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Yanoeamas spumema (Y3) — naubonsee wacmas gopma nanHuKysumMa, A6A5H0UE20CI PeAKMUBHBIM NPOUECCOM, BbI3GAHHBIM OONUIUM CHEK-
mpom amuonsoeuteckux pakmopos. Bonpocwl dughghepenyuanshoil duaeHocmuku 0aHHOU NAMoaoUU He NOMEPSAU C80ell AKMYAAbHOCMU.

B cmamve paccmampueaemes kaunuueckuii cay4ail 03HUKHOGeHUs peyudugupyioueii YD 6 couemanuu ¢ UMMYHOAOSUMECKUM (DeHOMEHOM
(no3umueHOCmb NO peeMamoudHOMy PaKmopy U AHMUMeam K MUMOXOHOPUAM), OAUMENbHOU OeCCUMNMOMHOL CnAeHoMe2aueil U pa3eue-
WUMCS. BNOCACOCMBUU NEPEUHHBIM MUEAOPUOPO30M. YemaHo8AeHUe NPUHUHbL 603HUKHO8EHUS 6MOpU4HOi YD Hepedko bizbleaem mpyoHo-
MU 8 peanbHoll KAUHUMECKOU npaKmuke.
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Erythema nodosum (EN) is the most common form of panniculitis that is a reactive process caused by a wide variety of etiological factors. The
problems with the differential diagnosis of this abnormality have not lost its relevance.

The paper deals with a clinical case of recurrent EN concurrent with an immunological phenomenon (positivity for rheumatoid factor and
antimitochondrial antibodies), long-lasting asymptomatic splenomegaly, and subsequently developed primary myelofibrosis. To ascertain the
cause of secondary EN often causes difficulties in real clinical practice.
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VznoBaras sputema (YD) siBasieTcsl HauboJiee 4acTo BCTpe-
YaloMMCSl KIMHUKO-TIATOJIOTMYECKUM BapUaHTOM TMaHHUKY-
guta [1]. YO paccMarpuBaeTcsl Kak HecreuupuIeckuii uMmy-
HOBOCTIAJINTEJIBHBI CUHIPOM, KOTOPBII MOXET OBITh BBI3BaH
IIUPOKNM CTIEKTPOM ITUOJIOTUIECKUX (haKTOpOB [2].

Xots YD BcTpeyaeTcsl HEpelIKO M XapaKTepu3yeTcsl sipKoi
KIMHUYECKOW CUMITOMATUKO, 10 HACTOSIIIIETO BPEMEHU He Cy-
LIECTBYET LEJIbHOU U eTMHON KOHUEMMH €€ ITUOJIOTUU U MaTo-
reHesa, KJIMHUKO-MOp(OJIOrnIecKoro cyocTpara u tepanuu [3].

Hepenko YD BeicTynaeT Kak OIMH U3 CUMIITOMOB CUCTEM-
Hoit maronoruu. K yucity Hanbonaee 4acTbIX MPUUWH BO3HUK-
HOBeHHUs YD OTHOCIT capKoumo3, TyoepkyJe3, 6ojae3Hb Kpo-
Ha, HecreuudUYeCcKnii I3BeHHbIN KOJIUT, peBMaTUYeCcKue 3a-
OoJieBaHMSI, MapaHeoIJIaCTUYECKUI MpoLiecc, YTO MOXKET MPH-
BeCTH K To3aHel auarHoctuke. [Toutu B 30% ciydaeB mpuan-
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Ha YD ocraeTcs HEYTOYHEHHOM, M OHA pacliEeHMBAETCs Kak
unuoriatuyeckas [4].

[TpuBonum HaGmoaeHWEe YD Kak OJHOTrO U3 acCOLMUPO-
BaHHBIX CUMIITOMOB IIpU ITepBUYHOM Muenodpuopose (ITMD).

Hauyuenmra A., 58 aem, cuumaem cebds 6oavroii ¢ 2011 e., Kko-
2da enepevie npu naanosom Y3HU opeanos oprowHoli norocmu 6110
8bls61EHO DeccuMnmomHoe yeeauuenue cenesenku (162x66 mm),
0MMeuanacs NO3UMUHOCHb N0 peemamoudnomy gakmopy — PO
(96 MmE/mn). Jlns uckaiouenus 3a604e8anuil cucmemsl Kposu npose-
dena cmepHanvHas nyHKUUs (mMueioxapuoyumot — 48 moic.). Jan-
HbIX, YKA3bI8AIOWUX HA 30001€8aHUe KPOBU, He 0OHAPYICEHO.

Haxodunace nod dunamuueckum Habarodenuem eemamonoed.
B 2012 a. pasmeput cenezenku He uzmenuaucs (153x54 mm). Ilposo-
dunace dughghepenyuanvras OUaeHOCMUKA CHACHOME2ANUU C UEeAbH0
uckaoueHus yupposa newenu. HMccaedosanue newenu ¢ ucnonb3o6a-
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WellD 80w MON
ABRau A kitenoe canc Ofw, THu0.3

Paccr] 10.82cm
Paccrl 18.88am

Paccy? 5. 76cm

V3U cenezenru nayuenmru A.

Huem annapama <«@Dubpockan» Gubpoza He evisiguno. DyHKUUO-
HanvHble npodul neweru (DIIII) — 6 npedenax HopmbL.

B 2013 e. enepsvie 06Hapyceno nogvluleHue YPOSHs NAKManm-
deeudpoeenasvt — JUIT (438 Ed/n); DIIII 6e3 uzmenenuii. [losmop-
HO Obl1a npogedeHa CMepHAAbHAsA NYHKYUA, NPUSHAKO8 OHKO2eMA-
monoeuyeckux 3abonesanuii He evisaereno. Ilpu komnvrlomepHoll
momoepapuu (KT) opeanos 6prowHoil norocmu omme4anucs sene-
HUsL NOpMAnbHoU eunepmen3uu: sopomuas éena (VP) — 15 mm, ce-
sesenounas eena (VL) — 16 mm. AkmueHbix dcanob nauuenmxa He
npedsn6as1a, 0cMasanracy nod OUHAMUYECKUM 8Pa4ebHbIM HAb0-
deHuem.

B urone 2014 e. enepsoie nosisunoce yckopernue COD (51 mm/u),
coxpansnace PO-nozumuenocmo (130,9 Ed/n).

B ansape 2015 e. 0n5 ouepedHoeo ebisICHeHUS NPUHUHBL CHACHO-
Meeanuu NAyUeHmKa 8 NAAH08OM NOps0Ke 20CNUMAAU3UPOBAHA 8
eemamonoeuyeckoe omoeaenue. B obuwem ananuze kpoeu nabaooa-
aucs aumgponenus (9%), Hopmoxpomuas anemus, yckopernrnue COD
(50 mm/u). Ilo-npexchemy ommeuanrace PO-nozumuenocms. Beu-
0y 4-a1emneco 00OpoKauecmeeHHoe0 meueHus CHAeHoOMe2dluu, a
maksce UCKAIHEHUsl 2eMamoA02UYecKoll Namonouu 6bla YyCmano-
61eH duaeHo3: mpomoboghrebumuueckas cene3eHKa Ha poHe apuKo-
3a cocy008 cene3eHKU ¢ A8ACHUAMU 2UNEPCHACHU3MA.

B dexabpe 2015 e. nosguauce remyuue apmpaneuu, Cyxocmbp 80
pmy, coxpauanrace PO-nozumusnocms, anmumena K YUKAU4ECKO-
my yumpyarunuposannomy nenmudy (ALL[II) ne obuapyicensl.
JlanHbix 6 noav3y cucmemHoll KpacHol 60A4aHKU, CMEUAHHOR0 3a-
bo01e6anus coeOUHUMENbHOI MKAHU, PeGMamoudHo2o apmpumad,
cundpoma Illézpena ne noayyeno. Hanuuue cnaenomezanuu, npu-
3HAK0G8 NOPMANLHOU 2UNepmeH3Uuu, Cyxocmu 60 pmy N03804A10
npeonoaaeams OUACHO3 NEPBUMHO20 OUAUAPHO2O0 UUPPO3A NedeHU,
Komopulii 0bin uckaioven. Ilpu uccaedoganuu Kposu oOHapyIceHbl
anmumumoxonopuanvrvie anmumena (AMA-R2). Takxum obpazom,
Y hauyueHmku Haba00arucs 1abopamopHvie NPU3HAKU CUHOPOMA
ummynnoix napyuwenuti (P®- u AMA-R2-nozumuenocms).

B mapme 2016 e. enepgvie Ha Kodice obeux 2oaeHeil NOAGUAUCH
2ops1ue naomHvle y3eaKu, 0604e3HeHHble npu Natbnayuu, ouamem-
pom 1—1,5 cm. 3anodospena V2.

Hanuuue Y5 noomeepacoeno pesysvmamamu Y3H msexux
mKaHeil 20neHell: GU3Yaru3uposalucs ymoaujeHue NoOK0JICHOL Jcu-
posoil knemuamku 9o 8,5 mm cnpasa (4,1 mm — caesa), eunepaxo-
2eHHOe, ¢ nomepell HOPMAAbHOU 3XOCMPYKMYpPbl, paAculUpeHHbvle 00
1,8 mm cocyow.

HABNHWAEHUA

Ilockonvky y nayuenmku umencs OmAeOUeHHbII CeMeliHblil
aHamHe3 no capkouoosy (epupuyuposanHbvlii OUAeHO3 Y CbiHA),
nposodunacwy ouggheperyuanvras duasnocmuxa Y3 ¢ capkoudozom
u mybepkynezom. [lpu penmeenosckoii KT aeexux smu 3abonesa-
HUsl He 0OHAPYICeHbl.

Bsudy onumenvroil beccumMnmomHoll cnaeHoMeeaiuu 0l Uc-
KAIOYeHUsI OHK02eMAamoA02UHEeCKUX 3a001e8aHuUll NPOBEOeHO UMMY-
HogheHomunuposarue nepugepuueckoll Kposu memooom npomou-
HOU Yumomempuu, 8blsi6AeHbl HellMmpoDUAbHLLIL NCUKOUUMO3 C Ae-
BbIM S0EPHBIM COBULOM HelImpopuUa08, MUMPONeHUs, pe3Koe CHU-
acenue ypogus cyononyaayuu CDI19+ aumgpoyumos, nosviuenue
codepacanus cyononyaayuii CD3+, CD16+56+(NKT)-rumpoyu-
mos. [lpuznakoe npoaugepamugnoil 3Kcnancuu cyononyaayuil
aumM@poyumos He HabAOAN0Ch, KAK U KAeMOK ¢ abeppanHmHuiM
JuggheperyuposouHbIM heHOMUNOM.

B cenmsabpe 2016 e. 3agurcuposaro ygeauuerue cene3eHKu 00
217x78 mm, 6 okmsbpe 2016 . — do 237x74 mm (cm pucynok), VP —
12 mm, VL — 12 mm. [layuenmia enepevie ommemuna nosieieHue
nocmosiHHoll Hotowel 6oau 6 neeom noopebepve. B nosbpe 2016 e.
obnapyxcenvt 6aacmol (5%) 6 nepugpepuueckoii kposu. Ilo pexo-
MeHOauuu eemamonoea nposedeHa MOAeKYASAPHAs OUAeHOCMUKA
kpoeu Ha Haauuue JAK2 (V617F) u noayuen nonoxcumensvuolii pe-
syaemam. B aueape 2017 e. 6bin ycmanosaen npedgapumensHoiii
duaenos: muenonporugepamuegroe 3abonesanue. IIM®D?

O0cyxnenne. YUuTbIBasi IJIUTEIbHOE CYILIECTBOBAHME
0GECCUMIITOMHOM CIJIEHOMEeTraJlu, UMMYHOJIOTUYECKOro de-
HoMmeHa (AMA-R2-, P®-mo3utuBHOCTH), YD HCKIIOYAIN
KaK BTOPUYHOE TIPOSIBJIIEHUE TIPU PsiZie BO3MOXKHBIX 3a00IeBa-
Huit — cunnpome Lll€rpena, capkoumose, peBMaTOUIHOM
apTpuTe (BCIEACTBUE MOSBICHUS CYCTaBHOIO CUHIpoma, PD-
MO3UTUBHOCTU), MEPBUYHOM OWJIMAPHOM LMUPPO3E MEYECHU
(AMA-R2-nio3utuBHOCTb). [laliueHTKka HaxoAUIaCh MO MO-
CTOSTHHBIM JUHAMUYECKUM KOHTPOJIEM TeMaTojioTa, peBMa-
tonora, tepamneBTa. duarHo3 [IM® BwI3bIBaJl COMHEHWUS.
BriiBMHYTO MpeamnonoXeHue, YTO B JaHHOM ciiydyae YD Bbl-
CTyMaeT KakK CHUMIITOM CHUCTEMHOU MaTOJOTUU, BEpOsITHee
Bcero, [IM®.

CiieyeT OTMETUTD, YTO B MOCJIEIHUE TOIbI BO3MOXHOCTH
MMATHOCTUKYU XPOHUYECKUX MUEJOTpondepaTuBHBIX 3a00ie-
BaHWl pacIIMPUITUCH OJIarofapst BHEAPEHUIO B TIPAKTUKY MOJIe-
KYJISIPHBIX METO/IOB McceqoBaHus. B HallleM HaOmoneHum A -
TeJIbHOE OTCYTCTBUE 0JIACTOB B MepudepruiecKoii KpoBU, U3Me-
HEHMI B pe3y/ibTaTax CTepHaIbHOM MYHKLWHU, a TAKXKE HECOOT-
BETCTBME TUATHOCTUYECKUM KPUTEPUSIM 3aTPYITHUIO CBOSBpE-
MEHHYIO TUaTHOCTUKY 3a00JIeBaHUSI.

st moctaHoBKY nrarHo3a [IM® BO3 6putn pa3paboTaHbl
JMMarHOCTUYEeCKUe Kputepuu (cM. tabmuiyy) [5]. Heodbxomumo
HaJIMyre Kak MUHUMYM 3 OOJIbILIMX U 2 MaJIbIX KpUTepUeB. Y Ha-
LIeil MalMeHTKU MPUCYTCTBOBAIU BCE Mallble KPUTEPUH, 2-U U
3-ii Oosnbluue Kputepuu. st moaTBepkiaeHUs Hajnudus 1-ro
GOJTBIIIOT0 KPUTEPHUS U, COOTBETCTBEHHO, BepU(DUKAIINKN Tuar-
Ho3a [IM® TpebyeTcs TpoBeIeHUE TPEITAHOOUOIICMI KOCTHOTO
MO3ra, OJHAKO BO3HUKIIM TEXHUYECKWE TMPETSITCTBUS AJIST BbI-
MOJIHEHUS TaHHOW MaHUITYJISILIUY.

TIM® — knoHanabHast MUeaoNpoardepans, MposIBISIO-
asicss peakTUBHbIM (hUOPO30M KOCTHOTO MO3ra, OCTEOCKJe-
pO30M, AHTUOTEHE30M, IKCTpaMeAyJUISIPHBIM TEeMOTI0930M U
aHOMAaJIbHOM 3KCIIpeccueil MUTOKUHOB. Y MainueHToB ¢ [IM®
BBISIBJISTIOTCSI KIMHUYECKUEe (apTpUT, BAaCKYJIUT U YD) U Jabo-
paTopHble (UMPKYJIUPYIOILIME UMMYHHBIE KOMIUIEKCHI, aHTU-
HyKJIeapHbIe U IPYTUX aHTUTEJa, MOJ0XUTeIbHas Tpoba Kym-
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HNuaenocmuueckue kpumepuu [IMD [5]

Bousblime kpurepuun 1. lMponudepalins n aTUMUS MEraKapuoLIMTOB, COUETAIOIIMECS C PETUKYJIMHOBBIM M/MUJIU KOJJIAreHOBBIM (hUOpO30M
KOCTHOTO MO3Ta; IIPY OTCYTCTBUYU BBIPAKEHHOTO PETUKYJIMHOBOTO (hnOP0O3a — MOBBIIIEHHAsT KIIETOYHOCTh KOCTHOTO
Mo3ra ¢ npoJudepalineii KIeToK rpaHyI0LMTAPHOTO psifa U YTHETEHUEeM 3pUTporio3a (mpehubdpo3Has KIeToYHas

daza [IMOD)

2. OrcyrcrBue kpurepueB UTT, BCR-ABL 1 + XMJI, MJIC wiu apyrux MueaonpoiardepaTuBHbIX 3a001eBaHUI

3. Haymawe mytanmit JAK2V617F, MPLWS15L viiu MPLW515K, CALR, a ipu UX OTCYTCTBUM — UCKITIOUCHUE PEAKTUBHO-
ro (pubposa (MHMEKIMU, ayTOUMMYHHbIE 3a00JIeBaHUsI, XPOHUYECKOE BOCIAJICHUE, BOJIOCATOKJIECTOYHBIN JIEHKO3, IPY-
rue JuMdornporrdepaTUBHBIE 32a00JeBaHNsI, METACTa3bl COJTUIHBIX OITyXO0JIei, TOKCUYECKIE MUEIOTIATHH)

Marsbie Kputepumn 1. Jlelikoaputpobiaacto3
2. [MoBbieHne akruBHocT JIJIT
3. AHeMus

4. IManbnupyemasi ceyie3eHKa

IIpumenanue. U1 — vctunnas nonuuuremusi; MJIC — muenoaucruiactndeckuii cuaapom; XMJT — XxpoHUYeCKMii MUEJTOMIHBIN JIEHKO3;
BCR-ABL 1 — xuMepHBIii T'eH, KOTOpblii HeceT dhunanenbbuiickas xpomocoma npu XMJL.

0ca 1 Ip.) NpU3HAKU UMMYHOJOTMYECKON TUCHYHKIIMN, KOTO-
pasi UTpaeT BaxHyo poJib B GopmupoBannu [IM®. Mexanus-
MBI Pa3BUTHUS COCTOSTHUH, accolmmupoBaHHbIX ¢ [IM®, cBsi3a-
HbI TAKXE C aKTUBALIMEN cucTeMbl KoMIuieMeHTa [6]. TlaToso-
ru4ecKas IpoayKIUs IUTOKMHOB, XeMOKHOB U METAJLJIONPO-
terHa3 npu [IM® MoxeT ydacTBOBaTh B MU3MEHEHHOM MeEX-
KJIETOUHOM B3aUMOIEUCTBUM HEUTPO(GUIOB, MOHOLMTOB U
MerakapuouuToB, npuBoasi K Bbixony CD34+ MuenoumgHbIX
TPEAIIeCTBEHHUKOB W SHIOTEINATbHBIX KIETOK B Tiepudepn-
4ecKylo KpoBb [7—9]. [1pu YO knmHUYeCKue POSBICHUS BO3-
HUKAIOT B pe3ysbraTe OCaXIEeHUsS MMMYHHBIX KOMILIEKCOB B
BEHYJIaX MEPEropoAoK IOAKOXHOU XUPOBOW KIIETYATKU, a
TakXKe BbIpakeHHOM MH(MUIBTPALIMU MOpaKeHHON TKaHU Heil-
tpodunamu [10]. ITaToreHe3 YD cBsizaH TakXke ¢ aKTUBaLMEH
IIMTOKWHOBOM CETU, KOTOpast Majio u3ydyeHa Ipyu JaHHOU TaTo-
qoruu [11]. CornmacHo 3TUM JaHHBIM, MOXHO TIPEIITONIOXKUTh,
yTo Bo3HUKatommas npu [IM® nmMmyHonornyeckast IuchyHK-

LM MOXET CIPOBOLMPOBaTh pa3Buthe Y. OmHAKO AaHHas
rumnoTe3a TpedyeT Oosiee ry0OKOTo U3ydyeHUs.

Takum o6pazoM, 0COOEHHOCTBIO OTTMCAHHOTO CITydast sSIBJIsI-
€TCSI TO, UTO YD ABJISICTCS CUMIITOMOM CHCTEMHOI TTaTOJIOTHH,
B YAaCTHOCTH, TeMaTOJIOTUYECKOTO 3abojieBaHusa. Ha mpoTske-
HUU 5 JIET MallMeHTKa HabIoaanach ¢ 0eCCMMITTOMHOM CITJICHO-
Merajueil 0e3 Kakux-JIubo TpOsIBJICHMIA, OJHAKO YXkKe 4depes
6 Mec mociie NosiBIIcHNsT YD OTMEUEHO YBEeJIMYEHUE UCXOMIHO 13-
MEHEHHBIX Pa3MepOB CEJIe3eHKH, a eIlle Yepe3 HEeKOTOPOe BpeMsT —
BBIXOJI 0JIACTOB B TiepudepruecKyto KpoBb. Hamnume cuHapoma
WMMYHHBIX HapylIeHUI JMIIbh TIOABEPXKIAET CYIICCTBOBAHUE
MMMYHOJIOTUYECKOM AMCGhYHKINM, XapakTepHoit mist [IM®, a
MnosiBJieHWe YD yKas3bIBaeT Ha TO, YTO 3Ta AUCHYHKIIMS cTajia
KPUTUYECKOM U ITPMBEJIa K MOBBIIIEHNIO aKTUBHOCTH 3a001eBa-
nust (IIM®).
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Wccnenosanue He umeo CIIOHCOPCKOW MOAIEPKKH. ABTOpBI HECYT ITOJIHYIO OTBETCTBEHHOCTD 3a ITPEAOCTABJICHUE OKOHYATC/Ib-

HOM BEPCHUM PYKOITMCHU B ITI€YaThb. Bce aBTOPLI IPUHUMAJIN y4aCcTUC B pa3pa60TKe KOHICIIIMWU CTaTb U HAITMCAHUUN PYKOITUCHU. OKOH-
yaTrejbHas BEPCUA PYKOIIMCHU ObL1a 0[[06peHa BCEMMU aBTOpaMU.
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