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bonesnv Bebepa—Kpucuena — pedxas gpopma 100ya3pH020 NAHHUKYAUMA, XAPAKMEPUIVIOUAACS pa3eumuem 001e3HeHHbIX NOOKOICHbIX Y3~
108 HA MYA08UL4e U KOHEHHOCMAX YACHO 8 COYeMAHUL ¢ CUCIEMHbIMU NPOSBACHUAMU U meHOeHyuell K peyudusam. Hzeecmmbl eQunu4Hble
cayuau daumensroeo (bonee 5 nem) Hadarodenus nayueHmos ¢ 6oae3nvto Bebepa— Kpucuena. [lo smoii npuuune 6 Hacmosujee epems He Cy-
ujecmeyem npoeHOCMUYecKux Kpumepues 3a001e6anHus U 00KA3aAHHO20 00WEeNnPUHAMO20 Memood AeHeHUs.

TIpedcmasaeno Kaunuueckoe HabAOOCHUE NAUUCHMKU C 6ePUDUUUDOBAHHBIM OUACHO30M KOXNCHOU hopmbl Ooae3nu Bebepa— Kpucuena, y ko-
mopoii daumenvHoe pemsi OmMe1aemcst CyOKAUHUYECKas pemuccus Ha poHe npuema HU3KUx 003 nPeOHU30A0HA U OA3UCHOL NPOMUBOPel -
dueHoll mepanuu.
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Weber—Christian disease is a rare form of lobular panniculitis characterized by painful subcutaneous nodules on the trunk and limbs commonly
concurrent with systemic manifestations and a tendency to relapse. Known are only sporadic cases of a long-term (more than 5-year) follow-
up of patients with Weber—Christian disease. For this reason, there are neither prognostic criteria for the disease no proven conventional treat-
ment option now.

The paper describes a clinical case of a female patient with a verified diagnosis of Weber—Christian disease who has a sustained subclinical

remission due to low-dose prednisone use and basic antirecurrent therapy.
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IMannuxkynutr Bebepa—KpucueHa — penkas dbopma maH-
HUKYJIUTA C HESICHBIMYM 3TUOJIOTUEN U TIaTOTeHE30M, MPETo-
JIOXWUTEJTbHO ayTOUMMYHHBIM MEXaHU3MOM Pa3BUTHSI, COTIPO-
BOK/IAIOILAsICSl TIOBBIIIEHMEM B KPOBU YPOBHSI LIMPKYJIUPYIO-
LMX UMMYHHBIX KOMITJIEKCOB, UHTepJeiikuHa 2 1 (pakTopa He-
kpo3za omnyxoiau o (PHOw) [1]. IIpu aTOoM 3ab0jeBaHUM Ha-
OJIroaeTCs JIOOYISIpHOE BOCTIaJIeHUE XXMPOBO TKAaHU C HeCIe-
MUIECKUMH BOCTIAIUTETbHBIMU WHGUIBTpATAMU, 00pa3o-
BaHHBIMU TTOIMMOP(OHO-SIIEPHBIMU JIEUKOUTaMU, TUMGbOIIN-
TaMM Y TUCTUOLMTAMU, B JaJbHEHIIEM MPUOOPETAIOIUMU
dopmy MakpodaroB ¢ MEHUCTON LUTOMIA3MOM (urnodaru), a
TakKe JMITOHEKPO30M U (HOPMUPOBAHMEM TI'PAaHYJIEMOITOI00-
HBIX CTPYKTYP.

Ucropust uzydenus 3aboseBanus Hauyanach B 1892 1., korma
HeMeLKuii Bpau V. Pfeifer ommcan «cMHIAPOM 04aroBoii JUCTPO-

57

um» TTONKOXHON KUPOBOI KJIETYATKU. DTO ONMUCAHUE OBLIO
nponoHeHo B 1925 . EP. Weber 1 B 1928 . H.A. Christian. ITep-
BOE€ COO0IIIeHNEe 00 3TOM MAaHHUKYJINTE B OTeYeCTBEHHOM JIUTe-
patype nosiBuioch B 1961 r. u npunamiexut ). I[MoctHOBY 1
JI. HukonaeBoii. B nuteparype BcTpeuaeTcsi MHOKECTBO Ha3Ba-
HUI1 3T0oro 3abosieBaHust: 00Je3Hb Bebepa—KpucueHa, xpoHu-
YeCKUI peIMIUBUPYIONINI TAHHUKYJIUT, WINOTTATUIeCKUI JT0-
OYJISIpPHBIN MAHHUKYJINT, JIUXOPAAAIIAA PelIUANBUPYIOIINI He-
HarHavBawIINica TaHHUKYJINUT, CIIOHTAHHBIM ITaHHUKYJINT.
[Tpu moucke auTEpaTyphl OBLIO BBISICHEHO, YTO YacTO aBTODPbI
MoJ1 MOHATUEM «IaHHUKYJIUT Bebepa—KpucueHa» moapasyme-
BalOT COBEPIIEHHO reTepOreHHbIe MaHHUKYJIMTHI, YTO 3aTPYyIl-
HSIET aHaJIN3 JINTEPATyPHBIX UCTOTHUKOB.

Yacrora naHHukynuta BeGepa—KpucueHna nocroBepHo
HEM3BECTHA BBUIY PEAKOCTU TaHHOI maTojoruu. Hamnbosnee ya-
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CTO 3a00JIeBaHUE MOpaXaeT XKEHILUUH CPETHEro Bo3pacTa ¢ U3-
OBITOUHOI Maccoit Tena [2].

XapakTepHOil TpUanoil MOUOMATHYECKOTO TMaHHUKYJIUTA
SIBJITIOTCS HAJIMYME JTUXOPATKHU, 00JIC3HEHHBIX TTOIKOXHBIX Y3-
JIOB Ha TYJIOBUIIIE M KOHEYHOCTSIX M TEHIACHILIUSI K peLMIUBaM
|3]. BoigensiioT BUCLIEpaJIbHYIO Y KOXHYIO (POpMY MaHHUKYJIUTA.
TTocneaHoo Moapa3aesssioT B 3aBUCUMOCTH OT XapaKTepa KOoxX-
HBIX TTPOSIBJICHMIA Ha Y3JI0BATYIO, OJISIIICYHYI0 M MH(DUIBTpaTUB-
Hy10 hopmbl. B rTo3aHMe cpoku 3a00eBaHUs pa3BUBAETCS aTPO-
(s KUPOBOIf TKAHU, KOTOPAsI IIOCTEIIEHHO 3aMEIacTCs COSIM -
HUTEJIBHOI TKaHBIO, YTO MPUBOIUT K TTOSIBJIEHUIO XapaKTepHOM
BTSTHYTOCTM KOXU Ha MecTe ObIBIIETo y3ia. [1pu BucliepaibHOi
(opme mopaxarorcst 3a0proIIMHHAs 00J1aCTh U CATbHUK (ME3eH-
TepUaIbHbI MAHHUKYJIHUT), MOTYT Pa3BUBAThCS Te€MaTOCIIIICHO-
MeTausl, TaHKpPeaTuT, HedpomaThsi, TIPU 3TOM KOXKHas CUM-
NTOMATHKA B Psifie clydaeB OTCYTCTBYeT [3].

B nurepatype mpencTaBieHO OYeHb Majlo JAHHBIX O TTPO-
FHO3¢ M BBDKMBAEMOCTU y IAallMEHTOB ¢ 0OoJie3Hbio Bebe-
pa—KpucueHa, MoCKoJIbKY U3BECTHBI JIUILb EAMHUYHbBIC CIydyan
IyuTesibHoro (Gosiee S siet) HaOmoneHus [4—7]. B ¢Bsi3u ¢ aTUM
B HACTOSIIIIEE BpEeMsI HE CYIIECTBYET IIPOrHOCTUUECKUX KPUTEPH -
eB 3a00JIeBaHUS U TIPEAUKTOPOB, OINPEACIISIONINX XapaKTep ero
TE€YCHUSI M CTEIIeHb aKTUBHOCTH, TSKECTh COCTOSIHMS TTAllMCH-
TOB Y PUCK Pa3BUTHUS BUCLIEPATIbHBIX TOPAXKEHUIA.

W3BecTHO, YTO TeyeHHWEe MIMOMATUYECKOTo TMaHHUKYJIMTA
BapuabesbHO. Y yacTu 00JbHBIX HAOIIOAAETCs ero HU3Kasi ak-
TUBHOCTb C OTPAHUYCHHBIM ITOPAXKEHUEM 1 XPOHUUYECKUM Teue-
HueM. [1pu aToit hopMe He3aBUCUMO OT OCTPOTHI Havajia 1ajib-
Helilliee TeyeHue 3a00JeBaHMSI HOCUT OJIATONPUSITHBINA Xapak-
tep [8]. JlaHHBIN BapuaHT MaHHUKYJIWUTA HE COIPOBOXIAAETCS
CHUCTEMHBIMU MPOSIBJICHUSMU U BUCLEPAIbHBIMU MOPAXKEHUSI-
MU, a peIKUe PEeUMIVBbBI, YepPeayIOIMecs ¢ JIUTEIbHBIMUA pe-
MUCCUSIMU, HE OTIMYAIOTCS 110 TSDKECTU OT MPEABbIIYIINX.

Y HEKOTOpHIX MAIlMEHTOB Pa3BUBACTCS TsKeJIoe 3a00yeBa-
HHUE C OCTPBIM U MOJOCTPHIM TEUEHHEM, KOTOPOE COMPOBOXKIA-
€TCS1 BBICOKOM JIMXOPAAKOIl U BbIPAKEHHBIMU OOIIMMMU MPOSIB-
JICHUSIMU (JUTMTEJbHOM, FTeKTUYECKOTO TUIIA JIMXOPAAKOM, Hapa-
craiolleii ¢1adoCcTblo, U3MEHEHUSIMU B 0011IeM aHaJIn3e KPOBU U
MMEYECHOYHBIX MP00ax) ¢ MMOCTOSTHHBIMU O0OCTPECHUSIMUA UJTU OT-
CYTCTBHUEM PEMMCCHUU, TIPU 3TOM UKCIIO Y3JI0B Ha KOXKe OOBIYHO
yBenuuuBaetcs [9]. B ciyyae ocTporo TeueHust 0611IMe CUMIITO-
Mbl HapacTaloT, pa3BUBAIOTCS BbIPAXXEHHbIE MUAJITUU, apTpas-
YU, OCCAITUM, UBMEHEHUSI B KPOBM, B TEPMUHAIBHON CTaaIuK
BO3MOXHBI HapylIeHUsI CBEPThIBaIOIIEeil cUCTeMbl KpoBH. Pe-
MHCCHUY OBIBAIOT PEAKUMU U OYEHb
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csl MpenMKTOpaMu Pa3BUTHS 37I0KAU€CTBEHHBIX HOBOOpa3oBa-
HUIi, OIHAKO B cucTeMatudyeckom o63ope S. Halligan u coaBrT.
[10] Takas koppensuus He moaTBepauiack. Hanbomee yactoiMu
MPUIMHAMYU CMEPTU SIBJISTIOTCSI CETICUC, TIeYeHOYHAsT HeloCTa-
TOYHOCTh, KpPOBOTeUEHMST U TpoMOO3bl [11, 12].

JlokazaHHOro MeToja JeYyeHUs] MaHHUKyIuTa Bebe-
pa—KpucueHa He CyIIEeCTBYET, UTO OOBSICHSIETCS HEI0CTaTO4-
HBIM KOJIMYECTBOM HAKOTUIEHHBIX TAHHBIX O JOJTOCPOYHOM Te-
yeHnU 3a001eBaHMsT Ha (DOHE JIeUeHMsT TeM U UHBIM TIperiapa-
TOM U OTBETE Ha Teparuio. B 0CHOBHOM MPUMEHSIIOTCS] HECTePO-
WIHBIE POTUBOBOCTIANIUTENbHBIE TIPETapaThl, TTIOKOKOPTUKO-
unsl (I'’K) B MasbIx 103aX, XOPOIIO KyMUPYIOLIUX 000CTPEHUS, U
aMUHOXVMHOJIMHOBBIE TIpenapaThl. B mureparype nmerorcst onu-
CaHWsI OTIEJIbHBIX CITy4aeB YCTICIIHOW Tepanuy IMaHHUKYJIWUTa
Bebepa—Kpucuena uukiodochamuaom [13], MeroTpekcaTom
(MT), azatuonpunom (A3A) [14, 15], uuxiocrmopuHoMm A [16,
17], mukodenonata modetrunom [18, 19] u Tanunomuaom [20].
B nocnenHue ronbl NOSIBISIOTCS JaHHbBIE 00 YCIIEIIHOM MTpUMe-
HEHUU MHTUOUTOPOB (hakTopa HEKPO3a OMYXOJIH o B CIyyae He-
9¢b(EeKTUBHOCTHY NepeUYMrCIeHHbIX TTpenaparos [21—24].

[MpuBOIUM COOCTBEHHOE ITUTETHLHOE HAOMIOAeHNE TTAHHU -
kynuta Bedbepa—KpucueHna.

Ilayuenmxa H., 36 sem, ¢ oxkmsops 2012 e. cmasra ommeuams
NnoO0K0JICHbIE YNAOMHEHUS 8 00aacmU NPAoeo nie4a 6e3 KaKux-au-
00 usmMeHeHUll Koxcu HA0 HUMU ¢ OanrbHeluuuM npucoeouHeHuem
cyogebpunvroil memnepamypuvl U NOCMeNneHHbIM NOSA8ACHUEM HOBbIX
Y3106 6 obaacmu epyOHOll KnemKu, cnunbl, scusoma. Ilayuenmxa
HabA0aracy y Xupypea ¢ OUAeHO30M <AUNOMAMOo3», 3amem y me-
paneema c ouazHo3om <«y3noeamas spumemar». lloayuana neuenue
Huskumu dozamu I'K ¢ ymepeHHbIM n0A0NCUMENbHBIM IPPeKmoMm,
00HAKO Ha @oHe 6030eiicmaus HebAa2onPUAMHbIX GaKkmopos (ne-
peoxnaxcoerue, OCmpule pechupamopHble 3a001e6aHUS) BOZHUKANU
obocmpenus: y31bl Y8eAUHUBANUCH U CIMAHOGUAUCH PE3KO D0Ne3HEH-
HbIMU, NOABASAUCH HOBbIE YNAOMHEHUsL, 2Unepemusi KoJcu Had Humu
u auxopadka 0o 38,5 °C. B ageycme 2013 e. 045 uckaroueHus OHKO-
A02U1ecK020 npouecca npogedeHa GUoncUs y4acmrka YynAomHeHuil,
npu eucmomop@onocutecKkom uUccredo8anull GbvlieAeHbl NPUIHAKU
XPOHU"ecK020 eocnanenus 6e3 Heonaacmuueckux usmenenuil. /loza
npeonu30n0na Ovina yeeauverna 0o 20 me, o0Haxo auxopadka u 6o-
ANe3HeHHOCMb Y3108 coxpansauce. Tlonvimku nocmenenHoeo cHu-
JceHUs: 003bl NPEOHU30A0HA NPUBOOUAU K 000CPEHUAM.

B cenmsbpe 2013 e. hanpasaena Ha KOHCYAbMAYU0 K peema-
mosnoey. Ilposedena pesusus 6uoncuiino2o mamepuana, 83amoeo
panee, 6bis161eHbl NPUSHAKU UOUONAMUHECK020 A00YAAPHO0 NAH-

HETPOIOJKUTETbHBIMU (1—3 Mec),
C KaXJIbIM Pa30M TSIXKECTb PELUIN -
BOB yBesinuuBaeTcsi. OTMeyaroTcs
TOPMUAHOCTb, PE3UCTEHTHOCTh K
pa3IMYHBIM BUAAM Tepanuud u
TPOTPecCUBHOE YXYAIIeHUE, Jie-
TaJIbHBIN KCXOJ OOBIYHO HACTYIACT
B CPOKHM OT 3 Mec 1o 1 roma rmocie
Hayvayia 6osie3nu [1, 8]. Haubonee
4acTo (10 HEKOTOPBIM JaHHBIM, J10

10% ciydaeB) JeTaJbHOCTh Ha-
OyiromaeTcs TpPU  BUCLIEPATBHON
¢popme nopaxenusi. Panee cunra-
JIOCh, YTO 9TO CBSI3aHO C TEM, UTO
BHCIIEpaIbHbIE, OCOOEHHO Me3€H-
TepUabHble, TOPAXEHUS SIBISIIOT-
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Buoncuiinwiit mamepuan (cobcmeennoe nabniodenue). Ommeuaromes BvlpaiceHHAaAs AUMPO2U-
CMUOUUMAPHAS UHPUABMPALUA NOOKONCHOI HCUPOBOT KAemUamKu (a), AKmueHas pe3opoyus
NO2UOUIUX JHCUPOBDIX KACMOK MKAHEGbIMU 2ucmuoyumami (6), NOCME0CnaiumenbHolil CKAepo3 ¢
3ameujeHueM HCUposoLl MKAHU B0N0KHUCMOL COeOUHUMENbHOU MKAHbIO (8).

1 — Kkaemku 6ocnaiumenbHo2o uHGuUAbMmpama; 2 — «neHucmole» KAemku — Maxkpogazu ¢ Hcu-
pom; 3 — cKaepo3 Ha mecme nO2UOUUX AUNOUUMO8



COBPEMEHHAA PEBMATONOTIWA N2°17

KAWHUYECRKHE

Hukyauma Bebepa—Kpucuena (cm. pucynok). B ces3u ¢ évicokoil
AKMUBHOCHbIO NPOBEOeHA NYAbC-Mepanusi NPeOHU30A0HOM, HA3HA-
uenbl bicoKle 003l nepopanvibix I'K. Ha porne nevenus ommeua-
AUCH HOPMAAUZAYUS MEMNEePAmypbl mead, ROAONCUMEAbHAS OUHA -
MUKQ KOJCHOU CUMPMOMAMUKU — Y346l cMau 6e3001e3HeHHbIMU,
NOABUAACH 6MAHYMOCYb KOJCU, HOBbLE JNeMEHNbL He 03HUKANU.
Ilpu noemopnuix obpawenusix ocenvro 2013 e. 86udy coxpane-
HUSL AKMUBHOCMU 3a001€6aHUSL NPOBOOUNACH NYNbC-MEPANnUs npeo-
HU300HOM, C UEAbl0 CHUMICEHUS 20PMOHO3A8UCUMOCIU HA3HAYEH
A3A 100 me/cym, umo no3eoauno cHu3ums 003y npeoHu3040Ha 00
10 me. B ausape 2014 e. 6 cea3u ¢ naoxoii neperocumocmoro A3A
NayueHmKa camocmosmenvto e2o ommenunra. Pemuccus na goue
npuema Maavlx 003 npeoHU30A0HA COXPAHANACL NOAMOpa 200a. 3a-
mem 803HUK peyudug 3a001e6aHUs, 60300H08AEHA NYAbC-MePanus
T'K. B kauecmee yumocmamuueckoii mepanuu Ovin eviopan MT 6
dose 10 me/Hed, umo npugeno Kk pemuccull U 03MOICHOCIU 8038PA-
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B nHacmoswee epems, cnycms noamopa 200a om MOMeHMA
nocaeonezo obocmpenus, nayueHmka noayuaem Huzkue 0ozvl I'K
u MT 6 kauecmee 6a3UCHOU NPOMUBOPEUUOUBHOT Mepanuu, om-
Meuaemest OAumenvHas CyOKAUHUYeCKAas pemuccus, eOUHU4Hble
NOOKO0JCHBIE Y316l NOABASIOMCA pa3 8 3—06 mec, CuCmeMHble npo-
A6AeHUS U NPUBHAKU NOPAJICeHUs GHYMPEHHUX 0P2AH08 OMCYm-
cmayom.

Takum obpazom, Oosie3Hb Bedbepa—KpucueHa, nedrotu-
poBaBIlIasi B BUAEC KOXHOMW (DOPMBI, BCIEACTBUE YAaCTOTO Pe-
HUIABAPOBAHUS TTOTpeOOBaia Ha3HAYCHUS COUCTAHUS BHICO-
KMX 103 TIPEIHN30JI0HA U LIMTOCTATUKOB C TIOA00POM XOPOIIIO
repeHocumMoro mnpenapata. HecMoTpst Ha TsKesblii 1e010T, B
TeyeHue S5 JieT HaOJIIoAeHUS BUCLiepalibHas (popma 3adosieBa-
HUS HE pa3BUJach, YTO MOXKHO OOBSICHUTH OTHOCHUTEIHHO
OaronpusiTHbIM ero TedeHueM. OHaKo s KOHTPOJIsl 3a00-
JieBaHUS HeobxoarmMa KoMOuHUpoBaHHas Tepanus 'K u uu-

ma K Manvim 003am npedHU30A0HA.
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WccnenoBaHne He MMENIO CIIOHCOPCKON MOMIEPXKKNA. ABTOPBI HECYT TOJHYIO OTBETCTBEHHOCTD 3a TIPEI0CTaBICHNE OKOHYATE b~
HOI1 BepCUU PYKOITMCH B Tle4aTh. Bce aBTOpBI MpMHUMAIM y4acTe B pa3paboTKe KOHIEIIIMU CTaThl M HalTMCaHUM pykomnucu. OKOH-
yaTeJIbHasl BEpCHUsl pyKOIUCH ObLTa 0100peHa BCeMU aBTOpaMMu.
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