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Clinical Case of VEXAS-Negative Recurrent
Polychondritis Associated with Lymphoid Tumor

PesloMe

MpepacTaBieHo HabalogeHWe NMMPONAHOM OMYXO/IM, CKPbIBAIOLWENCA MO «MaCKON» peLuAVBUPYIOLLEro NOANXOHAPUTA C BbICOKON aKTUBHOCTbIO
BOCMa/INTe/IbHOTO npou,ecca n OrpaHVI‘-IeHHbIM OTBETOM Ha ne4yeHue. NMoMnmMmo nopa)Keva yLIJHOl)’I paKOBVIHbI, 3a6oneBaHMe conposo»(,qanOCb He-
3PO3MBHbLIM HeepOpPMUPYIOLLMM apTPUTOM, TEHOCMHOBUTOM axu/1J10Ba CYXOXW/INA C €ro pa3pbiBOM, 3NUCKAEPUTOM, XOHAPUTOM HOCA, MOPaXkeHnem
KOXW B BuAe HeﬁTpOd)ManOFO p,epMaTo3a CBMTa, p,MnaTaumeVl BOCXoAsAuero otaena aOprI, Cy6KnMHVI‘-IeCKVIMM I'IpVI3HaKaMI/I nopa)Keva NErknx
1 NepuKapaa, a TakKe pasBUTUEM MaKpPOLMTApPHOW aHeMUK MPU HOPMa/IbHOM COZlepXaHnM B KpOBM BUTaMuHa B12 1 ¢osmeBoi KNCAOTbI, OTCYTCTBU-
eM 1abopaTopHbIX NPOSABAEHNI aQyTOUMMYHM3aLMK. HeCMOTPSA Ha TO, Y4TO PeLMAVBUPYIOLMI MOJNXOHAPUT C MOAO6HBIMU KNMHUKO-1a60paTOPHbIMU
MpU3HaKaM1 MOXeET 6bITb HYaCTbO GpEHOTUMA HEAABHO OMMCAHHOTO ayTOBOCNANNTENbHOMO CUHAPOMa B3pocabix (VEXAS), onpeseneHue ero reHetu-
YyecKoro MapKepa Aano OTpMLlaTeﬂbeIVI pe3y/1bTaT‘

KnroueBbie cnoBa: peyudusupyrowul noauxoHdpum, cuHdpom VEXAS, CBum-cuHopom, aumgpoma
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Abstract

A clinical case of lymphoid tumor hiding under the «mask» of recurrent polychondritis with high activity of inflammatory process and limited response
to treatment is presented. In addition to auricle damage, the disease was accompanied by non-erosive non-deforming arthritis, tenosynovitis of the
Achilles tendon with its rupture, episcleritis, nasal chondritis, skin lesions in the form of Sweet neutrophilic dermatosis, ascending aorta dilation,
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subclinical signs of lung and pericardial damage, and development of macrocytic anemia with normal blood levels of vitamin B12 and folic acid, absence
of laboratory manifestations of autoimmunity. Despite the fact that recurrent polychondritis with similar clinical and laboratory signs may be part of
the phenotype of recently described adult autoinflammatory syndrome (VEXAS), the determination of its genetic marker gave a negative result.
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AB3 — ayroBocnamurenbHoe 3aboneBanne, AHIIA — anruneiirpoduibtble nuromasmarndeckue anturena, ACIHKasa — JITHKasuast aktuBHOCTD
CBIBOPOTKM TIpM aHKmmosupymomeM cnouaymTe, ALIIIT — aHTuTeNna K LUK/INYECKOMY INUTPY/IMHOBOMY HenTuny, BOb — Bupyc SmmreiHa-bapp,
I'MBT — renHo-nHxeHepHas 6uonorndeckas Tepamus, MJJC — muenopucmmactudeckuit cuaipom, MCKT — mynbrucnupanbHas KOMIIbIOTEPHAA TO-
morpadust, MPT — MarHuTHO-pesoHaHcHas Tomorpadus, II9T — no3urpoHHO-3MuccnonHass ToMorpadus, PIT — peunanBupyomuil IOMMXOHPUT,
P® — pesmarongusit paxrop, CKB — cucremnas kpacHas Bondanka, CPb — C-peaxtusHbiit 6emok, XJIJ/I — XxpoHudeckuit muMQpOLUTapHBIIL IeiK03,
VK — nupkynmpyroue MMMyHHbIe KomItekcbl, DHMI — asnexrponeitpomnorpadus, 9xoKI' — sxoxappmorpadusa, HHV — reprecsupyc yenosexa,
HLA — venoBevecknit neitkonurapHsii autured, MCV — cpenunit 06bém onHoro spurpouura, SM IgG — anrturena xmacca IgG k skcrparupyemo-
My saepHomy aHTtureny, UBA1 — y6uxsntuH-aktuBupyommii 6emok, VEXAS — HoBoe MOHOreHHOe 3ab0/IeBaHIe — ayTOBOCIIA/MNTEIbHBI CHHAPOM

B3pocrbix (V-Bakyonn, E-yonuksutnn-akrusupymomuii 6emox E1, X-cBaspb ¢ X-xpomMocomoii, A-ayToBocnaneHne, S-comarideckas My Tars)

Penypusupyromuit nomxouaput (PII) npencrapiser
co00iT penKo BCTpevarwlneecs MHOTOCHCTEMHOE BOCIIA-
NuTeNbHOE 3ab0/IeBaHNe XPSAIEBOil TKAHU HEYTOYHEHHOI
STUOJIOIMH C IporpeccupyomyM tedenneM. [Topaxarorcs
BCe STHUYECKVE I'PYNIBl. B OTHE/NbHBIX CTpaHax 4yacToTa
PII cocraBnder 4,5 cnyyas Ha 1 MJIH >KMUTeJEN, a pacipo-
CTpaHEHHOCTD focTuraet 0,71 caydas Ha 1 MIH HaceneHuA
B TedeHue roga [1, 2]. 3aboneBanue He CBA3aHO C II0JIOM
U He MMeeT JOCTOBEPHOI CBs3M C Bo3pacToM [3], xapak-
Tepu3yeTcs pelyJUBUPYIOILMM BOCIIAJIEHEM U paspylie-
HIIeM XPIIIa, 3aTPAaruBaIOIINM, B YaCTHOCTH, YIIHbIE paKo-
BIHBI, HOC U IbIXaTe/IbHble Iy T [4,5]. MoryT mopaxarbcs
CyCTaBbl, I71a3, BHYTPeHHee yX0 [6], cephedHble KIallaHbl
Y KPOBEHOCHBIE COCYABI, BKII0Yas aopTy [7, 8].

BocmannrenbHble M3MeHeHMsI YUIHBIX PakoBMH (60-
JIe3HEHHOCTb, OTEYHOCTb, YIJIOTHEHue, (roneToBo-
IpuUTEeMaTO3HasA OKpacka/;mpsabnoe, 6echopMeHHOE YXO
«B BUJe IIBETHOI KaIlyCTbI») HAOMIOLAIOTCS TOYTH Y BCEX
0O0/IbHBIX, XOHIPUT HOCa (MIOpakeHue XPsIIeBOIl [Iepero-
POMKIU C CeIIOBUAHON HedopMmanment Hoca), a TaKxKe 3a-
JIO)KEHHOCTb, pUHOpes1, HOCOBbIe KpoBOTeueHs — y 82 %
[9]. PasHOOOpa3sHble I71a3Hble CUMIITOMBIL, 00YCIOB/ICHHbIE
BOCIAJIEHUEM COENVHUTENbHOTKAHHOM OOO0MIOYKM I71a3a,
BCTPEYAIOTCA Y KK/JOT0 BTOPOTO IAlMeHTa: 3TO C/Iydan
CKJIepUTa, SIUCKIEPUTa, HETPAHYIEeMAaTO3HOIO YBEUTa,
KOHDIOHKTMBITA; HPOITO3 C XEMO30M, HeprOpOUTaIb-
HBII OTE€K, odrampmonerns [9, 10]. Knaccuueckoe mpo-
ABJIeHMe apTponaTyuy y 60nbHbIX PII — cMMeTpuyHbIi
HeIPO3NBHBII, HeZeOPMUPYIOILMIT APTPUT, XOTSI BCTpe-
YAIOTCS BapUALMM OT aPTPAJITUIL [0 MOHOAPTPUTA VTN TI0-
JMAPTPUTA C BOBJIEYEHNEM OO/BIINX M MajIbIX CYCTAaBOB,

MapacTepHATbHBIX COWIeHeHnil. KaXpmplit 4YeTBEPTHIN
60/IbHOI NMeeT IIOPaXKeHNe CepAeIHO-COCYANUCTON CUCTe-
MBI B BUJie aOPTUTAa — PaCIIMpPEHNsA/aHEeBPU3MbI KOPHS
A0PTBHI, HEZOCTATOYHOCTI A0PTA/IbHBIX K/IaIIaHOB, MH(ap-
KTa MMOKapja, apTepuaibHbIX TPOMOO30OB — OJHOI 13
Hambosee yacThix npuunH cmeprty npu PII. ITopaxenne
Koy Habmogaercs y 30 % 6onbHbix PIT: A3BBI Ha KOXe
(1 B pOTOBOJT MONIOCTH), HAMY/IbI, MypHypa, y3enku [6].
Tucronornyecku mpeobmaganu cIydan BaCKyInTa, BCTpe-
qamuch HeilTpodunbHblt mepmarto3 (cuumpoMm Csura),
INaHHMUKYIUT 6e3 BaCKY/IUTa, aCeNITUIeCKuil abciiecc 1 He-
crienudryeckue usmenenus [7]. Ciemyer OTMeTUTD, 4TO
HelTpouIbHbIT gepMaTo3 Habmogancs npu PII mourn
VICKJIIOYVTENIPHO B COYETAHNI C MUETOAUCIUIACTUIECKIM
curppomoM [7]. K Hambomee TsXKEMbIM M IIPOTHOCTHYE-
CKM 3HAYMMbIM OTHOCHUTCSI BOB/I€U€HMeE B IIPOIeCC JibIXa-
TEJIbHBIX IyTell ¢ fucdoHueit, adpoHMell, OXPUIIIOCTHIO
rojoca, CUMITOMATUKONM JbIXaTeTbHOM HELOCTATOYHO-
CTM, HAIIOMMHAIOLIEN GPOHXONETOYHYI0 MHPEKIVIO WX
OpOHXMATBHYIO aCTMY; JIOKQ/IM3alMsi IpolLecca B ropra-
HU 11 TpaXee HEPEKO COIPOBOXKAAETCS 60Ie3HEHHOCTDIO
B 0071aCTU LIMTOBUIHOIO XpAlla, IepefHell CTeHKN Tpa-
xen [6, 11].

PII Hepesko acconumpyerca ¢ ayTOMMMYHHBIMU
U ayToBoCHanuTeabHbIMK 3aboneBanmsivi: CKB, pesma-
TOUJJHBIM AapTPUTOM, CEPOHETaTMBHBIMY CIOH[VINTAMIL,
CMeEILIaHHBIM 3aboeBaHNeM,
6onesubio Illerpena, OmMcaHsl CIydan COYETAHNsI C BACKY-
TUTaMIU: TPAHYIEMAaTO30M C IHOJMAHTUUTOM, Y3€IKOBBIM
HOMNAPTEPUUTOM, aoproaprepunuToM Takascy, a Taioke
c 6onesnpio bexuera, cuappomom Korana [12, 13].

COCIVMHUTENIbHOTKAaHHbBIM
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Coobmanocs 06 accorpannu PIT ¢ gpyrumu peBmaru-
YeCKVMH U ayTOMMMYHHBIMIU 3a00/IeBaHMsAMY, MUETIONMU-
CIUTACTUYECKVIMY CHIPOMaMI, pexxe ¢ muMdomoir [14-16].
Tak, J. Dion n coast. [7] npu obcnenoBannu 142 manyeH-
toB ¢ PIT y 18 (13%) 06HApY>XMIM CONMyTCTBYIOLINE 310-
KadeCTBEHHble TeMATONOrMYecKre 3ab0eBaHNs, Cpenn
KOTOPBIX IIpeobrajjal MUETOANCIUIACTUYECKIIT CUHAPOM,
BCTPEYaBLIMIICA TONMBKO Y MY)XUMH CTApIINX BO3PACTHBIX
TPYIIII, MMEIOIIVIX B YMC/Ie IIPOYMX CUMIITOMOB IIOpaXKeHIe
KOXXM — YacTO B BMJe HeITPODUIbHOTO lepMaTosa, acco-
LIMMPOBAHHOIO B psjie CIIy4aeB C BaCKyIUTOM. boree pep-
KIMI IeMaTo/IOTMIeCKUMN 3ab0meBaHmsaMI ObUIN 4 CTydast
7MQOMBI 1 2 CITyYast MUeNToIponudepaTBHBIX HPOIECCOB.
CymectByeT MHeHMe, 4TO PII, CBA3aHHBIN ¢ MMe/TOANCIIIA-
31ell, c/leflyeT pacCMAaTpMBATh KaK IIapaHeOIIaCTUYeCKU
cuHApoM [17] 1 ero nIoXor MpOrHo3 oTpaXkaeT IPOrHo3 ca-
Molt Muenonycitasuu [18]. Kpaitne pemkumu 6bUIM crydan
accoymauyy PII ¢ rpymnmoi conmpHbIX OIyXOJeii: TONICTON
U TIPSIMOYL KUIIOK, OJKETYLOYHOI XKeJle3bl, MOYeBOro ITy-
3bIpsi, GPOHXOB, IETKNMX, MOTOYHOI Xere3bl [9, 10].

K xnaccudumkanyonneim (6onpumm) xputepusm PII
[19] oTHOCATCA: MOpaXKeHVe YIIHOM PaKOBMHBI, Ha3alb-
HBIIl XOHJIPUT, JIAPMHTOTPaxea/JbHbIl XOHAPUT; K MaJIbIM
KpUTepysM — IOpakeHMe a3 (KOHBIOHKTUBUT, KEPATUT,
SMUCK/IEPUT, YBEUT), HOTEPsI CIyXa, BECTUOY/ISIPHAS [uUC-
(YHKLUA U CepOHETaTUBHBIN apTPUT. [I/1s TOATBEPXK/IeHN
IVAarHO3a JOCTATOYHO 2 OONbIIMX MK 1 60IbIIOro 1 2 Ma-
nbIX Kpurepyes. C HO3MIVM KIMHUYECKUX IPOSABICHUIL,
3BOJTIONINY 3a00/IeBaHMsA 1 IIPOTHO3a BBIJICNICHO 3 OT/ieNb-
HbIX ¢eHoTHIA (KIacTepa): 1) remaronornyeckuit, 2) pe-
CIMPATOPHBIN, 3) MErKuMit (C XOPOLUIMM IPOrHO30M) [7].

Aruonorusa u naroreres PII HensBecTHBI. YcTaHOBIE-
HBI B3aMMOCBA3M MeXny PII 1 HeKOTOpbIMU aHTUI€HaMU
rucrocosmectrmoctyt (HLA-DRB1%16:02, DR4 u mp.) [20].
Tpurrepuas ponb MH(QEKIVOHHBIX areHTOB B Pa3BUTUM
ayTOMMMYHHBIX HapyLIeHMiI MOATBep)KIeHa BBLIBJICHN-
eM y OONbHBIX B NEpPMOJ, BBICOKOJ aKTMBHOCTU OOMBIIO-
ro KoJAmvecTBa aHTUTEN K KoymareHam II [21], a Taxke
IX u XI trroB n gud dy3HoI MHPUIBTPALIMN TOPAKEHHBIX
xpsueit mumdonuramu (CD4+, masMaTu4eckuMy KieT-
Kamn). B KpoBu OOJIBHBIX IIPK 9TOM MOTYT OILpPeHe/IThCs
aHTMHYK/IeApHble, aHTUHENTPOPUIbHbIE LUTONNIA3MATHU-
YecKye aHTUTe/Ia, PeBMAaTOUAHBI (HaKTOp KaK CBUJETeNb-
CTBO MMMYHOJIOTMYECKOII ortocpefoanHocTy PII.

Omncannoe B 2020 rogy HOBOe MOHOTeHHOe 3abojie-
BaHMe — ayTOBOCIIA/IMTE/IbHBI CUHIPOM B3POC/IBIX, Ha-
spaHHblt VEXAS (Bakyomu, ¢depment El, crjermeHHbIN
¢ X-XpOMOCOMOI1, ayTOBOCIIATUTEIbHBI, COMaTU4eCKUn),
BO MHOTOM M3MEHIWIO B3I/IAL HAa ayTOBOCIIA/IUTEIbHYIO
[ATOJIOTUIO B IIE/IOM UM BO3MOXKHBIE MEXaHU3MbI Pa3BM-
tus PII, B yacTHOcTH. 3aboneBaHue, CBA3aHHOE C IHOSB-
JIeHUEeM IIaTOT€HHBIX BapPUMAHTOB B IeHE YOMKBUTUH-aKTH-
Bupymomero 6enka (UBAL), xapakrepusyercs IIMPOKUM
CIIEKTPOM CUCTEMHBIX IIPOSABJICHUII — MMMYHOBOCIIAJIN-
TE/IbHBIX M I'eMaTOJOIMYECKMX B CBA3YM C IPUCYTCTBUEM
UBAl B KOCTHOMOS3IOBBIX KJI€TKaxX-IIpefillleCTBeHHMKAX
Y QUPKYIMPYIOLVX MUETOUAHBIX [22]. B oTnnune ot 60mb-
IIMHCTBA ayTOBOCTIA/IMTENbHBIX 3aboneBannit (AB3), Bos-
HYKAIOIIMX B pe3y/IbraTe HaC/Ie[ACTBEHHBIX MyTallMil U Ie-
penaromxcs 13 IOKOJIeH) B IOKOJIeHne, cuHgpoM VEXAS

nprobpeTaercss B MO3HEM BO3pAcTe U SIB/ISIETCS COMATH-
yeckuM (He HacmenyeMbIM). [leHeTpaHTHOCTD (peanm3arys
TeHa B IIPM3HAK), CBSA3aHHAA C MyTanysaMmu B reHe UBAI,
oueHb BbIcOKa. IIpu aTom BosHMKaeT cungpom VEXAS nc-
K/TIOUUTEIBHO Y B3POCIBIX (Yallle My>XunH) crapiue 50 et
¢ pacnpocTpan€éHHOCTbIO 1:4000. ITaromorumyecknit Bapu-
QHT TeHa CIoCOOCTBYeT 3aMeHe MEeTMOHMHA Ha Ba/INH, Tpe-
OHMH MM NeiiluH. Bo3HMKaloImas Ipyu 3TOM He0CTaTOY-
HOCTDb nurorviasmarmdeckoro UBA1b B remMomnosTmyeckux
KJIeTKaX MPUBOAUT K CHIDKEHHOI aKTUBALMM YOMKBUTIHA
1, KaK C/Ie[ICTBYE, K HEKOHTPONIMPYEMOI aKTUBAIUM CUCTe-
MBI BPOXKIEHHOTO MIMMYHUTETA, TUIIePIPOLYKLMU IPOBOC-
naauTenbHbIX UToKnHOB, PHO-a, nHTepdepoHa-y.

Wutepec k VEXAS B JaHHOM cirydae COCTONUT B TOM,
YTO PELVAVBUPYIOLWMII [TONUXOHAPUT MOXeT OBITH da-
crpio denoruna VEXAS u sror ¢enorun (VEXAS-PII)
uMeet crenuduieckue 0COOEHHOCTH, TaKMe KaK JIMXO-
pajika, XOHAPUT yXa U HOCa, MOpakeHNe KOXKI, TeTO4HbIe
MHQWIBTPATl M BEHO3HBINI TPOMOO03, XapaKTepusyeTcs
JaCTBIMM PelUANBAMU ¥ CTEPOUTHON 3aBUCHMOCTDBIO, He
CBOJICTBeHHBIMI uayonaTndeckomy PII [23, 24].

B HemaBHO omyOmukoBaHHOM (mepBoM B Poccuu)
KIMHMYecKoM Habmopmenun cuagpoma VEXAS [25] mpu-
BeJIeHBI JaHHBIe O MalyeHTe (My>X4MHe) ¢ HamudueM de-
OpVIBbHOI TMXOpafKy, 60/Ie3HEHHOI IPUIYXIOCTH U II0-
KpacHEeHMs YIIHBIX PAaKOBUH, TIOpakKeHUsA CyCTaBOB, I7Ias3,
C ABYXPOCTKOBOJI IIUTOIIeHNel (MaKpOLMTapHOI aHeMyel
u TpomboruroneHmeit), Bbicokumu yposusamu CPB, CO9
u ¢peppuTIHA, HO IIPY STOM C OTCYTCTBYEM PEeBMAaTOUIHOTO
U QHTUHYK/IEApHOTo (PaKTOPOB, AHTUTEII K IBYCIIPA/IbHON
JOHK u anTHHENTPOPUIBHBIX IUTONIA3MATHIECKIX AHTH-
tert (AHITA) 1 ¢ BBIpaXKeHHBIM TOSUTUBHBIM 9(ppekToM oT
Ha3Ha4YeHUsA TIIIOKOKOpTUKOocTepounos. IIpu mccnemosa-
HUJ TPemaHo6MonTaTa KOCTHOTO MO3Ta ObLIM BBISABIEHBI
M3MEHEHNs, XapaKTepHble A MMENTOAUCIIIACTUYECKOTO
CUHJPOMA C YBe/INYEHNMEM K/I€TOYHOCTU KOCTHOTO MO3Ta,
pacipeHreM rpaHy/IOLUTAPHOTO POCTKa, Cy>KeHIeM Ipu-
TPOMUJHOTO ¥ YBeIMYEHNEM KONMMYECTBA METaKapMOIUTOB
¢ Ipu3HaKaMM Aucmaasuu. Ilo JaHHBIM IOTHO3K30MHOTO
CEeKBEHUPOBAHMA BBIABIEH IATOTEHHBIN BapMaHT HYKIIe-
OTHUIHON THOCIENOBATEIbHOCTY B 3-M 3K30He reHa UBAI,
MpUBOAALINIT K 3aMeHe aMUHOKMUCIOTbI MeTMOHMHA Ha
TPeOHMH Ha 83 % puUjoB, UTO yKasbIBaeT Ha COMATUIECKMUII
BapMaHT B OOBIINHCTBE UVMPKYINPYIOLINX SAPOCOEpKa-
HIMX KJI€TOK.

Habmoaemprit  Hamm  knimHudeckuit  BapmaHt PIT
BK/IIOYaT MHorue cBoiicTBeHHble PII, curpgpomy Csura
n cunppomy VEXAS npusHaky, Onarofaps 4eMy BbI3Baj
ONpeie/IEHHBIE CIIOKHOCTY NP MX TPAKTOBKE Ha PasHBIX
sTamax 3aboneBaHms.

IIpuBOAMM KAMMHUYECKOE
HaOAIOAEHUE

Bonbroit C., 53 net, B Havazme 2021 roma obparmics
K peBMATOJIOTy IIOJIMKIVHMKI C JKajmobaMy Ha IepUON-
YecKoe IIOBBbILIEHNe TeMIepaTypsl Tema po 37,3-37,6°C,
JIOMOTY B Terte, 6071 B MBIIIIAX, 0COOEHHO MKPOHOXXHBIX,
JeTy4ue, MUTpUpYIOLye 60/ B CyCTaBaX, MHOIa — B IPy-
IMHHO-PEOEPHBIX COUIEHEHNUSsIX CIIPaBa, FONOBHYI 6OJIb,
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a TaxKe OOIIyI0 CTabOCTD, MOBBILIEHHYIO YTOM/ISIEMOCTb,
HOT/IMBOCTD, CHVDKEHME Beca, IOKpacHeHMe I7Ia3, Ha Mepu-
OJIMYeCK) BOSHMKAIOLIYIO O0/Ib 1 IPUIYXJIOCTb B 00/1aCTH
aXMJUIOBBIX CYXOXKITINIA.

[Tpumepno 10 neT Has3az BriepBble OABUINCD SMNU30[ M-
geckie 60U B MEJIKMX CyCTaBaX KICTeN U CTOII, B FOJIEHO-
CTOIIHBIX U JTy4€3aILICTHBIX cycTaBaX. B Teuenne 2020 ropa
IPOXOAMI jIedeHNe 1O IOBOAY XPOHMYECKOTO PeIVIuBU-
pyrolero snuckepura 060ux ras.

C navana mapra 2021 r. ctanu 6eCOKOUTh MOYTH MO-
CTOSIHHBIE 00/Y B cTOMNAX (IIOJONIBEHHAsA 00/1aCTh, AXMUIIIO-
BbI CYXOXKIINA), B JIy4e3aILICTHBIX CYCTaBaX, KPeCTIOBO-
HIOfIB3/JOLIHBIX COYJIEHEHUAX, IUIEPEMMs I71a3, TOJIOBHbIE
6omn, cybdebpumureT; MOABMINCH 6O, MIPUITYXIOCTH
U TIOKpAacHEHMe IpaBoJl yIIHONM pakoBuHbIL. Iloxymen Ha
4 xr. VI3 mepeHeceHHbIX 3a00/IeBaHNUII OTMeYaeT KPacHYXY,
mapotut B percrBe. CTpajjaeT MOYEKaMEHHOI 60JIe3HBIO
(MHOXeCTBeHHbIe KOHKPEMEHTBI B YallleqHO-TIOXaHOYHOII
cucTeMe 00erx I0YeK), OCTeOXOHIPO30M, OTKPBITOYTO/b-
HOIT r1aykomoit 06oux ra3. COVID-19 He mepeHOCHI, HO
BaKIMHMPOBaH B fiekabpe 2020 u ssuBape 2021 roza (3a 1,5-
2 MecAIa IO pacliMpeHns CHeKTpa CMMIITOMAaTUKI I yBe-
JIMYEHUS TSDKECTU CHMIITOMOB).

IIpm ocmoTpe 6ONMBHOM [OCTATOYHOTO IMTAHVS
(MIMT=25), ompenenseTca MHDEKIMA COCYLOB CKIIep,
yTOJIIeHNe HOCOBOII Ieperopofiku. Koka mpaBoii yuIHoik
PaKOBMHBI 3aCTOIHO I'MIIEPEeMIPOBaHa, TOpsAYas Ha OLIYIIb,
0o7e3HeHHAsA P NajIbIalyn. JIeBbli TOICHOCTOIHBII CY-
CTaB yBelMYeH B 00bEMe, IBIDKEHNUSA B HEM OTPaHMYCHBI,
majbranusi crerka 6omesnenHast. OIpeResIIOTCs 9HTE30-
mmatus, axwuiogeHus, tagaarusa. ®H 0-1. Ha o6eux HyK-
HJIX KOHEYHOCTSX B 00/1aCTV TOJIeHEel MMEIOTCs BApUKO3HO
pacuIMpeHHble TTOIKOXKHbIE BeHbI 0e3 IPU3HAKOB BOCIIA-
MeHuss M TPOUUYECKMX HapylleHWil. MecTa KpernieHus
xpsleit pébep K IpyfuHe cipaBa 60/e3HEHHDI (CUHAPOM
Turue).

B ananmusax xposu: nosblieHne yposHeii C-peakTus-
Horo 6enka (CPB) — 147 mr/n (wopma po 5 mr/m), CO3
(80 mm/u), UK (289 y.e., HOpMma 0-120 y.e.). YpoBeHb
AL, ANCA IgG, anturen x SM IgG, anTuTen K HaTUB-
Holl u gBycnupanbHoii JHK, aHTHMHYK/IeapHBIX aHTUTETL,
peBmaTonzHoro ¢akropa, ACITHKasbl B mpenenax HOpMbI;
HLA B51 u B27 orpuiarensHsl. BoisiBnen (metogom MPT)
apTpo3 060X Ta300€fPEeHHBIX CYCTABOB 1 CT., yMEPEHHBII
uneocakpanbHblit apTpo3. [Tpu II9T/KT ompenenén ouar
runepduxcanym B Th3 nossonxe. O6crenoBan reMaTosno-
roM, (TusmaTpoM. MarHoCTMPOBAH PeLVAUBIPYIOLNIL
MONMMXOHAPUT U B Mae 2021 1. Ha4aTo jie4eHne: MeTUIpes, +
cynbacanasuH, Kawm B r1a3 (tobpagexc). CaMouyBcTBIE
YIY4IINIOCh He3HAUUTENbHO, COXPAHAINCh 60NN B UKPO-
HOXXHBIX MBINIIAX, JIOMOTa B Tejle, MOT/IMBOCTD, TUIeEp-
TepMMA, COOTBETCTBYIOIIAsA BBICOKOMY CybdebpummTery,
0CTaBanuch nospieHHbIMY ypoBHU CPB 1 CO3.

JIetom 2021 u B Hauvane 2022 roga — gBaXKabl ob6ce-
nmoBaH B [lmaBHOM knmHMYeckoM rocrimtane MBI Poccun.

Bo Bpems nepBoli rOCIUTAIN3AINM B aHAMN33aX KPOBU
ompenernsiiach anemust n Makporuros (Hb 106 r/n, MCV
102 ¢n) mpy HOpManIbHOM cofiep>kanuy GonmeBoit KICIo-
Thl 1 BUTamMuHa B, Tuneprpombonuros (498x10°/m), mo-
BBIIIEHHDI YPOBEHb CBIBOPOTOYHOTO Ka/us U (peppUTHHA,

Bbicokuit CPb — 85,1 mr/n (Hopma o 3 Mr/m), HopMasb-
Hoe cofepxkaHme peBmaroupgHoro ¢akropa (PO). Ilpu
TpaHCTOpaKaabHOI 3xoKkappuorpapun (9xoKI') Bbigsie-
HO HebOJIbIIIoe pacCIINpeHNe BOCXO/SIIEro OT/eNa aopThl
(mo 3,8 cm). MeTonoM ocTeoCHMHTUTPAdUM YCTAHOBIEHO
CYMMETPUYHOE TIOpPaXeHMe KIIOUYIIHO-aKPOMIAIbHBIX
U MeXOepIIOBBIX CYCTaBOB, HOPa>KeHNe TIPABOrO IOKTEBO-
r0, JIEBOTO JIy4e3aILICTHOTO U IACTHO-(alaHIOBBIX CYCTa-
BOB JIEBOJ1 KIICTH, IOPa)KeHMEe MEIKIX CYCTaBOB KUCTEI CO
CKJIOHHOCTBIO K cumMeTpun. [Ipu Y3V B mopgMblleyHbIx
0071acTAX ¢ 06euX CTOPOH OOHAapY>keHbI TUMQOY3/Ibl pas-
mepoMm ot 2,4x0,8 1o 3,0x0,86 cM, B TaXOBBIX 0OTACTAX —
Io 2,4x0,6 cm. ITo pesympraram aneKTpoHeitpomMuorpaduu
(SHMI') — mpu3HaKu yMepeHHO BBIPaXKEHHOIO Hapylle-
HIsI IPOBEIeHNsT BO36YXX/IeHIsI IO CEHCOPHBIM BOJIOKHAM
Mano6epIiOBOTro HepBa Ha JIEBOI HIDKHEI KOHETHOCTH (aK-
COHaJIbHAsl CeHCOpHas HeBpomaTusA). [loMrMO OTKpBLITOY-
TOJIbHOI ITIAYKOMBI AMATHOCTMPOBAH XPOHMYECKNUI 3IIN-
ckseput oboux ras. IIpoBopnnIocs nedeHne MeTUIPesoOM
(mynbe-Tepamnus ¢ HOCTefyoMMM Ha3Ha4eHeM Ilepopalb-
HO 20 Mr/cyT) u 6asucHas TepanuA MeToTpekcaroM 20 Mr
1 pa3 B HefieM0, KOTOPOE OCIOKHIIOCH PELUAVBYPYIOMINM
repIriecoM; OffHOBPEeMEeHHO B 00/IaCTM IIPABOro IUIeva Mosi-
BIJICSI HEOOIIBIION OKPYI/ION (GOPMBI YYaCTOK IMIIEPEeMUN
KOX1 6e3 3yma. YunTeiBasi BepuUIMPOBAHHBIN AMATHO3
PII, HeaddeKTMBHOCTD aMOy/IaTOPHOI Tepammu U BBICO-
KYI0 KJIMHMKO-Tab0PaTOPHYI0 aKTMBHOCTD, IHUI[MIPOBA-
Ha TeHHO-MHXKeHepHast Omonmormdeckas tepanusi (I'VIBT)
TonmnmuaymaboM B ose 560 Mr B/B 1 pas B Mecsll, IpoBe-
men mwrasmadepes Ne 3. Ha done neyenns mcuesmu 601
B MBIIIIAX ¥ CYCTaBaX, TUIIEpeMuA ¥ OTEYHOCTb YIIHOM
PaKOBMHBI, YMEHBIIN/IACH [7Ia3HasA CUMITOMAaTmka. Iloka-
3arens CPb camsuca c 85,1 go 16,8 mr/i, HopManu3osa-
nmace COJ, cTan Bblllle YPOBeHb remMornobuua. bouio pe-
KOMEH/IOBAHO IIPOJIO/DKUTD JIeUeHNe METUIIPEOM BHYTPb
(20 mr/cyT) M MeTOTpeKcaTOM BHYTPMMBbImeYHO 20 Mr
1 pas B Hepeno.

B pekabpe 2021 r. (mepen BTOPOI rOCIMTAIM3aLEN
B rocriutanb MBJI) B aHanuse KpOBU OMpeeNsIiCh: aHe-
mus (3p. 3,75%10'%/m, Hb 106 r/n, Ht 34,6 %), ymepeHHas
nerixonenus (3,8x10%/71), oTHOCUTE/IbHBIE I'PaHY/IOLUTOIIe-
Hust (45,8 %) 1 mumboruTos (43 %). MCV=99,8 ¢n.

[Tpr NOBTOPHOI TOCHMTAIM3ALMM KOHCTATMPOBAHO
3HAYNTENTBHOE CHIDKEHNE aKTUBHOCTY OCHOBHOTO 3ab0e-
BaHMA: OTCYTCTBME aHeMMM, HopManusanua yposHsa CPb
(0,334-0,185 mr/m), ymeHbllleHue (BIUIOTb [JO MCYE3HO-
BEHMsI) HEBPOIOIMIECKON U OQTaTbMOTOTMIECKON CUM-
nroMatuku. bombHOMYy BBefieHO 480 Mr TolMIM3yMaba,
COXpaHEH IPUEM 4 MI' METUIIPE/Ia BHY TPb, HA3HAYEH MUKO-
¢denomara Mogetun 50 Mr 2 pasa B ieHb JJIS ATIUTEIBHOTO
npuéma.

VITOroBbIii IMarHos: peuuauBUPYIOMINI IONUXOHIPUT,
aKTUBHOCTb 3 (TIEPMXOHAPUT IIPABON YIIHON PAaKOBUHBL;
XPOHUYECKUII SIUCKJIEPUT O0OMX IJ1a3; MUAIIMN MKPO-
HO>KHBIX MBIIILT; HeprdepuiecKnii HeSPO3UBHBIIL apTPUT
JIEBOTO TOJIEHOCTOITHOTO CYCTaBa, CYCTaBOB CTOIIBI; aKCO-
Ha/IbHAsi CEHCOPHAsl HEBPOIATHsI MaI00epIioBOrO HepBa
Ha JIEBOJI HIJDKHENl KOHEYHOCTM; IepudepudecKkas IMM-
¢dapeHomarus; cy6debpumureT; aHeMusA JIETKON CTEIeHN;
TPOMOOIUTO3).
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PABBOP KAMHMYECKUX CAVUIAEB

Pucynox. Bonvnoii C. Heiimpogunvhuiii depmamos Ceuma

Drawing. Patient S. Sweet neutrophilic dermatosis

B navanme 2022 r. (Ha ¢oHe yedeHVs TOLMIN3YMaboM,
MeTHUIIpeoM U MuKodeHomaTa Moderiom): MCV=100,6,
HopManbHbII ypoBerb CPB (3,3 Mr/m), aHTUHYK/IeapHBIi
¢dakrop mosbimeH: 1:320 (Hopma <1:160). Briepsble ama-
rHoctuposal (mpod. Kapnos B.II.) XOHAPOIEPUXOHAPUT
YeTBIPEXYTONIbHOTO XPAIIa HOCOBOJI IIePErOPOIKIL.

B cepepune anpena 2022 I. NOABUINCH BbICHIIIAHNA HA
KO)XKe BepXHell MOJIOBMHBI TY/IOBMIIA, IIeM, BOIOCUCTON
YacTHU TOJIOBBI B BUJIe OTEYHBIX U 3PUTEMATO3HBIX MY,
6msttek (puc.). BeimomHeHa 6MOIICHsT; MUKPOCKOIIMIECKIL:
YJacTKM KOXKI C 04aroBoil arpodueil anupepMuca 1 oda-
TOBBIM YMEPEHHBIM I'MIIepKepaTo30M. B lepMe BhIpakeHb
OTEK 1 Pa3BOJIOKHEHNE: BOKPYT COCYHOB, IPUAATKOB KOXIL,
a TaKKe MeXJY KOJ/IareHOBBIMU BOTIOKHAMU BBIABIIACTCS
3HAYNTEIbHAS BOCHAINTENbHAsA MHQWIbTpALUA U3 Cer-
MEHTOsIEPHbIX HEMTPOPUIbHBIX JIeIIKOLNTOB. [1cTonmorn-
JyecKas KapTUHa COOTBETCTBYET HeTPO(UIbHOMY JepMa-
to3y Csura (mpod. Uykos C.3.).

B anpene 2022 r. metogom MCKT BbIsiBIeHa mapaa-
opranbHasa muMapenonatua. [Ipu 9xoKI' oOHapyx eHbI
runeprpoduss Muokapaa 6asaTbHOTO OTHETA MEXOKENTy-
JI0YKOBOJI TEPEerOpPOSIKY, Hada/lbHAas CTEleHb JIeTOYHOI
TUIEPTeH3MM, KpaeBoe YIUIOTHEHNe IIPaBOTO IONYIyHUS
A0PTAJIbHOTO KJIAIlaHa, AM/IATAllMs AOPThl HA YPOBHE CHU-
HycoB BanbcanmbBbl 1 BOCXOJAILETO OTHENA, YTOJMIEHNE
BUCLIEpa/JIbHOTO JIMCTKA IepMKapha 3a CY€T HaCTOeHUA
¢ubpuHa. Bolma npoBeieHa ITyIbc-Tepariysl IMIOKOKOPTU-
kpocrepougamu (6e3 addekra). VHunMuposaHo nede-
Hue anmkcabaHoMm 5 Mr, 3ateMm (B mioHe 2022 T.) Tepamus

abaranenToM 750 Mr 1 pa3 B 2 Helle/u B Te4eHMe 3 MeCALeB:
TaKxke 6e3 ocoboro addexra.

IosiBunuck 607b, OTEK, MOIKOXKHAsA TeMaToMa B 00J1a-
CTM TIPAaBOTO aXW/UIOBA CYXOXKMIVA C ¥Y3-KapTUHON IOJ-
HOTO BHYTPHMCTBOJIPHOTO Pa3pblBa LIEHTPATbHON MOPLUU
BOJIOKOH CYXOXXI/MA C peTpakiyueil JUCTalIbHOTO KOHII,
BBIIIOTOM B IIOJIOCTM BJIara/IMINA CYXOXIWINA (TeHOCUHO-
BUT aXW/UIOBA CYXOXIINA).

[Tepecmorp rucronpenapara koxxu (09.06.2022). Boisas-
JIEHHbIE M3MEHEHIsA He IPOTMBOpEYaT JUarHO3y HENTpo-
¢dunpHOrO fepmarosa CBurta. OfHAKO HENb3sT UCKITIOUNTD
MHOTO(OPMHYIO 9KCCYLAaTUBHYIO spuTeMy. B cBsA3m ¢ no-
SIBJICHMeM HOBBIX BBICBHITIAHNI Ha KOXKe BEPXHUX 1 HIDKHIX
KOHEUHOCTell KOHCYNbTUPOBAH [epMaTOIOTOM: C Yy4eTOM
COTIPOBO>K/IEHVIsI BBICBITTAHWIT APTPAITUAMIL, OOIIUM HEO-
MoOTaHMeM He MCK/TIOUEH MTapaHeoI/IaCTYeCKIUI TeHes.

B mrone 2022 r. B HUW peBmaronorny mpoBefeHo re-
HeTmueckoe obcrenoBanme Ha Hammane cuagpoma VEXAS.
BbInoTHEHO 9K30MHOE CeKBEHMpOBaHNe, NMpU KOTOPOM
ITaTOT€HHBIE, BEPOATHO ITaTOT€HHBIE VI BapMAHTHI Heollpe-
IENEHHOTO KIMHMYECKOTO 3HaueHus B reHomMe UBA1 He
BBISIB/ICHBI.

II9T-KT B aBrycre 2022 r. (HMMUII um. B.A. Anma-
3oBa). Kaprmua aktuBHOro nmmdonponndeparnBHOro
3a060/IeBaHys C IOPaKeHMEeM LIEHHBIX, BHYTPUTPYRHBIX,
[OfIMBIIIEYHDBIX, BHYTPUOPIOIIHBIX 1 3a0PIOMINHHBIX,
Ta30BBIX, [TaXOBBIX MMMGOY3/IOB; OYary YIUVIOTHEHNUs Jie-
ro4Hol TkaHy B S2 1 B S10 mpaBoro n€rkoro MOryT CO-
OTBETCTBOBATb MPOSIBJIEHMI0O OCHOBHOTO 3abo0jeBaHUs.
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[Ipy TIMCTONOrMYECKOM MCC/IEHOBAHNN IAXOBOTO JIMM-
¢doysna: 06bIYHOE CTpOEHME y3/Ia yTPaueHO, MMeeT Me-
CTO OIYXOJb, IPECTABIEHHAs TMMQpOUIHBIMI KIeTKa-
M HeCKO/IbKO KpymHee Manoro nmmdonnra. Crpykrypa
Y UMMYHO(EHOTHUII ONYXO/IM B HaMOONbIIEl CTeIeH! CO-
OTBETCTBYIOT XPOHMYECKOMY MM(OLUTAPHOMY JIEIKO-
3y/mimMdome 13 MabIX TMMQOLUTOB.

OcHosHoti Ouaenos: Jlumpoma m3 Manblx MMMQONH-
toB/XJIJI, IVB CT. ¢ mopakeHneM IIEHMHBIX, HOAMbIIIEY-
HbBIX, MHTPaabIOMIHAIbHBIX, BHYTPUTA30BbIX, IaXOBBIX
7M$OY3TI0B, IPABOTO JIETKOTO.

Ocnoscnenue: AHemus 1 cT.

Conymcmeyrouuti OuazHo3: Penmpuupyommii mo-
JIMXOHAPUT C MOPAXKEHMEM OpraHa Cayxa (IepUXOHAPUT
VUIHBIX PAKOBVH), OpraHa 3peHns (3MUCKIEPUT), OOPHO-
IBUTATENbHOTO anmapara (apTpPUThl, apTPAITUU, TEHOCH-
HOBUTBI), KOXV (HEHTpOopmIbHbIA fepMaTo3 CBuUTa/MHO-
roopMHast 9KCCyJaTUBHAs 9pUTEMa), BOCXOJAIEN a0OPThI
(mmnatanus), nérkmux (o4ary yIUIOTHEHUS), acCOLMUPO-
BaHHBI C mMponponndepaTuBHbIM 3a60/IeBaHNeM, aK-
TUBHOCTb BBICOKAL.

Hapacranme axTMBHOCTM IIePUXOH[PUTA BBIHYAUIIO
YBeIMYNTD J[O3y MeTUIIpefia 10 32 MT/CYT C YMEpeHHbIM
HOIOKUTeNbHBIM 3¢ dextom. HasHaueHa crierpuduaeckast
MMMYHOTEpAINsi PUTYKCUMAOOM, TapreTHasi Tepalvsi Be-
HETOK/IAKCOM  (ramp-up), COIPOBOAMTENbHAS TepaIis
C L{e/IbI0 IMMYHOCYIIPECCHUI METHUIIPEOM U TIPEBEHTIBHAs
IPOTUBOBMPYCHASI ALINKIOBUPOM.

B panbHeiinem 3abonepanue nporpeccuposano. IIpo-
usolrIa TpaHcpopmanya IuMQOMbI U3 MajbIX MuMQO-
1utoB/XJUI B nuddysHyio B-kmeTouHYI0 KPYIHOKIETOU-
Hyto mumdomy CD5+, non-GCB Bapuant, bulky, IIB (Ann
Arbor) ¢ pedpaxTepHO-pPeIVIVBAPYOIVIM TeYeHMEM.
Pa3Bmics rMIOIIACTUYECKMIT BAPUAHT MUETONUCIIACTHU-
4eckoro cuHapoma. HecMOTpsi Ha Teparuio ITTIOKOKOPTH-
KOCTepOU/iaMIl, BEHETOK/IAKCOM, PUTYKCMMaboM, rmodu-
TaMaboM, 5-asauMTUAMHOM C Lenbio Koppekumu MJIC,
TpaHCQy3UsIMU KOMIIOHEHTOB KPOBI, IIPUMEHEHNe II0/IN-
XUMMOTEPANNH, IOMBITKY KOppekiuy T-KIeTOK HOHOp-
cKkyMM (ralIoCOBMECTMBIMM) TUMQOLTAMY, PA3BI/IICh
OC/IOKHEHMsI B Buje TPomb03a, CTepON/-MHAYLNPOBAH-
HOJT MMOIATNY, GENTKOBO-9HEPreTUYECKOil HeOCTATOUHO-
ctu u B aBrycTe 2024 rosia 601bHOI yMep.

O6cyxpeHue

PeBmarnueckass ~MaHudecTays
OIYXOJIell, KaK 11 PasBUTIE OIIYXOJIEBOTO IIpoLiecca y 60/b-
HBIX C PeBMATUYECKUMN 3a00/IeBaHMsAMN — OffHA U3 VH-
TepeCHENIINX CTPAHNL] BHYTPeHHel! maronorun. B ocHoBe
B3aMMOCBSI3Y JIEKUT OJHOBPEMEHHO OHKOTE€HHBIN 1 PEB-
MAaTOTeHHBIIl OTEHI[MA/Ibl Pas/INYHbIX TPy BUpycos (B,
C, B9B, nuromeranosupyca, HHV-8 u ap.), xummdeckux
(B TOM 4mcie JeKapCTBEHHBIX) (HAKTOPOB UM ayTOAHTUTe-
HOB (OHKOIIPOTENHOB, TYMOPCYIIPECCOPHBIX, mporudepa-
TUBHBIX aHTUTEHOB) KaK TPUITEPOB 0OPa30BaHMs aHTUTEN
C aKTUBALMEll ayTOMMMYHHBIX MEXaHU3MOB y OOBHBIX
C HOBOOOpPa3OBaHMAMM, OCOOEHHO
mu. IIpu aToM omyxosp 16O IpenlIecTByeT peBMarnde-
ckoMy 3aboreBaHUI0 (MCTMHHAS MapaHeoIUIasms), anbo

3/I0OKAYE€CTBEHHDBIX

réMaTO/IOTN4YECKI-

pasBuUBaeTCA BTOPMYHO IIO OTHOLIEHMIO K HeMy (P3 kak
¢daxTop pucka oHKomaronorun) [26].

Y 6onpHOro C. ImpoC/IeXeHa OTYET/IMBAsA BpeMEHHAA
CBA3b MeXAy MaHudecTamuerr 60mesHN 1 BaKIMHAIMEN
npotus Bupyca SARS-CoV-2, XoTa HeKOTOpbIe CyCTaBHbIE
¥ JJa>Ke [Ta3HbIe CUMIITOMBI IIPUCYTCTBOBAJIN Y HETO paHee,
B TeUeHIe HeCKOIbKYIX JIeT.

Juarnos PII 6ompHOMY OB ITOCTaB/IeH B KpaTdailiine
CPOKU C y4€TOM IIPUCYTCTBUS OFHOrO 6onbIioro (mopa-
JKEHMe IIPaBOJl YIIHOM PAaKOBMHBI) U ABYX Ma/bIX IIPU-
3HAKOB — 3IIMCKJIEPUTA VI HEIPO3UBHOIO, HeflepopMupy-
I0I[ero apTpura (C mopaXkeHreM CyCTaBOB KUCTH, CTOIIBL,
KPEeCTII0BO-TIOB3OLUIHBIX ¥ TPYAMHHO-PEGEPHBIX COUIE-
HEHMIT), K KOTOPBIM B (0JIee MO3[jHIe CPOKY IIPUCOEHN-
JIMCh XOHJPUT HOCA, TEHOCUHOBUT aXU/UIOBA CYXOXKIMINUS
(c BHYTPUCTBOJIBHBIM PaspblBOM BOJIOKOH), OB BBIAB/IEH
aopTut (pacumpenne KopHs aopTsl). [locnenHue 1Ba Buza
HOpPa>KeHVsI He BXOJAT B YMC/IO AMATHOCTUIECKUX KPUTEPU-
B, HO VX IIPUCYTCTBUE (B TOM 4ICJIe BIIEPBbIE ONMCAHHDII
npu PII TeHOCMHOBMT) SIB/ISETCS XOPOLIMM IOACIOPbEM
I/ OMArHOCTMKY, @ QOPTUT — emllé UM CBUJIETeNbCTBOM
«BuCIepanmu3anym» mpouecca. Habmopanucey y 601pHOTO
C. penkuit (3 %) BapMaHT Opa)KeHNUs CePALA B BIUJE Hepu-
KappuTa (o17I0KeHMe GuOprHa Ha BUCLIEPATbHOM JIUCTKE)
u mepudeprdeckas HeBPONATHs, BBIB/IsIEeMas paHee He
6onee, ueM B 4% crmydaes PII [7]. Boumi Takxe BBIABIEHbI
OYary yIUIOTHEHN A JIETOYHOI TKaHM.

Ha navanbHOM 3Tane 6071e3HM 0COOBIX COMHEHMII B I~
arHose He 6b1710, X0Ts HabmogaeMas mpu PIT BbipakeHHast
CHCTEMHOCTD ITaTOJIOTUY, COYeTaHHAA C BBICOKO aKTUBHO-
CTBIO 1 OTPAHNYEHHBIM OTBETOM Ha TePaINNi0 METUIIPEOM
Y METOTPEKCaTOM BBI3bIBajla HEKOTOpble BOIpOChl. O6-
paiano Ha ce6st BHMMaHue (B TOM 4ucie B riaHe anudde-
PeHIIMaIbHOTO AMarnosa) orcyrcraye y C. 1abopaTopHBIX
IPU3HAKOB ayTOMMMYHHOJI IIaTONOrMY, ¢ KOTopbiMu PII
mor 651 66T accoruuposad (AHIIA, AITIII, peBmarous-
Hb11 pakrop, anturena k JHK, k SM IgG, antunyxeapHele
aHTUTeNA U JIp.), MHOIZA II03BOJIAIOLIee OTHECTU PeLUfIU-
BUPYIOLINIT TOIMXOH/PUT K IPYIIIe ay TOBOCIIA/IUTEIbHBIX
3abonmeBaHul (HepegKO TEeHETUYeCKM OOYCIOBICHHBIX),
XOTA ABYKpaTHOe yBermdeHue yposua LMK (289 y.e. mpn
HopMe 0-120 y.e.) ¥ OGHOKPATHO BBIsIBIIEHHOE HebObIIoe
HOBBIIICHNE TUTPA aHTUHYK/IeapHOro ¢dakropa (1:320) He
HO3BOJISUIN BBICKA3aThCsI Ha 9TOT CUET yOeqUTENbHO.

[TepeTOMHBIM MOMEHTOM B JJMaTHOCTUYECKOM IOMCKe
ObIIO ITOSIB/ICHNE K KOHITY IIePBOTO rofia 60/1e3HI KOXKHBIX
HpOsIB/IEHNUIT B Bufie HeitrpoduabHoro nepmarosa CButa,
IPEefCTaBIIAILIEr0 CcOo00il BOCHATUTENbHYI0 HeMHpeK-
LIOHHYI0 KOXKHYIO PeaklMio ¢ Ipeo0afjaHueM B fiepMe
HeITPoUIbHOrO MHOUIBTPATA, OOBIYHO BO3HMUKAIOIIE-
r0 B OTBET Ha OIYXOJIb, IEKAPCTBO, IMMYHHBIe 00JIe3HN,
capkonpo3, 6omesup Bexuyera n gp. Kak usBectno, Cur-
CUHJIPOM, aCCOLMMPOBAHHBIN CO 37I0KaYeCTBEHHBIMU HO-
BoOOpasoBaHuAMU (dallle TeMaTONIOIMYeCKMMY, IpeuMy-
I[ECTBEHHO MUEJIOMIHBIMMI), COCTAB/IACT 3HAYNUTENBHYIO
4acTb (o 85%) cnydaes matonoruu [27, 28]. Hamnune e
KOXXHBIX IIposBaeHuit (cuHgpoMa CBUTa M OPYIUX) pac-
CMaTpUBaeTCs KaK OfMH M3 Hanboree pacIpoCTpaHEHHBIX
IMPU3HAKOB, BCTpevaromuxca B 90% cnydaeB cuHpoMa
VEXAS [29].
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PA3BBOP KAMHMYECKUX CAVIAEB

B artu sxe cpoku y 6omproro mpu MCKT 6bira BbIsB-
JleHa mapaaopraabHas muMdasieHoImaTnsA, XoTs emmé 8 Me-
cslleB Hasaj (IpUMepHO Yepe3 5 MecALeB I10CIe MaHupe-
ctanuy PII) mopmblieyHble 11 IaX0OBbIe y37IbI Pa3MepOM IO
3,0%x0,86 mmpu yIbTpa3ByKOBOM JICCIEOBAHNM OB BBIAB-
nenbl y C. B OTHOM U3 CTAI[IOHAPOB.

Tpe6oBano o6CyXaeHNs1 HaMYMEe Y MalMeHTa MaKpo-
LUTApPHOI aHeMUM IIPY HOPMaJIbHBIX 3HaueHMAX (omue-
BOVl KUCTIOTBI U BUTaMUHA B | B KpoBu. CreyeT OTMETUTD,
4TO 9TOT TeMaTONOTMYecKnii (peHOMeH OOHapyXUBAICH
y 6onbiumHCcTBa 60/bHBIX ¢ cuHgpoMoM VEXAS [30], mpu-
BOJIsI B TPETH C/Ty4aeB K HEOOXOMMOCTY HOBTOPHBIX TeMO-
TpaHcdysmit [31]. MakpolutapHas aHeMUs IIePHOANIECKI
conpoBoxkpanach y C. neiikoneHuei (HeiTpoleHueir) —
(dakTUYeCKN [BYXPOCTKOBOII LMTONEHNEN, BO3MOXKHO,
KaK NpPeIBECTHUK MUETOANCIIACTUYECKOTO CUHJIPOMA,
KOTOPBIiT HAOIIOAETCSI B CPEHEM Y IIOTIOBUHBI GOIBHBIX
¢ cunppomom VEXAS [30, 32] u xoTopslit pasBuics Ha
¢unanbHOM OTpeske 60/1e3HM Ha (hOHe NMPOBOAMMON Liy-
TOCTaTMYECKON Tepanuy. YUUTbIBas 9TU JAHHBIE, B MIOHE
2022 roga ObIZIO IPOBEEHO IeHEeTHYECKOe JCCIefOBaHIe
Ha Hayaue cuHpgpoMa VEXAS, mokasaBiiee oTpuiaTeb-
HBIII pe3y/bTar.

3aknueHue

ITpu comocTaB/ieHNN KIVMHUYECKUX U Ta00paTOPHBIX
nauHbix 6ompHOrO C. ¢ VEXAS-HeraTnBHBIM I1apaHeoIrIa-
ctuyeckuM PII u pesynbraros, monydeHHbsix M.-Y. Khitri
et al. [33] na momyyanym 55 6onbHbIX ¢ VEXAS-PII, MbI
KOHCTaTMPOBA/IM HPUCYTCTBME B OOOMX CIydasX TaKuUX
KJIMHUYECKNX IIPU3HAKOB, KaK TUIEpTepMUs, IOpaxe-
HUe KOXI, I7a3, cepiua (aopThl), JTErKMUX, acCOLMaliyis
¢ MJIC, nuskas 3¢ beKTMBHOCTD /IeYeHNs U IIOXOIL IPO-
THO3, U3 4Yero CJefyeT, 4TO, BO-IIEPBbIX, COUYETaHME BbI-
cokoakTuBHOro PII ¢ MMPOKMM CIIEKTPOM KIMHMYECKUX
IpOAB/IEHMII, BKMoYass cuHApoM CBUTa, MOXET Xapak-
TepU30BaTbCA TKENMBIM, HMPOTPECCHPYOIIMM TedeHNeM
MIOJIMXOH/IpUTA He3aBUCUMO oT npucyrctsus VEXAS, u,
BO-BTOPBIX, cyyau PIT ¢ VEXAS-HeraTuBHOCTbIO, IEMOH-
CTPUPYIOLINE BBICOKYI0 AKTMBHOCTb, HMIMPOKMUI CIIEKTP
KIVHIYECKUX MPOSIBIEHNIT (B TOM YIC/Ie BUCI[ePaTbHBIX)
IpU OTCYTCTBUU JIAOOPATOPHBIX IPU3HAKOB ayTOMMMY-
HU3ALMM JO/DKHBI PACCMATPUBATHCA KaK IPOTHOCTUYECKN
He6TaronpuATHLI (BO3SMOXKHO, TeMaTONOTMYECKUIT) ero
BapMaHT.
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