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"aHHI/IKmeT - HecnenuduUIeckoe, OOBIYHO
OTPAaHMYEHHOE, OCTPOE WM XPOHUUYECKOE Y3JI0BATOE
MopakeHNe TOJKOKHO-KIPOBOH KJIE€TYATKH BOCHATIH-
TEJBLHOTO XapakTepa MOJIUATHOJOTMYECKON IPUPOADI.
B marorenese 3a601eBaHUA OCHOBHYIO POJb OTBOJSAT
HAPYIIEHNIO OKUCIUTEIbHBIX IPOIECCOB B XUPOBOH
TKaHHU, COIPOBOKIAIONIEMYCSl HAKOIJIEHUEM MPOJYKTOB
MEPEKUCHOTO OKHUCJIEHUS JHUINUJ0B, TOKCHYECKOE
JeHCTBUE KOTOPBIX IPUBOAUT K IIYOOKHMM OOMEHHBIM
HApyIIEHUAM B XHPOBBIX KJIETKAX U B UTOTEe — K MX
rube.

OcHOBHOE TIPOABJICHUE MAHHUKYJIUTA — KPACHBIN
Wi (pUOJIETOBBII IMOJKOXHBIA y3€J, KOTOPBIH HIpuU
NAIBIAIMN MOXKET OBLITh OOJIE3HEHHBIM WU 0e300€e3-
HEHHBIM, MO KOHCUCTEHIIMH — MATKUM WA TBEPJALIM.
B nanpHelimeM OH MOKET HU3bA3BIATHLCI U OCTABIATD
pyoer 6o ncdesarsb 6€cCcaeqHO, TO €CTh KIMHUYEeCKas
KapTHHA IAHHUKYJIUTOB Pa3HOOOpa3Ha.

B coorBercTBUM ¢ JOKaM3anuen BOCHAIEHUS —
JOJBKUA SKUPOBOUM TKAaHU WM MEXIOJbKOBBIE IIEPETO-
POAKM — BBIIESIOT JOOYJAPHBINA U CENTANbHbBIN TaHHU-
KYJIUTBI, XOTS 3a9aCTyIO PA3TMYUTb UX HEBO3MOXKHO.
H3penka MaHEUKYIUTBI COUYETAIOTCS C BACKYJIUTAMMU.

L.V. POPOV, A.V. BYSTROV, B.N. GAMAYUNOV, T.N. SUCHKOVA

K 7n06ynspHBIM TaHHUKyJIUTaM O0e3 NPHU3HAKOB
BACKYJINTA OTHOCSIT CITOHTAHHBIN maHHUKYIUT [letice-
pa-Bebepa-Kpucuena. 9rto taxenoe 3aboseBaHUE
ITOJKOXHO-XKUPOBOH KJIETYATKY, IPUBOAAIIEE B HEKOTO-
PBIX CTydasiX K JJeTaIbHOMY ucxofy. Ileppuanbiili Mopdo-
JIOTUYECKHH 3JIEMEHT — y3€eJI TNOO [UCCEMUHUPOBAHHbBIC
Y3JIbI, 3aJIETalOlUie Ha PAa3HOH TIyOGMHE B IOJKOXKHO-
JKUPOBOU KieTdaTke. M3mo6ieHHas JIOKaIU3anusa —
BEpPXHHE U HIDKHUE KOHEYHOCTU, MHOTJA CMENIaHHAs —
SITOANIIBI, KOHEYHOCTH, TPY/b, JKUBOT.

OO6bIUHO 3200JIEBAHNE HAUNHAETCI C HEJOMOTAHUS,
rOJIOBHBIX GoJieit, cmaboctu, muxopaxku (37-40 °C).
XapakTepHbIE Y3JblI, 3aJ€TA0MNE B IOAKOKHO-KUPO-
BOHI KJIETYATKE, MOSIBJISIOTCA MO3AHee. JuTeabHOCTD
3a00JIEBAaHUSA — OT OJNHOU HeEJEIU JO OJHOIO ToJa,
MHOT/A HECKOJIBKUX JIET.

PazHOBUIHOCTL CHOHTAaHHOTO NAHHUKYJIATA —
NMaHHUKYIUT Rothmann—Makai, npu KOTOPOM He Hapy-
MraeTcs obIiee COCTOSIHHE, OTCYTCTBYET JHNXOPajKa,
BBIPAKEHBI TOJIBKO KOKHBIE IIPOSIBICHUS.

Juddepennnaibaasg AMATHOCTHKA IIPOBOJUTCH
C JIpyruM# 3a00JI€BAHUSMHU W3 TPYNILI MAaHHUKYJIHUTOB
(peaKkTHUBHBIM, XOJIOJOBBIM, IOCTCTEPOUIHBIM ), KOJLTUK-

Pfeifer-Weber-Christian panniculitis (clinical observation)

Key words: Pfeifer—-Weber-Christian panniculitis.
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BATUBHBIM TyOEpKYJI€30M, TYMMO3HBIM CH(PUINOM,
JOOpOKaYeCTBEHHOU ITTa3MOLITOMOM KOXKH, JUITOHEK-
PO30M HOBOPOXKACHHBIX U JIP.

K coxanenuo, 3p(pEeKTUBHOTO CHENU(PUIECKOTo
JIeYeHNUs] TAaHHUKYJIATOB JIO CHUX IIOp HE CYIIECTBYET.
Y HEKOTOPBIX GOJBHBIX OTMEYAIOT OJOKUTENBHYIO 1
HaMUKy II0CJI€ TPUMEHEHUS TPOMOOIUTHUKOB, XJIOPOXH-
Ha, a3UTHOIPUHA, HUKJI0(ochaMuaa U DUKIOCIOPUHA.

Knuuunyeckuii npumep

JleBouka, 16 yeT, mocTynuaa B A€pMaTOJOTUIECKOE
oTgeneHue Poccuiickon AeTCKkoM KIMHUYECKOU OOJIbHU-
el (P/IKB) B HOs6pe 2008 1. B MIaHOBOM HOPSIAKE.

N3 anamHe3a m3BeCTHO, YTO B OKTsiOpe 2007 rozxa
y AE€BOUYKHU BIIEpPBBIC MOSABMUJIACH JUXOPAJAKa, OBLIN
OTMEYEHBI BOCHAIUTEILHBIE Y3J0BATHIE 3JEMEHTHI Ha
nepesHe60KOBOM MoBEepXHOCTH meu ciaesa. Ilo saTomy
MOBOJly TPOBOAMJIOCH aMOy/TaTOPHOE JIEUEHHUE, KAaKOe —
HensBecTHO. OfHAKO Yepes JBe HeAe U HACTYITNII pENy-
JWB, TIOSIBUJINCH AHAJIOTUYHbBIE OOPA30BAHMS Ha Mepest:-
HEll IOBEPXHOCTU XUBOTa. PebeHOK rocnuratu3upo-
BaH B XUPYPTrUU€ECKOE OTAEIECHHE [0 MECTY KUTEJILCTBA,
MPOBEJIEHO BCKPBITHE BOCHATUTENBHBIX OYAroB
MOJAKOXKHO-KNPOBOU KjeTdyaTKu. Uepe3 aBe Heaeaun
mocjae BBIMUCKA — OYEPEJHOH PpenujgnB: HOBbLIE
WHQUIBTPATbl Ha IEpeJHEH IOBEPXHOCTH OpIOIIHOU
creHky, ¢ebprmibHasd Juxopajka. IlpoBexreHo BCKpPBI-
THEe HNHQUIBTPATOB C MOCJAEAYOIEeHl KOMILUIEKCHOU
aHTHOaKTepUATIbHOU Tepanueid. HecMoTps Ha mpoBoau-
Moe JiedeHre, TUXOpajKa coxpaHsuack. JleBouka 6bu1a
rOCIHUTAIN3NPOBAHA B 00JIACTHYIO GOJBHHUILY; €€ COCTOS-
HHE OIECHWIN KaK CENTHYECKOe, MPOBEIN MACCUBHYIO
aHTU6AKTEPUATBHYIO TEPAIHIoO.

B ¢eppane 2008 roga 601bHaA HAXOAWIACH B KapAn-
OPEBMATOJOTMYECKOM OT/IEICHUH C KaJT00aMM Ha MOSB-
JieHue OOJIE3HEHHBIX HEHATHAMBAIOMMXCS Y3EIKOB,
PaCIONIOKEHHBIX CHUMMETPUYHO B MOAKOKHO-KHUPOBOH
KJIETYATKE, CO CKYAHBIM SKEJTOBATBIM OTACASIEMBIM,
JUIITEJIBHYIO TUINEPTEPMUIO NPH OTHOCUTEILHO YIOB-
JIETBOPUTENBHOM cocTosgHnu. IlocTaBieHn amarsos:
IOBCHWIbHBIN TAHHUKYIUT, PEIUAMBUPYIOIEE TeUEHUE.
ITocie TpOTUBOBOCHIAIUTENLHON TEPAIIUM Y3JIbI CAMOC-
TOATEILHO Pa3peNINCh C OOpPa3OBAHUEM YYACTKOB
BTSDKEHUS KOXHU HajJ wnHuibrpatamu. IIposexena
aHTHOAKTepUaIbHAsA TEpPanus, MyIbC-TEPANNS ITIOKO-
KOPTUKOCTEPOUIAMH, ITEPOPATbHAsA TIIOKOKOPTUKOCTE-
pOUAHAS Tepanusl.

B anpeste 2008 roga ¢ mesbio 06cIeI0BaHUS, YTOUHE-
HUS ANATHO32 U JICUEHUS JIEBOUKA FOCIIUTAIN3NPOBAHA
B OTJAeJeHNE KIuHN4Yeckoi nmmyHosnoruu PIKD, Bmoc-
JIEZICTBUH TIEPEBE/ICHA B OT/EJIEHIE JIEPMATOTOTHH.

B3sita GuonCHA KOXHU — y4aCTOK IOJKOXKHOU KJIET-
YaTKU C PACIIPOCTPAHEHHBIMU OYaraMy IPOJyKTUBHOTO
BocnajeHus. B wacTtu mosieil 3peHusi cpeay BOCHAIU-
TEJIBHOTO MH(IIIBTPATA OIpEeJeIeHbl Y4aCTKU (puopu-

HOUJTHOTO HEKpo3a. 3ax.auerue: MOPEPOIOTUYECKUE
M3MEHEHUs B IpenapaTe MPU COOTBETCTBYONIEH KINHU-
KO-TabopaTOPHONH KapTHHE MOTYT COOTBETCTBOBATH
JMarHO3y NaHHUKYINT Bebepa-Kpucuena.

B xome o6cneoBaHMSA HAa OCHOBAHHUM JAHHBIX
aHaMHe3a, JaGOPaTOPHBIX U HMHCTPYMEHTAJbLHBIX
METOJIOB HCCJEJIOBAHUSA, OMOICHUM KOXHU IOCTAaBIEH
auarHos: maHaukyaut [lgeiipepa-Bebepa— Kpucuena,
JUCTPOPUUECKU-[ET€HEPATUBHBIE MU3MEHEHHS ITO3BO-
HOYHUKA, JKeJe30/Ie(PUITUTHAS aHEMUs, MHOKAPAUOIH-
cTpodus, HEBPOTUYECKHE PEAKINH, OXUpeHne 2-i
crenenu. Ilposexeno neuenme: Tpuxomon, Kpeos,
Marsepot, Hupenunun, Cangummys-Heopan, Kramun,
Ha py61el — Jepmarukce, He-Ne snazep, NO, nunbexrun
KosutareHa. JleBouka Oblia BbINMCaHA C HE3HAUUTEIb-
HBIM yJydieHneM. PexoMeHnjoBaHa TOBTOPHAS FOCIINTA-
sm3anus B Hogope 2008 roxa.

IIpyn mocTymieHUM B OTAEIEHHE AEPMATOTOTUH
B HOs6pe 2008 roza: MaTOTOrMIECKUN KOKHBIN IIPOIiecc
BOCITAJIMTENBHOTO XapaKTepa, PacHpOCTPaHEHHDIH,
CUMMETPUYHBIA. MHUWIBTPATHl JOKAIN30BaHbI IIpEU-
MYIIECTBEHHO Ha KO)KE€ BEPXHMX U HIDKHUX KOHEUHOC-
Tel — y3/Ibl 3aCTOMHO-KPACHOTO LIBETA, CKJIOHHBIE K CJIU-
SHUIO (Pomo); Ha IepeJHel OPIONIHOM CTEHKE — TUIIEPT-
podudeckue pyoLbl 3aCTOMHO-KPACHOU OKPACKU B OO-
JIACTU BCKPBITHSA U APEHUPOBAHNUS WH(IILTPATOB MOJ-
KOXXHO-KHUPOBON KJeTuaTku. B ob6iactu JeBoro

Domo. Hopaolceuue KONCU HUNCHEU KOHEUHOCMU
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nojgpe6epbs MaTbIUPYETCS KPYMHBIA WHHQUIBTPAT,
KO)Ka HaJ, HUM runepemuponana. Ha koxke nepegnei
OPIOITHOI CTEHKH — aCENTUYECKAs MOBA3KA, IMPOMNUTAH-
Has OT/EISIEMBbIM U3 PAHBI.

B nepsrle juu npebuiBanus gesoukn B P/IKB nmpose-
J€HO BCKPBITHE HMH(IILTPATOB HAa IepeaHel CTeHKe
JKUBOTA.

ITokazaTenm 1a60PaTOPHBIX aHATHN30B KPOBU, MOYN —
B IIpeJie/IaX HOPMBL.

BaaTa 6uomncus KoXu: B MPEJCTaBICHHOM TOTOBOM
mpenapaTe W INpemaparax, HIPUTOTOBJICHHBIX U3
napauHOBOrO OJI0KAa, OHNpeJeadioTca (parMeHThl
MPEUMYIIECTBEHHO JKMPOBOH TKaHM ¢ auddyssoit
MHQPUILTPAIEN THCTUOIUTAMU C IPUMECHIO TUMpOIH-
TOB, IUIA3MAaTUYECKUX KJIE€TOK. BO MHOTUX MOJIAX 3peHus
oTMedaeTcs (parouTo3 XXKUpa ¢ 06pa3soBaHUEM MAKpPO-
¢aros. B paze noseit 3peHusa no kpasMm ¢gparmMeHTa —
yJ4aCTKA HEKPO30B, OKpAIIEHHBbIE 303UHO]UIBHO.
3akmoueHne: Mopgosornueckas KapTuHa He IPOTUBO-
PEUYUT KJIMHUYECKOMY JMAaTHO3y: NaHHUKYIUT Bebe-
pa-Kpucuena 2-i ctagun.

IIpoBesneH KOHCUIUYM B COCTaBE NEANATPA, AEPMa-
TOJIOTa, UMMYHOJIOTA, MUKPOXHUPYPTa, TEHETUKA. 3aKITIO-
4yeHHe: Y peGeHKa UCKII0YEHBI TAKHEe 3200JIeBaHU, KaK
MAHHUKYJIUT, CBA3AHHBIN ¢ jedurnurom anbgal-anTT-
purncuHa, (PEPMEHTATUBHBINA MAaHHUKYJIUT, WHIYPATHB-
Hasg 3PUTEMA, BOTYAHOUYHBIN MaHHUKYJINT, CUCTEMHbBIE
BACKYJIUTBI, aKTHHOMHUKO3 U JIp. YUUTHIBAS, UTO § peOEH-
Ka TAHHUKYJIUT, JIeT€HEePATUBHO-JUCTpOdUIEcKue
M3MEHEHMS IO3BOHOYHUKA (MHOMKECTBEHHBIE TI'DBIKI
IImopiis), N30BITOYHAS Macca TeJIA, HeJIb3s UCKIIOYUTD
MYJBTUCUCTEMHBINA JTUIIOMATO3.

B otnenenun nepmaronornu PIKB pebenky mpose-
geHo ieueHue: Ponedun, Tpuxomosn, Pysupums,
Cynpactusr, Maanokc, Kpeon, dccennmane ¢opre,
ackopbuHoBas kuciaota, Cangnvmyn-aeopan 200 mr/cyrt
B TeueHue 18 gueit, ruxnodenak. HapyxHo — moBaskn
¢ pactBopoM Xjaop¢mianunTa, Masbio JIeBOMEKOJb.
Ha ¢oHe 1eyenuns odmee coCcTogHUE NALMEHTKA 3Ha-
YUTENBHO YJAYUIINUIOCH, TIOSIBJEHNSI HOBBIX 3J€MEHTOB
He ObLIO, CTapble — Pa3pemuanch. B yrosireTsopuren-
HOM COCTOSTHUU JI€BOYKA BBINTICAHA A aMOyJIaTOPHO-
ro HabmogeHns. Haznadyena miaHoBas rocnuTaausa-
nus B otaenenue gepmaronaoruu PIKD uepes noaroxa.

BbIBO/1bl

JlaHHbBIN CTydaii HHTEpeceH, MOCKOIbKY MAaHHUKYJIUT
Ideiipepa-Bedbepa—Kprcdyena — jocTaTouHO pejkoe 3a-
6os€eBaHne, Tpedylolee TIATEILHOTO UCCIEAOBAHUS ITPU
JMArHOCTHUKE W JICUEHUN Pa3HBIMU CHIEIUATHNCTAMH.

ATOT KIMHUYECKUI MPUMEpP UHTEPECEH €IIe U TeM,
YTO MPEUMYIECTBEHHBIA BO3pacT 3aboaeBmux — 30-60
JIET, B JAHHOM CJIy4ae — JIeBo4Ka 16 Jet.

Ipynna maHHUKYINTOB BKJIOYAET GOJBIIOE UHCIO
HO30JIOTUH CO CXOAHOM KJIMHUYECKON KapTUHOMN, IT03TO-
My aud@epeHnnagbHasg JUArHOCTUKA MOXET OBITb
3aTpyAHUATENbHA. 3a60J1€BaHUE TPO3UT CEPHE3HBIMU OC-
JIOKHEHUSMU U PENUANBAMM, B HEKOTOPBIX CIyJasx
MPUBOJUT K JIETATLHOMY HICXOLY.
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