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The article discusses the clinical and diagnostic difficulties in verifying of panniculitis variants in children of different ages, including newborns.
Successful diagnosis of the disease depends on a carefully collected anamnesis indicating information about previous diseases, background pathology,
medications, as well as an adequate assessment of clinical symptoms, laboratory parameters and identification of typical morphological changes.
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IMannukynut (ITH) y neTeit — reteporeHHasi rpymma peaKux
3a00JIeBaHMI, XapaKTEPUIYIOIIUXCST BOCTIAJIEHUEM TTOIKOXHOM
xupoBoii kieryatku ([12KK) ¢ o6mmMu KIMHUYECKUMU U TH-
CTOMATONIOTUIECKUMU MTPU3HAKAMU.

B Hacrosiiee Bpemst nmponoykaercst 00CyXIeHUe KIacCh-
dukanuu [TH. Pang aBropoB npeaioxua rpynnuposats [1H B 3a-
BUCUMOCTH OT 3TUOJIOTUU U TUCTOMOPGHOJIOrMYECKO KAaPTUHBI.
B cooTBeTcTBUM ¢ TpeMMYIIECTBEHHOM JTOKaTM3alell Boca-
JIUTENbHBIX U3MEHEHUH B COeTMHUTETbHOTKAHHBIX TEPErOPOIKAX
(cenTax) WM XUPOBBIX T0JbKaX BbIACISIOT cenmanbubiii (CITH)
u a00yasapuwiil (JITTH) ITH. O6a Tuna [TH MoryT npoTeKkath ¢ mpu-
3HaKaMM BacKyJuTa U 6€3 TAKOBOTO, YTO HAXOJUT OTPakeHUE B
KJIMHUYECKOI KapTuHe 3aboneBaHus [1].

Kimnnueckasa kapruna
Knununyeckast kaptuHa [TH xapakTepusyercst HaTuuueM pas-
HOOOpPa3HOI MO MHTEHCUBHOCTU 00X B 00JACTH YIUIOTHEHUIA,
KOTOpbIE UMEIOT Pa3IMuHYI0 OKPACKY (OT TeJIeCHOM 10 6arpoBo-
CUHIOINIHOIA), MTPEUMYIIECTBEHHO JIOKAJTU3YIOTCS Ha HIKHUX U
pexe — Ha BEPXHUX KOHEYHOCTSX, TyoBuie u auie. s CITa
TUITYEH CUMIITOM «IIBETCHUSI CUHSKA», YIJIOTHEHUS pETpeccr-
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pytoT 0e3 obpa3oBaHus s13B U pyouoB. [Ipu JITIH y31b1 yaiie
MHOXECTBEHHBIE, OH MOTYT CIMBAThLCS ¢ (DOPMUPOBAHUEM He-
POBHBIX KOHTJIOMEPATOB, KOTOPBIE paccachIBAIOTCSI B TEUCHME
HECKOJIbKMX HeJe/b, OCTaBJIsisl Iocie cedst Omoaueodpa3Hbie
3anafgeHuss Koxu Beienctsue arpoduu [TXKK. MuHorma ysen
BCKPBIBAETCSl C BBIIEJIEHNMEM MAaC/ISTHUCTO-TICHUCTOM MacChl U
bopmMupoBaHUEM TIIIOXO 3aKWBAIOIIUX W3bSI3BICHUN U aTpoO-
(ruHbIX pyo11IOB. YacTo pa3BuTuio [1H rpeaiiecTByoT IMXopaaka
(mo 41 °C), cmabocTh, TOLIHOTA, PBOTA, CHIDKEHUE amIeTuTa,
MOJMAPTPAITHH, B CBSI3M C YeM MallMeHThl 00palalTcs K Tepa-
nesty [2].

JluarnocTuka

YeneurHoCTh MUarHocTuku [1H 3aBUCUT OT TIIATENTBHO CO-
OpaHHOTO aHaAMHEe3a C yKa3aHUeM CBEICHUI O MPeIIIeCTBYIONINX
3a00sieBaHMsIX, (POHOBOI MATOJIOTUM, MPUHUMAEMBIX JIEKApCT-
BEHHBIX IIpenaparax, a TakKe OT aleKBaTHOM OLEHKM KIIMHUYECKOI
CUMNTOMATUKU, 1a0OPaTOPHbIX MMOKa3aTeIeil U BbISIBICHUS TU-
MUYHBIX MOP(OJOTUYECKUX TPU3HAKOB.

M3meneHus 1abopatopHbIX Tokasareseit mpu [1H HocsaT He-
crienuduUecKkuii XxapakTep, OTpaxasi HaTn4re U BhIPaXKEHHOCTh
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Knaccudukanus ITx B 3aBucumocTty ot Bo3pacta nereii [1]
Classification of panniculitis depending on the age of children [1]

Bospacr Bapnanr I1n

HITKKH
CkJiepeMa HOBOPOXKIEHHOTO

HoBopoxneHHbie

Xomnonosoii [T

[Toctcrepounnsiit [TH

[T mpu ayToBOCTIATUTEIbHBIX
3a00JIeBaHUSIX

2C)

[TH npu peBMaTnyeckux 3a00JeBaHUSIX
(BomyaHouHbIi [TH, FOAM)
Lutodarnvyeckuit ructuonutapHbiii [T
MIITI

Jlunmomuctpodust u tunoarpodust
IMankpeatuyeckuii [TH (TTITIT-cuHapom)
[TH npu neduiuTe CLI-aHTUTPUTICUHA
Kanbuudunakcus

Nudexunonuslii [T

Arporennslii [TH, TpaBMaTuyeckuii [TH
Cxueposupyomuii [TH

Or 1 rona o 18 et

BOCMAJIUTEILHOTO Tpoliecca. [ToaToMy oHU (3a UCKITIOYCHHUEM
OLI-aHTUTPUIICHHA, AMWJ1a3bl/JUIa3bl, MOYEBOI KUCIOTHI, Kpea-
TUHUHMOCHOKMHA3BI, aHTMHYKJIeapHOTO (DakTopa W aHTUTEJT K
nBycriupanbHoit JIHK) mo3BosisioT cyauTh TOJIBKO 00 aKTUBHOCTH,
a He 0 HO30JIOTUYECKOM MPUHAIJICKHOCTH OOJIE3HU.

Bonpmioe 3HaueHue mnst Bepudukanum [1TH mmeeT ructo-
Mopdooruyeckast KapTuHa yriaoTHeHus [ 1—4]. MHorue aBTopbl
OTMEYaloT, YTO 3TO «30JI0TOM CTaHAAPT» AUArHOCTUKHU 3aboJjie-
BaHus, ocobenHo JIITH [2, 4—6].

ITH MOXeT OBITh MPOSIBIICHNEM TEPBUYHOTO (MAMOTIaTIC-
CKOT0) BOCITAJICHMSI, HO Yallle BCEro ObIBAcT BTOPUYHBIM IIPO-
11eCCOM, CBS3aHHBIM C Pa3IMYHBIMU 3a00/1eBaHIMHU. HekoTopbie
BapuaHThI [TH BCTpeuaroTcst He TOJBKO Y B3POCIIBIX, HO M Y AeTeit
1 UMEIOT OMpeAeIeHHYIO CrieM(PUKY B 3aBUCMMOCTH OT BO3pacTa
(cM. Tabsiuny).

Bapuante! I[1n y nereii

Y HoBOpOXIEeHHbIX HaOMtoaaoTcs 1Ba BapuaHTa JITTH 6e3
BacKymTa. OIUH U3 HUX — HEeKPO3 NOOKOICHOU JHCUPOBOLL KAeMHUAMKU
y Hogopocdennovix (HITXKKH), pasBuBatoniuiicsi y ToOHOIIEHHBIX
WJIY TICPEHOIIICHHBIX IeTeil B TiepBble THU XWU3HU. [1IpuunHa ero
Heu3sBecTHa. O0cyx1aeTcs BIUsIHUE TTEpUHATAIbHOM achuKkcuu,
acIypalyy MEKOHUS, TeCTALIMOHHOTO IUabeTa, TOKCMKO3a MaTepyi
¥ BO3IEHCTBUSI HAPKOTHUKOB (0JIOKATOPHI KaJTbIIMEBBIX KaHAIOB
wim kokauH) [7]. IMatorenes HITXKKH moxkeT ObITh CBsSI3aH C
0o0Jiee BHICOKMM COOTHOILIEHUEM HaChIIIEHHBIX/HEHACBIILIEHHBIX
SKUPHBIX KMCJIOT Y HOBOPOXICHHBIX, ITOCKOJIbKY HACBIIIEHHbIE
JKUPHBIE KUCIIOTHI UMEIOT OO0JTBINYI0 CKIIOHHOCTh K KPUCTAJITH-
3al1U B XXUPOBOI TKaHW. KTMHMIecKas KapTUHA XapaKTepU3yeTcst
YIUIOTHEHHBIMU OJISIIITKAMY Y TIOAKOXKHBIMU y3eJIKaMU, KOTOPbhIE
pacrojiaraloTcsi B OCHOBHOM Ha SITOAMIIAX, Tuleyax, IeKax U
Oeapax. B HEKOTOpBIX ciaydasix y3eaKu U OJISIIKKA MOIYT U3b-
SI3BJISITHCS C BBIJEJICHUEM THOEeTo100HoI Macchl [7—9]. ITH umeet
OJIaTOTIPUSTHBIN TTPOTHO3 M YacTO CIIOHTAHHO pa3peliaercs B
TeYeHME HECKOJIBKUX Henesb. OMHaKO BO3MOXHA OTCpOYeHHAsI
TUTIEpKAJIBIIUEMHUSI, TIOBTOMY PEKOMEHIYETCsI [UIMTEIbHBI MO-
HUTOPUHT COIEPXKAHUS KaTbIIHs.

Ckaepema H060podcdenHozo (nurnodaruyeckas rpaHyiaema,
0oJie3Hb YHepByaa) — 3a0ojieBaHWe HEOHATAJbHOTO Tepuoa,
KOTOpOE TIPENCTABIISIET COO0I JIOKATbHOE, TTepeXojsiiee B Tud-
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dysnoe ymorHenue [12KK. BniepBsie onncana M. YHaepBynoM
B 1784 . HenoHomeHHwie 1etu 60setor B 3—6 pas yaiie. [Tuk 3a-
60J1eBaeMOCTH TIPUXOIUTCS 2—S5-11 IeHb XU3HM pedeHKa. B 25%
cJlydaeB Ha MOMEHT POJIOB y MaTepy HaOJIIOMAIOTCSI Cephe3HbIe
HapyIIeHUsT IbIXaTeIbHOM, CeplIeYHO-COCYANCTON WU IHJIO-
KPUHHOI cucteM. BeTpeuaeTcst moBceMecTHO ¢ OMMHAKOBOI Ya-
CTOTOI1, HO y MAJIbYMKOB OTMEUAETCS MOBbIIIEHHAs! CKIOHHOCTh
K JaHHoMy 3abosieBaHM10. IlaToreHe3 HesiceH, oOcykaaeTcs
3HauY€HME KOHLIEHTPUPOBAHHBIX HACBHIILIEHHBIX JKUPHBIX KMCJIOT,
HaKaIUTMBAIOIIMXCSl B HEOHATAIBHOM XKHUPE M UX TTOHUKEHHOM
crnocodbHocTy K Mmoouiauzauuu [10].

Ha xoxe roneneit unu nuia, mo3nHee Ha Geapax U ITOAUIIAX
TOSIBJISIIOTCS] YYaCTKU OJIEAHOCTU WJIM CHUHIOIIHO-KPACHOTO
oTTeHKa. B 6osee TsKenbIx ciaydasix MpoLecc paclpoCcTpaHsIeTcs
T10 BCeli MOBEPXHOCTH TeJla, 3a UCKJIIOUEHMEM JIaJOHEeH, MOIOIIB
1 TIOJIOBBIX opraHoB. Koxa xoyomgHasi, cyxasi, He coOupaeTrcs
B CKJIQJIKy, HA MECTe HaJaBIUBAHUSI CUMITOM «SIMOK» OTPH-
natebHbIN. [10ABUKHOCTD HUKHEN YeTIOCTH Pe3KO OTpaHuyIe-
Ha. CocTosiHME TsIXesnoe, TeMIepaTypa Tejla CHuXeHa 10 35—
36 °C, 6pagukapausi, OpaguITHOD, TUIOXOM allMeTHT, BhIpakeHHAast
c1aboCcTh, MOBBIIIEHHAs! COHAUBOCTD. Jlaxe Ha ¢hoHe MpoBo-
IMMOI Tepanuu cKaepeMa HOBOPOXKAEHHbIX 3a4aCTy10 3aKaH-
yuBaetcs jetaibHo [11]. B aTux cinyvyasax 6uorncusi Heobs13a-
TeJbHA, TOTOMY YTO KIMHUIECKU TUAarHO3 HE BBI3BIBAET CO-
MHEHUMN.

OueHb penkuM BapuaHToM JITTH siBasieTcst nocmemepouodnwiii
ITH, KoTOpHBIil HAOMIOAAETCSI TOJBKO Y A€TEl MOCae OTMEHBI WU
OBICTPOTO CHUXEHUS BBICOKMX 103 TIOKOKOPTUKOUIOB (I'K),
YTO CIIOCOOCTBYET YBEJTMUEHUIO COOTHOIIIEHUSI HACHITIICHHBIX U
HEHACHIIIEHHBIX KMPHBIX KUCJIOT U, CJIEI0OBATEIbHO, 00pa30BaHUIO
kpuctamioB. Yepe3 1—10 gHeit mocne otmensl 'K Ha 1mekax,
BEPXHUX KOHEYHOCTSIX WU TYJIOBUILE MOSIBIISTIOTCS] 9pUTEMATO3HbIE
MONKOXHBIE y3eJaKU pazmepoM oT 0,5 1o 4 cM, KOTOpble MOTYT
U3BS3BISITHCS C BBIICICHUEM MACSTHUCTOM KUIKOCTH U pyOIie-
BaHueM [1].

Xon0dosoii ITn cBsi3aH ¢ BO3IEHCTBUEM XOJIOA U Yallle BCTpe-
YyaeTcsl y MIIQICHIIEB U IETeH, YeM y B3POCIIbIX, BEPOSITHO, U3-3a
BO3pACTHBIX pa3jnyuii B cocTaBe xkupa. OObIYHO yepe3 48—72 u
rocJie epeoxyaaxaeHus (MPUMEHEHMs TaKeTOB CO JIbIOM, pac-
cachIBaHUST KYOMKOB JIbla WU (DPYKTOBOTO MOPOKEHOTO U JIp.)
Ha IeKaxX ¥ B T0A00POIOYHONM 00JaCTU BO3HUKAIOT dpUTEMa-
TO3HBIE YIUIOTHEHUS C HeUeTKUMHU KpasiMmu. [IporHos 6marompu-
SITHBIM, TIPOIIECC CAMOTIPOU3BOJILHO Pa3pelaeTcst Y4epe3 HECKOTbKO
Heaenb wiu Mecstes [12]. [Tpu ToprnuaHoM TedeHUM 3a00J1eBaHMS
Y OTCYTCTBUY MPSIMOTO BO3IEICTBYSI X010 TPEOyeTCsl POBECHUE
OUOIICUY YTIJIOTHEHMSI.

WHorna Becrpevaetcs /11 npu aymogocnarumensisix CUHOPOMAXx,
accouMMpoBaHHBIX ¢ mpoTteacomamu (Proteasome-Associated
Autoinflammatory Syndromes, PRASS). DT1o rereporeHHas
rpynmna peikux TeHeTUYeCKU NeTePMUHUPOBAHHBIX HacCie[l-
CTBEHHO 00YCJIOBJIEHHBIX COCTOSIHUI, XapaKTePU3YIOILMXCSI I1e-
PUOIVYECKUMU TIPUCTYIIAMU BOCTIAJICHUST 1 MAaHU(DECTUPYIOIITNX
JIMXOPAAKON U KIIMHUYECKOW CUMIITOMAaTUKOM, UMUTUPYIOLLIEH
pPeBMaTUYECKYIO, IPU OTCYTCTBUU ayTOMMMYHHBIX U UHQEK-
LIMOHHBIX TPUYMH.

TMopaxenue IT2KK BruisiBnsieTcst mpu Tpex Bapuantax PRASS:
XPOHUYECKOM aTUITMYHOM HEUTPOMUIBHOM IepMaTo3e C JTUIMO0-
nuctpodueii u tnxopaakoi (Chronic Atypical Neutrophilic Der-
matosis with Lipodystrophy and Elevated temperature, CANDLE);
PELMANBUPYIOIIEH JTUXOPATKE C Y3EIKOBOU IPUTEMOTION00HOM
CBITIBIO, JIMTIOMBILIEYHOU AUCTPOdUEil 1 KOHTPAKTYpaMU CYyCTaBOB
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(cunopom Hakamko—Hummmypa); cun-
JpOMe KOHTPAKTYP CyCTaBOB, MbILIIEYHOI
arpoduu, MUKpoLIMTapHOi aHemMuu u [TH-
VHAYUUpOBaHHOM Junoauctpoduu (Joint
contractures, Muscle atrophy, microcytic
anemia and Panniculitis-induced lipodys-
trophy syndrome, JMP) [1, 13, 14].

Bce aTu cuHIpOMBI XapaKTepu3yIOTCsT
paHHUM MOsIBJIeHUEM (UOJIETOBBIX y3ell-
KOB, MBILIEYHOI aTpodueid, TUITOAUCTPO-
ueit, 3anepKKoil (PU3NIECKOro pa3BUTHSI,
a Takxke aeopManuIMU KUCTEH W CTOTT
BCJIEICTBYE KOHTPAKTYP cycTaBoB. OOBIYHO
HaO0JII0AAI0TCST PELIMIUMBUPYIOIINE ITEPUO-
IUYECKUE 3MU30AbI JIUXOPAAKU C MOBBI-
LIEHWEM YPOBHS OCTpoda30BbIX MOKa3a-
teneit kposu. [Topaxenue [1KK He siB-
JISIeTCSI CNeTIUUIHBIM, TIO3TOMY JHUATHO3
OCHOBBIBAETCSI HA KIIMHUYECKOU KapTUHE
U MOJIEKYJISIPHBIX NCCIEI0BAHUSIX.

Pannuii nerckuit [TH MoXeT OBITH
TEPBUYHBIM MPOSIBJIEHUEM HACJIEICTBEH -
HOTO MMMYHOIebUIIMTa, YTO TPEOYET MPOo-
BEJIEHUST TOIPOOHOTO UMMYHOJIOTIECKO-
IO CKPUHWHTA U UAEHTU(UKAIIUU acco-
HManuii skenpeccun reHoB GATAZ2 (Ko-
JIUPYIOIINIA (haKTOP TPAaHCKPUITLIMY LUH-
KoBoro mnanbia), DADA2 (nepuuut ane-
Ho3uHIe3amuHa3bl 2), TRNT1, NFKB2n
LCK (BbIpaXkeHHOE YMEHBIIIEHUE YPOBHS
JIBYX U30TUIIOB UMMYHOTJIOOYIMHOB MIPU

OB3OPbHLI/REVIEWS

Puc. 1. lTayuenmra b., 17 nem. Y3 nocae
MOH3UANUMA U NeHeHUs AHMUOUOMUKOM
(gpomokoanexyus asmopos)

Fig. 1. Patient B., 17 years old. Erythema
nodosum after tonsillitis and antibiotic tre-
atment (photo collection of the authors)

111 npu 106eHUABHOM KONCHOM MYUUHO3E
pa3BUBaeTCs BHe3aIHo, yepes 3—10 nHei
rnocJjie MOosIBJICHUSI JIUXOpaaku ¢ popMu-
POBaHMEM PACTPOCTPAHEHHBIX TTOITKOXKHBIX
HEBOCTIAJIUTEIBHBIX Y3eJTKOB U,/ UJTH TIaITyJT
Ha ToJIoBe, BEPXHUX U HIKHUX KOHEUHO-
ctsix. [ToMuMoO KOXXHOM CUMITOMATHKU,
HaO0II0aI0TCSl TepUOPOUTATIbHBIN OTEK,
acTeHus 1 6076 B cyctasax [19]. B ciyyae
OTCYTCTBHUSI XapaKTepHOU KOXHOW TaTo-
JIOTUY IMaTHOCTUKA IOBEHTLHOTO MYIIH-
HO3a IIPEICTAaBIISIET CIIOXKHYIO 3amayqy. [1pu
TMCTOJIOTMUYECKOM MCCIIeIOBAaHUY B TIAITY-
Jlax BBISIBJISIETCSI YMEPEHHOE OTJIOXKEHUE
KOXXHOTO MYLIMHA, a B y3eJIKaxX — MPU3HaK1
npoaudepatuBHOro daciuura Uiu He-
crietduryeckoro xponuueckoro JIIH.

Mmnorue BapuanThl [1H BcTpevaroTcst
KakK y IeTei, TaK ¥ Y B3POCIbIX MAlIEHTOB.
Yacroii pazHoBuaHoctbio CITH 6e3 Bac-
KyJuTa siBisiercs: Y2 — HecnieLupuieckuii
MMMYHOBOCTIAJIUTEIbHBIN CUHIPOM, BO3-
HUKAIOIIWIA B pe3yJIbTaTe pa3IMIHBIX TIPU-
yuH [20—22]. YO pa3BuBaetcs B J11000M
BO3pacTe, HO Yallle y IMOAPOCTKOB U Yy Jie-
BOUYeK. XOTsl YD He SIBISIETCS peAKUM 3a-
0oJieBaHUMEM U XapaKTepMU3yeTcsl J0ocTa-
TOYHO BBIPA3UTEIbHON KIMHUYECKOMN
CUMIITOMATHKOM, TO HACTOSITIIETO BpeMEH!
HE CYILIECTBYET LIEJbHOM U eMUHON KOH-
LETNMU ee 3TUOIMATOreHe3a, KIMHUKO-

HOPMaJTbHOM WJIX CHIKEHHOM KOJIMYECTBE
B-kietox).

TpanckpunuuoHHblit (pakTop GATAZ2 perynupyeT reMornos-
TUYecKyto TuhdepeHITMPOBKY, pa3BUTHE TUMGbaTIECKUX KIIETOK
u cocynoB. [TarmmenTs! ¢ MytarmsiMu GATA2 IMEIOT TeTepOoTeHHBIC
KIMHUYECKUE IIPOSIBJICHUS, KOTOPbIE BAPbUPYIOTCS OT O€CCUMIT-
TOMHBIX (DOPM JI0 OIACHBIX TSI )KU3HU MH(EKIINI C IbIXaTeIbHOI
HEI0CTaTOYHOCTBIO M JIEUKO30M. Y 70% mainueHToB ¢ MyTaiuei
GATAZ2 BBISIBIISIIOTCSI B OCHOBHOM T€HUTAIbHbBIE WM APYToi JI0-
Kayim3auy 00poIaBKU U 'y TpeTH 00JbHBIX — [TH, Kak mpaBwio,
B BHIE y3/10BaToi 3puTeMbl (YD) Ha HIDKHUX KOHEUYHOCTSX |1,
15, 16].

KoxHbie mposiBaeHus npu DADAZ2, BbI3BaHHbBIE CIOX-
HBIMU Fe€TEPO3UTOTHBIMU MUCCEHC-MYTAllUSIMU B aICHO3UH-
ne3aMuHa3e 2, 9acTO aCCOLMMPYIOTCS C pacpoCTpaHEHHbBIM
livedo reticularis (B OCHOBHOM TIOATUIIA racemosa) Ha KOHe4-
HOCTSIX U peXxe Ha XWBOTE WIIM TYJIOBUIIE, NHOTIA y3JI0BaTO-
MOJOOHBIMU MOPAXKEHUSIMU, TTypIypoit, CHHApOMOM PeitHo n
sI3BaMU Ha HUXXKHUX KOHeuyHocTsax [17, 18]. JIro6oii auarHos
Y3eJIKOBOTO ITOJIMapTepUnTa y pebeHKa BCeraa T0KEeH NCKITIO-
yatb DADAZ2, Tak KaK paHHee JieueHrue MHruouropamu pakropa
HEKpOo3a OITyXOJIM 0L MOXKET IMPEAOTBPATUTh MHCYIBT. [McTOI0-
ruyeckas KapTuHa MpU ayTOBOCITAIMTEILHBIX CUHAPOMAaX Xa-
paKTepu3yeTcss TUIMYHBIMU MIPU3HAKAMU IIPEUMYILIECTBEHHO
CITn un JITTH. B cOXHBIX KIMHAYECKUX CIIydasix 1eJ1eco00pa3Ho
MPOBeIeHNEe UMMYHOTUCTOXUMHMYECKOTO UCCIIeIOBAHMUSI KOXKI
un ITKK, obecreuuBaloiiero Haubosee crneuupuyeckoe BbI-
sIBJIeHVE B 00pabOTaHHBIX CPe3ax IKCIIPECCUM KIIETOUHBIX Map-
KepOoB, TEHOB, PEIEIITOPOB OMOJTOTMICCKN AKTUBHBIX BEIIECTB
M LIUTOKMHOB.
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MOpPGhOJIOTMYECKOro cyocTpaTa v Teparuu.
PazButue YO Kak y B3pOCHbIX, TaK U Y
NIETeii CBS3BIBAIOT MIPEUMYIIIECTBEHHO CO CTPENITOKOKKOBOM, TY-
OEpKYJIE3HOM U XKeNyTouHO-KulleuHoi nHdekuusamu. Hepenko
Y3 BrICTyMaeT KakK OAWH M3 CUMIITOMOB CUCTEMHO TTaTOJIOTHUH,
BKJIIOYasi peBMaTUYecKue 3abosieBaHUsl (peaKTUBHBIN apTpWT,
CHUCTEMHYIO KpacHylo BomyaHKy — CKB, — 6071e3Hb bexueta ¢
apuTeMa-noaodHoi YD u ap.), cunapoM JledbrpeHa (ocTpblit
capkouao3), 6osiesHb KpoHa, HecrieuuduueckKuii ss3BeHHbIN
KOJIWT, OHKOJIOTUYECKIE 3a00JIeBaHUSI 1 JIP., YTO MOXKET TIOCTYKUTh
MPUYMHOMN TTO3MHEN TUarHOCTUKY 1, COOTBETCTBEHHO, TIO3IHETO
Ha3HAYeHUs aJIeKBaTHOM Teparuu.

VYD Hapsiay ¢ MOJUapTPUTOM M YBEUTOM MOXKET ObITh OTHUM
M3 MIEPBBIX MTPU3HAKOB CUHApPOMa biiay — MOHOTeHHOIO Hace/1-
CTBEHHOTO 3a00JIeBaHMsI, BOSHUKAIOIIETO BCICACTBUE MYTallMKU
B T€HE MaTTepH-pacio3Harotiero peuenropa NOD2/CARD 15, Xo-
TOpoe OOBIYHO pa3BUBaeTcs y neteit muaaiie 4 et [23]. B 40%
cydJaeB y IeTeil He yaaeTcsl BBISIBUTh TPUTTEP BOZHUKHOBEHMS
CUHIpPOMA, U OH paclieHUBaeTcs KaK uauronaTuyeckas YO [21,
22]. IMopaxkeHue KOXHU XapaKTepu3yeTcsl HaJluyueM pe3Ko 00-
JIE3HEHHBIX MSTKUX eIMHUIHBIX (IO 5) 3pUTEeMaTO3HBIX y3JIOB
nraMeTpoM 1—5 cM, JTIOKaIu3YIOIIUXCS Ha TOJICHSIX, B 00J1acTU
KOJICHHBIX ¥ TOJIECHOCTOITHBIX CYCTaBOB (puc. 1).

KoxHbIe BbICHITIAHKSI MOTYT COTIPOBOXIATHCS TTOBBIIIIEHUEM
TeMIepaTypbl, 03HOOOM, HEOMOTAaHUEM, MOTUAPTPAITUIMUA U
mMuairusgmu. TunuuHoi s YO sBisieTcsl 1BeTOBasi AMHAMUKa
MOopaxXeHUsI KOXU — OT OJIEMHO-KPACHOW J0 XEITO-3eJeHOI
(«1IBeTEHME CUHSIKA») B 3aBUCMMOCTH OT cTanuu Tipotiecca. [1pu
V3 y3eK1 TIOJTHOCTBIO PErPECCUPYIOT 0€3 M3bSI3BICHUS, aTpOhOUHN
win obpaszoBaHusl pyouos [20—22]. buoncus mpu TUMTMYHOMK
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Puc. 2. I[Tayuenmxa M., 17 rem. Mopgpo-
A02UuHecKU nOOMBepICOeHHAS Y3106amas
gopma U111 (cundpom Pommanna—
Makau; homokonnexkyus aemopos)
Fig. 2. Patient M., 17 years old. Morpho-
logically confirmed nodular form of idio-
pathic nodular panniculitis
(Rothmann—Makai syndrome; photo col-
lection of the authors)

KJIMHUYECKOI KapThUHE YD He peKOMEeH-
nyetcs [1, 20]. OnHako a1st BepupuKauuu
cunnpoma biay, kak u capkouniosa B 1ie-
JI0oM, TpeOyeTcst mpoBeaeHe MOPGhOIOTUIECKOTO UCCIIETOBAHUSI.
[Ipu 5TOM CUHAPOME BBISIBIISIIOTCS SMUTETUOUIHO-KIETOUHbIE
rpaHyJieMbl 03 HeKpo3a, HallOMUHaloII1e capKouaHble. B rpa-
HyJiIeMe Hapsily ¢ 3MUTeTUOUIHBIMU KJIETKAMH TTPUCYTCTBYIOT
aKTUBHbBIe Makpoharv, MHOTOSIIEpHbIE TUTAHTCKHUE KIETKU, a
takke CD4+ T-mumbonutsr [23].

SApxum nipencraButesiem JI[TH 6e3 BacKynuTa SIBISIETCS UOUO-
namuueckuti JIMTn (MJITTH, vnu [Ta Be6epa—Kpucuena, unu pe-
LUAUBUPYIOIIMI Junoatpoduyeckuii [TH) — peakoe manousy-
YEHHOE CUCTEMHOE pelIMIMBUpYIOLiiee 3a00ieBaHUE, TTopaKarolliee
He Tonbko [12KK, HO 1 XMpOBYIO TKaHb BHYTPEHHUX OPTaHOB.
Cormacno MKB-10, JITTH 0THOCUTCS K CUCTEMHBIM TTOPKEHUSIM
COeMHUTENbHOM TKaHu (M 35.6). Yallie matoiorus BctpedaeTcst
B Bo3pacte 20—50 JieT, mperMyIIeCTBEHHO y XeHIuH [6, 20].
B nuteparype onucaHo Heckosibko ciaydaeB WMJITIH y nmereit
pa3Horo Bo3pacra [24—26].

3abosieBaHNE XapaKTePU3YeTCsl ObICTPBIM PA3BUTHUEM OTPAHU-
YEHHBIX TTOJIKOXHBIX y3JI0B, pacronoxeHHbIX B [12KK Ha pazHoit
IyOMHe, KaK MPaBWIO, MHOXECTBEHHBIX, JIOKAIU3YIOIIUXCS
MPEUMYIIECTBEHHO Ha HUXKHUX M BEPXHUX KOHEYHOCTSIX, Pexe
Ha rpyau, xkuBote. OOBIYHO y3JIbl paccachIBalOTCS B TEUEHUE He-
CKOJIbKMX HeJleib, OCTaBJIsisl mociie cedsi Otoa1eodpa3Hble 3a-
najaeHus Koxu Beaenctaue pa3putus arpoduu [2KK, B koTopoii
WHOT/IA OTKJIAIBIBAIOTCS CONU Kanmblvst. KinmHudeckast cumMmto-
Matnka 3aBUcUT oT hopmbl MJITTH (y3noBaTast, OsiieyHast, MH-
(uabTpaTUBHAS U ME3eHTepraIbHast). DTU (POPMBI pa3IMyaloTCs
TUTOLLIA/IbIO TTIOPAKEHUS XKMPOBOI TKAHU U PA3BUTUEM U3bSI3BIICHUI
C UCTEYCHUEM MACJISTHUCTOU XUAKOCTH. B HEKOTOPHIX Cirydasix
WJITTH npenuiectytot uxopanaka (10 41 °C), ciabocTb, TOUIHOTA,
pPBOTa, CHIKEHUE aTlleTUTa, TOJIMapTPAIITUN, apTPUT U MUAITHT
[1,2,6,27,28]. Y NOAPOCTKOB MOXKET BCTPEUATHCS aTUITMYHBIA
BapuaHT — cuHApoM PormanHa—Makau, KOTOPbIi ObLT ONKCaH
M. Rothmann (1894) u E. Makai (1928). 3aboneBaHue xapakre-
pU3yeTCst 6e3TMX0PaTOYHBIM T€YSHHEM, ObICTPHIM (32 HECKOJIBKO
yacoB) nopaxenueM Koxu u [TKK (rmpu orcyrctBum Buclie-
PaJILHOM TTATOJIOTUU ) KOHeUHOCTeH (puc. 2) u TyioBuia. Muorna
00pa3yloTcst JOJITO He 3aXUBAIOIINE SI3BbI, PE3UCTEHTHBIE K Te-
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Puc. 3. ITayuenmka K., 13 sem.
TII-cundpom. Muoxcecmeertble y3nvl
(benvie cmpenku), noauapmpum (4epHas
cmpenxa), nogviuleHue ypoeHs amuiasul

do 1200 Ed/a (habaroderue
Canyeunotii C.0., ©edoposa E.C., Eeopo-
6oit O.H.)

Fig. 3. Patient K., 13 years old. PPP (pan-
creatitis-panniculitis-polyarthritis) synd-
rome. Multiple nodes (white arrows),
polyarthritis (black arrow), increased
amylase level up to 1200 U/I (Salugina
S.0., Fedorova E.S., Egorova O.N. obser-
vation)

parnuu [29—31]. WIITH TpedyeT Mopdo-
JIOTUYECKOI BepuduKaluu IuarHosa ¢
LIE/TbIO MCKJTIOYEHMS IPYTMX BapUaHTOB
JITTH.

Tocmunsexyuonnwiii Iln (pakTunu-
anbHbIN [TH, MacIsTHAS TpaHyIeMa, o1eo-
rpaHysieMa) — cBoeobpasHbiii Bun JIITH,
BO3HUKaMIIMI nocie nHbeKiuii B [T2KK
pa3MYHbIX BEUIECTB (ITOBUAOH, MEHTa-
301MH, BUTaMuH K, nmapaduH, cuinkoH,
CUHTETUYECKIe MUKPOCGhEPHI) B TepareB-
TUYECKNX UM KOCMETUYECKUX IEeTIX.
Brniepsbie uamenenus [12KK B Buae y3ios,
Pa3BUBIIMXCS B MeCTaX MHBEKLIMI KaM-
¢opbl y 00JIbHBIX TU(HOM, HabIOIAIU
A.N. AGPUKOCOB U €ro COTPYAHUKU
C.I1. yenunos u C.B. Tonpndepr B ne-
PYOM TPpakIaHCKOM BOMHBI. DTU «OITyX0-
JIeBUIHBIE Y3€JKOBbIE pa3pacTaHUsl Tpa-
HYJSILMOHHOM TKaHU, paccachIBalollei
xup», A.M. AOpuKOCOB 0003HAYUJI Tep-
MUHOM «OJIeOTpaHyJIeMa».

KnuHuyeckue ocoGEHHOCTH TIOCT-
UHBEKIIMOHHOTO [TH Bechma BaprabeTbHBI
1 3aBUCST OT BBOAMMOTO Bemiecta [32]. Tak, moakoxkHast airo-
MMHUEBasi TpaHyJIeMa MOXET Pa3BUThCS B MECTE MHBEKIIMU Yepe3
HeJeJId, MeCSILbl WIM aXxe ToJbl MOocje BBEAEHUS BaKLIUH, CO-
IepXalux aJIOMUHUN (BaKUIWHBI TPOTUB audTepun/
CTOJIOHSTKA/KOKJTIONTIA, TeTIaTUTA A, Teratita B 1 Bupyca manuioMbt
yenoBeka). [loctuHbexkinonuslit [1H mpencrasiser coboii exn-
HUYHBIE MJTM MHOXKECTBEHHBIE 3y/ISIIIE TTIOTHBIE Y3JTbI (OJISIIIKY),
Kak TMpaBUIO, CMassHHbIE C OKPYXAIOUIMMU TKaHSIMU, B PEIKUX
ciIyyasix o0pa3syroTcs s13Bbl. Bo3MoXXHO 001IMpHOE pacnpocTpa-
HEeHUe 09aroB MOpakeHUs Ha IPyTue YYaCTKU Telia, MOsIBJICHUe
aprpanruit, peHomeHa PeitHo u npuznakoB cuHapoma Lllérpena.
VY ManeHbKuX neteil hakTUIMaIbHbIE TOPakKeHUsT TPEOyIOT Uc-
KJTo4YeHUst cuHapoMa MionxrayseHa [33]. buorncuto o6p19HO He
BBITIOJTHSIIOT, HO TpeOyeTcst MOAPOOHbBII aHaMHe3 3a00JIeBaHusI C
KOMIUIEKCHBIM JIa00paTOPHBIM 00CI€A0BaHUEM.

Hupexyuonnotii ITn BcTpeyaeTcst 0O4eHb PEIKO U B OCHOBHOM
y TIAIIUEHTOB C 0C/IabJieHHBIM MMMYHUTEeTOM. [IpoBeneHme 61o-
ncuu HeleaecoodpaszHo. OTIUIUTETbHBIM MOP(OIOTUIECKUM
MPU3HAKOM JIAHHOTO BapHaHTa SIBJISETCS MPEUMYIIECTBEHHOE
nopaxeHue J00yJ1 ¢ mpeodagaHueM HEUTPO(UIOB B MUH(UIIBT-
parte, HEKpo30M U (popMUpOBaHUE THOMHBIX IpaHyJjieM [1].

Tanxpeamuueckuii ITn (I1T1H) oyeHb peako HabOIaETCS Y
neTeil. DTUOJIOTHS MTAHKPeaTnTa Y IeTel OTIMYaeTCsl OT TAKOBOM
Y B3POCJIBIX: OH BO3HUKAET B YCIIOBUSIX CUCTEMHOTO 3a00JIeBAaHUS,
KOTOpOE 4acTO BKJIIOUAeT reHeTuuyeckue HapymeHus [34, 35].
T1ITH xapakTepusyeTcst TpMaaoil CUHAPOMOB — nmaHKpeaTtut, [TH
¥ nonuapTpuT. COBOKYIMHOCTh TAKUX U3MEHEHUI MOJy4ynsIa Ha-
3BaHUE «ITAHKPEATUT — IMaHHUKYJIUT — TTOJIMAPTPUT-CUHIPOM»
(«ITMTT-cuaapom») [20, 35, 36]. 3HAUUTEIBHO PEXe MOXHO
BCTPETUTH COYETAHUE TMOPAKEHUS MOIKETYIOYHON Kesle3bl,
TT2KK, cycraBoB u nonuceposuta (ITTIIIIT-cunapom). ITH nipu
TITTIT/TITIII-cuaapoMe NposiBasIeTCS] 3pUTEMATO3HBIMU Kpac-
HO-KOPUYHEBBIMU, HEPEAKO OOJIE3HEHHBIMU YIUIOTHEHUSIMU
(0,5—5 cM) Ha HUKHUX KOHEYHOCTSX (puc. 3), KOTOpble MpHU
TIPOTPECCUPOBAHUY 3a00JIEBAHUST MOTYT PACIIPOCTPAHSIThCS Ha
tynosuile. [1pu N3bsI3BICHUM YITIOTHEHUST CEKPETUPYETCST CTe-
PUJIbHOE MACTSIHHCTOE KOPUYHEBOE Bsizkoe comepxumoe. Cy-
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CTaBHOU CMHIPOM Kak ObI TipecienyeT [1H cCMiMMeTpUYHBIM T10-
JIMAPTPUTOM (peke — MOHOAPTPUTOM ) TOJIEHOCTOITHBIX, KOJIEHHBIX
(cM. puc. 3), JIOKTEBBIX, TUIEYEBBIX CYCTABOB U MEJIKMX CYCTaBOB
kucreit [1, 20, 34—36]. [cTomaronornyeckre 0COOEHHOCTH 1
JledeHre BO MHOTOM TaKue Xe, KaK W Ipu 3aboJieBaHUU Y
B3pocibix. JITIH conpoBoxaaeTcst 3HAYMTEIbHBIM TTOBBIIIICHUEM
YPOBHSI CBOOOJTHBIX XXMPHBIX KHUCIOT U MX HATPUEBBIX COJICH,
00YCOBIMBAIOIIMX PE3KO ILIETOYHYIO peaKIIUIO TKaHEH.

IIn, 6vi36annblil depuyumom OLi-GHMUMPUNCUHA — DPEIKOE
ayTOCOMHO-PELIECCUBHOE 3a00JIEBAHUE B3POCIIbIX, KOTOPOE MHOTIA
BCcTpevaeTcs U 'y neTeif. Yare Bcero aToT BApUaHT BBISBIISIETCS Y
JINI, TOMO3UTOTHBIX TT0 aymento Z SERPINAI reHa ou-aHTH-
TpunicuHa [37]. Y nereit apuTeMaTo3HbIe YITIOTHEHUS Pa3BUBAIOTCS
Ha TPaBMUPOBAHHBIX yUyacTKax, ObICTPO YBEJINYMBAIOTCS, YACTO
U3BS3BISIIOTCS € 9KCCYIALIMEet MACISTHUCTOM XXKUIKOCTU 1 3aXKU -
BalOT ¢ aTpoduyeckuM pyoueBaHueM. Hauayio 3aboneBaHus B
JIETCKOM BO3pacTe He O3HAYaeT, YTO MPOTHO3 OJIArOMPUSITHBIIA,
nockobKy nmopaxeHus [12KK MOryT mposiBIsITbCS Uy B3pOCTTBIX.
Wnorna [TH Bo3HMKAET 32 HECKOJIBKO JIET 10 Pa3BUTHUST SM(bU3EMbI
W IPYTUX MTPU3HAKOB Ae(ULIMTA OLi-aHTUTPUIICHHA JINOO OCTaeTCs
€IMHCTBEHHBIM KJIMHUYECKMM CHUMIITOMOM 3aboJieBaHus [38].
TTaTOrHOMOHUYHBIM TMCTOJIOTUYECKUM TIPOSIBJICHUEM JeuiiuTa
0L1-aHTUTPUTICHA CUMTAETCS COYeTaHWe OOIIMPHOTO HEeKpo3a
JIEPMbI, HEUTPOPUIBLHOTO BOCTIAJICHUS U JIECTPYKTUBHBIX M3Me-
HeHUil ¢pubpo3HbIX Teperoponok KK, mpuBonsimmx K oTae-
nenuto nonek ITXKK [39].

JuddepeHLimanbHasl AMarHOCTUKA y3J10BaThIX MOPaXXeHU
T12KK y neteit HepenKo BbI3bIBAET 3aTPYAHEHUSI, OCOOCHHO €CIn
9TH U3MEHEHWUS SIBISIOTCS €IMHCTBEHHBIMU CUMIITOMaMU B
ne6rote 3a0oeBanust mpu CKB 1 10BeHWIBHOM JIepMaTOMUO3UTE
(KOAM).

Jlronyc-nannukyaum (JInllH, unm KkpacHas BoJ4aHKa ITy-
ookast) BriepBbie onucad M. Kaposi B 1883 1., y neTeit Bctpeuaercst
0YeHb PENIKO, MPeUuMyIlIeCTBEHHO y neBouek [40]. JInITa moxeT
HaOII0AaThCS Y TALIMEHTOB C IMCKOWIHOMN KpacHOM BOJTYaHKOM,
CKB unu (B eIMHUYHBIX CJIydasix) HeOHATAIbHOW BOTYaHKOM
[41, 42]. JInlTx xapakTepu3syeTcs TTyOOKUMM IMTOAKOXKHBIMU Y3-
JlaMu WJaW ONsIIKaMu, HEpPenaKo OO0JIe3HEHHBIMU, COMPOBOX-
JAIIMMUCS U3bs3BIeHUeM. OHU pacrnoiaraloTcsl Ha BEpXHUX
KOHEYHOCTSIX, TYJIOBMIIIE, B SATOMMYHON OOJAacCTH, MHOTIA Ha
roJioBe, Jiuile u 1iee. [lopakeHre HUKHUX KOHEYHOCTEe Hexa-
PaKTEPHO M MOXKET CIIYXUTh OTIIMIUTCIHHBIM MIPU3HAKOM MPHU
nuddepeHIIMaTbHON TMarHOCTHUKE ¢ IPYrUMMU BapuaHTamu [1H.
JInlTH umeer penuauBuUpylollee TeUeHUE, HEPEIKO BOCIAIU-
TeJIbHBII TTpolece 3aBeplIaeTCsl 00pa3oBaHUEM aTPOGhUUECKUX
py61oB. [TH BKJTIOYEH B COBpEMEHHBIE TUarHOCTUYECKUEe KPH-
tepun CKB SLICC (Systemic lupus International Collaboration
Clinics) 2012 . [43]. M.S. Peters u W.P. Su [44] npemnoxunn
TUCTOJIOTUYECKHE NUarHocTudeckue Kpurepuu JInllH: rmanm-
HOBBIII HEKPO3 XKUPOBOM TKAHU, MEpUCEITalIbHAsI UJIKU JT00Y-
JISIpHasi aKTUBALMs JTUM@OUUTOB ¢ 00pazoBaHUeM JUMOOLM-
TapHBIX (POJTUKYJIOB U Mocienyolleil Kaaplmdukamueid. Jo-
TOJTHUTETbHBIMU KPUTEPUSIMU STBIISIIOTCST U3MEHEHUST KOKHBIX
MOKPOBOB, XapaKTEePHbBIC IJIT NMCKOUTHON KpacHOI BOJTYaHKMH,
JMMGOLMTAPHBIN BACKYJIUT, THATMHMU3ALIMS CyO3MUIepMaTbHOI
00J1aCTH, OTJI0XEHNE MYLIMHA, CKOTUJICHUSI TUCTUOLIMTOB U He-
0oJIbLIIME TPaHYIeMbl C UHGUIBTpaLMel MIa3MOLUTAMU 1 03U -
Hodunamu. [1pu rpaHyJIIpHOM OKpalllMBaHUU OUONITaTa BbI-
apisitor 1gG, IgM u C3-KOMMNOHEHT KOMIUIEMEHTA B KJIETKax
MOTPAaHUYHON 30HBI JACPMBI M SMUACPMUCA, a TaKKe B pse
clTy4aeB OTJI0XKEHNE MMMYHHBIX KOMITJIEKCOB B COCYIaX U KJIET-
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Puc. 4. Ilayuenm M., 8 mec. I1ITTII. Muoscecmeenmnvie dughghys-
Hble pacnpocmpanentble 3ol (Cmpeaxu), CmoiKkas Auxopaoka
(gpomoroanexyus aemopos)

Fig. 4. Patient M., 8 months old. Panniculitis-like T-cell lym-
phoma. Multiple diffuse nodules (arrows), persistent fever (authors
photo collection)

Kax. Hajauure THMIYHOM TMCTOIOTMIeCKO KapTUHBI OKa3bIBaeT
CYIIIECTBEHHYIO TTOMOIIIb B MOATBepKIeHnn auarnosa JInllH.
besycnoBHo, B nuarHoctuke JInllH 6osbliioe 3HaUeHUE UMEIOT
J1abopaTOpHBIE TECTHI, KOTOPHIE MO3BOJISIIOT OMPEIEISATh U3Me-
HeHus, xapakTepHbie 1 CKB [2, 4, 20, 40—44].

ITpuunna passurtus I1n npu FOJIM, Kak v ipu IpyrUX Bapu-
aHrax [1H, He ycTaHOBJIeHA. AHAIU3 HEOOJIBILIOTO YK CIIa MyoIu-
Kanuit mokaseiBaeT, 4To [1TH nmpu KOAM mmarHoctupyetcs 'y 10%
MMaLreHToB Kak 10 (0T 16 Mec), Tak u mocie (ot 7 eT) Bepudu-
Kallid OCHOBHOTO auarHo3a. BepositHo, cyOKIIMHMYeCKe (hopMbl
ITH npu JaHHOI MATOJIOTMU OCTAIOTCsI Hepacrno3HaHHbIMU. Mc-
TUHHOE KJIMHUYECKOE M MpOrHocTuyeckoe 3HaueHue [TH mpu
JIEPMaTOMMO3UTE HEOOLIEHUBAETCSI, TOCKOJIbKY OH MMEET BeCbMa
MIUPOKUI KITMHUYECKUI TNAIa30H — OT eiBa 3aMETHOTO YTUIOT-
HeHus [12KK u 6mon11e006pa3HbIX 04aroB JMnoaTpoduu 10 riy-
0OOKOTO, JJIUTETHHO 3aXKMBAIOILEr0 MH(WIBTPAaTUBHO-SI3BEHHOTO
MopaxeHus1, Mocjie KOTOPOro oopasyloTcst KajJbLupUKaThl UIN
rpyobie pyO1IoBble U3BMeHeHMs. [TH Tpu 1epMaTOMUO3UTE JIOKa-
JIM3yeTCsl B O0JIACTH SITOAMIL, Oelep, )KUBOTa M BEPXHUX KOHEU-
Hocreii [1, 45]. s aroro BapuanTa [TH, B omyinuue ot JInllH,
HexapakTepHa cIoHTaHHast pemuccus. Kak mpasuio, [TH nmpu
IOJIM He HyX7naeTcsi B JOMOJTHUTEIbHOM JICUCHUHU, KpOMe
Teparnuy OCHOBHOTO 3a00J1€BaHMSI.

B npakTuke nenuatpa, peBMarosiora, ruCTojiora v Apyrux cre-
uanuctoB nuddeperimanbias auarHoctuka JInlla u FOIM —
cioxHast 3amada. CxoqHble KIMHUYeCKUe U MopdoIornieckue
npu3Haky Bcrpevatorcst mpu MJITTH, cucTeMHOM CKIIeponepMun,
OCCHULIM(MUPYIOIIEM MUO3UTE, TTAHHUKYJIUTO-ITog00HoM T-Ke-
touHoi numbome (IITTIT) u 1. 1.

TTTTTJI — penkas maToJIOrKs, cocTapistionas MeHee 1% Bcex
HeXOIKKMHCKIX TmMboM. Okoito 10% cirydaeB HEXOKKUHCKIX
JMdOM y ieTeli mpuxoanTcst Ha riepudeprieckue T-KieTouHbIe
JmMpoMbl. UMMyHOGMEHOTHIT OITyXO0JIEBBIX KJIIETOK BEChMa CITe-
uuduieH — 310 0-B-TUMQOLUTHI, KOTOPbIE 3KCIPECCUPYIOT
CD3+, CD8+ u uurorokcuueckue mpotenHsl (rpansum B, TIAT,
nepdOoprH), MOTEPSIB MPU 3TOM YacTh T-KJIETOUYHBIX aHTUTEHOB.

O6b1yHo [IIITJI mMaHubecTUpyeT ¢ MOAKOXHBIX Y3JI0B U
Ouisttek 6e3 BOBJIeUeHUsT TUM(MATUIeCKUX Y3JI0B, TIEUeHHU, CeJle-
3¢HKU M KOCTHOTO MO3ra. Pa3mepsl YyIUIOTHEHUI BapbUPYIOTCS
OT e1Ba MMaJIbITUPYEMbIX Y3€JIKOB 10 KPYITHBIX 00pa3oBaHuii (ara-
MeTpoM 10 20 ¢M), JIOKIM3YIOIIMXCSI HAa BEPXHUX/HUXKHUX KO-
HEYHOCTSIX, Julie U TyJoBulle (puc. 4). U3bsi3BiaecHUEe KOXU Hal
y3JaMu HexapakTepHo. B-cumntomsl (hedpusibHast Tuxopaaka,
CHIDKEHUE MAacChl TeJla, OTIMBOCTL) Habmonaores y 60% ra-
1MeHTOB. 2KM3HEHHO OTTaCHBIM OCJIOXKHEHUEM JIMM(DOMBI SIBIISIETCS
reModarouuTapHbelii cuHApoM. Mopdosornyeckass KapTuHa
TTITTJI cxoxa ¢ TakoBoii JInITH, HO OTCYTCTBUE TIa3MaTUYECKUX
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