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The article presents the literature data and clinical observation of a patient with Weber — Christian disease. The authors demonstrate
the complexity of the diagnostic search in this nosology. The correct and timely diagnosis and treatment determine a good prognosis in

patients with Weber — Christian panniculitis.
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bone3Hb Bebepa — KpucyeHa oTHOCUTCSA K rpymnrne
NaHHWUKYNUTOB, KOTOPble NpeaCcTaBnsatoT cobol Bocna-
neHne NoAKOXHO-)XXUPOBOW KieTdaTKu C BOBJIEYEHU-
€M HenTpodunoB, NENKOLUUTOB N FMCTUOLMUTOB, NMpU-
BoAsuee K dnbposy M uHOrAa K rpaHyseMaTo3HbIM
nameHeHusm [1]. CornacHo rMCTONIOrMYECKOW Kap-
TUHEe BbIAENSIOT cneayouwme BUAbl NaHHMKynuTa: 1)
cenTanbHbIM (y3noBaTas spuTemMa, NOAOCTPbIA y3en-
KOBbIi MUTPUPYIOLLNA MAaHHUKYNUT); 2) NobynspHbli
(6one3Hb Bebepa — KpucyeHa n cMHApPOM MaHHUKY-
nuTa); 3) CMelWaHHbI cenTanbHbii U NO6YNApHbINA;
4) NaHHUKYNUT NPV BACKy/INTE COCYAOB MESIKOro wu
cpefHero anameTtpa. bonesHb oTHOCATCA K nobynap-
HbIM MaHHUKYINTaM.

Bone3Hb Bebepa — KpucueHa (CNOHTaHHbIA NaHHU-
KYNUT, HOAYNSAPHbIA NaHHUKYnuT MNdendepa — Be-
6epa — KpucueHa, peumansupyowmn 1nxopagoyHbii
HEHarHMBaLWMINCA NaHHUKYNIUT) — OCTPOE MMMYHO-
anneprmyeckoe BOCMasEHWE >XWMPOBOM TKAHU HeEUs-
BECTHOM 3TUOMOMMKN, XapakTrepusylouleecs numdona-
HO-TUCTUOUNTApPHOM MHUNbTpaumel, obpasoBaHNeM
HEKpPO30B, JINMOrpaHy/eM U KPYMHbIX KIeToK C ne-
HUCTOW LMTOMAA3MON, Yalle BCTPEYAETCS Y MOSOAbIX
XXEHLLUWH cpeaHel BO3PaCTHOM rpynmnbl C M36bITOYHOMN
Maccon Tena [2].

B pocTynHOW nutepaType HanWAeHO onucaHue npu-
MepHO 240 cny4yaeB AaHHoro 3abonesaHus. B 1882 r.
K. Mdendep onucan KIMHUYECKYIO U TUCTONOrnYe-
CKYI KapTWHY CUCTEMHOrO CMOHTAHHOIO MAaHHUKYN-
Ta, a B 1925 1 1928 rogax Bebep n KpucueH gonon-
Hunn ero [2].

B kauecTBe npeapacnonarawwmx (GakTopoB K pas-
BuTUI0 60ne3Hn Bebepa — KpucueHa onmncaHbl 6poH-
XuanbHaa acTMa, caxapHblil AnabeT, pasnndHble WH-
dekuunmn, pusmnyeckne neperpysku [3].

KnnHnyeckn paHHas naTofniorus nposiBnsieTcs gop-
MWPOBAHWEM Y3/10B B MOAKOXHO-XXMPOBOWN KneTyaTke,
KOTOpble MOSABAAIOTCA BHE3amnHo, eANHUYHO B OTAE/b-
HbIX y4acTKax WAW MHOXeCTBEHHO, MHorga obpasys
KpynHble ckomnsieHnsa (6nswKkn) unmn Tsxu, no dopme
HanoMuHawwme 4yeTtku. KOHCUCTEHLUMS Y3N0B BHauva-
e MArkas, 3aTeM ynaoTHSAETCS, MOryT o6pa3oBbiBaTb-
CS Crariky C KOXeW, KoXXa Haj HMMMK NnepBoHayasbHO
HE U3MEHEeHa C MOocCneaylLlMM U3MEeHEeHMEM LBeTa oT
SIpPKO-pO30BOro A0 KOpM4HeBOo-6arpoBoro. 3akaH4mBa-
eTcsa 3TOT Mnpouecc aTpoduer NopaXxeHHoro y4yacTtka,
WHOrga C BAABJIEHMEM B LeHTpe. Jlokanusauus ysnos
Ha Tene pasfM4yHa, Yalle OHW pacnonaraktTCs Ha sro-
Aanuax, pykax u Horax. [nnTenbHOCTb KOXHOro mnpo-
Lecca BapbupyeTcsl OT HECKOJIbKUX AHEN A0 HEeCKOsb-

Ta6nuua 1.
OnddepeHumanbHas aMarHocTuka naHHukynmta Be6epa — KpucueHa
Y3noBaTas sputema Bonesuk Bebepa — SputeMa baseHa Moaarpa
KpucueHa
® MArkMe — ynsoT- ® MArkMe — ynaoT- ® pa3BMBAlOTCH Mea- e y3nbl 6e36051e3HeH-
HAOTCH, AMaMETP HATCA — CNanku ¢ NIEHHO, HEe pe3Ko Hble, agameTp oT 1-2
1-5 cm, mMoryT cnun- KOXeN — aTpodus rno- | oTrpaHUYEHbI OT MM Ao 1-2 cm
BaTbCH Pa)XEHHOro y4yacTka — | OKpYXaloWuX TKaHel, | e Hag cycTaBamm
® CUMMETPUYHDbIE, BAAB/IEHNE B LiEeHTpe 60one3HeHHbl, Hepea- | KWUCTWU, CTOMbI, JIOK-
e rOJIEHU, KOJIEHHble, | — CK/1IEpPO3 — KaslbLUW- | KO U3bA3BAAOTCA — TeBbIX CyCTaBax,
CycTaBbl HO3, eANHUYHbIE UITN pybuosas aTpodus YLUHbIX paKOBUHaX,
1. Koxa * UBET sipKO-Kpac- CKOMMIEHNSAMUN, HECMM- | ® HA 3agHeN nosepx- pa3rmbaTtenbHol no-
(y3nbl) HblA — gneAHo- MeTpUuyHble, HOCTW rosieHemn BEPXHOCTM npeane-
KpacHbln nnu 6a- ® yalle Ha Arogmuax, ® CUMHIOWHO-KpACHoOro | 4uin, bepep, roneHen,
rPOBO-CUHIOWHbBIN — | BEPXHUX U HUXKHUX uBeTa AXUINOBbIX CYyXOXMU-
XKeNTOBaTbl UM 3e- | KOHEeYHOCTSX nni
JIeHOBaTbIl OTTEHOK e 0ObIYHbIN UBET — ® XEe/ITOBATOro LBe-
SIPKO-pPO30BbIN — KO- Ta, CoAepXMMoe
pu4yHeBO-6arpoBbIn MOXeT pas3XmxaTbCs
N BblAENATbCS Yepe3
CBULWM
paccesiHHble ckonae- | NMMMOUAHO-TUCTUOLN- | TUNMUYHBIN TybepKy-
> - HUS TIMMDOUAHBIX TapHas MHGUAbTpauMs | NOUAHbIN HbWAbTPaT
Tonorns WU TMCTUOUMTAPHbIX C o4yaramum Hekposa B
y3na K/IETOK C NpUMechbio LeHTpe
HenTpodmIoB 1 30-
3UHOMUI0B
NHTOKCHKauus, 1 WNHTOKCUKauuns, ap- HanMume ogHOM mn3 BblCOKas rnunepypu-
3. Apyrne | CO3, apTpanruu Tpanrnm, CUCTEMHbIE ¢dopM opraHHoOro Ty- Kemus, 6ypcuTbl n
nposiene- nposiBfieHns (nopaxe- | 6epkynesa TEHAOBArMHUTLI
HUA Hue LUHC, nepukapant
nT.A.)
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KX MecCsiueB, NMpu MHBOOUMU CTapbiX Y3/10B MOryT
NOSIBNSATbCS HOBbIE, YTO CAYXUT NPUYNHOWN yBennde-
HUS MPOAOJIKUTENBHOCTM CaMoro 3abosieBaHus, ume-
ouwero peunameupytoulee TedeHue [2-4]. MosBneHue
60ne3HEeHHbIX Y3/10B MOXET CONPOBOXAATbCSH NHTOKCU-
KauWOHHbIM CUHAPOMOM, JIMXOPaAKOM, apTpanruamm,
rofoBHbIMKM 6015MK, MOPaXXeHWeM BHYTPEHHWUX opra-
HOB, HEPBHOW CUCTEMbI, TaKXXe OnucaHbl ciyyaun nepum-
KapauTta [2-7].

Mpn 6one3Hn Bebepa — KpucyeHa B KpoBM OTMeYa-
eTcsl 203nHoUInNS, NekoneHmns, HOpMOXPOMHas aHe-
MWUS, MOBbIWEH YPOBEHb LMPKYIUPYIOWNX UMMYHHbIX
KOMMJIEKCOB, YTO YKa3blBAET Ha CBA3b C MEPEKPECTHOM
MMMYHHOI peakuunen [2].Takxe oTMeyaeTcs yBenmye-
HUE YPOBHS B-MMNOMPOTEMHOB, MMCTUAA3bl U YMEHb-
LWeHne coaepXaHMs XONMHACTepasbl 3a CYET runoasb-
6yMUHEMUN C rmneprammariobynmHeMmnen.

[JocTaTouyHO CNOXHbIM MoXxeT 6bITb Bonpoc andde-
peHunanbHOW AuarHoctTuku. [puM  U301MPOBAHHOM
KOXHOM npouecce HeobxoAMMO WCKAKYaTb BTOPUY-
HbI XapaKTep MaHHUKYNMTa, KOTOPbI BCTpeyaeTcs
npuv nunorpaHyneMartose, /MNOAEPMaTOCKIepo3e,
HeAOCTaTOYHOCTM  d,-aHTUTPUMCUHE, XPOHUYECKOMN
NOYeYHOW HenfoCTaTOYHOCTM, aAeHOKapuuHOMe noja-
xenypo4Hon xenesbl [1]. Cam naHHMKYNuUT Bebepa —
KpucueHa cneayet anddepeHumMpoBaTb C y3/10BaTOMN
aputeMon, rnybokor BonvaHkon Kanowwu — Mpraxra,
spuTemMoln baseHa, HOAO3HOW 3puTeMol, noparpuye-
CKUMU y3/1aMn, NOAKOXHbIM capkonaom [lapbe — Pyc-
CW, KanbLUMHO30M KOXW, HerpodmnbpomaTo3om, noa-
KOXHbIMW SIMNOrpaHyseMaTo3oM FOTTpoHa M nMnoma-
mu (tabn. 1) [5].

Ons noaTeepxaeHus aumarHosa Heobxogmma 6uon-
cns koxun [5]. Mpun 6onesHn Bebepa — KpucueHa B
pe3ynbTaTe MeCcTHOW AereHepaunm M Hekpo3a B Mnoa-
KOXHO-XXWPOBOW KneTyaTke 06pa3ytoTcs BocnannTenb-
Hble y3/bl. [TopaXeHHble y4aCTKM XapaKTepusyTcs
HENTPOMdUNbLHOM NMHDUNbTPaAUMEN, 3aTeM MOSABNAOTCS
KNEeTKU-TUCTUOLMTBI, KOTOPbIe MPOHUKAIOT B XUPOBbIE

PucyHok 1.

Bbipa>xeHHasi iMmMdormcrmoumTapHas nuHunb-
Tpauuss NOAKOXXHOW >UPOBOW KneTtyatku (cob-
CTBEHHOE HabnoaeHne)

- BOCINAJIHTC/IBHOID
napnabTpaTa
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KNneTkn, nornowas ux. B panbHerwem nosiBnstoTCS
dunbpobnacTtbl, y3en 3aMewaeTcs COeANHUTENbHOMN
TKaHbto [2].

OaHO3Ha4YHbIX NOAXOA0B K NneveHuto 6onesHn Bebe-
pa — KpucueHa HeT, B AuTepaType onucaHa addek-
TUBHOCTb KOMMJIEKCHOM Tepanuu uuToCTaTUKaMu W
rNOKOKOPTUKOCTEPONAAMU. TakxXe BO3MOXHO MCMONb-
30BaHMe aHTMBWOTMKOB MpWU MNpUCoeaVHEHUN MHPeK-
LMW N XUPYPruyeckoe sieHeHne OC/IOKHeHun [2-7].

MporHo3 3aBMCUT OT xapakTepa TeyeHus 3abonesa-
HVS M CBOEBPEMEHHO YCTaHOBIEHHOrO AMarHo3sa. Ecnm
JleyeHne HauyMHaT Npu NepBbIX NposBeHUax 3abo-
JNleBaHuWs, NPOrHo3 B LesioM 61aronpuaTHbIN.

KnnHnyeckoe HabnwgeHne

Y naumeHTtkn H., 32 net, B okTabpe 2012 r. Bnepsble
NosIBUINCb MOAKOXHbIE YMNOTHEHUS B 061acTy nNpaBoro
naeda, Koxa Hag HUMK bblna 6e3 nameHeHun. Mossun-
Csl 03HO6 B HOYHOE BpeMsi CYyTOK, TeMrnepaTypy He u3-
Mepsina. [ocTeneHHo cTanu nosiBNsATLCA HOBblE Y3/bl B
obnactn rpyaHoOM KNeTKW, CMuHbI, XNBOTA, YNJOTHEHUS
6b11n 6e36one3HeHHble, coxpaHanca cybdebpunutet. B
despane 2013 r. XMpypromM no MecTy XWUTeNbCTBa Bbl-
CTaBJieH gmnarHos «amnomaTto3». B mae 2013 r. nocne ne-
peoxnaxaeHus obpasoBaHnsa yBEINYUINCL B pa3Mepax,
CTann pe3ko 60fIe3HEHHbIMU C TMNepeMmen KOXW Haz
HMMK, OTMeYasiocb MOBbILIEHWe TemnepaTypbl Tena Ao
38,5 rpagyca. O6patunacb K TepanesTy, 6bi1 BbICTaBEH
AnarHo3: YssioBaTasi 3puUTEMa, BbISIBIEHO MOBbILEHWE
CO3 po 31-61 mMM/yac, npoBeaeHa peHTreHorpadus op-
raHoOB rPyAHOW KIETKM ANns uckn4veHus Tybepkynesa,
capkougo3sa. lMauneHTke 6bln Ha3zHayeH MNpeaHU30S10H
10 Mr/cyTku, Ha cdoHe npvema KOTOPOro yMeHbLUMIach
60M1€e3HEeHHOCTb, MOSABUIACh CUMHIOWHOCTb KOXM Hag y3-
namu, Ho coxpaHsincs cybdebpunureT. B KOHLUe aBrycra
2013 r. nepeHecna BUPYCHYO MHMEKLUMIO, Ha 3TOM (oHe
B TEUYEHME CYTOK MOSIBU/IUCb MOAKOXHble YMJIOTHEHUS
Ha Horax, nosbiCcMnacb TeMnepaTtypa Tena Ao 38,5°C,
y3/1bl CTann pe3ko 60ne3HeHHbIMKU. 15 NCKIOYEHNS OH-
KOIOrMYecKoro rnpouecca HamnpasfieHa K OHKOJ/ory, rno

PucyHok 2.

AKTMBHasa pe3op6bumsa normébwmnx >UPOBLbIX
KJIETOK TKaHeBbIMU rucrumountamm (cobcrBeHHOe
HabntogeHne)

"Tlenncresie
Kiaerkn' -
maxpodarn ¢
‘fl\'lll)ll)l
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PucyHok 3.

MocTBOCNasIUTENbHbIN CKJIEPO3 C 3aMelljeHueM
YKUPOBOW TKAHU BOJIOKHUCTOW COEAUHUTESNIbHOMN
(cobcTBEHHOE HabnoaeHne)

MOrHGIIHX
JIHMOUNTOB

pekoMeHAauMmM KOTOporo nposefeHa Guoncusa yyacTka
YMAOTHEHUI U BbISIBAEHbI MPU3HAKM XPOHUYECKOro BOC-
naneHus, AaHHbIX 3@ HeonaacTUYeCKMEe MU3MEHEHUs He
6b110. YunTbiBasgs KIMHMYECKYID CMMNTOMaTMKy, Oblna
yBenuyeHa fo3a npeaHmsosioHa 4o 20 Mr, npm 3TOM Co-
XPaHANUCb NnMxopaaka M 60ne3HeHHOCTb Yy3710B. [pu
CaMOCTOSITENIbHOM MOMbITKE OTMEHbI NPeAHM30/10Ha Ha 2
OHS OTMeTuIa pe3Koe MoBblleHMe TeMnepaTypbl Tena Ao
40 rpaaycoB, nocne 4yero Bo306HOBWUNA NPUEM C yBeENU-
yeHuneM [03bl A0 25 Mr B CyTKMU.

B ceHTsa6pe 2013 r. nocne KOHCy/bTauMu peBMaTo-
flora C NoAO3peHMEM Ha MaHHUKYIUT FroCAnTaan3npo-
BaHa B peBMaTtosiornyeckoe otaeneHue PKB, rae npo-
BeAeHa peBu3nsa OGMOMCUMMHOrO MaTepuana, B3SITOro
paHee, 1 BbISIB/IEHbI NMPU3HAKKM NaHHUKYyUTa Bebepa —
KpucueHa (puc. 1-3).

Ha ocHOBaHWM KIWHWYECKOW KapTUHbI, CMMATOMOB
MHTOKCMKaLWK N pe3ynbTaToB 6MONCUM BbICTaBNEH AN~
arHo3: lMaHHukynut Bebepa — KpucyeHa, nogocTpoe
TeyeHue, BbICOKOW CTeneHW akTUMBHOCTU. [lpoBeaeHa
nynbCc-Tepanus NpegHU30sI0OHOM, YBeNIMYeHa [03a Ha
MOCTOSIHHbIN NpueM ao 45 mr/cytkn. Ha ¢oHe neyeHus
TeMmrnepaTypa YyMeHbluuiacb, y3nbl ctanu 6e3bones-
HEHHbIMUM, KOXa Hag HMMK npuobpena cepbll OTTEHOK,
nosiBunacb BTSHYTOCTb, B Te4yeHWe nocneaymwmx 3
HeAeslb HOBble 3/IEMEHTbI HE MOoSBASAUCL (puc. 4).
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PucyHok 4.
Y4yacToK KOX>XU Ha npepansiedybe ¢ BTAHYTOCTbIO
B LleHTpe

B okTsa6pe 1 Hoss6pe 2013 r. npu perocnutanmsaumnm
B pesBMaTtosiormyeckoe otaeneHve PKB TemnepaTtypa
Tena 6bla B npegenax HOpMbl, Hag y3namum cnabas
rmnepnurMeHTaumnsa 1 BTSHYTOCTb KOXW. MNpoBoannack
nynbC-Tepanusa MeTUNpeaoMm, 403a NpeaHN30/I0Ha CHU-
KeHa A0 30Mr/cyTku, y4umTbiBasi COXpaHeHMe aKTuUB-
HOCTW mpouecca Ha3HadeH azatmonpuH 100 Mr/cyTku.
MauneHTka HabnogaeTca peBMaTonNorom, naaHuMpyeT-
Csl panbHenwee CHUXeHne A03bl NpesHN30s10Ha.

MpencTaBneHHbIA KIIMHUYECKUIA Clly4ail MOXET oTpa-
KaTb BCHO C/IOXXHOCTb ANArHOCTMKM NMpW AAHHOW NaTono-
run: naumeHTKa Habnganack C AMarHosamm «amnoma-
TO3», «y3/10BaTas apuTeMa», UCKII0YANNCb BO3MOXHbIE
MPUYMHBbI KOXHbIX M3MeHeHun (Tybepkynes, capkou-
[03), NpoBeAeH OHKOMOUCK, B3siTa 6b1Moncusa ana UCKo-
UeHMs HeonacTM4ecKoro npouecca. bonblwyo nomoub
B BepudmKauMm AmarHosa okasana npaBuiibHas WH-
TepnpeTauus maTepuana émoncmum. CBOEBPEMEHHO Bbl-
CTaB/IE€HHbIA AMarHo3, HayaToe sieyeHne agekBaTHbIMU
[03aMu1 NpeaHU30/10Ha M @3aTUOMPUHOM MOJIOKUTENBHO
MOBJIMSIZIN HA NPOrHO3 AAHHOM NaLMEHTKMN.

Be3ycnoBHO, MMEHHO CBOEBpEMeHHas AMarHoCcTuKa,
MCKYCCTBO Bpaya YBUAETb K/IMHUYECKYIO KapTUHY 3TOM
naTosnormmn, cornacosaHHas paboTta c Mopdosoramu,
OUeHMBaLWNMKM MaTepunanbl buoncmun, ABNAKOTCA 3a-
JIOroM yCnewHon Tepanuu.
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