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AHHOTaums

AmarHocTmka 3a60AeBaHmin, OTHOCSLWMXCS K MOHOKAOHAAbHOM rammanatuu (Ml ¢ KAMHUMYECKMM 3HaYeHMEeM, AOCTATOUHA CAOXKHA. B peaabHOM
KAMHMYECKOM MPaKTHKe ObIBAET TPYAHO M AaXKE HEBO3MOXHO AOKa3aTb CBSI3b OPraHHOMO MOPaXKeHMsi C MapanpoTeMHOM MAM MAA3MOKAETOYHOM
AMCKpasuen. Auilib HETUNUYHOE TedeHne 3ab0AeBaHUsl, HECOOTBETCTBME YCTAHOBAEHHbBIM KPUTEPUSIM MO3BOASIIOT 3aMOAO3PUTH yHacTHE MAA3MO-
KAETOUYHOM HeorAasuu B naroreHese. PeBmarnueckne 3a60A€BaHMsI, COMPOBOXAQIOLWMECS MOHOKAOHAABHOM CEeKpeLmen, He OTHOCSTCst K MIT ¢
KAMHMYECKMM 3HauYeHMeM. B 3ToM CBsi3n npu OTCYTCTBMM reMoOAaCTO3a Ha3HAYEHUE KAOHPEAYLIMPYIOLEN Tepanmm He noka3aHo. Mbl MPUBOAMM
nepBoe KAMHMYECKOE HADAIOAEHME MalMEHTa C KOXHbIM HEKPOTU3UPYIOLIMM BAaCKYAUTOM M MI, KOTOPOMY MPOBEAM KAOHPEAYLIMPYIOLLYIO Tepa-
NuIo NPU OTCYTCTBUM remobaacToza. O60CHOBaHUEM BbIOGOPA TAKOM TAKTUKM A€UEHMSI BbIAO HETUIIMUYHOE TEUYEHHNE BACKYAMUTA, @ TaKKe HECTOMKMM
ek nocae Tepanmm METUAPEAHM3OAOHOM. Tepanmsi AeHAAMAOMMAOM, LIMKAOGQIOC(haMMAOM M AEKCAMETa30HOM OKa3aAach BbICOKO3(hhekTHB-
Ha, perpeccust KAMHU4eCKMX CUMINTOMOB COBIMAAa Mo BPEMEHU CO CHUXKEHMEM MaparnpoTeMHa A0 CAEAOBbIX 3HaveHUI. TeM He MeHee OTCYyTCTBUE
AOKa3aTeAbCTB CBSI3M BACKYAMTA C MAAQ3MOKAETOYHOM AMCKPa3Men He MO3BOASIET B HACTOsILLEE BPeMsl pacCMaTpuBaTh OMMUCAHHbIA CAyYal Kak
OAHY 13 (hopm MI € KAMHUYECKMM 3HaueHneM. BO3MOXHO, 4TO AaAbHerMLIee HabAIoAeHME 1 BO30OOHOBAEHNE MOHOKAOHAAbHOM CEKpeLIMM, CoBMa-
Aatollee Mo BpeMeHu C PeLIMAMBOM BAaCKYAMUTA, MOCAYXXMUT AOMOAHUTEAbHBIM aPrYMEHTOM B MOAb3Y B3aMMOCBSI3M 3TUX ABYX COCTOSIHWMI. AQHHbIN
cAyyanm obcysxkaeH Ha CoBeTe 3KCNepToB C yHaCTMEM FEMATOAOIOB, PEBMATOAOIOB U MOP(POAOIOB.
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CASE REPORT
A complicated case of cutaneous necrotizing vasculitis associated with monoclonal
gammopathy. Case report
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Abstract

Diagnosing diseases related to monoclonal gammopathy (MG) with clinical significance is challenging. In real-world practice, proving the connection
between organ damage and paraprotein or plasma cell dyscrasia is difficult or even impossible. Only an atypical course of the disease and non-
compliance with the established criteria may suggest the contribution of plasma cell neoplasia in pathogenesis. Rheumatic diseases associated with
monoclonal secretion do not belong to MG with clinical significance. Therefore, in the absence of hematological malignancy, clone reduction therapy
is not indicated. We present the first clinical case of a patient with cutaneous necrotizing vasculitis and MG, who received clone reduction therapy
with no hematological malignancy. The rationale for the choice of such treatment approach was the atypical course of vasculitis, as well as the unstable
effect after methylprednisolone therapy. Therapy with lenalidomide, cyclophosphamide, and dexamethasone was highly effective; the regression of
clinical symptoms was associated with a decrease in paraprotein to trace amounts. However, the lack of evidence of the relationship of vasculitis
with plasma cell dyscrasia does not support considering the described case as one of the forms of MG with clinical significance. Further observation
and resumption of monoclonal secretion, coinciding with the recurrence of vasculitis, may additionally support the relationship between these two
conditions. This case was discussed at the Council of Experts with hematologists, rheumatologists, and pathologists.
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CASE REPORT

MomnokmoHanbHass rammanaruss (MI) - mocrarouHo 4va-
CTBI TabOPaTOPHBII (heHOMEH OOHApY>KeHUs B CBIBOPOTKe
u/uau B MOdYe MOHOK/IOHanbHOro 6enka. Ilpu MI HesicHOrO
reHesa Bblllle PUCK pasBuTUs numonpomdepaTnBHbIX 3a-
6oreBaHMIt, COMMAHBIX OIYXOJIEi, OCTEOI0po3a, TPOMOO30B,
uHQEeKIUiL, 4eM B 001Iell MOMYIIALN, COTOCTABUMOIL IO IOy
u Bospacty [1-3]. Tem He MeHee MI' HesACHOTO TeHe3a He ABMIA-
€Tcs TI0Ka3aHMeM K IIPOTHUBOOITYXO0/IeBOI TepaInuiL.

Hapspy c 6eccumnromusiM Tedennem MI' moxer compo-
BOX/]aThCAA TSKENIBIM IMOPaXKeHIeM BHY TPEHHUX OPTraHoB (I110-
YeK, HepudepruecKux HepBOB, I71a3 U Ip.), TaTOreHe3 KOTOPOTro
CBA3aH C IUIa3MOKJIETOYHOM AMcKpasueit. Ilop coBpeMeHHBIM
MIOHATHUEM «IUIa3MOK/IETOYHAsA [VCKPa3yA» IOApPasyMeBaloT
HaJIM4Me OIYyXOTeBOrO0 K/IOHA IUIa3MaTmydeckux/B-mumdo-
UIHBIX KJIETOK B KOCTHOM MO3T€, HO IIpM 3TOM OTCYTCTBYIOT
AMArHOCTUYECKIEe KpUTepny MM(OMBI WM IapalpoTenHe-
MI4ecKoro remobacrosa. st 0603HaueHNs [ATOMIOTUY BHY-
TPEHHMX OPraHOB, KOTOpas pa3BUBAETCA BC/IEACTBME IUIA3-
MOKJIETOYHOI AucKpasuy, B 2018 r. BBemeH TepmuH «MI' ¢
KIMHNYECKUM 3HaYeHreM» [4]. 3a60/eBaHms, OTHOCAIINECS K
MI ¢ KIMHMYeCKMM 3HAa4eHNeM B 3aBUCUMOCTM OT Be[yLIero
[IATOTeHETUIECKOTO MeXaH3Ma, IPUBeLeHb! B Ta0I. 1.

Jna o603HaYeHMsA MATOMOTMY IIOYEK YACTO VCHONB3YIOT
o6o3Hauenne «MI' ¢ moyeyHbIM 3HaveHmem». B 2019 r. Kon-
CeHCycoM He(POJIOTOB ¥ TeMaTO/IOrOB OIIpefle/ieHbl AUArHO-
ctudeckue Kputepuu «MI ¢ modeyHBIM 3HaueHMEM», cHOp-
MY/IMPOBAHbI TIOKa3aHMA K Havyajay Tepamuiy, HallpaB/IeHHOI
Ha penyKuuio abeppaHTHBIX NMM(ONMIHBIX/IIAa3MaTUIeCKIX

KIIeTOK [5, 6]. B mocnenyrowmem, momnmo «MTI ¢ moyedHbIM 3Ha-
YeHMeM», TIOSABUWINCh 0603HadeHNs «MI' ¢ HepBHBIM, O TasIb-
MOJIOTMYEeCKIM J/IM KOXKHBIM 3HadeHnem» [7-9]. Takum o6pa-
30M, B HacTOsAIIee BpeM:A JoKa3aHa K/IOHa/MbHAA B-KmeToynas
IpUpPOAA MHOTUX 3a00/IeBaHNIT BHYTPEHHUX OPraHOB, YTO M3-
MEHMJIO MOJXO/bI K TepaInu.

Camoit TpygmHoIt npobnemMoit B YCTaHOBJIEHMM [IVIaTHO-
3a MI' ¢ KIMHUYeCKMM 3HaueHMEM OCTaeTCsA MOATBep)K/eHMe
y4yacTys mapanporenHa (MM IVIa3MOKJIETOYHON JUCKPasun)
B OpraHHOM HoBpexxaeHuu. Cpeny o6MMpPHOTo CIeKTpa 3a60-
JleBaHMIT Hanbosee IOHATHA [UATHOCTMKA OO/Ie3Hell OTIoXe-
HMA MMMYHOITIOOY/IMHOB WM UX (ParMeHTOB, Takux Kak AL/
AH-amumonsios, 60/1e3Hb JEMO3UTOB JIETKUX W/VWIN TSDKETbIX
Lerneif, KPUCTATIMYeCKIiI TMCTUOLUTO3, MponudepaTBHbII
[JIOMepyIoHeDPUT, aCCOLMUPOBAHHBI C MOHOK/IOHA/IbHBIM
MMMYHOIJIOOYIMHOM, MMMYHOTaKTOMAHAs 1 (GubpuiispHas
Hedpomatun. Mopdonorndeckoe MCCrIefoBaHNe MaTepuana
Ouoncuy MOYKYM C HMpUMEHeHMeM UMMYHOMIOpeclieHTHOI
MUKPOCKOIIVY TI03BOJISICT OIPEfeINTD MapalpoOTeVH B COCTa-
Beé IENO3NTOB, @ METOJl 9MeKTPOHHON MMUKPOCKOINM JI€MOH-
CTPUPYET ero YIbTPaCTPYKTypHbIe ocobernHocTn. CoBnasieHune
MJMOTHIIA JIETKOV/ TSDKETION 1ieny B 61onTaTe TKaHU U B CHIBO-
POTKe/MOYe II03BOJIACT C YBEPEHHOCTBIO MOATBEPANTD [UArHO3
U Ha4aTbh KIOHPeAYLUPYIOIYIO Tepanuio. [[narHos CMHApOMOB
POEMS, TEMPI, lllantunep, CANOMAD ycTaHaBIMBAIOT IO
COBOKYITHOCTH AMarHOCTMYEeCKMX KpuTepues. Hanbonee cnox-
HO B KJIMHIYECKOJ! NPaKTHKe IOATBEPAUTD YIacTHe IIapanpo-
TeMHa B Pa3BUTUMU 3a060/IEBAHMIT C AHTUTE/IBHBIM MEXaHN3MOM.

Tabanua 1. Tarodmzmnorornyeckas kaaccnpukaums 3aboresanmi, cesizaHHbIx ¢ MI

Table 1. Pathophysiological classification of diseases associated with monoclonal gammopathy

OT10XKeHe UMMYHOTTIOOY/TMHOB
WM X GPParMeHToB B TKAaHAX

AyToaHTI/ITe)IhHaH AKTUBHOCTDH

O6yc110311e}n-n>1e aK- BocmanurenbHbie
Tm;auueﬁ CUICTEMBI " IMapaHeomIacTu4eCcKne
KOMII/IEMEHTA CUHJIPOMBI

OprannsoBaHHbIe GPATMEHTHI

AL-amunounos

Kpuorno6ymiHemus 2-ro Tuma

C3-rnomepynonaTus POEMS-cunppom

ATUNIMYHBI T€MOJN-

KpI/ICTaHTH/I‘{eCKI/IﬁI TUCTUOLIUTO3

Kpuormo6ymaemns 1-ro Tuma

ITpno6perennsit cuHppoM PaHKOHN

KpVICTaHIII/I‘{eCKaH KeparoraTtu;a

MMMyHOTaKTOI/IJIHaH TJIOMEPY/IONaTNA

HeoprannsoBaHHble (parMeHTHI

BomnesHb IeTI03UTOB /IETKUX Ijerel
MMMYHOITIOOYINHOB

BonesHb IeIIO3UTOB TAXKENbIX Iernelt
UMMYHOITIOOYTITHOB

ITpombepaTusHbIl roMepynoHedpuT,
aCCOLMMPOBAHHBIN C MOHOK/IOHATbHBIM IgG
(PGNMID)

Makporno6ynnHo3 Koxu

ITpro6peTeHHbIIT aHTMOHEBPO-

i, TYKO-ypeMIYecKmit
TUYECKII OTeK

CUHJIPOM
KcanTomaro3s

Bonesus xomogoBoit
armIIOTUHAIUN

IgM-accouunpoBaHHast nepude-
puYecKas HelponaTus

CANOMAD-cunppom (xpoHu-
YyecKas aTaKTH4YecKas Heliporma-
TV51, 0 TATbMOIIEr Vs, MOHO-
KJIOHa/IbHBII KOMITOHEHT IgM,
XOJIOfIOBbI€E arT/IIOTUHMHBI)

bynne3Hbiit neMUrons

Bonesup Buiebpanna

TEMPI-cunppom

Cunppowm lIuumepa
CUHJIPOM yTeUKN

KaWIIAPOB

CKIIepOMI/IKCCJIeMa

ITpno6peTeHHbII
971aCTOMU3IC

Cnopannqecxaﬂ HEMann-
HOBasA MUOIIATUA
C IMO3JHMM Ha4Ya/IOM

HeiirpodunbHblit fepma-
T03 (cuugpom CBura)
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ITo-BUAMMOMY, B 9TMX CIy4asX C/lefyeT obpallaTb BHUMaHMeE
Ha HeTUINMYHbIe KIMHMYECKMEe NPOABIEHNA Y HaIM4uue napa-
IpOTENHEMUIL.

CrnepyeT oTMeTUTb, uTO K MI' ¢ KIMHMYECKUM 3HA4YeHM-
eM He OTHeCeHBI peBMaTudecKue 3aboneBanns. Bmecre ¢ Tem
peBMaTHyecKMe MacKy IUIa3MOK/IETOYHBIX OIyXoJiell XOpo-
o u3BecTHHI. JIe60T MHOXecTBeHHOI Muenombl (MM) mmmn
AL-amMmonj03a MOXKET HAIlOMMHATh CUCTEMHYIO CKJIepo-
IepMUIO, CUCTEMHYI0 KPacHYI0 BOTTYaHKY M Apyrue 3abojeBa-
HUs coegyHuUTeMbHOI TKaHK [10]. Omucansl Taxoke 2 crydas
HEKpOTUSMPYIOLIMX BacKyIuToB (6e3 KpuormobynrmHemun)
npu MM u npu wrasmounrome [11, 12]. SddexTnBHas npo-
TUBOOIIYXOJIeBas TepamusA IPUBOAUT K perpeccuy KIMHMYe-
CKMX CMMIITOMOB peBMaTU4ecKoro sabomesanus. IIpu sTom
He BO3HMKAeT COMHEHNII B Ha3HAYeHUN IPOTUBOOIYXO/IeBOit
TepanmmMu MpU JoKasaHHOM amarHose MM wmmm AL-ammnon-
J03a. S3HaYUTENIbHO CTIOKHEEe PeIUTb BOIPOC O Hayaje K/IOH-
peRyuupylomieit Tepanuy, ecai MOpQOIOrnuecKuit cybcTpar
IUIa3MaTN4ecknx/B-kneTok coorBeTcTBYeT KpuTepuam MIL
Xopo11o 13BeCTHO, 4TO ¥ 3-4% 6O/IbHBIX PeBMATOMIHBIM ap-
TputoM n 15-20% manueHTOoB ¢ 6071e3Hb10 lllerpeHa BBIABIAOT
MOHOKJIOHa/IbHYI0 cekperuio [13, 14]. OnHaxo cBa3b MI ¢ fan-
HBIMM 3a00/IeBaHMAMM He [OKa3aHa, M, COOTBETCTBEHHO, IpU
OTCYTCTBUM IeMOO/IacTo3a Ha3HaueHMe KIOHpeRyLMpYIoLlei
Tepanuu He pacCMaTpUBAETCA.

MbI IpUBOAUM TlepBOe KIMHMYECKOe HaOMoleHne manu-
€HTa C IIapAHEeOIIACTMYECKMM KOXXHBIM HEKPOTU3ZMPYIOUINM
BacKymmuToM 1 MI, KoTOpoMy IpoBeny KIOHPEZyLMPYIOLIYI0
Tepamnuio py OTCYTCTBUM TeMOO/IacTo3a.

KAmHuueckoe HaGA0AeHME

IManyent C.0.B., 51 rog. B aBrycre 2020 r. mosBumnch 60716
U CKOBAaHHOCTb B KPYIIHBIX CyCTaBax, [IOBBILIEHNE TeMIlepa-
TYpbI Tefa 10 GpeOpUIbHBIX 3HaUeHMiT ¢ 03HOOOM. B oxTsa6pe
2020 r. Ha HOTaX OTMeYeHa CAMBHas KPacHO-6arpoBast CHIIb.
IManyeHT OBUI TOCIUTAMTM3UPOBAH B MHPEKIMOHHYIO KIMHMU-
Ky, T/ie VICK/IIOYeHbl MHQEKIVOHHble 00Me3HN (PUKKETCHO3,
CaIbMOHe/IIes, IICeBOTYOepKyIies, Iurenes, 60ppennos, 6py-
Lie/Ies, X/TaAMUANO3, afleHOBUPYCHas, TapBOBUPYCHAs MHpEK-
1y, Tudbl, mapatndbsl, Maspus, Tybepkyes). [lanee maryeHT
006cefoBacs B PEBMATONIOTMYECKOM LIEHTPE, Tfie YCTaHOB/IEH
amarHos «HemuddepeHIMpPOBaHHBI BacKymuT». PeBmarTons-
HBII (aKTOp, aHTMHYK/IEapHBIl (aKToOp, aHTUTeNa K IUTO-
mwrasme Heittpodunos (AHIJA), aHTHTeNTa K LUKINYECKOMY
LUTPY/UIMHUPOBAHHOMY HENTUAY ObUIM B IIpefesiax HOPMBL
ITpoBeneHa Teparst MeTU/IIIPELHI30TOHOM, IIOCTIE Y€TO CHIIIb,
JIMXOpaJiKa, CKOBAHHOCTH U 60JIb B CyCTaBax perpeccupoBaIi.
ITanyent B Tevenne 1,5 net (go anpens 2021 r.) nprHMMAan Me-
TUINPESHU30MOH (CTapToBas K03a 8 MI/CYT C MOCTeNeHHbIM
CHIDKeHMeM [103bl). Yepe3 4 Mec 1OC/Ie OTMEHBI METWIIIpPeEN-
HusonoHa (aBryct 2021 I.) BHOBb BepHY/INCh BCe paHee OIM-
CaHHbIe )Ka/I00BI, @ TAKXKe IPUCOENMHIIICS OONIEBOI CMHAPOM
B CBSI3KaX ¥ CyXOXXWIVSAX. YYMTHIBAsI aTUIINYHOE T€YEHNUE 3a-
6oneBannsa (HECOOTBETCTBUE AMATHOCTUYECKUM KPUTEPUAM
CHCTEeMHBIX BaCKY/IUTOB), IIPOBE/M UCCIeOBaHMe Ha HalTu4due
MOHOKJIOHAJIbHON cekpenyu. Metopom anekTpodopesa u uM-
MYHO(UKCAIMM B CBIBOPOTKE BBISB/IEH MOHOK/IOHA/IbHBII I1a-
panporens Gk (12,1 r/m), mocie 4ero mauyeHT FOCIHUTATUSN-
POBaH B reMaTOIOTMYECKYI0 KIMHUKY.

ITpn ¢usudeckoM 0OCIEOBAHNM COCTOSIHUE PACLIEHEHO
Kak TsDKemoe. OTMevanach ¢ebpumbHas TeMIepaTypa Tela
(39,5°C ¢ 03HO6OM), Ha KOXe JMIja — IMypIypa, IMeTeXun, 06-
pasyloliye O4ary HelpaBUIbHOI (OPMBI, Ha KOXe HOT, IIpen-
MYILECTBEHHO TOJIEHEN 1 CTOII, — MHOYXECTBEHHBIE 9KXVMIMO3BI,
HeTeXny, eAMHIYHbIE TeTeaHTO9KTasny, 00pasyolye o4aru
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Puc. 1. BbicbINaHUsl HA KOXKE HOT U AMLIA.
Fig. 1. Rashes on legs and face.

nonmronanbHol ¢opmel. Ha naTepanpHO cTOpOoHe MM3MHIIA
[IPaBOJl CTOIIBI — OYar HeKposa (puc. 1).

O6beM ABYDKEHNUIT B KPYITHBIX CYCTaBaX CHIDKEH U3-3a 60-
JIeBOTO CMHApPOMa. BBIAB/IEHO CHIDKeHNUe axuiloBa pedriexca,
IUIEPIIaTys U TUIlepanresysi B 06JIaCTH CTOII, IO IIKaje Heli-
pomartdeckoit 60 DN4 - 5 6a/1710B, Ha OCHOBaHUM 4€T0 Aya-
THOCTMPOBaHa IeprdepudecKkas IOIMHEPOIATHA.

VHeKIMOHHBIIT TeHe3 TUXOpafgKy ObUT MCK/IIYEH Ha OC-
HOBaHMJ) IIOBTOPHBIX MMKPOOMOTOTMYECKNX VICC/IEMOBAHIA
KPOB, MICCIE0BaHNM poKaabuuToHnHa (0,3 Hr/MIT), Ypectm-
1IeBOLHOIT 9X0Kapauorpadum.

B x1MHMYeckoM aHanM3e KpOBYM OTMeYasnach aHeMUs JIeT-
Koi1 crernenu (remMorno6un 123 r/i), ocTalbHble MOKa3aTenu
Oy B HOpMe. BolsiB/IeHbI BbICOKYE 3HaYeHMst C-peaKTUBHOTO
6enka — 117 mr/n (N<5 mr/n), uHTepneiikuHa-6 — 67,75 nr/min
(N<6,8 ir/mi), py TMHHbIE 6MOXMMIYeCKHe TIOKa3aTeln KPOBI
ObUIV B Ipefie/lax HOPMa/IbHbBIX 3HAYeHMII. AHaMN3 Mo4n 6e3
naronoruy. MOHOK/IOHA/IbHBIA HapanpoTeuH Gk B CBIBOPOT-
ke 13,3 r/n, comepxanne cBobopubix nmerkux memeit (CJILT)
UMMYyHOTOOY/IMHOB 66110 B HOopMe (CJILIk 24,3 mr/m, CJILIA
26,4 mr/m, k/\ 0,93), B Mode BbisB/IeH Oenok benc-J[>koHca kK B
cefoBoM Kommdectse. Kprorno6ymmHer He 0OHAPYKeHbI.

B mmenorpamme - 4,2% nymasMaTuyecKux KaeTok. B Tpe-
[aHOOMONTaTe KOCTHOTO MO3Ia — 3pejible IIa3MaTiyecKie
K/IeTKV B yBEIMYEHHOM KOJINYECTBE, PACCEsIHHbIE MHTEPCTI-
LMa/IbHO 1 GopMupylomue rpynmsl (zo 15 xnerok). Mopdo-
norndeckmit cybcrpar coorserctBoBan MI IgGk. MeTomom
[IPOTOYHOM LUTOGIyopUMeTpUM OOHApY>KeH KIOH IUIa3-
MaTMYeCKNX KJIETOK C abeppaHTHbIM MMMYHO(EHOTUIIOM
CD319+CD19-CD45-CD117+, B konuuecTtsBe 82,4% OT mas-
MaTndecKux KmeTok u 0,71% OT Bcex MOHOHyKieapos. IIpn
LUTOTEHETUYECKOM WCCIEOBAHUM IUIa3MATUYECKUX KIIETOK
meropioM FISH B 62% snep oTCyTCTBOBaI CUTHAJI OT Te/IOMep-
HOIT yacTu nokyca rena IGH/14q32 (nenmelus TeoMepHOIT 4a-
cTu nokyca reHa IGH/14q32 wnu TpaHCIOKaIMsA C Aenewyer).
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CASE REPORT

Puc. 2. CBeToBasi MUKPOCKOMMUS KOXKM: @ — oHar
HEKPOTU3MPYIOLLErO BaCKyAMTa B TAYOOKOM CAOE AEPMbI

Ha YpOBHE MPUAATKOB KOXM, C MEPUBACKYASIPHOM U
TPaHCMYPaAbHOM MHAUABTPALIMEN, KAPUOPEKCUCOM,
UOPUHOMAHBIM HEKPO3OM CTEHKM M Tpombo3om. Okpacka
remMaToKCMAMH-3031MHOM, x100; b — TOT e y4acTok,
pUOPUHOMAHBIN HEKPO3 CTEHKM COCYAQ, UH(PUALTPALIMS
CTEHKM C KapUOPEKCMCOM, (PUOPUHHBIA TPOMO B NpoCBeTe
cocyaa. OKpacka reMaToKCUAMH-303MHOM, x400.

Fig. 2. Light microscopy of the skin: a — a focus of necrotizing
vasculitis in the deep dermis layer at the level of skin
appendages, with perivascular and transmural infiltration,
karyorexis, fibrinoid wall necrosis and thrombosis.
Hematoxylin and eosin staining; magnification x100; b — the
same site. Fibrinoid necrosis of vessel wall, infiltration of
vessel wall with cariorexis, fibrin thrombus in vessel lumen.
Hematoxylin and eosin staining; magnification x400.

Jpyrux sHaunMbIx A1st MM XpOoMOCOMHBIX abepparjuii He BbI-
ABJIEHO.

Ha xoMIbIoTepHOIT TOMOrpaMMe BCeX KOCTell CKelleTa ova-
I/l OCTEONECTPYKIUIA, OCTEOCK/IEPO3a OTCY TCTBOBAJIN.

C Uenpl0 yTOYHEHMA IPUPOABI BACKY/IMUTA BBIITOTHEHA
6uorcusA M3MEHEHHOTO y4acTKa KOXM TONeHU. B BepxHMX n
HIDKHUX C/IOAX €PMBI 110 XO[y COCYIOB KaIVJUIAPHOTO THUIIA
u aprepuon BblissBneHa auddysHas ymepeHHas IepUBacKy-
JsipHas MHQUIbTpauus, NpPeACTaBlIeHHas MOHOHYK/IeapaMu
U HOMMMOPQHOANEPHBIMK JIEKOUUTAMU, ¢ GUOPUHHO-3PU-
TPOLIMTAPHBIMM MUKPOTPOMOAMM U OYaroBbIM (GuOpMHONA-
HBIM HEKpO30M CTEHOK cocymoB. VMMmyHo(moOopecLeHTHO®
UCCIIefOBaHMe BBIIOJTHEHO HA MapaHOBBIX Cpe3ax MeTOLOM
06paboTku mpoHasoit ¢ ucrnonpzoBanneM FITC-koHbIOrMpO-
BaHHBIX aHTUTEN K Ye/l0BeYeCKUM UMMyHOrnobymuam (Ig) -
IgA, 1IgG, IgM, C3, Clq, ¢pubpuHOreHy, TerkKuM LelsaM K U A.
Co BceMU peareHTaMH pe3y/bTaT OTpUIIATeNbHBIil. BoiHeceHO
3aKJII0YeHNe O HEMMMYHOKOMIUIEKCHOM HEKPOTU3MPYIOIeM
BacKy/IUTe C MMKPOTPOMOaMM, C BOBJIEUEHUEM KalW/ISPOB,
apTepMOJI V1 MEJIKUX apTepuii iepMbl (puc. 2, 3). CienaH BbIBOJ
0 TOM, YTO TUCTOIOTMYeCKasA KapTIHA MOXKET COOTBETCTBOBATD
accouumnposaHHoMy ¢ MI' cocyucToMy opakeHuIo.

Ha ocHOBaHMM IpOBeNeHHbIX O00C/Ie[OBAHMI IALMEHTY
YCTaHOBJIEH [MArHO3: TaPAHEON/IACTUYECKUIT HEKPOTUSUPYIO-
Ui BACKY/IUT C MOpaXKeHNeM KOXM, epudepudeckoil Heps-
HOI1 CUCTEMBI, acCOLMMPOBaHHbI ¢ MI.

3aboreBaHMne paciieHeHO KaK ITapaHeoIIacTHYeCKIIT CUH-
[POM, OIYXOJIEeBbIl MOP(ONIOTHMYECKUIT CyOCTpaT KOTOPOro
IpelCcTaBIeH KIOHA/JIbHBIMM IITa3MAaTU4eCKUMU KIeTKaMIu B
KOTIMYeCTBe, COOTBETCTBYIoMeM kputepuam MI' (menee 10%).
ITpunATO pemieHne paccMaTpuBaTh JAHHYIO IATOTOTUIO KaK
ogHy u3 ¢opM MI ¢ KIMHMYECKMM 3HaUYeHMEM M HadaTb
KJIOHPeIYLUPYIOLIYIO Tepaluio. YIUTbIBasA IPU3HAKY NIepU-
(depuyecKoit MONMMHENPONIATUM, OT IpUMeHeHMs1 6opTe3oMu-
6a orkasamucp. IIpoBenn 12 KypcoB Tepamuy IO Iporpam-
Me jleHanupoMup (25 Mr B fieHb 21 meHs), nuxmodocdamusn
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Puc. 3. CBetoBasi MUKPOCKONMUS KOXM: @ — TPOMOO3 COCyAa

B FAYOOKOM CAOE AEPMbI Ha FPaHMLIE C MOAKOXHOM XMPOBOM
KaeTyaTkor. Okpacka reMaTtokCMAMH-303MHOM; x100;

b — 10T )e cocyA. DUOPUHHO-IPUTPOLIMTAPHbIA TPOMO

B npocseTe cocyaa. Okpacka Tpuxpomom no Maccony; x400.

Fig. 3. Light microscopy of the skin: a — vascular thrombosis
in the deep layer of the dermis at the border with
subcutaneous fatty tissue. Hematoxylin and eosin staining;
magnification x100; b — the same vessel. Fibrin-erythrocytic
thrombus in the lumen of the vessel. Masson trichrome
staining; magnification x400.

(300 mr/m? 1 pas B Hep), fekcameTasoH (40 mr 1 pas B Hepn).
IlepepniB MeXy KypcamMm 7 HHEN. YKe IOCIe 2 KypCOB Te-
panmmy OTMEYEH YaCTUYHBINA PErpecc BBICHIIAHMIA, CTOMKAs
Hopmorepmus. Iloce OKOHYaHMA Tepanuy MOTHOCTBIO pe-
TPecCcUpoBali CKOBAaHHOCTb B CYCTaBaxX M CYXOKUIMAX, 60-
JIeBOJI CMHZIPOM B HOTaX, BACKY/IOHMOZOOHbIE BBICBIIAHNUSA Ha
KOXXe, TTOBBICU/INCH CYXO>KM/IbHbIE pedeKChl, CTOIKO HOp-
Manu3oBanach Temieparypa Tena. Comepsxanue C-peakTus-
HOro 6efKa CTajo B IpefesaX HOPMbI, MOHOK/IOHAJIbHBII
IgG B CHIBOPOTKE COXPAHAETCS B C/IEOBOM 3Ha4eHMN, OEIOK
benc-/I>xoHca B MOYe OTCYTCTBYeT.

O6cyxaeHne

Cor7acHO COBpeMEHHOJ Kmaccu(puKaiymy CUCTEMHBIX
BacKymuros (Yamen-Xw/i, cormacutenbHas KoHpepeHLus,
2012), mpefcTaBleHHbI CIy4yail COOTBETCTBYET BAaCKY/IUTY,
acCOIMMPOBAHHOMY C OIpEeNIeHHON IaTo/noruelf, — mapa-
HEOINJIACTMYECKOMY BacKynuTy. B martomormyeckmii mpouecc
ObLIN BOBJIEYEHbI MEJIKME COCYMIBI, OTCYTCTBOBA/IN aHTUTENA K
LMTOIUIa3Me HeTPOUIOB, KPUOITOOYIMHDI, He 06GHAPY>KEeHO
buKkcanuy MMMYHOITIOOY/INHOB B 61onTare koxxe. [Tatomornu-
YeCKUI1 IIPOLIeCC 3aTparnBal KXy 1 nepudepudeckie HepBel,
KIMHIYECKY Ha TIa/IbIle CTOIILI ONPeNeNANCsa YIaCTOK HeKpo3a.
Hekpos cTenku cocyza MOATBEPK/IEH U IIPU IUCTONOTNIECKOM
VICCTIETIOBAaHMYL KOXM. YUMTBIBAsA OTCYTCTBME TeMOo6/IacTo3a 1
COTIMIHOJ OITyXO/IH, IIOC/IE TIATETbHOTO 00CTIeJOBaHMs Taln-
€HTa B Ka4ecTBe NPUYMHBI ITaPaHEeOI/IACTIYECKOTO BaCKy/INTa
paccMaTpuBanach IIa3MOK/IeTOYHAS AVMCKPasus, MOPQOIOru-
geckuit cybcTpar koropoit coorserctoBal MI. C ydeToM mo-
TOGHOTO TIpeICTaBIeHNA O MAaTOreHe3e JaHHOTO 3a00/IeBaHNA
MBI TIPOBENY IIPOTUBOONYXO/MEBYIO TepaNuio, HalPaBIeHHYIO
Ha pefyKLMIO OMyXO/EeBbIX MIa3MaTUYeCKUX KIeToK. Jlomon-
HUTE/TBbHBIM 00OCHOBaHMeM BbIOOpa TAaKOJ TaKTUKM JIeUeHUs
ObIT KOPOTKMIT IIepNOf pemuccuu (Bcero 4 Mec) mocie OTMEHBI
MeTunpegansonona. [TposeienHasn Tepanusa oKasanach BBICO-
K03 PeKTVBHA, perpeccus KIMHNIECKIX CMIITOMOB COBIIa/la
110 BpeMEHM CO CHIDKEHMEM IIapanpoTeNHa IO CIefOBbIX 3Ha-
YeHMUIT U TIpUBeNa K CTOMIKOMY KOHTPOJIIO CHMIITOMOB 3a00J1e-
BaHuA. TeM He MeHee y Hac HeT 0OBEKTUBHBIX JJOKA3aTEIbCTB
CBA3Y MOPa)KEHMs COCYMIOB C IIa3MOK/IETOYHOM IUCKpasuet,
YTO MO3BOMIO Obl pacCMaTpMBATDh OIMCAHHBIN CIydail Kak
opHy us ¢popm MI' ¢ kIMHMYeCKuM 3HaUYeHHeM. BO3MOXXHO, 4TO
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KAMHHUYECKOE HABAIOAEHME
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BO300HOBJIEHME MOHOK/IOHAIbHOII CeKpenuy, COBIIafAmoIIee
II0 BpEeMEHN C penuanMBOM BACKY/INTA, IOCITY>XUT TOIIOTHM-
TE€IbHBIM apPIyYMEHTOM O B3alIMOCBA3M 3TUX IBYX COCTOSTHUIA.

3akAoueHue

Huarnoctuxa MI' ¢ K1IMHMYeCKMM 3HaYeHUEM B psfie CIy-
4yaeB BbI3bIBaeT 3HAUYMTeNbHbIe TPYBHOCTH. VIHOTZa B peab-
HOJ K/IMHUYECKO} IPAKTUKe TPYAHO U Jja’Ke HEBO3MOXKHO
JOKa3aTb CBA3b OPTaHHOTO MIOPAYKEHM C TApaIpOTENHOM MIN
IUTa3MOK/IETOYHOM AMCKpasueil. JIniib HeTMIMYHOE TedeHMe
3a00eBaHNA, HECOOTBETCTBME YCTAHOBJICHHBIM KPUTEPUAM
MO3BOJIAIOT 3aIOfI03PUTh JpPyTMe MeXaHMU3Mbl B IIaTOTeHese,
IPUYMHOM KOTOPBIX MOXET OBITH IIa3MOK/IETOYHAsI JUCKpa-
3us. [IpuHATHE pellleHNA 0 MPOBeeHNN KIOHpeRyIpYIoleit
Tepanuy pu MI' ¢ HeOOBIYHBIMU KIMHUYECKMMU CUHPOMa-
MU KpajiHe TPYJHO U OCHOBAHO Ha TLIATEIbHOM aHa/NIN3€e KIN-
HIYECKMX ¥ TabOPaTOPHBIX HAHHBIX C y4acTyeM Bpadell pas-
JIMYHBIX CTIEIAaTbHOCTEL.

JJanHbIii coy4ait 6611 06cyxmeH Ha CoBeTe 3KCIEPTOB,
e IOMIMO aBTOPOB CTAThU NPUCYTCTBOBAJIN:

» Moucees Cepreit Banentunosuu - um.-xop. PAH, n-p
Mefl. HayK, mpod., 3aB. Kad. mpodeccuoHanbHBIX 60-
nesneit u pesmaronorun ®TAOY BO «llepsoiit MIMY
um. VI.M. CeuenoBa» (CeueHOBCKMIT YHUBEPCUTET);
Knmmnmenko Asnecs AjeKcaHApOBHA — [I-p Mefl. HayK, 3aB.
Kad. pakynbTeTcKoit Tepamuu uM. akag. A.V. Hecreposa
®TrAOY BO «PHMMY um. H.J. Iluporosa» (IIuporos-
CKUIT YHUBEPCUTET);

Kunses EBrenuit BamepbeBud - fg-p Men. Hayk, mpod.
Kad. pakynbTeTcKoit Tepamuu uM. akaj. A.V. Hecreposa
®IrAOY BO «PHMMY um. H.J. TIuporosa» (IIuporos-
CKUIT YHUBEPCUTET);
ConosbeB Makcum BanepbeBud — KaHj. Mefl. HayK, 3aB.
OTZ-HUEM I'eMaTONOIMM ¥ XMMMOTepanuy MapanpoTen-
HEeMIYECKVX reMO6/IacTO30B ¢ 6/I0KOM TPaHCIIAaHTaLMN
KOCTHOTO MO3Ta I TeMOIIO3TNYECKUX CTBOJIOBBIX K/IETOK
OI'bY «HMMNI] remaTomornm»;
o MuxeeBa Ekarepmna IlaBmoBHa - Bpad-peBMaToIOr
MOCKOBCKOTO TOPOJICKOTO PeBMATONIOIMYECKOTO LieHTpa
I'KB Nel nm. H.M. Ilnporosa.

MHenns ynenoB CoBeTa 5KCIepTOB IIPUBeeHbI HIDKe.

JKunsee Eezenuii Banepvesuu: «Knuuudeckast u Mmopgo-
JormyecKas KapTyHa BacKyluTa 6oree BCEro COOTBETCTBYET
KO>KHOMY y3€/IKOBOMY IIO/IMapTepUNTY. B onb3y aToro ceupe-
Te/IbCTBYIOT OTCYTCTBUE OPTaHHBIX BOBJIEYEHMII, KPOME KOXMI
U mHepudepnyeckoil HEpBHOM CUCTeMBbI, HEKPOTU3UPYIOLINIL
XapaKTep BacKyIMUTa IO JAHHBIM IMCTOOIUIECKOTO MCCTIENO-
BaHMA, BbICOKas YyBCTBUTE/IbHOCTb BacKY/INUTa K ITTIOKOKOP-
tuKonzam. TakcOHOMMYIeCKH 9Ta 60Me3Hb 10 KIaccuUKaLNU
Yanen-Xmmickoit koupepeniym 2012 1. JO/DKHA OTHOCUTBCS
K MOHOOPTaHHBIM BacKynmMTaM. TeM He MeHee CBA3b JAHHOTO
BackynuTa ¢ MI npescraBnsercsa BepoATHOI. Backynut usse-
CTeH KaK IIOJIMATUONOIMYHAsA 6ONe3Hb, MHAYKIUA KOTOPOTO
CBA3BIBAETCS C Pas/IMYHBIMU MUKPOOHBIMM U JIEKapCTBEH-
HBIMJ QHTUTeHamy (CTPENTOKOKKY, Bupychl rematura B u C,

napBoBupyc B19, Munouuknus n fip.). Ilpencrasnsercs Bepo-
ATHBIM y4YacTie MOHOKJIOHAJIbHOrO Genka B ¢opMupoBaHmu
TPUITEPHOTO AHTUIEHA, BBI3BABILETO OOIE3Hb.

Muxeesa Examepuna Ilasnosna: «Ilpu peBmMarmueckux
3aboneBanusax MI' BcTpedaeTcs 4allje, YeM B 0011l MOMy/is-
11, 0COOEHHO Y manmeHToB ¢ 6omesHbio Illerpena, cucrem-
HOJl KpacHOJ BO/TYaHKOM, PeBMAaTOMIHBIM apTpuToM. Taxxe
MBI 4YacTO BCTpeyaeMcs ¢ HannumeM MI' y manyeHToB ¢ Kpuo-
DIOOYIMHEMUYeCKMM BacKyIUTOM. Y JJAHHOTO NAIVeHTa Ipu
006C/IefoBaHNY JAHHBIX 3a KPMOITIOOYIMHEMUYECKUIT BaCKY-
JIUT He IIOTy4YeHO, OFHAKO 00palllano Ha ce0s1 BHMMAHNE BbI-
paKeHHOe CHIDKEHMe MacChl Tefla B febroTe 3ab0/meBaHus, He
CBA3aHHOE C 0COOEHHOCTAMM INTAHNA, HATN4Me HellpoIaTnu
U IpUSHAKM BacKyInMTa ¢ MHGWUIbTpaLueil IPaHyIOLUTaMU
mpu Guoncun. YkasaHHble 0COOEHHOCTH K/IMHIYECKOTO CIIy-
Yasi He N03BOJIAIOT He COITIACUTLCA C MHEHMEM, BbICKa3aHHOM
Ha 3KCIEPTHOM COBETE, O BO3MOXXHOM Pa3BUTUM Y3€TKOBOTO
MONIMAPTEPUNTA Y JAHHOTO MAIMeHTa, OHAKO ONMMCAHUSA CITy-
JaeB accoLMallMy JAHHOTO BacKynuTa ¢ MI' He 6bUIO Halife-
HO B OTEYECTBEHHOI U 3apybexxHoit mureparype. CornacHa ¢
MHEHJMEM aBTOPOB CTaTbyM O TOM, YTO CBSA3b IApaNpOTENHA C
K/IMHUYECKON CUMIITOMATMKOJ BBICOKOBepOATHA. [lanbHelt-
IIee HaO/MIOfieHNe 32 TTAlYeHTOM [I03BOJIAT JaTh OKOHYATe/Ib-
HBII OTBET O B3a¥MOCB:A3Y KIMHNYECKMX CMMIITOMOB ¥ MOHO-
K/IOHaJIbHO CEKpeLum».

PackpbiTiie MHTEpecoB. ABTOpBI [EKIAPUPYIOT OTCYT-
CTBMeE SIBHBIX V1 IOTEHLMAIbHBIX KOHQIMKTOB MHTEPECOB, CBS-
3aHHBIX C ITy6/IMKaluelt HacTosIIel CTaTbu.
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