOCInX» HEBIANH, OCKIIBKH y Tpe-
THHH XBOPHX CHH/IPOM PO3BHUBAET best y Bili o 10 pokis. Ha
IF0 XBOPOOY XBOPIIOTH 1 TOPOCII, 1 JIiTH, B Hill pO3PI3HAIOTH 3
T ArPYIY: acoLOBaHi 13 TOCTPHMH, TTEPEBAKHO, CTPEIITOKO-
KOBHMH 1HQEKIISIMU ITUXaIbHUX NUISXIB, 110 PO3BHBAIOTHCS
LIBUJIKO 1 sIKa TPHUBAE B2 10 24 MicsIIIiB; acoliioBaHa i3 napa-
MPOTETHOM, SIKa PO3BHBAETHCS MOBLIBHO 1 TPUBAE JIOBT1 POKH; &
TaKOXK acolifioBaHa i3 IHCYTiH3aJIeKHNM ITYKPOBHM J1iabeToM 3
HETIOMITHUM TOYaTKOM Ta 0e3 HACTYITHOrO PO3pIillIeHHs] BUCH-
nasb (cleroedema diabeticorum). Yacrimie XBOpIitOTh JKIHKH.
XBopoOa MOKe PO3BUBATHUCH ITiCIIS PI3HOMaHITHUX 1H(PEKIIHHIX
3aXBOPIOBaHb (TPHII, aHTiHa, Majspis, eHuedainir), nossi Cb
HEpIZKO nepeye iH(eKIis BepXHiX TUXaIbHUX HUIIXiB [8].Y
Oararbox xBopHx Ha Cb MoXe crioctepiraruch AnCchyHKIIis Hep-
BOBOI CHCTEMH Ta CHIOKPHHHHX 347103 (rimogi3, mrononiGHa
3aJ103a, HaTHUPHHKH, ITyKPOBHIA T1a0eT, 3JI0sKICHA IHCYITIHOMA),
ypakeHHs1 JieHuedansHoi 308U, abo nedroty Cb Moxe mepe-
JIyBaTH JIesIKi peBMaTH4HI 3aXBOPIOBAHHS (PEBMATOIIHUN ap-
TpuT, cuaapoM lllerpeHa, aHKIIO3yrOUMi CHOHAMIIOAPTPHT).
OnwicaHi CiMeHHI BUIIaIKH XBOPOOH.

IcHye mymMKa TpO pOITb JIOKAJIBHOI CTHMYJISLIT 3aralibHO-
(iOpo3HKX 3MiH Yepe3 B3aEMOJIII0 aKTHBOBAHUX JIIM(OLIHTIB,
TYYHHUX KJiTHH, (hiOpoOnacTiB Ta MeIiaTopiB, sIKi BOHH IPOITY-
KyroTb. B 11b0My BHma Ky KJIiHIYHA Bap1aHTHICTh Ta cr[eun(bilma
TeTEPOrCHHICTB NPOLIECY MOXKYTh OyTH 0OyMOBIICHUMH iH/IHMBI-

AyalbHUMHU JUISl KOXKHOTO KIIHIYHOTO BHITAZKY TPUICPHUMH
MeXaHi3MaMH1 PO3BUTKY OKpPEMUX KITIHIYHKX ()OPM CKIIEpoIiep-
MiuHOi rpyny 3axBoptoBanb. Cb B pi3HUX BHIaqKaX MOYKE MaTH
Ppi3HMIT IepeOir Ta NpOrHO3.

INouarok XBOpOOY B aOCOFOTHII OLIBIIOCTI BUITA/IKIB pam-
ToBUHA. /Iy cKitepenieMu Byiiike XapakTepHO iHIypaTHBHE ypa-
YKEHHsI TKaHWH I1Ii, 0044, BEpXHBOI YACTHHU IPYIHOI KITITKH,
TUIEYOBOTO TIOSICY 13 TIEPEBAXKHOIO JIOKAITI3alli€F0 MTATOIOTTYHOTO
TIPOIIECy B MiMIKIPHii KIITKOBUHI (MOXKIIUBO, 32 PAXYHOK TUM-
4acoBOro JiMdocrasy) Ta B NIMOOKKX IIapax IIKipH (depes o
arpodist mkipu He xapakrepHa). Taka JIoKatizalis Ta Xxapakrep
3MiH Jal0Th MOXJIMBICTh XapaKTepU3yBaTH BHIE3a3HAYEHI
TIPOSIBY SIK «CUMIITOM MaTpacy». Cliu30Bi 00OIOHKHM He ypaka-
10ThCA. Pifie ypaxaeTbest 1IKipa Ha HIDKHIM YaCTHHI )KHMBOTA
Ta HA HWOKHIX KiHIliBKax. Jlo po3BUTKY IHAypaii MIKipH JEKOIH
CHOCTEPIraroThesl MpoApoMabHi siBuma. [1o Mipi po3BUTKY
HaOPKOBOI iHAypaIlil KipH 00U XBOPOTO CTAE aMIMIUHUM,
YTPYIHIOETHCS BIJKPUBAHHS pOTa Ta iHINI PyXH MIKIpOH 00-
JIMYYST, MOYKE CIIOCTEPIraTHCS MaKpOIIOCis, POTE BTATHEHHS B
TIPOIIEC CTPABOXO/IY Ta IIIOTKU OyBae Jyke pinKo. 3a3BHuai Ku-
THII Ta CTOIH 3aJUIIAIOTHECA HE YPaXKEHUMH, NIPOTE, B NIETKUX
BUIA/IKaX BOHHM TaKOXK BTATYIOTHCS Y MPOLIEC, OHAK TMaibII
HAaBiTh 1 B IIMX BHMAJKaX JIMIIAIOTECS Maibke He 3MiHEHUMH.
HlinpHiCTh TIKIpH CIIpaBIIsie BpaKeHHs «mapadiHomozioHol
KOHCHCTEHIII», IIKipa CTa€e OIMCKYIO0r0, 011710k 200 AEIIo ITia-
HOCTHUYHOIO (3pijKa — rilmepeMiiOBaHOI), TeJICAHTICKTa3ii He
CTIOCTEpIraeThCs. Y XBOPUX HE CIIOCTEPIraeThesi CBEpOIHHS,
riapectesii, 0B B IKipi, Yy DIMBICTB PeLenTopiB mKipy. Yacto
MOXKHA CIIOCTepiraTi Ha HIKipi TpogidHi 3MiHH, MyCTYIH Ta
TIITHKYA €PUTEMH, SIKA T IBUIIYETHCS HaJl piBHEM IIKIpH. 3Mi-
HEHa IIKipa CTa€ MIAJIKOI, BOCKOMOIIOHOTO BHIIISLY, OTOB-
IIIEHOIO Ta PI3KO YIILILHEHOIO, TIPY HATHCHEHH] HE 3aJTUIIAaEThCS
SIMKH, TPaHUL ypakeHb HewiTka. Pyxu B mpuienix cyriiodax
YacTo yTpynHeHi. SIBHIa BiCIEpUTIB Ta IPOsiBH CHHIpoMy Peii-
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Ho nipu Cb BincyTHI, mpoTe, 4acoM MoXe 301IbITyBaATHCh Celle-
3iHKa.

JlabopatopHi aHai3u — 0e3 Bi IXWJICHB, TITIBKHA MOXE 3011~
uryBatuch LIIOE Ta 3pocraru tutp aHtHcTpentonizuny-O, B
KPOBI 4acTo BigMidaeThes M orutos3 1o 35-45%. Ipwu ricro-
norquOMy JIOCITiZPKEHHI Jiepma PI3KO IOTOBIIIEHA Ta TOMOTEHi-
30BaHa, CIiACPMIC HE 3MIHCHHI; 3HAXOATH HAOPSIK Ta PO3BO-
JIOKHEHHSI KOIIAaTeHOBHIX ITyYKIB 32 paxyHOK HaJJMipHOTO HaKo-
MIMYEHHS] OCHOBHOI PEYOBHMHH CIIOMYYHO! TKAHUHHU, SBHIIA T10-
LIMPIOIOTHCS 1 Ha MiJMKIPHY KITITKOBHHY, CIIOCTEPIraeThCs
tperecrpattis iepmu. Hricio ibpobractis B HOpMi a00 3HIDKCHE.

J1oist iKyBaHHs CIIepOzIEpMHU ByIlike npy3Ha4aroTh KOpTHKO-
CTepOINH BCEPE/WHY, iH* CKHII MEHILITiHY 200 cynbghaHinamiaHi
nperiapaty, Jifasy B in’exmisx [11, 12, 13, 14]. ¥ komruiekc
JIKyBaHHS BBOISTH TaKOXK rinep6ap1/mHy OKCHUTEHAIIi0, TeruTi
BaHHH, Macax, yisrpadioneToBe ornpomineHHs. Haitqacrime
CIIOHT@HHE BUAY)KaHHS HACTa€ Yepe3 KiJIbKa MICSIIiB.

XBopiﬁ Oyna TpH3HaYeHA Tepaniﬂ i3 BKJIFOUEHHSM METHII-
TPE/HI30IIOHY, apKOKCii, BasoHiTy, Hideximay. ITicist 1BOX Tik-
HIB JIIKYBAHHS CTaH XBOPOI JCI1I0 [TOKPAIIMBCS, CTYIIiHb LIKIPHAX
YIIUTBHEHB JEII0 3HU3MIIACh, PyXH B CyII00ax BEpXHBOTO IIe-
YOBOr0 MOSICY CTaJM BUIBHIIIMMU. J[03M METHIIPENHI30NIOHY
TIOCTYTIOBO 3HIDKYBAIHU 3 32 MT" Ha JI00Y 110 24 MT, uepe3 4 TYKHI —
J0 16 Mr 1 111e yepe3 4 TrokHI — 70 12 Mr Ha 700y.

XBopa Oyiia orIsIHyTa aMOymaTopHo uepe3 4 micsii. CraH ii
y TIOPIBHSIHHI 3 TUM, 1110 OyJ10 IPH TOCIiTasi3allii 3HaYHO MOKpa-
IIUBCSI, X0Ua YIIUTbHESHHS B TUISHII AT, TUTCYEH, TPYIHOI KITiT-
K{, MOJIOYHUX 3aJ103, BCE IIe Oy MOMITHUMH. XBOpa Ipo-
JIOBYKyBaJia IPUHOM METHIINPEHI30NOHY B /1031 12 Mr Ha 100y.
CBiXHUX ncopiamqm[x BHCHIIaHb Ha LIel yac He CHOCTepil"aJ'IOCB

Januii KIiHIYHAE BUIIAI0K POSLIMPIOE HALII YSBH PO
TeTEPOTHIHICTB NPOSIBIB CKJICPOIEPMII Ta Pi3HOBAPIAHTHICTS ii
KITiHIYHOTO IIepediry, OrmicaHa XBopa I Israe CIiJIbHOMY CIO-
CTEPE)KCHHIO PEBMATONIOra Ta JIepMaTonora (3 BpaxyBaHHSIM
JIOMiHYBaHHsI B KJIiHIYHI KapTHHI CUMIITOMATHKH LIKipPHOTO
VIIIJIBHEHHS Ta CYITyTHBOTO IICOPia3y) 3 He0OX1THOI KOPEKITIEO
JIIKYBaHHS Y BiJTIOBITHOCTI IO TUHAMIKH TIEpPeOiry 3axBOpIO-
BaHHSL.
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Cayyaii peAKocTHON BapHAHTHOM ()OPMBI CHCTEMHOIi CKJIepo-
nepmu (ckiepenema Byuike)

Pe3stome. B cratbe onucaH KIMHUYECKUI CIydall CKIEPONEPMHUU
Bymike, BapuaHTHOH (OPMBI CHCTEMHOM CKIIEPOIEPMH, KOTOPAsI PEIIKO
BCTpeYaeTcs B KIIMHUYECKOH npakTuke. [IpuBeeHs! TaHHbIE PO 0COo-
OCHHOCTH TEYEHHUSI, CUMIITOMAaTHKY, IHAarHOCTHKY, JIEYEHHUE U IIPOTHO3
9TOW NaTOJIOTUHU.

Kniouesvie cnosa: cucmemnan cknepooepmus, 6apuanmnas
opma, knunuueckuii cnyuai.

Yu.V. Delva, R.I. Yatsyshyn, Ya.V. Sandurska, V.Yu. Vyshyvaniuk,
M.Ya. Sukhorebska

The Case of Uncommon Variation Form of Systemic Sclerosis
(Sclerederma Buschke)

Ye.M. Neiko Department of Internal Medicine No.1, Clinical
Immunology and Allergology (Head of the department — Prof. R.I.
Yatsyshyn)

Abstract. The uncommon case of systemic sclerosis (sclerederma
Buschke) was observed in clinical practice and described in this article.
The information about clinical features, symptoms, diagnostic
approaches, treatment and prognosis of this disease is elucidated.

Keywords: systemic sclerederma, variation of condition, clinical case.
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3navyenns mytauii 5382 insC'y reni BRCA 1 'y po3BUTKY CHAJIKOBHX i NePBUHHO-MHOKHUHHUX MYXJIUH
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Pe3ztome. OnvicaHo BUMAIOK 3 IIPAKTHKA BUHUKHEHHS IIEPBUHHO-
MHOKMHHUX ITyXJIMH — CNAJIKOBOIO PaKy SIEYHHMKA Ta PaKy MOJIOYHOL
31034 y npobaHa. 3a pe3ynbTaraMi KOMILICKCHOTO OOCTEXEHHSI Ta
MEIUKO-TCHETUYHOTO KOHCYJIBTYBAHHA 3aXBOPHOBAHHA Hp06aH[[a
acoriifoBaHo 3 mytariero 5382 insC y reri BRCAI, mio cBimuuts npo

POJIb MOJIEKYJISIPHO-TEHETUYHOrO 00CTEIKEHHSI Y BUSIBJICHHI TIEPBUHHO-
MHOXHWHHUX 3JIOSIKICHUX ITyXJTMH SIETHAKA Ta MOJIOYHO] 3aJI03H Y HOCIiB
Mmyrauiii B reHax BRCAL/2.

Knrouosi cnosa: pooogio, npodand, cnadkosa cxuibHicmes,
mymauii 6 zenax BRCA1/2, pak aeunuka, pak monounoi 3a103u.
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