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Eroposa O.H., bBenos b.C., Ilmyxosa C.I., Panencka-Jlonosok C.I'., Kapnosa 10.A.
DI'BHY «Hayuno-uccaedosamenvckuii uncmumym peemamonoeuu um B.A. Haconoesoir», Mockea, Poccus
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Houonamuueckuii nannuxyaum Bebepa—Kpucuerna (MIIBK) omuocumces k pedkum 3a601e6aHUSAM U3 PYRNbL CUCIEMHBIX O0ae3Hell coedu-
Humenvroil mxanu. Bepugukayus ouaenoza UIIBK seasemcs mpyouoil 3adaueil, mak kak 00 Hacmosueeo 8pemeHly Hem YemKux ouaeHo-
cmu4eckux mecmog 045 onpedeneHus 5mozo 3a001e6aHUSL.

Ileasb uccaedosanus — uzyuenue ocobeHHocmell KAUHUMECKOU KAPMUHbl U 0aHHbIX 00NnoAHUmMenbHbixX uccaedosanuti UITBK kak odnoeo uz éa-
puanmog 100yasaprozo nannukyauma (JIn).

IHauuenmot u memooot. O6caedosarno 19 6oavHbix (2 myxucuunst u 17 scenugun) 6 eozpacme om 32 do 71 eoda ¢ UIIBK. Cpedusisi dnumens-
Hocmb 3a00n1e6anus cocmaensina 65,1+11,3 mec.

Pesyavmameot. /lannsvie anamueza y 12 604bHbIX N03604UAU 8bI0EAUMb MPU NPEONOAA2AEMbIX PAKMOPA pa3eumus 3a004e6aHUsL: XUpypeu-
ueckoe emeuamenscmeo (y 6), nepeoxaaxcoenue (y 4) u ocmpas pecnupamopro-eupycras unpexyus (y 2). Y 10 (53%) 6oavhbix 6 603-
pacme 47—71 eoda undexc Kemae docmuean 31,8%7,2 cm/ke, umo nozeoauno duaenocmupogams oxcuperue 11 cmenenu. B 3aeucumocmu
om KAuHu4eckux nposéienutl evideseno mpu gopmut UIIBK: yznosamasn (10 6oavubix), Oasweunas (6) u ungusvmpamuenasn (3). Cum-
nmom «Oar00ya» umencsy 74% nauuenmos, 6 mom uuciae 60 6cex HabAVOeHUsX npu xponuueckom mevernuu (p=0,02). Koauuecmeo nopa-
JCEHHBIX YUACMKO08 OOCMOBEPHO OMAUMANOCH NPU Y3108amoll u basuweyrol gopmax (p=0,01). Ilo danneim ROC-anasuza, onmumanvhoie
3HaueHus uyecmeumenvnocmu (80%) u cneyuguunocmu (83%) no euzyanrvhoil ananoeosoii wkane (BAII) 6oau y nayuenmos ¢ smumu
Gopmamu coomeemcmeogaru mouxe pasoeaenus 60 Mm, npu SMOM NPOCHOCMUHUECKAS YEHHOCMb NOAONCUMENbHO20 Pe3yabmama cocma-
eaana 0,89 (/IU 0,71-1,1; p=0,011). YV 3 60abHbix ungusbmpamusnas opma 6viaa npedcmagiena MunuU4Hol KAUHU4eCKOU KapmuHoul
(noxazamenu no BAIIl 6oau — 83,1x12,5 mm), npuuem y 1 u3 Hux eviseren mezenmepuanvHulii nannuxyium. Ilokasana koppeasyus
(p=0,02; r=0,5) meaxncdy yposnem CPb u ghopmoii 3aboresanus, npuuem ypogsenv CPE 6vi1 makcumanrohvim npu uH@uUAMpamueHoti gop-
me UIIBK. [Ipu namomopghoroeuueckom uccaedoganuu duonmama Koxcu U HOOKOJICHOU HCUPOBOU KAem4amKy U3 y3na, npo8e0eHHOM y
6cex nayuenmos, onpedeasiucy oug@ysnas relikosumgpoyumapHas uHpuUAbMpayus, eOuHUUHble MHO20SI0epHble KAeMKU, 04aeu HeKpo3d
u npoaughepayus AUNOYUMO8.

Buieoowr. UI1BK npedcmaeéasem coboii kaunuueckuii eapuanm JI11n, mpedyroujuil nposedenus pasgeprymozo 0uaeHOCmu4ecKoeo noucKkda.
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Weber-Christian disease (idiopathic panniculitis): Clinical aspects
Egorova O.N., Belov B.S., Glukhova S.1., Radenska-Lopovok S.G., Karpova Yu.A.
V.A. Nasonova Research Institute of Rheumatology, Moscow, Russia
34A, Kashirskoe Shosse, Moscow 115522

Weber-Christian disease (WCD), or idiopathic panniculitis, refers to rare diseases from a group of systemic connective tissue diseases. To ver-
ify the diagnosis of WCD is a difficult task, for there are no precise diagnostic tests for this disease.

Objective: to study the clinical features and additional investigation data of WCD as one of the variants of lobular panniculitis (LP).

Subjects and methods. Nineteen patients (2 men and 17 women) aged 32 to 71 years with WCD were examined. The average disease duration
was 65.1%11.3 months.

Results. The medical history data of 12 patients could identify three suspected factors of disease development: surgical intervention (n = 6);
supercooling (n=4), and acute respiratory viral infection (n=2). In 10 (53%) patients aged 47—71 years, the Quetelet index was as high as
31.8+7.2 cm/kg, which allowed grade 2 obesity to be diagnosed. According to its clinical manifestations, there were 3 WCD forms: nodular
(n=10), plaque (n=6), and infiltrative (n=3). The saucer symptom was present in 74%, including in all cases of the chronic course (p=0.02).
The number of affected areas significantly differed in the nodular and plaque forms (p=0.01). ROC analysis showed that the optimal values of
sensitivity (80%) and specificity (83%) on visual analog scale (VAS) in patients with these forms corresponded to a separation point of 60 mm,
with the prognostic value of a positive result being 0.89 (CI 0.71—1.1; p=0.011). The infiltrative form showed a typical clinical picture (VAS,
83.1=12.5 mm) in 3 patients, one of them was found to have mesenteric panniculitis. The level of C-reactive protein was shown to be correlat-
ed with the form of the disease; the former being maximal in infiltrative WCD. The pathomorphological examination of skin and subcutaneous
fat biopsy specimens from the nodule of all the patients detected diffuse leukolymphocytic infiltration, single multinucleated cells, necrotic foci,
and lipocyte proliferation.

Conclusion. WCD is a clinical variant of LP, which requires an extended diagnostic search.
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Hnuonarnyeckuii maHHuKynutr Bedepa—Kpucuena (MITBK,
cHH.: Oosie3Hb Bebepa—KpucueHa, cmoHTaHHBIN MaHHUKYJIUT,
UIMONATUYCCKUM JTOOYIsIpHbI maHHUKYIUT — JITTH — u ap.) —
penkoe U MaJlou3ydyeHHoe 3a00JieBaHUE, KOTOPOE XapaKTepusy-
€TCsl PEUINBUPYIOIINMI HEKPOTUIECKUMU U3MEHEHUSIMU TTO]T-
KoxHo# xupoBoi kinetdyatku (ITXKK), a Takke mopakeHnem
BHyTpeHHUX opraHoB. CorimacHo MKbB-10, MTIBK otHOCHTCS K
CHUCTEMHBIM MTOPAKEHUSAM COEIMHUTEILHOM TKaHu (M 35.6).

HecMoTpst Ha IIMTEIbHBIN MEPUOA U3YUYEHUSsI, B HACTOSIIIEE
BpeMsT HET eIMHOM KOHIISTIIIUY STUOJIOTHHU M TaToreHe3a 3TOi
oosiesnu. Ilpearnonaralor MMMYHOIATOJOTUUYECKYIO TIPUPOTY
3a00JIeBaHMsI, TIPOBOLUPYIOIMUMI (DaKTOPaMU KOTOPOTO MOTYT
OBITH TpaBMa, HapyIIEHUS XKUPOBOTO OOMeHa M SHIOKPUHHOM
CHUCTEMbI, TTOpaKeHUe TIEYeHU U TIOIKETyTOUHOM Kese3bl, BIU-
sSIHUE MmpernapaToB Opoma, iona [1—4].

Bepudukanus nuarnoza MIIBK gsnsiercs TpyaHoit 3ama-
Yyel, Tak Kak MoKa He pa3pabdoTaHbl YETKKUE NTUAarHOCTUYECKUE
TECTHI JUISI OTIPEACIICHUST 3TOTO 3a00JIeBaHNSI.

OrcyrcTBYeT M obmenpuHsTas kinaccupukanuss MITBK.
IIpennoxeHo BbIACSATh TPU €T0 KIMHUYECKUE (hOPMBbI: y3I0Ba-
TYy10, OJISILLIEUHYIO M MH(UIBTPAaTUBHYIO [5].

Yacro UTIBK conpoBoxnaercst auxopaiakoit (mo 41 C°),
CJ1ab0CThIO, TOITHOTOM, PBOTOM, CHIDKEHUEM arlleTuTa, TOJH1-
apTPaITUSIMUA, apTPUTOM, MHUAITUSIMU, TTOpaKCHUEM OpOUT U
BOBJICYCHHMEM B BOCTIAJIMTEIbHBIN TTpoliecc OpbrKeiiku |1, 3—5].

JlnarHo3 ycTaHaBIMBalOT HA OCHOBAaHUU XapaKTePHOI K-
HUYECKOW CUMMTOMATUKU W TMOATBEPXKAAIOT MpU MaroMopdo-
JIorMyeckoM uccienoBaHuu ouonrara koxu u [TKK u3 obnac-
TH y3Jia, Py KOTopoMm BeisiBisttoT JITTH [1, 3, 5—16].

B nmerommmxcs myoImKammsax onmMcaHbl KITMHUYECKUE CTydan
MTIBK, 4TO He MO3BOJSIET MOJIHOCTBIO OLIEHUTh KIIMHUKO-1a00-
paTopHbIe 0COOEHHOCTH OTAEIBHBIX ero gopm [10, 12, 14—16].

Ilenbl0 HacTOSIIIETO MCCIEIOBAaHMS SIBUJIOCH COIOCTaBIIe-
HUE 0COOCHHOCTE! KITMHUISCKON KapTUHBI M TaHHBIX JJabopa-
TOPHO-UHCTPYMeHTaIbHBIX UccienoBanuiit UTTBK kak omHoro
u3 BapuaHToB JITTH.

ITammenTsb! M MeToabl. B MccnenoBaHme BKIIOYeHO 19 marmeH-
ToB (2 MyX4yuHbl W 17 >XeHIIMH) B Bo3pacte OT 32 10
71 rona ¢ BepuduLmpoBaHHbIM auarHozom UITBK. Cpeansist aim-
TEJIBHOCTh 3a00JIeBaHUS cocTaBujia 65,1113 Mec
(cM. TabmulLy), B TOM unciie y S 60ombHbIX — 9,31+1,8 Mec. [TateHTsI
onutn HartpasiieHbl B ®ITBHY «<HWUUP um. B.A. HacoHoBoit» ¢ mu-
ArHOB3aMM: «y3JI0BATAsI SPUTEMA», «TAHHUKYJIUT> WU «BACKYIIAT>.

B uccrnenoBanue He BKIIOYaIM OOJBHBIX C TyOEpKYJIE3HOM
WHpeK1rel, reMaToJOTMYECKUMU M OHKOJIOTMYECKUMU 3a00-
JIeBaHUSIMU, OEPEMEHHOCTBIO U JIaKTaIUEN.

UccnenoBanue omoOpeHO TOKATbHBIM DTUIECKUM KOMUTE-
toM ®I'BHY «<HUMP nm. B.A. HacoHoBoii». Bcemu manmeHTa-
MU, BOIIEAIIMMU B MCCJIEAOBaHUE, MOAMUCAHO MH(MOPMHUPO-
BaHHOE corjacue.

O0cenoBaHKe MPOBOAUIN IO pa3pabOTaHHOMY HaMU M-
arHoCTUYecKoMy ajiroput™my [17], KOTOpbIit BKITIOUAIT:

1. Coop aHaMHe3a ¢ aKIIeHTOM Ha TIepro[l Tolla, KOTraa Bo3-
HUKJIO 3a00JIeBaHNE, CBEICHMS O HAIMUYMM XPOHUIECKUX 3200-
JICBAHUM, aJUIEPTUYECKUN CTATyC U JIP.

2. a — KJIMHUYeCcKoe 00cieIoBaHMe IO OpraHaM U cucTeMam
[1,3];

0 — XapakTepUCTUKY MOpake€HUsI KOXHU, C ITOH LEeJbIO
OLIEHWBAIM KOJMYECTBO, pa3Mep IMOPaXeHHBIX yYacTKOB,
pacIpoCTPaHEHHOCTh U OKPACKY YIJIOTHEHUWI, a TaKXe WH-
TEHCUBHOCTb IMAJILIIATOPHOI 60N, KOTOPYIO OTIpEaC/IslIN 11O
BU3yasibHOI aHanoroBoi mkane (BALL) npu HamaBnuBaHuU
Ha LEHTp y37a 10 modejeHusl HOrTeBOl (pajaHIu MccaeaoBa-
TeJs;

B — ONpe/ie/ieHNe MHIeKCa MacChl TeJla C IIOMOIIIbIO MHIIE-
kca Kerne (MK). Pocr, cMm

UK =
Macca, xr

MUK 18,5-24,9 cM/Kr cBUAETEILCTBYET 00 ONTHUMAJIbHOM
Macce Tena, <18,5 cM/Kr — O HeZOCTaTOYHOW Macce Tena,
>25-30 cM/KT — 06 U30BITOUHOI Macce Teja, 30—35 cM/Kr — 00

Xapakmepucmuka 6oavnoix UIIBK

(n=19)
IToka3arenn 3HaueHue
TTon (My>KYMHBI/>KEHIIIMHbI ) 2/17
Bospacrt, rombt 40,24+7,6
JITUTeIbHOCTD 3a00J1eBaHmsI, MEC 65,1+11,3
MK 31,8+7,2
10 (53)

®opma UTIBK:

y3j10Barasi 10 (53)

OIIsIeYHas 6 (31)

MHOUIBTpaTUBHAS 3 (16)
Jlokanuzauust yrioTHEHUSI:

BEPXHUE KOHEUHOCTHU 15 (79)

HWXXKHUE KOHEYHOCTHU 13 (68)

TYJIOBUIIIE 11 (58)

CMelllaHHast 16 (84,2)
KonmyecTBo yrioTHeHMI:

y3noBarasi hopma 5—10 (67)

oussteyHast popma 3—5(83)

UHOGWIBTpaTUBHAS hopMa 3—7 (100)
BAILI 6011 B 00J1aCTH YIUIOTHEHUSI, MM:

y3noBarasi hopma 45,2+26,7

onsmeyHast hopma 69,4+20,3

UHbUIBTpaTUBHAS (hopma 83,1%£12,5
COD, Mm/u:

y3noBarasi hopma 19,7£18,3

osiieyHast hopma 29,1+21,3

UHOGWIBTpaTUBHAS hopMa 33,24+24,7
Turp CPB, mr/m:

y3s0Barasi hopma 5,0£13,1

osmeyHas hopma 14,8+6,0

UHbUIBTpaTUBHAS (hopma 72,31£25,4

Ilpumenanue. CpenHvie 3HaYCHUS TIPEACTaBICHBI Kak M1,

ocTaJibHbIe TIOKa3zaTenn — Kak n (%).
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Puc. 1. Y3a06amas ¢popma UIIBK,
cumnmom «oarodua» (cmpenxa)

Puc. 3. Ungpuavmpamuenas gpopma UIIBK, cumnmom «6naiodya»
(cmpeaka)

oxupeHuu | crenenu, 33—40 cm/kr — 06 oxupeHuu Il creneHun
u >40 cm/kT — 06 oxxupenun 111 crerenu.

3. JJabopaTopHO-MHCTPYMEHTATBHOE UCCIIeOBAHUE, KOTO-
poe BKIIIOYAJIO OTpe/ie/IeHNe ChIBOPOTOUYHON KOHIEHTPAIINT
OL-aHTUTPUTICUHA, aMWIa3bl, JIUTA3bl, TPUIICHHA, DeppuTrHa,
kpeatuHpochokunasp, CPb, AH®-Hep:, dsJIHK, ANCA,
Scl-70, peBMaTouIHOTO (haKTOpa, a TAKXKE KOMITLIOTEPHYIO TO-
morpagduio (KT) opraHoB rpynHOI KIETKU.

4. buonrtatel koxu u [TXKK 6panu u3 ouaroB HauboIbIIEro
TIOPaXeHUsI C TOCIIEAYIOIINM TaTOMOP(OIOTUIECKUM UCCIEeT0-
BaHUEM.

Cratuctuyeckyto 06paboTKy pe3yabTaToB MPOBOIUIN C UC-
MOJb30BAaHUEM I1aKeTa CTAaTUCTUYECKOro aHajliu3a JaHHBIX
Statistica 10 mrss Windows (StatSoft Inc., USA). Pazmuuus cum-
TaJM CTATUCTUUYECKN 3HAYMMBIMHU TTpU ypoBHE ormmoku p<0,05.
JIJisT OLIEHKYW TIOJYYEHHBIX pe3yJbTaTOB TPUMEHSITU METOIbI:
2-kputepuii [lupcoHa (aHanm3 TaOIUIl COMPSKEHHOCTH),
t-xkputepuit CtbloneHTa, Z-TeCT Uil CpPaBHEHUsI TMPOLIEHTOB;
HenapameTpuieckue TecTsl: U-TecT mo Mmetony MaHHa—YuUTHH,
kputepuit Kpackena—Yosnnuca.

Pesynsrarel. Hanbosnee vacTeiMu TpuarMHaAMU BO3HUKHOBE-
Hus UITIBK y Haluux nauueHToB ObUIM XUPYypPruuyeckoe BMela-
TeIbCTBO (Y 6), B TOM UKCIe yaaJleHre KUCThI snuHuKa (y 1), am-
neHasKToMus (y 1), BckpoiTue dierMoHsl kuctu (y 1), Xxupyp-
ruyeckoe npepbiBaHue 0epeMeHHOCTH (Y 2), XUpypruyeckoe Je-
YyeHue TpaBMbI, MOJydyeHHOI B aBToaBapuum (y 1), a Takke repe-
oxnaxnenune (y 4) u OPBU-mono6Hoe 3aboneBanue (y 2).
Y 7 nauneHToB ycraHoBuTh puuuHy UITBK He ynanocs. [1ep-
Bble 0OJIE3HEHHbBIE YTUIOTHEHUSI TIOCTIE BOZMOXKHBIX TIPOBOIUPY-

Puc. 2. brsweunasn gpopma UIIBK,
cumnmom «oaodua» (cmpeaxu)
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oKX (HakTopoB BO3ZHUKAIM Yepe3
1,2%0,6 mec. O6paiana Ha ceOst BHUMa-
HUE Ce30HHOCTb Pa3BUTHST 3a00JIeBaHUS:
y 10 marmmenToB MIIBK pazBuics B xo-
JIOMHOE BpeMs rona (C OKTSOpsS 1o am-
peinib). Y 6 GOJIbHBIX TAKOM CBSI3M HE BbI-
SIBJICHO.

Ha norocniuranbHoM atane purypu-
pOBAJIN IMATHO3KI: «y3JI0BaTas pUTEMa»
(13), «BackymuT» (4) U «ITaHHUKYJIUT»
(2). Anarno3 UIIBK He 6bL1 ycTaHOBIEH
HHU Y ogHoro 6osbHOro. B 79% ciyyaen
JIe4YeHUe TMPOBOJWIN AHTUOAKTEpUATb-
HBIMHU TIpeTiapatamu, B 47% — HecTepo-
UIHBIMU  TIPOTUBOBOCTIAIUTEIbHBIMU
npenaparamu, B 16% — NIIOKOKOPTUKO-
unamu (I'K) u B 37% — xupypruveckum mnyteM (MCCeYeHHe yIi-
notHeHus1). Y 6 (32%) GoibHBIX OTMEUaJICsl BDEMEHHBbII M0JI0-
KUTENbHBIN 2(pPekT teueHus B TeueHue 1,310,5 mec.

VY nonoBuHbl 6oJbHBIX (53%) Gojiee crapiiero Bo3pacta
(47-71 roma) muarHoctupoBaHo oxupenue Il cremenu (MK
31,8+7,2 cMm/KT; CM. TabnuILy).

Hauano 6oe3Hn y Bcex OOJIBHBIX XapaKTepU30BaJIOCh He-
JIOMOTaHUeM, MOJUAPTPAITUSIMU, MOBBILIEHUEM TeMIEPATYPbl
tena ot 37,5 no 40 °C, a Takxe rojoBHoOI 601610 (9) 1 MUaTUsI-
mu (14). Ha atom poHe y Bcex 19 nanrieHTOB BOZHUKIIM 60J1€3-
HeHHbIe (0T 40 1o 100 MM o BAILI) ruriepeMupoBaHHBIC Y3JIbI
Ha TynoBuiie (11), BepxHux (15) u HIKHUX (13) KOHEUHOCTSX.
V GobiHCTBA 00IbHBIX (16) OHUM MMEIM CMELIAHHYIO JIOKa-
JU3alMio (CM. TabJuILy), a UX KOJIMYEeCTBO Kojaebaaoch OT 3 1o
10 (17 6osnbHBIX). HU y ogHOrO nmanueHTa He 3aUKCUPOBaHBI
y3.1bl Ha Jute (!).

AHaM3 KIWHUYECKUX TIPOSIBJICHUI TIO3BOJIUI BBIICTUTH
tpu popmer MTIBK (cM. Tabmuiry): y3noBaryo (y 10 mammeHToB;
puc. 1), Gmsmeunyo (y 6; puc. 2) U MHGUIBTPATUBHYIO
(3; puc. 3). 1ng yznoBaToii (hopMbl XapaKTEpHO YETKOE OTrpa-
HUYEHME Y3JI0B OT OKpPYXKalolleil TKaHU, X OKpacka B 3aBUCH-
MOCTH OT TJIyOWHBI 3aJIeTaHusT BApbUPOBaJia OT 1IBeTa HOPMajlb-
HOI KOXH JI0 SIPKO-PO30BOH, a IMaMeTp YIUIOTHEHUS KoJieba-
CsI OT HECKOJIBKUX MIUITUMETPOB 710 5 cM (cM. puc. 1). [1pu 6is1-
1meyHoi opMe OTAeTbHBIE Y37IbI 00Pa30BbIBAIM TIOTHODJIA-
CTUYECKUIi OYTPUCTBIN KOHTJIOMEpaT, LIBET KOXKHU HaJl HUM Bapb-
MpOBaj OT PO30BOTO JI0 CUHIOIIHO-0arpoBoro (cM. puc. 2). MH-
(GUIBTPATUBHBIN BapUaHT XapaKTePU30BaJICS BOSHUKHOBEHUEM
QIIyKTYariuy B 30He OTAEIBHBIX Y3JIOB WJIM KOHTJIOMEPATOB SIp-
KO-KpPacHOTO UjIu 6arpoBOTO 1IBETA, TPU BCKPBHITUYU OYara BhIIe-
JIsIach KesTas MaclssHUCTas macca (cM. puc. 3).

VY Hamux nauveHToB Habonanuch Bee (popmel 3aboseBa-
HMSI, paHee OMMCaHHbIE IPYTMMU HccaenoBarensmu [4, 5, 11,
15, 16]. B manbHeiimeM y 4 GOJIbHBIX OTMEYAIOCh COYETAHUE
pasnbix dhopm MITBK umm nepexon omHoit (hoOpMBI B IpyTyio,
T. €. 3a00JIeBaHNEe HOCWJIO CMEIIaHHBIN XapakKTep.

B 74% cnyuaeB nipu muiMteabHOCTH Gosie3Hu Gosiee 12 mec
BBISIBJIEH CHMIITOM «OJIIOMIIIa», O0YCIOBICHHBI MOCTBOCIIATIM-
teabHbIMU u3MeHeHusiMu T12KK (cMm. puc. 1-3).

BrusiHue miutenbHOCTH 3a00JeBaHUSI Ha pa3BUTHE TOM
WM THOU KITMHUIEeCKO# (hOpMBI TTOKA3aJI0 CTAaTUCTUIECKU 3Ha-
YUMble pa3auuus Mexay ysnosaroit (106,5+31,8 mec) u 67s1-
meunoi (29,5+13,7 mec) popmamu (Z2=2,29; p=0,02).

PacnipoctpaHeHHOCTB y3710B, X OKpacKa B 3aBUCUMOCTHU OT
MPOIOJIKUTETBHOCTH U (hOPMBI 3a00JI€BaHNST 3HAYMMBIX Pa3In-
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Puc. 4. Koauuecmeo yzn06 u yposenv CPb 6 3asucumocmu
om gopmot UTIBK

yuit He uMmenu. Hekotopoe pasnnune oTMEUeHO B JIOKATU3AIUT
y310B. [1py anuTensHOM TeueHUu 3a00JeBaHus y3IIbl Yalle J10-
KaM3oBaich Ha 6enpax (79%) u tynosuine (71%) 1o cpaBHe-
HUIO C MalMeHTaMM, Y KOTOPbIX JJIUTEIbHOCTb 3a00sIeBaHMS
cocrasmia 9,3+1,8 mec (20% COOTBETCTBEHHO) M Y3JIbI JIOKAJIU -
30BJIMCh HA BEPXHUX KOHEUHOCTSIX U TosieHsx (p=0,02).

Wmenock nocroBepHoe (p=0,01) paznuuue B KOJUYECTBE
MOpaXKEHHBIX YYaCTKOB: IpU y3j10Baroii popme (67% ciyuaes)
YUCJIO MOPaXXeHHBIX YU4aCTKOB KOXHM BapbupoBajiao oT 5 go 10
(Me 8,5), Torma kak nipu 6JstiedHoi popme y 83% GObHBIX Ha-
osmonanoch <5 y3nos (Me 3). UHdunsTpatBHas popma 3aHU-
Majia TIPOMEXYTOUHOE TIOJIOKEHUE IO KOJIMUYECTBY Y3JIOB (JIO
7 y3710B; puc. 4; CM. TaOIuILy).

HeobxonnmMo oTMETUTH pa3nuuus B UHTEHCUBHOCTU OO
Mpu pa3HbIX (popmax 3a00JeBaHMsI: MUHUMATbHbIE 3HAUEHUSI 110
BAIIl Gonu HaGmomanuch mpu ys3noBaToir ¢dopme (45,2+
26,7 mm; p=0,0136), Torma Kak rpu OJIsiieqHo i (hopMe 3TOT Mo-
Kazaresib ObUI 3HaYMTeNbHO Bbime (69,4%£20,3 mm; p=0,0136;
cM. tabmuiy). I1o manabiM ROC-ananmsa, onTuManbHbIe 3Ha-
yeHust yyBcTBUTENbHOCTU (80%) uM crneunduyHoctu (83%)
BAILl 6oy y OOJBHBIX ¢ 3TUMM (popMaMu COOTBETCTBOBAJIU
Touke pasaeieHus 60 MM, TP 3TOM IMPOTHOCTUYECKasT LIEH-
HOCTb nonoxuteabHoro pesyabrata (I1T1P) cocraBnsina
0,89 (AN 0,71—1,1; p=0,011), yTo yKa3pIBaeT Ha BHICOKYIO KJIH-
HUYECKYI0O MTH(OOPMATUBHOCTD TOTO TOKa3aTens (puc. 5).

WHdunsrpatuBHas opMa Obl1a MpeAcTaBieHa TUMTUIHON
KJIMHUYecKoit KapTuHo# (83,1112,5 mm o BAILI) y 3 60bHBIX
(cM. TabaUILy), Y OAHOW M3 HUX BBISIBJIEH Me3eHTepUabHbIN
MTAHHUKYJIUT, 7151 KOTOPOTO OBUIO XapaKTepHO HAPSIAY C TUTTUI-
HOU KJIMHUKO-TabopaTopHoil KaptuHoil UTIBK Hanmuuue 6onn
B KMBOTE ¥ 9KCTEHCUBHOE YTOJIIIEHNE OPbIKEHKN TOHKOM KHUIII-
Kk, BoisgBiieHHOE 1py KT OpIolIHoi MoJI0CTH.

IMopaxeHne KoxXu accoLMUPOBAIOCH C MOIUAPTPAITUSIMU
(16 6ombHBIX) 1/ Muanrusmu (14). TToBblIeHWe TeMIiepary-
pBI TeJla OTMeueHo y 13 mareHToB, npudyeM B 100% ciydaes mpu
nHbmisrparuBHoi popme (38,610,6 °C), y 70% GOJIBHBIX C Y3110~
Batoit dopmoit (37,240,8 °C) u y 50% c Gasieunoii (37,9+
0,005 °C). CratucTryecKyd 3HAYMMBIX pa3InIuil MeXIy JMXopa-
JIOYHOM peakiueii u ¢popmamu 3a001€BaHUST HE BbISIBJICHO.

Y 15 GoabHbIX 3aduKcupoBaHOo moBbilieHMe COD 1o
27,812,8 MM/, HO 3HAUUMBIX PA3IMUUiA B 3aBUCUMOCTH OT JJTH -
TEJILHOCTHU 1 (POpPMBI 3a00JIeBaHUST HE BBISIBIICHO, XOTS TSI MH-
unsTpaTUBHON (GOPMBI XapaKTepHBI O0JIee BHICOKUE ToKa3aTe-
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Puc. 5. lloxazameau ROC-kpusoii BAIIl 60au npu UIIBK
(n=19). IITIP = 0,89 (3¢pghekmusrnocmv mecma ouerb Xopouias,),
uygcmeumenvrhocmos — 80%, cneyuguurnocmo — 83%; eepxusis
epaHuua Hopmoel (mouka pazoesenus) — 2,3

Puc. 6. Ilodkoxcnuiii yzea npu UIIBK: a — kucmo3uvie obpazosa-
HUsl (36€3004Ka), UAHMCKUE MHO20S0epHble KAemKU (CmpeiKa);
0 — 60CnaANUMENbHO-KACMOUHbIIL UHMUALMPAM U3 AUMPOUUMO8,
Aetikoyumog u 303unogunos. OKpacka eemamoKCuiuHOM
u 303uHoM. Y8. 250

qu COB. AnanornyHasi TeHAeHuusi oTmeueHa u anss CPb
(p=0,02; r=0,5; cM. puc. 4 u TabauiLy).

[pu y3moBaToii hopMe ¢ MHOTOUMCICHHBIMU, HO METTKUMU
y3namu (Me 7) ypoenb CPB (Me 0) cooTBeTcTBOBaS HOpMeE
(cM. puc. 4). ITpu GastiedHoit popMe ¢ He3HAYUTETBHBIM KOJI-
yecTBOM y370B (Me 3), HO ¢ MX MaKCHMMaJIbHBIM pa3MepoOM
(Me 8 [4; 40]) mo cpaBHEHHIO C APYTUMU (popMaMu OTMEUYEHO
ymepeHHoe nosbienune yposast CPb (Me 2,6; cM. puc. 4).

Ilpu paHHeit craguu 601€3HU (MIUTETBHOCTH A0 12 Mec)
ypoBeHb CPB 6b11 B Tipeiesiax HOpMBI C TEHIECHITNEH K TIOBBITIIe-
HUIO 1Mo Mepe HapactaHus aaureabHoctu MTTBK, ogHako cra-
TUCTUYECKM OOCTOBEPHBIX pa3inyuii He otMmedeHo (p=0,6).
Jpyrux natoaoruueckux U3MEHeHU Mpu OLeHKe OMOXUMUYE-
CKUX M MMMYHOJIOTUYECKUX TIOKa3aTesieil He BBISIBICHO.

TTaromopdonornueckoe ncciaenoBaHue OMoNTaTa KOXU U
IT2KK mpoBeneHo y Bcex MallMEHTOB W BO BCEX CIydasx IMOMI-
TBepxkaeHo Hanmuuue JI[TH: B obmacTu TUIIONEPMBI BBISIBICHBI
nuddysHasa JeiikonuMmbolnnTapHas MHOWIBTPALUsS, eIUHUY-
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Hble MHOTOSIIEPHBIE KJIETKM, OYaru HeKpo3a U nposudepanust
JIUTIOLUTOB (puc. 6).

Oocyxnenne. B coBpeMeHHOI KITMHUYECKOM MPAKTUKE TN~
arHoCTHKA TTAHHUKYJIUTA COTIPSTKEHA CO 3HAUYUTEILHBIMU TPYI-
HOCTSIMU B CBSI3U C MHOTOOOPa3neM MPOBOIMPYIOIINX eTo haK-
TopoB [1, 2, 5, 17]. B HalieM uccieq0BaHUKU Mbl BbIACIWIN TPU
BO3MOXHBIE MPUYUHBI 3a00JI€BaHUs: XUPYPrUyeckoe BMella-
TenbeTBO (B 32% cnydaeB), OPBU-mogoGHbIe 3a0osieBaHUS
(11%) n nepeoxnaxnenue (21%). O6pariano Ha ceOst BHUMaHUe
passutue MIIBK B xonomHoe Bpemst roma y 10 (53%) GOIbHBIX,
Ha 4TO paHee He yKa3bIBAJIOCh B TUTEPaType.

Cpenu Haumx MalveHToB npeobiaganu xeHuHbI (1:9) ¢
HayajioM 3aboneBaHus B Bo3pacte 40,2%7,6 roma. dpyrue uc-
cJIeoBaTe)IM TaKKe YKa3bIBAalOT Ha Pa3BUTHE 3TOM IMATOJOTHU
MnpeuMyliecTBeHHO Y xeHIluH (1:8) B Bozpacte 23—77 ner [1, 3,
8, 11, 17].

Y 53% GosbHbBIX TMarHOCTUpOBaHO oxupeHue I1 crenenu,
4TO, BEPOSITHO, MOXKET ObITh OOYCIOBIEHO BO3PACTHBIMU IHAO-
KPUHHBIMU U3MEHEHUSIMU. AHAJOTMYHbIE 3aKOHOMEPHOCTHU Ha-
OJo1anu U Apyrue ucciaegonaresu [5].

BripaskeHHBIN KITMHUYECKUI TOTUMOP(MU3M TAaHHUKYTUTA
¥ OTCYTCTBHE CITEIN(PUIECKOTO JeUeHUsT 00YCIOBINBAIOT 00pa-
1IeHMe TIALMEeHTOB K BpauaM pa3HbIX CIIEIMATbHOCTE, UTO He-
penKo MPUBOAMT K MO3JHEN AMATHOCTUKE U, CJIEIOBATEIbHO, K
HealeKBaTHOMY JieueHM10. B HallleM mccienoBaHUM Ha JTOTOC-
nuTasibHOM 3Tane nuarHo3 UTTBK He Obl1 BepuduLMpoBaH H1
y omgHoro GoyibHOTO. [IpW 3TOM TIPUMEHSITU Pa3IMuHbIE BUJIBI
JledeHUsI, BKJIOYAasT XUPYPTUYecKoe. AHAJOTUYHbBIE JaHHbBIE
MPUBOIST U Ipyrue aBTophl [6, 11].

PesynbraTsl Halllero ucciaeqoBaHMsI MO3BOJIWINM OXapakKTe-
pU30BaTh OCHOBHBIE KIMHUYecKUe posiBiaeHust JITTH y 601bHbIX
MIIBK, KoTOpble B LI€JIOM COIJIaCyIOTCSI C ONUCAHUSIMU, TIPEI-
CTaBJIeHHBIMM B JiuTepatype [2, 5, 6,9, 10, 12]. [TepBuuHbIM 3J1e-
MEHTOM SIBJISIIOTCSI O0JIE3HEHHBIE Y3JThl, KOTOPhIE MOTYT CITUBATh-
cs ¢ 0Opa3zoBaHUEM OOILIMPHBIX OJISIIEK WIM KOHIJIOMEPATOB
U/WITN U3BSI3BISITBCS C BBIICTIEHUEM XKEJITON MACJISTHUCTON MacChl
[5]. Mu1 Haomonanu Tpu dopmbl UTIBK: y3noBaryio (10 6oJib-
HBIX), Ongmeunyio (6) u nHuasTpatuBHylo (3). B 74% cnydaeB
BBISIBJIEH CUMITTOM «OJtoilia» (CM. puc. 1—3), KOTopbIii accolu-
HMPOBAJICS C IJTUTEILHOCTD 3a0ojieBaHus 6osee 12 mec (p=0,02),
YTO TONTBEPXKIAET Pa3BUTHE ITOCTBOCMAIMTENBHOU aTpoduu
TT2KK, xapaxkrepHoii ajst JITTH. Y 6oablIMHCTBa O0JIbHbBIX JIOKA-
JIM3aLMsl y3J10B HOCUJIA PACIIPOCTPAHEHHBIN XapakTep, YTO COT-
JlacyeTcsl ¢ JaHHBIMU APYTUX ucciaenoparenei [1, 3, 5, 7, 11, 15,
16]. TTpu TMHAMUYECKOM HAOJIIOEHUY 3a MAllMeHTAMU MBI BbI-
JEeTN TIapaMeTphbl, TO3BOJISTIONINE OXapaKTepPU30BaTh Y3JIbI:
KOJIMYECTBO, pa3mep U nokazaresb 1o BALLI 6omu.

[To kKonMyecTBY MOpake€HHbIX YYACTKOB BBISIBIEHBI JOCTO-
BEPHBIE PA3TAYUST MEXAY Y310BaToi M OusiiiedHoil popmamu
(p=0,01; cM. Tabnuiy). MHTepecHbIM oKa3zajcs (akT accolya-
MY MEXTY KOJTMIECTBOM, Pa3MEPOM Y3JIOB, T. €. IIOIIAIbI0 TT0-
paxenus [12XKK, n ypoBuem CPbB (cm. tabmumy u puc. 4), yto
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MOXET SIBJISITbCS JUArHOCTMYECKUM U MPOTHOCTUYECKUM MpPU-
3HaKOM 3abosieBaHus. B nmuteparype mogoOHbIX UcCaea0BaHUM
MBI HE BCTPETUIIN.

Hamu Bniepsoie pu UITTBK nposeaeHa onenka o BALL
0011, KOTOpasl BbISIBMJIA TTOBBIIIIEHUE 3TOTO MoKa3aTesisd OT y3-
JIoBaToi K MHMUIBTpaTUBHOM popMe (cM. Tabauiry). Kpome To-
ro, B HallleM uccienoBaHuu, no faHHbIM ROC-aHanu3za, noka-
3aresib BAIIl 6osu, paBHbIil 60 MM, MMeJ BBICOKYIO YYBCTBU-
tenbHOCTH (80%). Tlpu atom IITP cocrasmsn 0,89 (p=0,011),
YTO yKa3bIBaeT Ha BBICOKYIO KIMHHMUYECKYI0 MH(MOPMATUBHOCTh
3TOro ToKa3aTesl.

MHorue aBTopbl oTMeualoT y 6oabHbIX MTTBK nuxopamou-
HYIO peaKIuIo, MOJIUapTPAITUU, MUAJITUHA U BOBJIEYEHUE B MTATO-
JIOTUIECKUIA Tpoliecc apyrux opraHos [1, 3—5, 7, 11, 14—16].
AHAJIOTUYHBIE Pe3yJIBTaThl MOJyYeHBl U B HAIlleM HCCIIeNoBa-
Huu, npudeM B 100% ciyuaes nuxopazka 38,6+0,6 °C 3adukcu-
poBaHa Mpu MHQPUIBTPATUBHOIM (opme.

OOILIHOCTb KIMHUYECKOU 1 JJab0opaTOPHON CUMITOMATUKU
MaHHUKYJIUTa U oTcyTcTBUE crienduueckux ajist MTIBK tectoB
4acTo CIyXaT MPUIMHOM KaK TUIO-, TaK W TUIePAUarHOCTUKYU
3a00JIeBaHMS B KITMHUYECKON IMPaKTUKE, YTO TpedyeT Mopdoio-
TMYeCcKOro IMOATBepxKAeHus muarHosa [1, 2, 5, 10, 14, 17].
B mpencraBieHHOM uccenoBaHUMN Y BCeX OOJBHBIX AMArHO3
MOATBEPKAEH 'MCTOJOTUYECKUM UCCAeT0OBaHUEM OUOTICUITHOTO
Matepuaia Koxu u [12KK u3 y3na.

Takum 00pa3oMm, HaMUu MPEACTaBICHbI OCHOBHbIE (POPMbI
NTIBK, HaGmoatolecs: B COBpeMEHHON peBMaTOJIOTUYECKOM
npakTike. HeooxomnMpl maabHEMIIe UCCIeA0BaHNS B JaHHOM
HampaBJIeHUU, KOTOPbIE MO3BOJIST IeTaTbHO OXapaKTep1U30BaTh
KJIMHUKO-J1a00paTOpHbIe OCOOEHHOCTH 3a00J1eBaHuUsl, pa3pabo-
TaTh JUArHOCTMYECKHE CXEMbl U MOAXOAbI K ero auddepeHiu-
aJIbHOM Teparuu.

BoiBoabt

1. UT1BK — oaun u3 BapuantoB JIITH, 4yTO moaTBepXaeHO
ructomopdoaornyeckum uccienoBanrem koxu u ITXKK, Bbi-
MOJHEHHBIM U3 04aroB HauOOJIbILIETO MOPaXKEHUSI.

2. TlpennonaraeMbiMKu (paKTOpaMH, CIIOCOOCTBYIOIIUMU
pazsutuio UTIBK, sBistoTCS KEHCKUIA 1M0JI, CpeaHUI BO3PACT,
TepeoxJIakIeHe U XUPYyPrudeckoe BMeIIaTeIbCTBO.

3. InarHoctnyeckumu npuzHakamu UIBK sBnsgioTcs:

— Hajmyue 00JIe3HEHHBIX TTOJKOXHBIX Y3JI0B Ha TYJOBUIIE
1 KOHEYHOCTSIX;

— nokaszaresb o BAI 6o1u ot 40 no 100 MM nipu Hanas-
JINBAaHWU Ha LIEHTP y371a;

— obOparHast 3aBUCMMOCTb MEXIY YMCIIOM Y3JI0B M aKTUBHO-
CTBIO 3200JIeBaHUS;

— MOBBIILIEHUE TeMIIEpaTyphl TeJa;

— TEHIEHIIUS K peluaruBaM 3a001eBaHUS;

— nosbliiieHue yposHsi CPb.

4. YenemrHasa auarHoctuka MITBK 3aBucuT oT TuiateabHO
COOpaHHOTO aHaMHe3a, aJcKBAaTHON OLICHKU KIWHUYECKUX U
J1abopaTOPHO-UHCTPYMEHTAIBHBIX ITOKA3aTes e,
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HccnenoBaHue He MeIO CITOHCOPCKOM MOAAEPKKU. ABTOPBI HECYT MOJTHYIO OTBETCTBEHHOCTb 32 MPEAOCTaBIEHUE OKOHYATE b~
HOI1 BepcuU PyKOITMCH B IevaTh. Bce aBTOphI MPMHUMATK YyYacThe B pa3pabOTKe KOHUEIIIMU CTaThbU U HalTMCaHUM pykonucu. OKOH-
yaTeJIbHasl BepCcHs pyKOITMCH ObljIa 000peHa BCEMU aBTOPAMH.
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