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3AXBOPIOBAHHA BEBEPA-KPICHEHA

(onuc KniHiyHOro BUNagKy)

Pesiome. XBopoba [ldelidepa-Bebepa-KpicueHa — pigkicHe aBTOIMYyHHe 3axXBOPIOBAHHA 3 YparkeHHAM
NiAWKIPHO-KMPOBOI TKaHWHW. [liarHOCTMKa 1 Tepanisi LUbOro PiaKicHOro BuAay NaHiKynaiTy 3anuwwalTbcA
He3'acoBaHVMY Ta OyAyTb 0OroBOPIOBATMCA B AaHI CTaTTi. Y CTATTi ONUCYETbCA BUMAAOK CHAPOMY Bebepa-
KpicueHa y 53-piyHoi NaLieHTKu, AKa CTpakAana Bif AaHOro 3aXBOPOBaHHA 3 17 poKiB, OAHAK NPOTArOM MXWNT-
TA NiKyBanacb Bif peLyavByoyoro Tpombodnebity Ta By3n108oi eputemu. OCTaTOUYHWIA AiarHO3 BCTAaHOBUN

nvwe y Bili 53 pokis.

KniouoBi cnoBa: aBToiMyHHE 3aXBOpPIOBaHHs, XxBopoba Mdpendepa-Bebepa-KpicueHa, naHikynit.

IlaHiKymiT! BiTHOCSTH IO IIMPOKOIO CIIEKTpa 3aXBOPIO-
BaHb, 1110 XapaKTePU3YIOThCS 3alaJIeHHSIM TTiIIIKIPHO-3K1-
poBoi ki1iTkoBUHU. [1aHiKyiT — HecnenmgiuHe, rocTpe abo
MiArocTpe ypakeHHs MiIKipHO-)KUPOBOI TKAHUHU 3aTlajib-
HOTo XapakTepy noJieTionoriyHoi npupoau (puc. 1). Ilep-
BUHHMIT MOPGOJIOTIYHUI eJIEMEHT TMaHIKYJIiTy — MiAIIKip-
HUI By30J1 4epBOHOTO ab0 (HioseTOBOro KOJIbopy, YacTillie
OOJTIOYMI Ta IIUTBHUI TIPY MaJIbIallil, SIKUNA Y TTONaTbIIOMY
MOXe BMPA3KyBaTHCs Ta 3ajIMIIATH pyOelb, Jirmoarpodiio,
MirMeHTALi10 a00 3HUKATH Oe3CITiIHO. 3aJIeSKHO Bijl JIOKAJTi-
3allii 3amaJieHHs — y XKUPOBIi YaCTOYIli YN MiKYACTOUKO-
BHUX IIeperopoakax — IaHIKyJIiTA HNOOUISIIOTh Ha JIOOYIsIp-
Hi Ta ceNTajbHi, IPOTe KIiHIYHO PO3Mi3HATH iX HEMOXJIMBO.
IHOMI MaHiKyMiTH TOEAHYIOTHCS 3 BacKyJliTamu [2].

XBopoba Bebepa-KpicueHa, abo imiormatmyHuii J100Yy-
JIIPHUM TaHIKyJIIT, — pPiIKiCHE 3arajbHe 3aXBOPIOBAHHS
MHiIIIKipHOT XMPOBOI TKAHWHU, SIKE CYMPOBOIKYEThCS pe-
LIUIMBYIOUOIO TTOSIBOIO OOJTIOUMX TTMIIKIPHUX BY3JIB, JiM-
dounuTapHOIO iHOIIBTPAIIIEI0 KUPOBUX HOJBOK i CHCTEM-
auMm nposBamu. CuHapoM BeGepa-Kpicuena € miarxo-
30M BWKJIIOUCHHS, SKIIO iHINA TIpUIMHA JIOOYJISIPHO-
ro MaHiKy/lIiTy He BcTaHOBJeHa. HaiyacTiin npuavHu J10-
OY/ISIPHOTO MAaHIKYMTy — CHCTeMHUI YepBOHMII BOBYAK
(CUB), tuTodariuHuii ricTiolMTapHMii MaHIKyIiT, 1ediluT
lo-aHTUTPUTICKHY, JTiMGOMU, MaHKpeaTUT, NesiKi iH(heK-
LilHi 3aXBOPIOBAHHSI.

IcTopist Ha3BU 3axBoproBaHHSI posnoyvanacs 3 1892 po-
Ky, micis Toro sk V. Pfeifer Bnepiie ornucaB IKipHi rpo-
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SIBU XBOpOOM, Ha ChOTOMHI BimoMoi sIK cuHapoMm Bebepa-
Kpicuena. B 1925 pouii cunapom 0yB onucanuii F.P. Weber
SIK PeLIMIMBYIOUMA HeTHiiHMIA naHikyiT, a H.A. Christian
MiIKPECIUB BaXJTMBICTh JIMXOMAHKU SIK YaCTUHU CUHJIPO-
My. CuHIpOM cTaB Binomuii sik xBopoba Bebepa-Kpicuena
B 1928 pouii [7].

Bunankyu mepBMHHOIO MaHIKYJITY 3YCTpidalOThCS IO-
CUTb PiIKO, TOMY JIiKapi MOXYTb JIMILIe OAVMH a00 AeKiIbKa
paziB 3yCTPIiTUCS 3 TaKKMM 3aXBOPIOBAHHSIM IIPOTSITOM YCi€l
KJIiHIYHOI TIpakTuku. HeomHo3HauyHiCTh MpOSIBIB 3aXBO-
proBaHHs1 Bebepa-KpicueHa MOpiBHSAHO 3 iHIIMMU CXOXU-
MM CTaHaMM CTBOPIOE CKJIAJHOILI /IS BU3HAYEHHST 4acTo-
TH JITAHOTO JiarHO3y. 3aXBOPIOBAHICTh i MOIIMPEHICTh CUH-
npomy Bebepa-Kpicuena HeBimoma sk y CIIIA, Tak i B iH-
mmx KpaiHax. Cuaapom Bebepa-Kpicuena — 3axBoproBaH-
H$l, 1110 PIIKO 3yCTPIYA€ETHCS CEepe/l TOPOCIOTr0 HACEJICHHS
Ta 1e Pigiie cepen OUTSJoro. B ormsmi KIiHIYHMX BUIIAmI-
KiB kiiHiku Meito 1998 poky White Ta Winkelmann onu-
caHo TiIbKK 30 BUIAIKIB JAHOTO 3aXBOPIOBAHHSI MPOTITOM
28-piuHoro niepiomy (1960—1998). Orisin KTiHIYHUAX BUATIAT-
KiB cepen miteit Ta mimtiTKiB y bpasuii 3a 20-piuHuii iepion

Anpeca [Uist IUCTYBaHHS 3 aBTOPAMU:
ITpuitmuu Yasna IBaHiBHa
E-mail: pryjmycz@mail.ru

© IMapaxina T.B., [Mpuiimuu Y.1.,2016
© «binb. Cyrnoou. Xpeber», 2016
© 3acnascbkuii 0.10., 2016

Ne 3 (23), 2016




Kniniunun Bunagok / Clinical Case

Nanikynitn

bes Backynity 3 BacKkynitom
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Cunnapom Xsopo6a K HBK
Be6epa-KpicueHa BOp0LE KpoHa,
MigWwKipHWI capKoigos
TpaBmatuyHum lMH

MocTcTepoiaHui MH Ta iH.

PucyHok 1. lamomopdonoziyna knacugikayia nanikynimie
Mpumimku: [MTH — naHikynim; PA — peemamoionuti apmpum; HBK — Hecneyudiynuli aupaskosuti kosim.

(1983—2002) BusiBUB 35 neaiaTpUuHUX BUTIAIKIB MAHIKYTITY
Ta JuIIe y 6 — TMiaTBepIKeHHs JiarHo3y XBopoou Bebepa-
Kpicuena [7].

XBopoba Bebepa-KpicueHa gacrilie 3ycTpidaeTbes B XKi-
HOK, TIepeBaxkHO Y 75 % ycixX BUTIANKIB, Ta HallyacTillle BU-
HUKAE ITiC/IsT 9eTBEePTOl meKany KUTTs. Lle oqHa 3 HaitouIbIn
CKIamHuX (opM MaHIKYJITy BHACTIIOK XXUTTE3ArPOXKYIO-
YHX CUCTEeMHUX ITPosiBiB. [1porHo3 3axBoploBaHHS 3aJI€XKUTh
Bil ypa’k€HOro opraHa-MillleHi, CTYIEeHSI ITOIIKOKEHHS
Ta BiAMoBini Ha Teparito. KiiHiuyHMiA mepedir 3axBoproBaH-
H$1 Y XBOPUX TUIBKH 3i IIKipHUMU ITPOSIBAMM MOKHA OXapak-
TepU3yBaTH MePioaMy 3aTOCTPEHb Ta PEMICiii TPOTITOM Oa-
raTboX POKiB 06€3 3aTydeHHSI BHYTPIIITHIX OpraHiB i MO3UTUB-
HUM IPOTHO30M.

YV maroreHe3i 3axBOpIOBaHHSI HamalOTh IepeBary iMyH-
HUM T-KITUHHMM peakiisiM, 110 MOSICHIOE e(PeKTUBHICTb
LUKJIOCIIOPYHY, SIKWiA, SIK BiIOMO, CITeLIM(iuHO IMPUTHIYYE
T-imyHHi orocepenkoBaHi peakiiii, a caMe — BILIMBa€E Ha T-
XeJIepy Ta 0JIoKye cuHTe3 iHTepieiikiny-2 (1L-2), ramma-
intepcdepony (IFN-y) [5, 8]. YacTumu 3Haxinkamu npu aa-
HOMY 3aXBOPIOBaHHI € IMiABUILIEHHS KOHLIEHTpALlil pO3YrH-
Horo petenropa iHTepieiikiny-2 (sIL-2R), sikuit BKasye
Ha aktuBauito T-nimdouuTis. IlinBumenns [FN-y inmy-
KY€ MPOJYKIIito Makpodaramu nposarnaibHUX MeAiaTopiB —
IL-1, dakTopa HEKpo3y MyXJIMHU 0. — aKTUBHUX (hOPM KU~
CHIO, sIKi TIPU3BOJISATH 1O 3alajJieHHsI Ta HEKPO3y KUPOBOI
TKaHUHU [§].

KniniyHa kapTuHa

Yacto nosiBi IKipHUX €JIEMEHTIB Tepenye JIMXOMaHKa —
Bim cyO(eOpwIbHOI OO0 TeKTW4YHOI, He3myxkaHH:. IIKipHi
TPOSIBY 3aXBOPIOBAHHST — PEeLIMAMBYIOYA ITOSIBA IIUTHHUX 00~
JIIOYMX CUMETPUYHUX BY3JIMKIB i3 TilepeMiero Ta HaOpsKoM
LIKipH i MiAIKIPHOI KJIITKOBMHMU, 1110 HaifuacTillle JJOKaIi3y-

IOThCS B IUISIHII TOMIJIOK, CTETOH, Pillle MOXe BTSATYBATUCS
MiIIIKIpHO-XXMPOBa KJIITKOBMHA BEPXHiX KiHIIIBOK, CITUHU,
MepeaHbOl CTIHKM JKMBOTA, MOJIOYHUX 3aJI03, CITHUIIb, 00-
JI44st. 3a3BUuaii po3Mip By3JIMKiB CTAHOBUTH 1—2 cM, TIpOTE
BOHM MOXYTb 10csraTi 5—6 cm. [IpoTsrom 2-THXKHEBOTO Tie-
piofy BY3JIMKM MOYMHAIOTH 3MEHIITYBATUCS Ta 3HUKATH, 3a-
JIMIIIAOYM TicsIs cebe aTpodivni pyoui. [Homi eminepmic Ha
By3J1aMU BUPA3KY€ETHCS 3 BUAUICHHSIM MAaC/ISTHOI YKOBTO-KO-
PUYHEBOI pimyvHM. 3aJIeXKHO Bif MOP(OJIOriYHOro eeMeH-
Ta BUIJISIIOTH BY3JIOBY, OJISIIIKOBY Ta iH(iIbTpaTUBHY (DOp-
mu [1]. OcTaHHST XapaKTepU3yeEThCSl HAIBHICTIO (hIyKTYallii,
BUPA3KyBaHHSI, 1110 YacTO MPU3BOIAUTH JI0 HEMPABUIbLHOTO
BCTAHOBJICHHSI JIiarHO3Y abc1iecy abo (hJIeTMOHM.

YacTto TypOylOTh BTOMA, JIMXOMAaHKa, apTpajrii, miaj-
rii. IHOmi crrocTepiraroTh 3aydeHHS BiCLIepaJbHOI XXMPOBOL
KJIITKOBUHU — TI€YiHKM, CEIe3iHKM, MiOKapaa, HUPOK, Ha-
HUPHMKIB Ta NepUBiCLIepaTbHOI KITITKOBUHU — IUJIEBPU, TIe-
pukapay, ouepeBuHu. Hynora, OatoBaHHS, OiTb y >KUBOTI,
BTpaTa Macu Tijia, rernartocrieHomeraist (puc. 2) [7]. Ichye
peTpobyibbapHa GopMa 3axBoproBaHHs1 Bebepa-KpicueHa
3 ypakeHHSIM >KMPOBOI KITITKOBUHU OpOiTH [4].

3MiHM B J1Ta0OpaTOpHUX aHami3aX € Hecnenu@iyHuMM.
IlinTBepmKeHHS IiarHO3y MOKJIMBE JIMIIE TP BUKOHAHHI
TiCTOJIOTIYHOTO AOCHIDKEHHST 3 BUSIBIEHHSIM JIOOYJISIPHOTO
MaHIKY/IITy 03 BaCKYJIiTy Ta BUKJIIOUEHHI iHIITNX MOXIIMBUX
IPUYMH MaHIKyJITYy.

JlixyBanHs1 cunnpomy Bebepa-KpicueHa He po3pobieHO
Ta MepeBaKHO 0a3yeTHCS HA OIMKCI OKPEMUX KITIHIYHUX BU-
nanakiB. Ut JiKyBaHHSI CIIOHTAHHOTO MaHiKyIiTy B XX CT.
BUKOPUCTOBYBJIM AHTMOIOTMKM TEPEBAXHO MEHIUMIIHO-
BOTO ¥ TeTpalMKiiHoBoro psmiB. I[Ipore Oyno BcTaHOBIE-
HO, 110 TIPUIAOM LIMX TIpernapariB He BIUIMBAE Ha mepelir
CIIOHTAaHHOTO TaHiKyaiTy [1]. OmHUMUK 3 HaOiLIBII TIep-
CIIEKTUBHUX IIpeapariB ISl JIIKYBaHHS IMAHIKYIITY € I~
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KJIOCITIOPMH Ta KOPTUKOCTEPOIIU. Y AeIKUX BUIIaKaX MOBi-
JMOMJISIOCH TIPO Hee(eKTUBHICTh JIeDTYHOMIITY, METOTPEK-
caty, cyiabbacaiasuHy, He3Baxalouu Ha IIMPOKMIA Iiama-
30H iX iIMYHOCYNPECUBHOI aKTUBHOCTI Ta Pi3Hi MeXaHi3Mu
B3a€EMOIii 3 iIMYHOKOMIIETeHTHUMHU KiitTuHamu [8]. Orum-
CYIOTbCSI BUTIAJIKU CTEPOI/I-Pe3UCTETHOTO BapiaHTy XBOPO-
ou [5]. Jlume B 1BOX KJIIHIYHMX BUMAIKaX 3aXBOPIOBAHHS
OITKMCAHO IPO 3aCTOCYBaHHs GioyoriuHoi Teparii [3, 6]. 30-
KpeMa, MalieHTLi 3 opOiTaibHOI0 (hopMoI0 cuHApoMy Be-
oepa — KpicueHa Ta 3aydyeHHsIM iJIe0LIeKaIbHOIO BiIaiTy
KUIIIeYHMKa (Me3eHTepialbHUI MaHIKyJiT) Iicas Heedek-
TUBHOI Teparlii MpeaHi30JJOHOM, IIMKJIOCIIOPMHOM Ta Tepe-
HeCeHOI pe3eKllil KUIIKK MPU3Ha4YeHo iHdIikcumao 3a cxe-
MOIO Ta BiIMiY€HO perpecyBaHHSI CUMIITOMIB TTPOTSTOM &
MicsiiB [6]. Y iHIIIOTo TalieHTa 3 BUCOKOIO aKTMBHICTIO 3a-
XBOPIOBaHHsI 0€3 ypaXkeHHsI BHYTPIllIHiX OpraHiB Ta pe3u-
CTEHTHOIO BiIMOBimII0 Ha 0Aa3MCHI IIpernapaT IIpu3HaAYeH-
He iH(AIKcMMa0y pu3BeIo 10 peMicii mpotsaroM 14 mics-
LiB cmocTepexkeHHs [3].

KniHiyHnn Bunagok

TMamientka M., 1962 p.H., 3BepHyJacsl B YKpaiHCHKHUIA
HAYKOBO-MEIWYHUI LIEHTP ITPOOJIeM OCTEOIOpo3y 3i cKap-
ramuy Ha IOMipHO iHTEHCUBHi HMIOYi 00JIi B ITOIEPEKOBOMY
Bioaiai xpeOTa, 1110 TypOyBajiu ii MPOTSroM OCTaHHIX POKiB
i mocuroBaIuCs Npu (Pi3MIHOMY HaBaHTaxkKeHHi. B aHamHe-
3i — paHHs MeHomay3a y Billi 43 pokis. [Ticis mpoBeneHHS
NBO(OTOHHOI PEHTTEHIBCHKOI ICHCUTOMETPil BCTAHOBJICHO
IiarHO3 «CUCTEMHUI ocTeorropo3». IlamieHTka rocmirati-
30BaHa B KJIiHIKY BifTily KJiHiYHOI (iziosorii Ta maroo-
rii omopHO-pyxoBoro amapaty Y «IHCTUTYT repoHTOIIOTIi
imeni [I.®D. Yeb6orappoBa HAMH VYkpainu» mist moobdcere-
>KeHHsI Ta Mia0opy MOJaIbIIIOL Tepallii 0CTe0IIopo3y.

3 aHaMHe3y BiloMO, 1110 MalliEHTKA CTpaxkaa€ Bil pimki-
CHOI'0 aBTOIMyHHOI'O 3aXBOpIOBaHHSI — cHHApoMy Bebe-
pa-KpicueHa. /1e010T 3aXBOprOBaHHS, 3a CJIOBaMM Malli€H-
TKM, BigOyBcs B 17 pOKiB 3 MOSIBA OOJIOUMX YEPBOHO-CH-
HIOITHUX BY3J1iB Pi3HOTO po3Mipy Ha IepeIHiii ToBepXHi ro-
MIJIOK Ta BUpaXeHoi ciiabkocTi. [linBuiieHHs TeMrepary-
pu Tija He BinMivasia. XBopa 3BEpHYJIach 32 MEIUYHOIO 10-
TIOMOTOIO 3a MiCIIeM ITPOKMBAHHSI, I XipypraMmu 0yy0 BCTa-
HOBJICHO JiarHO3 BapMKO3HOI XBOPOOM BEH HIKHIX KiHIIi-
BOK, TOCTPOro TpoM00debiTy Ta MIPU3HAYEHO CXeMY JIKY-
BaHH$, sSIKa BKJII0Yasia rerapuH, TPOKCEBa3WH Ta HECTEPOiI-
Hi nmpoTtu3anaibHi penapaty. CTaH MallieHTKH AEIo T0-
Kpaiuscst. By3nmu 3MeHIIMIUCS, CTaau MEHII OONHouM-
MU, TICAST 1X 3HUKHEHHS 3ainuinaiacs mirmeHTauis. [le-
pioaMYHO, TIC/ISI TIEPEHECEeHUX TOCTPUX BipyCHUX iH(pEK-
Lii AMXaJIbHUX LIJISIXiB, CTPECIB criocTepiraia mosisy 000~
YMX MIKIPHUX €JIEMEHTIB, 110 3aJIAIIAIN ITirMeHTamiio. 3a-
TaJIbHUI CTaH MalliEHTKU CYTTEBO HE MOPYIIyBaBCs. Y Billi
25 pOKiB TiC/IsI TIEPIINX TIOJIOTIB CTaH XBOPOI ParTOBO IMO-
ripimmBes. 3’gBUjach BUPaKeHa CIa0KiCTh, iIHTEHCUBHUI
0i1b Ta HAOPSIK 000X FTOMIJIOK, OCOOJIMBO B OUISIHIL Meialb-
HOI Ta JlaTepaJibHOI KicTouyok. Ha rominkax, crerHax Bid-
Mivajia TIosIBy YepBOHYBATUX TUISIM, 1110 Hanaji TpaHchop-
MyBaJIMCS B WIJIbHI, pi3KO OO0JIIOUi BY3JIM PO3MIpOM i3 TO-
pounHy. [1poTsirom yacy KoJip By3JliB 3MiHIOBaBCsSI — Bill
YEpPBOHOTO O CUHIOIIHOTO Ta CBITJIO-KOpUYHeBoro. Bo-
HU 3aJIMIIAJIN TTicyIsT ce0e YIITbHeHHS IIKIpY Ta MirMeHTa-

mifo. 3a coBaMM TALIIEHTKY, OOWH i3 BY3JiB BUPa3KyBaB-
cs1 3 BUIIJICHHSIM CBITJIO-XKOBTOI pinuHu. Bupasku TpuBaio
3aroloBajucs 3 TOSBOIO PYOIls Ta IirMeHTallil. YHac/igoK
00JILOBOTO CUHIPOMY OyJIM MOPYIIEeHI aKTUBHICTb, XOIb-
6a, coH. 3MiHM (YHKIIiil IHIIKX CUCTEM OpraHi3mMy He BU-
SIBJIEHO. XBOPill 3alIpoNOHYBAIM aHTUOIOTUKOTeparito Oi-
HWIiHOM, OiOTICit0 BY3JIiB, Bil SIKOi MalliEHTKa BiIMOBM-
Jlach yepe3 TpyJIHe BUTOMOBYBaHHSI MuTHUHU. [ToBTOpHE 3a-
TOCTpPEeHHs criocTepiraia B 35 pokiB Ticiisl APYyroi BariTHO-
CTi Ta MOJIOTIB 3i CX0XO010 KJIIHIYHOIO cuMIiToMaTukoro. [1i-
CJIS1 KOHCY/IbTAIlil CYAMHHOTO Xipypra BCTAHOBJIEHO IIOIIe-
penHiii niarHo3 «cuHapoM Bebepa-KpicueHa», pekoMeHI0-
BaHO 1000CTEXKEHHS B peBMaTOJIOMYHOMY BilIiJIeHHI, ITPO-
Te BUIUCKY Ta KOHCYJbTalliiHUII BUCHOBOK XBOpa BTpaTHU-
Ja. Hapasti 3a MeTMYHOIO TOTTIOMOTOI0 He 3BepTajiach, JiKy-
BaJlaCh HETpaJMIIiIHHUMU METOIaMM, BUKOPMCTOBYBaJa
eJeKTporipolenypu. JlnHaMika cTtaHy Oylia ITO3UTHMBHOIO.
VY 2015 p. noobcTexxyBanacst 3a KOpaoHoM. CyTTEBUX 3MiH
TMOKA3HUKIB 3araJbHOTIO aHaJli3y KpOBi BUSBIEHO He OyIIO0.
PesynbraTu 3aranpHoro anaiisy kposi (28.08.2015): epu-
tpounutn — 4,3 - 10'2, remorno6in — 137 /7, neWKOIM-
™ — 3,5 - 10°, manuukosiaepHi — 4 %, cerMeHTOsIAepHI —
46 %, nimpountu — 44 %, moHouuTn — 6 %, eo3uHODi-
1 — 0, 6azodinu — 0, tpomGormTy — 203 - 10°, IBUAKICTH
ocimaHHst eputpouutiB — 12 mm/ron. JlomaTkoBi oGcTe-
keHHst: Anti-Nuclear Ab. (ANA) — 0,22 U/ml, Anti-DNA
Antibody — He BusiBJieHO (ITOKa3HUKU B HOpMi). Bioximiu-
HUIi aHaji3 KpoBi: aikOymMiH — 41,92 r/a, anaHiHamiHO-
tpaHchepaza — 30,77 MMmonb/J1, acnmapraTamiHOTpaHche-
paza — 35,72 MMOJIb/J, TIOKO3a KPOBi — 5,83 MMOJIb/JI,
ceyoBuHa — 4,5 mmonb/J, kpeatuHiH — 80,1 MKMOJb/1,
Na*® — 138,3 mmonb/n, Kf — 4,49 mmonb/1, Ca?* 3arajib-
Huit — 2,44 mmonn/n, Ca** — 1,30 mmodmns/1, 25(OH)D —
41,13 Hr/ma (MMOKa3HUKU B HOPMi).

V2015 p. y xiiHini cygacHoi peBMarosiorii M. Kuepa Bcta-
HOBJIEHO AiarHo3 «IaHiKyiT Bebepa-KpicueHa, xpoHidyHO-
peLMIuBYIOUNiA iepedir». PekoMeHa0BaHO IpoBeCTU Oiom-
Cil0 MiOIIKipHUX BY3JiB, Ha SIKy MalliEHTKa ITOroauiIacs.
BunrcaHo HacTynHy cxeMy JIIKyBaHHSI MaHIiKyJITy: TUIaK-
BeHim — 200 mr/mody, Himecust — 100 Mr 2 p/n, nun puiic
rejb — mictieBo 3—4 p/n, eHen6iH — 100 Mr/mn, kapmiomar-
Hinm — 75 mr/n.

AHaMHe3 XXUTTS: BipyCHI I'elIaTUTH, TyOepKY/Ib03, IyKpO-
BUIi niabeT, BUPa3KOBY XBOPOOY IIUTyHKA Ta ABaHAILISITUIIA-
JIOI KUIIIKK, TOCTPi CYAMHHI MOPYIIeHHs (MIepeHeCceHn iH-
dapkT MioKapaa, ToCTpi ITOPYILIeHHS MO3KOBOTO KPOBOOOIry,
TPaH3UTOPHI illIeMiYHi aTaku, TPOMOOEMOOJTisl JIereHeBOi ap-
Tepii) 3anepeyye. Y AUTUHCTBI MepeHeceHa aneHIeKTOMisl.

CynyTHi 3aXBOpIOBaHHSI: CUCTeMHUII ocTteornopos. [lo-
IIMPEHUI OCTEOXOHAPO3 XpedTa 3 HelpoaucTpohiyHUMU
nposiamu. [ineproHiuna xsBopoda 2-ro crt., Il cT., pusuk
nomipHuii. By3mosuii 300, eytupeos. PerouByroda repre-
CHa iH(eKIIis.

AJeprojioriyHMiI aHaMHE3: aJlepridyHi peaxilii Ha XJIop
Ta XJIOPBMICHi IIperapaTu.

CimeitHMi1 aHaMHe3: TiTKa IMallieHTKY XBOpija Ha 4ep-
BOHUI1 CUCTEMHHUI BOBYAK, MEPEOIr SIKOTO 3aKiHYMBCS Jie-
TaJbHO.

[1pu ormsiai HYDKHIX KiHIIBOK Ha MepeaHiii MoBepXHi ro-
MIJIOK BUSIBJIEHO TUISIMU 3 HEUITKMMU KpasiMi, HEIHTEHCUB-
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PucyHok 2. CucmemHi ypaxkeHHA op2aHie npu xeopoG6i
Bebepa-KpicueHa

HOTO YepBOHO-KOPUIHEBOTO KOJIbOPY, MPH TAJIbIIALIL SKIX
BU3HAYAIOTHCS IHIIbHI MAIIKIpHI TTOMipHO-00JI04Yi BY3/11
(puc. 3).

TTpoBeneHo ABO(GOTOHHY PEHTTEHIBCbKY IEHCUTOMETPIlO
Ta BCTAHOBJIEHO MiarHO3 CHUCTEMHOTro octeoroposy. [lpu-
3HAYE€HO HACTYITHY CXeMy JIiKyBaHHSI: akiacta 5 mr, 100 mi
BHYTPIIITHBOBEHHO KparieJIbHO Ta pEKOMEHIOBAHO TOCTiii-
HUI MPUIIOM TpernapariB Kasbliito Ta Bitaminy D. Ha doni
JIIKYBaHHSI CTaH CTaOUTbHUI, TTOOIYHOI /il Ha MpUiioM Mpu-
3HAUCHUX TIPETapaTiB MPOTIATOM BCHOTO Yacy MepeOyBaHHS
B KJTiHilli BUSIBJIEHO He OyJI10.

Ha crporomni B JiTepaTypi He OIKMCAaHO BUIIAIKiB
naHikynity Bebepa-KpicueHa B MoemHaHHiI 3 CUCTEM-
HUM octeornopo3oM. Lle Moxe OyTu MoB’sizaHe, MO-Tep-
11Ie, 3 HU3bKOIO ITOLIMPEHICTIO TaHOrO BUAY MaHIiKYIiTy,
Mo-JApyre, IyXe 4YacTo, 3i IIBUAKOMPOIPECYIOUUM KHOro
nepebiroM Ta BUCOKOIO JIETAJbHICTIO TIPU YPaKeHHI XUT-
TEBO BAXIJIMBUX OPTaHiB, MPU SIKOMY 3MiHM MiHepasb-
HOI IIIJTHOCTI KiCTKOBOI TKAHMHU HE BCTUTAIOTh peali3-
yBaTHCs IIOBHOIO Mipoio. HeoOximHo Takoxk BpaxoByBa-
TH, IO JaHAa MalliEHTKa Maja paHHIO MeHomay3y (43 po-
KM), 110 € IOAATKOBUM (DAaKTOPOM JIJIsI PO3BUTKY OCTEOIIO-
po3y. [Ipote moTpibHO mam’saTaTu, 10 MaHiKymiT Bebepa-
KpicueHa € cucTeMHUM 3aXBOPIOBAHHSIM, B OCHOBI SIKOTO

PucyHok 3. 3miHU WKipu nayieHmMKu npu 3axeopro8aHHiI
Bebepa-KpicueHna

JIexkaTh TaToi3ioNoriuHi MexaHi3MM aBTOIMYHHOTO 3ara-
JIEHHS, 1110 TTOTeHLIiTHO MOXKYTb BIUIMBATH i Ha CTaH KiCT-
KOBOi TKaHUHMU. Tak, € OKpeMi MOBiTOMIIEHHS TIPO TTOE-
HaHHSI CUCTEMHOTO OCTEOIOPO3Y 3 BY3JIOBOIO €PUTEMOIO,
CUYB, mankpeatnyHuM MaHikyaiToM. HeoOximHi momanb-
I JOCTiIKEeHHS IUIsI BCTAHOBJIEHHST POJIi aBTOIMyHHOTO
MaHIKYIiTy 1IOA0 3MiHM MiHEepaJbHOI IIiIILHOCTI KiCTKO-
BOI TKAHWHU Ta PAHHBOTO BUSIBJIEHHS MATOJIOTI1 iHILIMX Op-
raHiB-MillleHei, 1110 MOXYTh BpaxaTucsi Mpu AaHOMY 3a-
xBoproBanHi. M

Cnucok nitepartypm

1. EropoBa O.H. CrioHTaHHBIIl MMaHHUKYJIUT. COBPEMEH-
Hble Toaxobl K JeueHuto / Eroposa O.H., benos b.C., Kapmo-
Ba l0.A. // HayyHo-npakTudeckas peBmatojiorus. — 2012. —
No 54(5). — C. 110-114.

2. MonoB W.B. [Nannukyaut I[peithpepa — Bebepa — Kpu-
cyeHa (kimHuyeckoe HabmoneHue) / [lomos W.B., beict-
poB A.B., l'amatonoB b.H., CyukoBa T.H. // [lerckast 60JibHU-
ua. — 2010. — Ne 1. — C. 38-40.

3. Al-Niaimi F. Idiopathic lobular panniculitis: remission in-
duced and maintained with infliximab / Al-Niaimi F., Clark C.
[et al.] // Br.J. Dermatol. — 2009. — Ne 161(3). — P. 691-692.

4. Hyun S.H. Weber-Christian disease presenting with propto-
sis: a case report / Hyun S.H., Kang Y.M., Kim C.D. [et al.] //
J. Korean Med. Sci. — 2000. — Ne 15(2). — P. 247-250.

Ne 3 (23), 2016

5. Iwasaki T. Successful Treatment of a Patient with Febrile,
Lobular Panniculitis (Weber-Christian Disease) with Oral Cy-
closporin A / Iwasaki T., Hamano T., Ogata A. [et al.] // Intern.
Med. — 1999. — Ne 38(7). — P. 612-614.

6. Miranda-Bautista J. Weber-Christian disease with ileocolon-
ic involvement successfully treated with infliximab / Miranda-Bau-
tista J., Fernandez-Simén A., Pérez-Sanchez I., Menchén L. //
World J. Gastroenterol. — 2015. — Ne 21(17). — P. 5417-5420.

7. Muscal E. Weber-Christian Disease / Muscal E., Giardi-
no E.R. [etal.] // Medscape. — 2015.

8. Pongratz G. Patient with Pfeifer-Weber-Christian Disease —
Successful Therapy with Cyclosporin A: case report / Pongratz G.,
Ehrenstein B., Hartung W. [et al.] // BMC Musculoskeletal Disor-
ders. — 2010. — Ne 11. — P. 11-18.

OrpumarHo 11.10.16 W

www.mif-ua.com, http://pjs.zaslavsky.com.ua




Kniniunun Bunapok / Clinical Case

Mapaxuxa T.B., Mputimuy Y.U.

Y «Mucmumym 2zepoimonoauu umerHu [].®. Ye6omapeea HAMH YkpauHeoi», Kues, Ykpauna

3a6oneBanune Be6epa-KpucueHna (onncaHne KNNHNYECKOro cnyvas)

Pe3iome. bonesnn INpeiidepa-Bedepa-Kpucuena — pen-
KO¢ ayTOMMMYHHOE 3a00JieBaHME C IMOpPaXXEHUEM IOIKOX-
HO-XHPOBOM TKaHU. JIMarHOCTHKA U Teparusl 3TOr0 PeaKo-
ro BUJA MaHHUKYJIUTA OCTAIOTCS HEBBIICHEHHBIMU U OyIyT
00CyXIaThCsl B JaHHOM cTaThe. B cTaThe omuchIBaeTCs CIy-
yait cuHapoma BeGepa-KpucueHna y 53-71eTHelt malimeHTKH,

cTpajalolleil TaHHbIM 3a001eBaHueM ¢ 17 JieT, OIHaKo B Te-
YeHUe XMU3HU JISYWSIACh OT PeIUIUBUPYIONIETO TpoMOodte-
6uta 1 y3/10Boii 3puTeMbl. OKOHYATEIbHBIN AMATHO3 YCTAHO-
BUJIM TOJILKO B Bo3pacTe 53 JeT.

KimoueBbie ciioBa: ayromMMyHHOe 3a0osieBaHMe, 00JIe3Hb
I1deiipepa-Bedepa-Kpucuena, naHHUKYJIUT.

Parakhina T.V., Pryimych U.l.

State Institution «D.F. Chebotariov Institute of Gerontology of NAMS of Ukraine», Kyiv, Ukraine

Weber-Christian Disease (Clinical Case Description)

Summary. Pfeifer-Weber-Christian disease — a rare
autoimmune disease with lesions of subcutaneous adipose
tissue. Diagnosis and treatment of this rare type of panniculitis
remain unresolved and will be discussed in this article.
Description of a clinical case: the article presents a case of
Weber-Christian syndrome in a 53-year-old female patient,

who suffered from this disease since she was 17 years old, but
during life she has been treated for recurrent thrombophlebitis
and erythema nodosum. The final diagnosis is established only
at the age of 53 years.

Key words: autoimmune disease, Pfeifer-Weber-Christian
disease, panniculitis.
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