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B PE3IOME

BeepeHmne. MoHoknoHanbHas raMManaTisi — 3To reTeporeHHas rpynna 3060M1eBaHMIM, CBA3AHHBIX C 06PA30BAHMEM KO-
HO NNA3MATUYECKMX KNETOK B KOCTHOM MO3re U CeKpeLmen NapanpoTenHa.

Llenb: npeactasuts knnHmnyeckue HabnoaeHus, oeMoHCTpUpyowme 3bdeKTUBHOCTb Tepanuu y BOMbHbIX CKIIEPOMMUKCERE-
MOM, ACCOLMMPOBAHHOM C MOHOKJIOHQbHOW FTAMMANATUEN.

OcHosHble cBepeHusi. CkiepoMMKCeLeMa SBNSETCS OOHUM M3 AEPMATONOTMYECKMX MPOSBNEHNIH MOHOKIOHAbHOM FOM-
manatun. XapakTepusyeTcs ynnoTHEHUEM KOXM M3-30 U3BBITOYHOTO OBPA30BAHMS 1 OTIIOXEHUS MyLIMHA B A€ PME, BOBNEYE-
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BN ABSTRACT

Introduction. Monoclonal gammapathy is a heterogeneous group of diseases associated with the formation of a clone of
plasma cells in the bone marrow and the secretion of paraprotein.

Aim: to present clinical observations demonstrating the effectiveness of therapy in patients with scleromyxedema associated
with monoclonal gammapathy.

Main findings. Scleromyxedema is one of the dermatological manifestations of monoclonal gammapathy. Itis characterized
by thickening of the skin due to excessive formation and deposition of mucin in the dermis, involvement of internal organs in
the process. Without therapy, this condition can cause complications from the gastrointestinal tract, respiratory, cardiovas-
cular and nervous systems. An effective treatment method is clone-reducing therapy using proteasome inhibitors, antitumor
immunomodulators, alkylating drugs, glucocorticoids, as well as subsequent melphalan chemotherapy, and autologous he-
matopoietic table cell transplantation. As a result of the treatment, regression of dermatological manifestations and complete
reduction of the clone of plasma cells were achieved.
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Beenenune

MoHok0HaTPHAS TaMMAaIaTUsl HEONPEAEJEHHOTO 3Ha-
genuss (MI'H3) — cnexrp paccrpoiicts, xapaxrepusy-
IOLMIHACS] KJIOHAJIBHOM nposnudepanmeil NaasmMaTuyecKkux
kyerok (menee 10% B kKocTHOM MoO3re), HaaMuMeM MO-
HOKJIOHAJIbHOU cekpenuu napanporenHa (menee 30 r/m)
M OTCYTCTBHEM XapPaKTEPHOTO AJISI MHOXKECTBEHHOMN MUe-
aombl cumnromokomiiekca CRAB (runepkansumemus,
MoYevYHasi HeAOCTATOYHOCTb, AHEMMS, OCTEOAECTPY KIIMSI)
[1]. Cexperupyemslii MOHOKJIOHAJIBHBINA MPOTEUH IPEA-
craBasier coboit ummynornoOyaun (Ig) knaccos IgG, IgA,
IgM, pexe IgD, IgE u mosxer npucyrcreoBars B Buze
JIETKUX 1IeMel, He CBI3aHHBIX HU C OJHOU TIXKEJIOU 1IENbIO
(cBobomnas nerkas uens) [2]. MI'H3 obuapyskusator
y 3% moneit crapuie 50 sner [1]. Yawe sBcero MI'H3 npo-

TEKaeT 6eCCI/IMHTOMHO, " Tpe6yeTCH JIMIIb peryJisipHoe

nabmonenne. OQHAKO B HEKOTOPBIX CJIydYasix, HECMOTPSI
Ha JIATEHTHOE TedeHUe, BO3HMKAeT MOPa’keHUEe OPraHoB
BCJaeACTBMME TOKCHMYHOCTHM MOHOKJIOHAJIBHOTI'O I/IMMyHO-
Fﬂ06yJII/IHa, HN3MEeHEHUU B I/IMMyHHOI‘;I cucreme, CeKPeHI/II/I
IIMTOKMNHOB, CBSA3aHHBIX C HAJUYUEM KJIOHAJbHBIX I1J1a3-
MATHUYECKMX KJIETOK. TaKI/Ie CI/ITyaU;I/II/I peﬂKI/I, U OHU
He cpasdy paclo3HAITCS.

[Taronornyeckue mnpoueccesl, 06yc/IOBIeHHBIE OOBIYHO
He6OJIBHII/IM KJJIOHOM IIJ1a3MAaTHM4YECKHNX KJIETOK, CereLlI/I-
e HapaHPOTeHHa U HAJNYUEM CHeHI/I(i)I/I'{eCKI/IX CHUMIITO-
MOB, Hoﬂqu/I.HI/I Ha3BaHUE MOHOKJIOHAJbHOM raMmalmaTuu
kaunudeckoro snavenus (MI'K3) [2, 3]. MI'K3 moxno
pa3;[eJ'II/ITb I10 BOBJICYEHHBIM B HpOLLeCC OpFaHaM: IIO4YKMU,
nepudepuveckue HepBbl, asa, remocras, Koska [4—6].
Monoxknonanbuas

rammaliatTvsda IIO4Y€4YHOI'o 3Ha4YC€HUus
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NPOSIBJISIETCS TJIOMEPYJISIPHBIMM 3a00JeBaHUAMU, TyOy-
JIOTIATHUSIMU U COCYMCTBIMU MOPA’KEHUSIMU C PA3JIMYHbI-
MM KJMHUYECKMMHU nposiBaeHusmu. VoHokioHnanbHas
rammanarusi, accoluMupoBaHHasi ¢ nepudepuueckoi
HefponaTvel, MOJydYn/Ia Ha3BaHUE NapanpoOTEMHEMMYe-
CKOHM HeHpOnaTuu, NpH Hel MOPa’kaloTCsl ABUTATEJbHBIE,
4yBCTBUTEJbHbIE WJIM Ba30MOTOPHBIE HEPBHBIE BOJIOKHA,
YTO MPOSABJISIETCS OHEMEHMeM, MOKaJblBaHUEM U cJabo-
crbio B koHeuHoctsax [4]. [lopaskenue porosuus npu ram-
manarusix BcTpeuaercss meHee uem B 1% ciaydaeB u xa-
PaKTepUsyeTCsl MOCTENEHHbIM yXyAlLleHuem 3penust [5].
MomnokoHanbHasi rammanarusi TPOMOOTHYECKOTO 3Ha-
YeHUus TMPOSIBJSETCS PeuUUBUPYIOLMMU Tpombosamu
u TpombonuTonenueii [6].

IIpn MOHOK/IOHAJIBHOM raMManaTUN KOXKHOIO 3HAYEHU S
(MI'Ko>x3) Bosnukawor nopakenus koxu. [lopaskenus
KOXKM BCTPEYAIOTCS TMPU  PA3JMYHBIX IJIa3MOKJIETOY-
ueix 3abonesanusax. [lpy POEMS-cunnpome Bosnuka-
0T TMIEPIUTMEHTALNS, AKPOLMAHO3, TEJEAHIMOKTA3HUS,
runeprpuxos u yrosmenue koxu. [lns AL-amunonnsa
crienudUUHbBI TEpUOPOUTATIbHAS U JULEBas Iy PILypa, AU-
crpodus HOrTel, XapaKTepuayoILascsi OHUXOPEKCUCOM.
Y GonbHBIX ¢ KpHOrIOOyIMHEMMEH HAbIIOAAIOTCS BOCIIA-
JINTEJIbHBIE MAKYJIbl MJIM MAILYJIbl, FeMOPPAru4ecKre Kop-
KM, pyOIbl, aKpPOIMAHO3 U ceTyaToe Juseno. |lpu nuas-
MOLIUTOME KOXXM BCTPeYaloTcsl KpacHble, (uoserosble
GesbonesHenHble ysenxy, aud@ysHass SPUTEMATOZHAS
coinb. Knmunueckue npossnenns npu MI'Koxx3 moryr
ObITH BHI3BAHBI OTJIO’KEHUEM MOHOKJIOHAJIBHOTO MUMMYHO-
r106y/IMHA, AKTUBHOCTBIO Ay TOAHTUTEN UJIM OMOCPEI0Ba-
HbI UUTOKMHAMM 1 MHBIMU MEXAaHU3MaMHU, KOTOPbIE MHLY-
nuposansl maasmarnyeckumu kaerkamu. [Ipu MI'Kox3
HanboJlee YACTO BCTPEYAIOTCS TAKUE COCTOSIHUSI, KaK CHH-
npom lluunsepa, HekpobuoTnyeckas KCaHTOrpaHyJema,
[LUIOCKAsl KCAHTOMA, CKJIEPOAEpMa U CKJIEPOMHKCeIeMa
[3]. Cnenosarensno, MI'Kox3 mosker accoumuposarbcs
C PpasJIM4YHBIMU [EPMAaTOJIOTUYECKUMM 3a00JIeBaHUAMY,
CPeAY KOTOPBIX BBIAEJSIIOT CKIEPOMUKCEAEMY.

Cknepomukcenema Apnara — lorrpona, ussecTHas
TaK>Ke KaK IreHepaJIM30BaHHbBIM MUKCeIeMaTO3HbIN JTUXEH
WJIM NaIlyJIe3HbIA MyUWHO3, IPeaCcTaBsieT coborti peaxui
[epMAaTo3 U3 IPYIIbl MUKCEAEMATO3HOIO JIMXEHA, B OCHO-
Be KOTOPOIO JIEXKUT IATOJOIMYECKOE OTJIOXKEHUE B KOXKE
rIMKO3aMUHOrIMKanoB, nponudepanus ¢ubpobaactos
u passutue ¢dubposa nepmel. [lepsuunas manudecra-
s 3ab0s1eBaHUS 9ACTO BO3HUKAET y OOJIBHBIX CPeHero
Bospacra. B perpocnexkrusnom mccaepoBanun (7 = 30)
cpenuuit Bogpact cocrasua 59 ser. Kunnunveckue npo-
SBJIEHUS] BKJIIOYAJIU OJIECTSIIME MOJLylIAPOBUAHbBIE Ia-
MyJbl U CKJIEPOAEPMOIOfOOHOe yrioTHeHUe KOoXH [7].
Ckiiepomukcenema TedeT HENPEACKA3yeMO U IOPAXKaeT
TaKye BHYTPEHHHME OPraHbl, KaK CEpALE, MOYKH, JETKUE,
LleHTpaJIbHAasi HEPBHAsl CHUCTEMA, BO3MOXKEH JIeTaJIbHBIN
ucxon [8]. ¥ 90% GonbHbIX HAGMIOMAETCS TIIA3MOKJIETOY-
Hasl QUCIJIA3us C CeKpelreill aHOMaJbHOIO MMMYHOIJIO-
oynuna. B Gosee yem 80% rakux ciayvaeB nmeer mecTto

MOHOKJIOHanbHast rammanarus tuna IgG (vame Bcero
AsMOA-TUNA), TOTAA KaK peyke BCTPEYAIOTCsl MOHOKJIO-
nasbnble Bapuaunn IlgM (kanna), IgA (xanna) nam IgA
(11mbna) [9]. dpyrue onyxosesble 3a601€BaHMS CUCTEMBI
KPOBH, BKJII0Yasi MHOYKECTBEHHYI0 MUEJIOMY, BCTPEYAIOTCS
menee yem B 10% ciyuaes y GOJBHBIX CO CKIEPOMUKCEE-
moti [7, 10].

Otnosnorus ckiaepomukcenemsl Apuara — l[orrpona
HEU3BECTHA, a TOYHBIA I[ATOreHe3 He  U3y4YeH.
OrnnuurenbHoii uepToil 3aboseBaHUS SBJSETCS MPOJIH-
depanus nepmasbHbIX GUOPOOIACTOB, CUHTE3UPYOLINX
60JIbIIOE KOJIMYECTBO MNIMKO3aMUHOIJIMKAHOB, BKJIIOYAS
rMaJlypOHOBYIO KHUCJIOTY. B pasnpHeiiem npoucxomur
O6uosormveckasr aerpajanusi MOJIEKYJ THMaJly POHOBOH
KHUCJIOTBI C 0Opa3oBaHMEM U OTVIOKEHUEM MYILIMHA B JIEP-
Me M BHYTPEHHMX OpPraHax. OTO IPHUBOAUT HE TOJIBKO
K KOXXHOIM CMMIITOMATHKE, HO U K MATOJOIMU CO CTOPOHBI
>KEJLYJOYHO-KUIIEYHOI O TPAKTA, AbIXaTEJbHOM’, CEPAEIHO-
cocyaucTo u HepsHoit cuctem [9, 11, 12].

VMmeercss B3ammMoCBsI3b MEXAY CKIEPOMHUKCENEMOM
Y MOHOKJIOHAJIBHOM rammarnarueil, HabJronae Mo y 6oub-
IIMHCTBA OOJBHBIX, OJHAKO MeXaHM3M BJIMSHHUSI Hapa-
nporenHa Ha pAejeHue (uUOPOOIACTOB He yCTAHOBJIEH.
BeposiTHo, nsonuposaHHON mapanpoTeMHEMUN HEAOCTA-
TOYHO /11 CTUMYJISILIMU 0Opa3oBaHMs INIMKO3aMHUHOIIU-
kaHoB u kosutareHa. Ilpeamonaraior, uro Taxkue wuTO-
KUHBI, KaK uHTepseiikun-1, pakrop Hekposa omyxoau O
u tpancpopmupyromuii daxkrop pocra [3, urparor maro-
renetudeckyo pouas [7]. Tpanchopmupyromuii dakrop
pocra [} yyacTByeT BO MHOKeCTBE MPOLECCOB, BKJIOYAs
PEryJISIINI0 PEMOAEIUPOBAHUSI BHEKJIETOYHOIO MATPUKCA
U aKTUBHOCTb MATPUKCHBIX MeTassnonporeunas [13, 14].
B nosnp3y naHHOro naroreHeTM4E€CKOro MexaHU3ma CBUJE-
TEJIbCTBYET perpecc KJIMHUYEeCKUX NpOsBJIeHUH, Habuio-
JaeMbli NpU MPOBEAEHUM UUTOPEAYKTUBHOU Tepamnuu,
HANPABJIEHHOU HAa 9PAJMKALMIO KJIOHAJIBHBIX MJIa3MaTH-
yeckux kiaetTok [156-17].

Kiannunueckas xapruna ckiaepomukcenembl ApHara —
lorrpona cnennduuna. CHauana KoXKHBIA marosorude-
CKMH NPOLIECC HOCUT OTPAaHUYEHHBIU XapaKTep U ITPOSIBJISI-
€TCst Crpy NI POBAHHBIMU IIJIOTHBIM U MOJLY LIAPOBUAHBIM U
HamyJamM C BOCKOBHM/IHBIM OJIECKOM, 3a4acTylo COIpPO-
Boxkaaercst dyaom. [lamynsr umeror pasmep or 1 go 3 mm
B IMaMETPE U PACIIOJIOKEHBI HA OTEYHOM 9PUTEMATO3HOM
done. IlpeumyiuecTsennas JOKaaM3alUsi BbICBITAHUIMA:
Ha JIMLe, YUIHBIX PAKOBUHAX, llI€€, BEPXHEU 4aCTU TYJIO-
BUIIA U pasrubaTesbHBIX MOBEPXHOCTAX BEPXHHUX KO-
HEYHOCTEMN, Ha THUILHON nosepxHocTu kucreit. llpu atom
cauauctble 060104KU cBOOOAHBI OT Bbichinanuii. 1o mepe
nporpeccuy 3abosieBAHUS KOJUYECTBO TUMUYHBIX d¢d-
JIOpPEeCLEeHIMH yBeINIMBAETCS, OHU CJIMBAIOTCS, obpasys
OYaru MOPa’KeHMsI C BBIPAXKEHHBIM YILIOTHEHHEM IOJJIe-
)Kalled KO>KH, KoTopasi IpuoOpeTaeT CHHIOLUIHO-PO30BbIH
orreHok. B pesynbrare yTosmeHus u MHAYypauumn KOXU
OHa C TPyAOM cOOMpaeTcsi B CKJAAKY, 4TO 3aTPy/AHSET
MOABUKHOCTB CyCTABOB. OTO COCTOSIHUE MOYKET IIPUBECTH
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K PasBUTHIO KOHTPAKTYP, OrPaHUYMBAIOIUX (YHKIINIO-
HAJIBHOCTb CYCTaBOB W BBI3bIBAIOIINX OOJIEBbIE OLLY LIEHUS
[8, 18, 19]. Ilpu BoiparkeHHOH MHPUIBTPALNN KOKY JHLA
B 00/1aCTH MEepeHOCHIIBI M HaAOPOBHBIX AYT 00pasyroTcs
riy6oKMe MPoaoIbHbIE CKJIALKH, & HA TIOIOOPOIKE — CJIH-
BaIOLMECs] NAMyJbl. DTO NPUAAET JHUIY MacKOoOOpasHbIH
BUJ, B TSDKEJBIX CJIydasiX OHO HAIlOMHUHAET «JIbBUHOE
auno». Y 6onbubix ¢ qud@ysHbIM OTI0KEHNEM MyLHHA
TaK>Ke HaOJI0JAI0TCS MHOYKECTBEHHbBIE CKJIAIKU Ha KOXe
TYJIOBULIA, YTO HA3bIBAETCS «[IPUSHAKOM LIAPIIest», KUCTH
PYK CTAHOBSITCSI OT€YHBIMHU M IPUHUMAIOT JIAII00OpasHbIii
BUJI, & KOXKa KHCTEMH 3a C4eT OOMJIM S MAILyJIE3HBIX BBICHIIA-
HUI cTaHOBUTCS MofobHa xabbeii. Boamoskno passutue
ckiaepopaxktuiany, cuaapoma Peiino. B nekortopsix ciiyua-
X HaJl IPOKCUMAaJbHBIMHM Me>K(aJaHIOBBIMM CyCTaBaAMH
ONpenesNseTCsl LEeHTPaabHasi BHAJAMHA C IPHUIIOLHSATHIM
kpaem («npusHak nmoHumkar) [8].

[1pu cknepomukceneme MoryT HAGIIOAATHCS TOPAYKEHU ST
BHYTPEHHMX OPraHOB, AHAJIOTUYHBIE TEM, YTO BCTPEYAIOT-
cs npu ckaepopgepmun. OnucaHpl NOpar>keHU s MULLIEBOA,
unccbarnei/’l,
MOYEYHBI KPU3, MUOMNATUSI U TS>KEJbIH AeCTPYKTUBHBIN

[ POSIBIISTIOLLAECS] CKJIEpOepPMONOI00H b
nosmaprpur [20, 21]. BoamosxHo nopasxxenue cepaua, mpo-
SIBJISIIOLIIEECS] CEePAEYHON HeJOCTATOYHOCTBIO, CHMYKEHHOM
dbpaxuueii Boibpoca, uniemueil Muokapja U MepuKapau-
tom [22]. Penxum ocnoskHeHUneMm siBisieTCSl AepMaTO-He-
POCHHIPOM, KOTOPBI MaHUQECTUPYET JUXOPALKOH, SH-
nedaJionaTueii, B TSYKENbIX CIydasx — Komoi [22-24].

[Ipn rucronormueckom wuccieqOBaHUM IOPA’KEHHBIX
YYaCTKOB KOXKM BBISIBJISIIOT TPUAJLy NPUSHAKOB: OTJIOMKE-
HUS MyLIMHA, B OCHOBHOM COCTOSILIETO M3 IMaJly POHOBON
KHMCJIOThI, B BEPXHel U cpeAHel 4YacTaX PeTUKYJISIPHOM
nepmbl, GpubPO3 U HEPABHOMEPHO pacrpejieJeHHble Mpo-
mudepupyromue dubpobaactel. Kpome Toro, cybonno-
TeJVaJIbHblE M MHTEPCTULHAJIbHBIE OTIOXKEHUS MyILIMHA
OOHApPY>KMBAIOT B MOYKAX, JETKUX, MOJIKELYJOTHON e~
nese, HagnodyeuHukax u nepudepuyeckux Hepsax [25].
Jnarnos «ckjaepomMuKceema» yCTAaHABAMBAIOT HA OCHOBA-
HUM HAJIW4Us T€HEPAIN30BAHHBIX IMAILyJE3HBIX BBICBINA-
HUH, CKJIEPOAEPMOIIOL0OHOTO Y IIJIOTHEHUS KOXKHU, OTIIOMKE-
Hus mynuna, nponudepanuu Gubpobracros u dubpos,
OIPE/EISIOIMXCS IPU FTMCTONATOJOIMYECKOM UCCIIE0Ba-
HUY; MOHOKJIOHAJIBHOM raMManaTHu U OTCYTCTBUS 3a00-
JeBaHUM WUTOBUAHOU >kesesbl [25]. Ckaepomukcenema
ABJISIeTCSl peAKUM 3abosieBaHMEM, MO OTOH NpUYUHE
He pa3paboTaHbl TepaneBTUYeCKUe PEKOMEHIALUH, OCHO-
BaHHbIE HAa KJIMHUYECKUX MCCJIEJOBAHUAX. |OUHBIE IpPU-
YMHBl 1 MEXAaHU3MBI Pa3BUTHSI MYLMHO3a B HACTOSILEE
HEUBBECTHBI, YTO 3aTPYAHSIET ONpPEAEIeHNE OCHOBHBIX Te-
paneBTUYECKUX MUILIECHEMN.

Bonbusle MI'Kox3, nporekaroweit mo tumy ckiepo-
MMKCEIEMBI, B IIEPBYIO OY€PEb MONAAAIOT B I10JI€ 3PEHUS
[IEpMAaToJIOroB M B AAJIbHEHIIEM — PEBMATOJIOrOB, KOTO-
PbI€ HCIIOJIB3YIOT TEPANEBTUYECKUI MOAXO/, OCHOBAHHBIN
Ha MPEeAIOoJI0XKEHUH, YTO IPUIMHON JaHHOro 3a00JIeBaHMSs
aBasieTcst uMMyHHast aiucdyHkuus. B aTom ciayuae B kave-
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CTBE OCHOBHBIX CPEACTB TEPANUHN IPUMEHSIIOT CUCTEMHbIE
ITIOKOKOPTHUKOM/1bI, HOPMaJIbHbII UMMYHOIJIOOY/IUH B BbI-
COKMX [103aX Y MOHOKJIOHAJIbHEIE aHTUTeaa. VlHbie meTombl
JIeYeHUsI HAIIPABJIEHBI HA IIOAABJIEHHUE IIOILYJISIIIUH OILYyXO-
JIEBBIX IJIA3MATUYECKUX KJIETOK, MPOAYLMPYIOLMUX apa-
nporenH. OHM BKJIIOUAIOT KJIOHPEAY LUPY OLLY 0 TEPAIIHIO,
COCTOSILLY 0 U3 MHIMOUTOPOB MPOTEACOM, TPOTHBOOILY X0~
JIEBBIX MMMYHOMOLYJISITOPOB, AJKHUIMPYIOUHUX IIpernapa-
TOB, IVIFOKOKOPTHKOCTEPOUI0B, MOHOKJIOHAJIbHBIX AHTHUTEJ
k CD38, TpaHcniaHTanuMIO ayTOJOTMYHBIX MEMOMOITHYE-
ckux crososbix kiaetok kposu (ayto-TT'CK) [3, 17, 26].

Ilean nacrosiiero coobueHus — MNpeacTaBUTh Pa3HO-
o0pasue KJIMHUYECKUX MPOSIBJIEHUH, TSIXKECTU TedeHus,
CJI0YKHOCTU AUATHOCTHKM U 9(pdeKTUBHOCTh KJIOHpeLy-
LUPYIOLIeH Tepaluy IIPU CKJIEPOMHUKCeaemMe, aCCOLUMUPO-
BAHHOM C MOHOKJIOHAJbHOU rammarnaTuei.

Knunuuecroe nabuwodenue 1

Myskuuna, 60 ner, B asrycre 2020 r. B Bogpacre 55 ser
BIEpPBbIE MPEeAbsBUII JKaJO0bl HA OHEMEHHE JINLA, MEJIKO-
Y3J10Bble 0OpPa30BaHMS HA THIIBHOM NOBEPXHOCTH MAJIbLEB
PYyK M HOL, OTEYHOCTb M OLLYLIEHWE CTATMBAHUS KOXKHU
KHCTEH NpU CKUMAaHUM B KyJaK, a TaK>Ke YTOJIIeHUe
KOXXM CHUMHBL Dbln obciieoBaH peBMaToJIOroMm, ycTa-
HOBJIEH [IMATHO3 — [€PMAaTOMHO3UT, MOJLy4YaJ B TE€UEeHUE
HOJIyrofia NpeAHU30JOoH B fo3e 5 mr/cyT. Ges addexra.
B asrycre 2021 r. o6cnenosan 8 DI'BHY <HUUNP umenu
B. A. Haconosoii», rae Bnepsbie Gbliia 0OHApy>keHa MOHO-
kionanbHas cekpenus PlgG nambna 2,8 r/n, B cBasu ¢ uem
Obl1a BhIMoOHEHA buoncus koxu. [lpu rucronornyeckom
MCCJIeJOBAHWY BBISIBJIEHbl HE3HAYMTEJbHBIA MaNUJIOMa-
TO3 C BBIPA’KEHHbIM KEPATO30M, CJ1a0bIM aKAHTO30M, CJIOU
snuaepmuca Obun auddepeHMpoBanbl, OOHapyskeHa
NOAYEPKHYTOCTh OasanbHOil mMembpanbl. Bokpyr cocy-
JIOB COCOYKOBOT'O CJIOsl Oblia c1abo BbIpa’keHHAs! JUM-
dorucrnonurapnas peakuus. KossareHossle BosiokHa
ObIn pparmMeHTMPOBAHbI, COKPAILIEHbl, MECTAMHU OTed-
Hel u ubposuposanbl. [lpu oxpacke ToIyHAMHOBBIM
CMHMM — COMHUTeJbHas meraxpomasus. |lpu oxpacke
aJIbLMAHOBBIM CHHMM ONpeessaach caabo BbIpaskeH-
Hast myuuHosHas peaxums. Onucannas rucrosormdve-
cKast KapTuHa OblIa XapaKTepHa AJIsl CKIEPOMUKCELEMBI.
AnTtunykieapupiii pakTOp He BbISIBJIEH; KJIMHHUYECKUH,
OUOXMMUYECKUI aHAJMU3bl KPDOBU B HOPME; IPU 9XOKap-
auorpaduy BBISBIEHO HE3HAYUTEJBHOE, FeéMOJMHAMMYE-
CKU HE3HAYMMOE YILIOTHEHHE CTBOPOK AOPTAJIbHOIO, MHU-
TPaJIbHOrO KJIANIAHOB.

BosbHomy ObL1 ycTaHOBJIEH AMATHO3 <«IIPOrPECCUPY-
IOIUA CUCTEMHBIM CKJIEPO3» U TIPOBOAUIACH MMMYHO-
CyNpecCUMBHAsl Tepanusi MeTHJNPEAHU30JIOHOM B [03€
12 mr/cyr., Toumnusymabom 600 mr u mysnbc-tepanus
MeTUANpeAHN30J0HOM. B pesysnbrare seuenus ormeveH
HEe3HAYMTeJIbHbIM perpecc KOXXHbLIX MPOSBJIEHUN B BuUJe
YMEHBLIEHHS] OTEYHOCTH U OLLYILUEHUS CTSIHYTOCTH KOXKU.
Jlerom 2022 r. 601bHO# GBI TOBTOPHO rOCIUTAIU3UPOBAH

B OI'BHY (HMMP umenn B.A. Haconosoit» ¢ Tem >xe
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| KMMHUYECKME HABIOOEHNYS | CASE REPORTS |

A/A

5/B

PMCYHOK 1. Koxa BEPXHMX KoHeyHocTel: A — [0 nedeHna: CrpynnmMpoBAHHbBIE BOCKOBMAHbLIE MANYbl, PACNONOXEHHbBIE HA I'IJ'IOTHOFI, 3pMTeMGTO3HO;I KOXe TblfbHOWM NOBEPXHOCTH

KNCTM «xabbs KOXa»; B NPOEKUMN NOOKCUMATbHBIX Me)Kq)(]J'IOHI’OBbIX CyCTaBOB ONpefenseTcs «CMMNTOM NMOHYMKA»; b — nocne neyerus

Figure 1. Skin of the upper limbs: A — before treatment: grouped waxy papules located on the dense, erythematous skin of the dorsum of the hand “toad skin in the projection of the

proximal interphalangeal joints, a donut sign determined; B — after treatment
nuarnoszom. Ilposopman
156 mr/cyT., rugpoxcuxaopoxunom 200 mr/cyr., ogHoxpar-
HO BBOAMJIN HOPMaHBHBIﬁ I/IMMyHOFJIO6yJII/IH B 03¢ 20 T.

Tepanuilo NOPeIHU30JOHOM

HecmoTps Ha neueHmne, KOXKHbIE M3MEHEHUS! HAPACTAJIU.
BonbHomy Gblia HazHaueHa AJIMTENbHAS HENPpepbIBHAS Te-
panus METUIIIPEIHU30NI0HOM B f03e 12 mMr/cyT., HO KO-
HbIE UBMEHEHM S TPOAOJKAJH TPOrPECCUPOBATD.

B oxrabpe 2024 r. 6onbhoit 6b11 06cenoBan B OI'BY
«HMMWLIL remaromornn» Munsgpasa Poccun. Ilpu no-
CTYTMJIEHUU AJIMTEJbHOCTb JIEeYeHUsl COCTaBJSAIA yKe 0O-
Jee 2 JIeT, HO KO Hble TIOKPOBBI ObLIN MATOJOTMYECKH U3~
menenbl. OTmeuasoch MHOXECTBO CrPyNIHUPOBAHHBIX
IJIOTHBIX JIMXEHOMAHBIX NAILyJl AUAMETPOM 10 3—5 mm,
OKPYTJIOi (pOPMBI, TEJECHOrO LBETA, C XaPAKTEPHBIM BOC-
KOBUAHBIM 0OJIECKOM, PACIIOJIO>KEHHBIX TPEUMY LIeCTBEHHO
Ha OTEYHOM, YTOJIIEeHHON 9PUTEMATO3HOM KOXKe ThIJIbHOM
MOBEPXHOCTU KMUCTeH. VIameHeHns BUsyaapbHO HamomuHa-
au «©Kabbio koky» (puc. 1 A).

Han npoxcumanbubimu  mesxdasaHroBbIMU  CyCTaBa-
Mu 0benx KuCTeH ObLI OOHAPY)KEH CHMIITOM <«IIOHYH-
ka». Tunuunse addropecueHnun BusyanInsupoBaIncs
Ha YIIHBIX PAKOBUHAX, B O0JIACTAX 3ayLIHBIX CKJAIOK,
Ha 3a/Hel IOBEPXHOCTH 11U, ThIIIBHON OBEPXHOCTH CTOII
Y NaJiblieB HU)KHUX KOHEYHOCTeH. 3a CueT BhIparKeHHOM
nHQUABTPALMY U OTJIOXKEHUSI MyLIMHA B iepMe Habroza-
nace auddysHas MHAYpanus BCEro KOXKHOTO MOKPOBA:
KO’Ka MPM NaJbNaluu OblIa MJIOTHOM, C TPyAom cobupa-
nack B ckaaaky. Jluno npuobpesno mackoobpasusii Bug,
CTaJI0 AMUMUYHBIM, OOJBHON HE MOT MOJTHOCTBIO OTKPbI-
Barsb por (puc. 2 A).

BoBieuenne koM rpyaHON KJIETKH, CIIMHBI, BepX-
HUX M HUYKHUX KOHEYHOCTEH KJIMHUYECKU IIPOSIBU-
10Cch (POPMHUPOBAHHMEM <«KOXKM-MAHLUPS» C 3aTPyAHE-

HHMEM aKTMBHBIX ABH)KEHMH B CyCTaBaxX U YCHJEHUEM
CKJIAYATOCTH HAa KOXKE CIUHBI («CMMIITOM LIAPIIEs»)
(puc. 3A).

[Ipy *MMYHOXMMMYECKOM MCCJIEJOBAHUN KPOBU BbISIB-
neHa moHoksoHasnbHas cekpeuus PlgG nambna — 4,6 r/n.
B mwuenorpamme onpenensiocs 5,6 % nnasmarmueckux
kieTok ¢ abeppanTHbim ummyHodenorunom (CD38+;
CDI138%; CD19; CD457; CD567; CD27+; CD117+ CD200*
CD207). MeTonom MoJIeKy/IsSIPHOIO HCCJIe0BaHUs Obliaa
BBISIBJIeHA B-KJleToYHAasT KJIOHAJTBHOCTS IO TeHAM TSTYKeJ IO
Henu UMMyHoraobynunos. B rpenanobuonrare koctHOro
mosra Oblia oOHapy’keHa MUHMMAaJbHAs MJ1a3MOKJIeTOY-
Has unUIbTPAIHSL.

Takum 06pasom, y 60IbHOrO OBIIM BBIpasKeHHbBIE KOXK-
Hble W3MEHEHUSIMU, BJIMSIBIIME Ha KadeCTBO J>KU3HU.
IIpenpinymee neuenne, BKIOYABLIEE ITTIOKOKOPTHKOUBI,
6s10KaTOpBI peuenTopa MHTEpJAEHKUHA 0, FUAPOKCUXIIO-
POXUH U MUMMYHOIJIOOYIMHBI, He PUBEJIO K Y1y ULIeHU IO
COCTOSIHUSI OOJBHOro. DBpISIBIeHHBIE MOHOKJIOHAJIbHAS
CeKpelusT M He3HAUYMTEJbHAsl IJA3MOKJIETOYHAsS! OILy-
xoJeBass WHQUIBTPALMS KOCTHOIO MO3ra MO3BOJUJIH
NpPeANOIOKUTh HATM4YHUe y 6OJbHOrO peaKoil popmbl Mo-
HOKJIOHAJBbHOM rammanaTmu KJuHudeckoro (B AaHHOM
cilyvae KOXXHOrO) 3HavyeHMs. DonpHOMy Oblia mposepe-
Ha KJIOHPEAYLUPYIOLIAsl TEPANUS MO CXEME «JIEHATUI0-
mua + 6opresomub + nuraodocdamun + AeKCameTasoH»
(4 xypca) ¢ mocnenymoiield BbICOKOJO3HOW XMMHOTEpPa-
nueii mendananom u nposenenuem ayto-IT'CK. B pe-
3yJIbTaTe JIEYEHUsl yHAAJOCh JOCTHUYb IIOJHOIO perpecca
koxHbIx uamenenuii (puc. 1 b, 2 B, 3 b), ymensmenne ce-
kpenuu napanporenta G nambaa 1o ciegoBoro Koauye-
CTBa METOJOM MMMYHO(UKCALNN, YMEHbLUIEHUS] KOJIHYe-
crBa masmarndeckux kiaetok 1o 0,56% B muesnorpamme,
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| KMMHUYECKME HABMIOOEHNS | CASE REPORTS |

A/A

5/B

PVICYHOK 2. Koxa nmual A— A0 NEYEeHUNA: 3HAYUTENbHAA PUTMAOHOCTb KOXK NMua, TMUO AMUMUYHO, b — nocne neverus

Figure 2. Facial skin. A — before treatment: significant facial skin rigidity, the face is amimic; B — after treatment

A/A

PucyHok 3. Koxa Tynoeuio: A — 0o nedeHus: B MECTOX NOPAXEHUst KOXA NNOCHUNACH, HANPSKEHA, OTCYTCTBOBAM POCT MyWKOBLIX BONOC; b — nocne neverus

5/B

Figure 3. Skin of the trunk: A — before treatment: in the affected areas, the skin is shiny and tense, with no vellus hair growth; B — after treatment

OTCYTCTBHSI NPHU3HAKOB MJA3MOKJIETOYHON IUCKPasuu
B TpenaHobuomnrare.

Kuunuueckoe nabuwodenue 2

HKenmuna, 47 ner, nebror saboneBanus — c uroust 2020 r.
B BoapacTe 42 jieT, KOraa rnocJie nepeHeceHHO 0OCTPOii pe-
CIIMPATOPHOI BUPYCHOM MH(EKLMU IOKPACHEIA KOXKa
Hoca, jeunsack ot posauea. C asrycra 2020 r. npucoenu-

HUJIMCh IOKPACHEHMUE U OT€YHOCTH KOYKU roJIeHeH, KUCTel.
Koska crana niotHO!H, HA TEIIBHOM MOBEPXHOCTH HaJIbLEB
PYK M HOI M Ha yIIHBIX PAaKOBMHAX IMOSIBUJMCH MJIOTHbIE
Y3eJKOBBIE o6pa30BaH1/1;{. OTmeuaJsiock BhINageHue BOJOC,
KaK ITyIIKOBBIX Ha TeJjie, TaK U JJIMHHBIX BOJIOC Ha T'OJIOBE,
nosiBMIsIOCh yruetenne mumuku. B mapre 2021 r. 6bu1a BBI-
[IOJIHEHA OUOIICHST KOXKH, U NpU I'UCTOJOIMYECKOM UCCJIe-
JOBaHUM BBISIBJIEHA KapTUHA CKJIEPONEPMBL. YCTaHOBJIEH
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| KMMHUYECKME HABIOOEHNYS | CASE REPORTS |

A/A
PVICYHOK 4. KO)KO nmua: A — [JO JIe4YEeHUA: HOQ KOXE WeKN OTMEYANTMCb MHOXECTBEHHbBIE MESTKME BOCKOBUMOHbLIE HOHyﬂbl ﬂ,VIGMeTpOM 0o 2 MM; HO KOXe nnua Ha CbOHe BpMTeMbI HO6HD-
OANMCb TENEAHTUIKTA3NN, B /v\e>K6pOBHOIZ O6J'IOCTM — BepTMKOJ’IbeIe CKnanku; B I'Iepl/\Op6l/lT(]J'leOl71 O6HOCTVI — KCAHTENA3MbI; B — NMUO nocne ne4vyeHnqa

5/B

Figure 4. Facial skin: A — before treatment: multiple small waxy papules up to 2 mm in diameter are noted on the cheek; telangiectasias are observed on the face against a

background of erythema; vertical folds are present between the eyebrows; and xanthelasmas are present in the periorbital area; B — after treatment

AMArHO3 «CUCTEMHas CKJepojaepmusi». B cBsasu c Obicr-
PBIM HapacTaHMEM KOXKHBIX CUMITOMOB 0OJIbHAs B MIOHE
2021 r. 6bu1a rocnuranusuposana 8 I'BHY HUNP
umenu B.A. Haconosoii», rne Gvina nposenena tepanus
METHJIIIPEAHMB0J0HOM, MeToTpekcarom 15 mr B Hepeuro,
rounansymabom 400 mr, npenaparamu HOpMaJILHOrO UM-
myHornobynuna. Oddexra oT nedeHns He O6bL10, HoTBHAS
IJI0XO MepeHecJa TOUMIN3ymab, U B cXeMy JedeHusl ObL1
BrJtoueH putykcumab B pose 1000 mr, nocne BBenenus
KOTOpPOro O0OJbHAsi OTMETUJA HEKOTOPOE yMeHbIlIeHUe
MBIIIEYHON C€1abOCTH, KOXKHble U3MEHEHMs] He MpPOorpec-
CHpOBaJIM, HO M SIBHOrO yJay4iieHust He O0buto. Ha oxnom
M3 9TanoB o0CJeNOBAHUS NPU UMMYHOXMMHUYECKOM HC-
CJleloBaHUM KPOBU Oblia 0OHapy’keHa MOHOKJIOHAJIBHASI
cexpenust PlgG namb6pa 5,3 r/n

B despane 2023 r. Goabnas obparunace 8 OI'BY
«HMMWILI remaronornn» Munsgpasa Poccun. Yuursisas
NPOrpeccuio KOXXHbIX uameHeHud u Hanuune PlgG
aambna, 6s1a sanopospena MI'Kox3. B mapre 2023 r.
M3MEHEHUS NOCTUIIM MAKCUMyMa, HECMOTPSI HA TO 4TO
GosbHas B TedyeHUe 8 MecsileB NPUHMMAJA METUJIPE-
HusosoH. KoxxHblil naronornueckuii npouecc HOCUI Te-
HepaJIM30BaHHbINA xapakTep. Jluo npu ocmorpe 6bL10
OAyTIOBaThIM, Ha (POHE PA3IUTON DPUTEMBI BUSYATUU-
poBaJUCh MeJKHue OJIeIHO-PO30Bble JIMXEHOW/HbIE TMa-
IyJIbl AUAMETPOM [0 2 MM, NPEUMYLIECTBEHHO B 0ba-
CTH LIEK C NMEePEeXOAOM Ha MNIAAKYI0 KOXY IIEeH, a TaKiKe
MHOYKECTBEHHbIE TeJeaHTudKTa3uu. B mexO6posHoOii 06-
JaCTU OTMeYaauch IiyboKHMe MNJIOTHblE BEPTHUKAJbHbIE
ckyIaskM Koxxu. B mepuopOuranbHoii obaacty Buayasin-
3MPOBAJIMCH CJIMBAIOLIMECS IMSATHA BBITSAHYTOH (opMmbI

>KEJITOTrO 1|BETAa C POBHOM MOBEPXHOCTHIO (KCAHTEIa3Mbl)
(puc. 4 A).

3a cuer Bblpa’keHHOUH HMHQUIBTPALMU U YIJIOTHE-
HUS KOKHU JINIA AaKTUBHAs MUMMKA OblIa 3aTpy/HEHA.
Bonbhasi Gbina Hecmoco6Ha TOAHOCTBIO OTKPBITH POT.
Koxxa ywmHbIX pakoBuH, JarepajbHOM IMOBEPXHOCTH
BEPXHUX KOHEYHOCTEH, NepejHel MOBEPXHOCTH benep
U TOJIeHEeH, THUIBHOM MOBEPXHOCTU MNAaJbLEB PYyK U HOL,
KHCTed U CTom Oblia PUTMIHONM, MJIOTHOWM, I'MIEpPIIUT-
meHTUpOoBaHHOM. Ha ynuorHeHnHo# koxe onpenensinocs
MHO>KECTBO IJIOTHBIX JIMXEHOU/HBIX MAILyJl AUAMETPOM
10 3 MM, OKpyTJI0¥ (POPMBI, TEJIECHOTO LIBETA, CJETKa BO3-
BBILIABINMXCsI HaJ [IOBEPXHOCTBIO Koxxu. EcrecrBenHble
KOYKHbIE CKJAAKU B 0OJACTU KPYMHBIX CYCTABOB ObLIN
YTOJILEHbl, MeX1y HumMu chOpPMHUPOBAIUCH IIyOOKMe
AuHeliHble GOPO3/bl, COMPOBOXKAAIIIUECH OOJEBBIMU
omywmenusmu. [lymkossie Bosocsr B ouarax nopaxeHus
orcyrcrBoBanu (puc. 5 A, 6 A).

B pesynbrare obcnenosanus, nposenennoro 8 GI'BY
«HMMWLL remaronorun» MunsnpaBa Poccun B mapre
2023 r., 6e1a noareepskaena cekpeuus PlgG nambna —
5,5 r/n, B muesnorpamme obnapysxeno 2,4 % naasmaruue-
CKMX KJIeTOK ¢ abeppanTHbM ummyHodenotunom CD38%;
CD138% CD319 — dim; CD19; CD45"; CD567; CD27;
CDI117; CD81*; CD20"; B Tpenanobuomnrtare KOCTHOTO
MO3ra OTMeyaJicsi Hepe3KO BbIPaskeHHbIH cyberpar niaas-
MOKJIETOUHOH Heomuiazuu. B Guonrare koxu Gblia KapTH-
Ha, XapaKTepHas AJIs1 CKIEPOMUKCENEMBI, dJIEMEHTOB OILy-
X0JIEBOT'O POCTa He ObLIIO.

C mapra no wuions 2023 r. GonbHOI OblIa TpOBeneHa
KJIOHPELYLUUPYIOLAsi TEPANUS 10 CXEME «JIeHAJMUIOMUL
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+ bGopresomu6 + nukaodochamun + AeKcameTazoH»
(4 xypca) ¢ nocienyoumeil BBICOKOAO3HOW XMMHUOTEpa-
nueit mendananom u nposenenuem ayto-TT'CK. B pe-
3yJIbTaTe JIEYEHUS] IMPOM3OLLIO yMEHBIIEHUE MOHOKJIO-

HaJIbHOU CeKpenumn a0 CJAeaoBOro KOJMYECTBA, perpecc
I/IHCbI/IJII)TPaI_II/II/I

naToJIOrMYeCKOU MJ1a3MOKJIETOYHOM

| KMMHUYECKME HABMIOOEHNS | CASE REPORTS |

MO JAHHBIM IUTOJOIMYECKOT0, UMMYHO]EHOTUTYeCKo-
rO ¥ TMCTOJOTHYECKOr0 HMCCJIEOBAHUI KOCTHOIO MOB3Ta.
PerpeccupoBasiy ko>kHblE N3MEHEHMS, YMEHBIININCH MH-
Aypanus, OTEYHOCTb KOXKM JIMLA, TYJOBUILIA U KOHEYHO-
creit, bosbHAs BepHYJach K MOJHOLEHHON >XMU3HU, pa6o-
taeT wkoabHbIM yuurenem (puc. 4 B, 5 B, 6 b).

A/A

5/B

PMCYHOK 5. Koxa BEPXHUX KoHeuHocTet: A — [0 NeYEeHNs: Ha ThibHOM NOBEPXHOCTM KNUCTU BMIYANM3NPOBANNCHE TUMNYHBIE MANyfbl, CIUBABLUMECA B NMNOTHBIE O4Ark; B NPOEKLMM

Ny4e3anacTHOro Cycrasa — rpy6b|e CKNAAKKM KOXMK; b — nocne neuverus

Figure 5. Skin of the upper limbs. A — before treatment: typical papules merging into dense lesions are visible on the dorsal surface of the hand; rough skin folds are visible over the

wrist. B — after treatment

A/A
PucyHok 6. Koxa HUXHMX KOHEUYHOCTEM: A — [10 NEYEHUS: HO KOXE NepedHel NOBEPXHOCTH FONEHEN, THBHOM MOBEPXHOCTH CTOM W NASLLEB HXKHIX KOHEYHOCTEN HOBMIOAANMCh
TUMUYHBIE NANYTL, O TAKXE rPYObIE CKIOAKM KOXM B MPOEKUMM CyCTABOB; MEXAY CKNAAKOMM KOXM OBPA30BANMCE NIMHENHBIE TRELUMHBI, TPUUMHSIOLME GONBHOM CHbHBIE CTPAAAHMS;

b — nocne nevenus

5/B

Figure 6. Skin of the lower extremities: A — before treatment: typical papules are observed on the skin of the anterior shins, dorsal feet, and toes, as well as rough skin folds over the
joints; linear cracks have formed between the skin folds, causing the patient significant pain; B — after treatment
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| KMMHUYECKME HABIOOEHNYS | CASE REPORTS |

OGcyxnenne

B npepcraBieHHbIX KIMHUYECKUX HaOTIOICHUSIX y 06o-
UX OOJBHBIX HMEJHCh BBIPa’XeHHbBIE KJIWMHHUYECKHE ITpo-
SIBJIGHUSI CKJIGPOMMKCEeMBbl, aCCOUMMPOBAHHOM C MOHO-
KJIOHAJbHOM raMmarnaThel, KOTOpble He perpeccupoBaid
B pes3yabTaTe HeCKOJIbKHX JIMHUU JIEUeHH s, BKJIIOYaBIINX
B cebsi Tepanuio HOPMaJbHbIM HMM_yHorJIo6meH0M, TJIIO-
KOKOPTUKOUZAMU, TUIPOKCUXIOPOXUHOM, METOTPEKCATOM
M MOHOKJIOHAJIbHBIMU aHTHUTEJIaMU (Tounnnsyma6, PHUTYK-
cumab). 06Hapy>}<eHHasI MOHOKJIOHAJIbHasl CeKpenus cra-
Jla IOBOJIOM /1151 paClieHUBaHUsl CKJIEPOMUKCEIeMbl He KakK
M30JMPOBAHHOTO IEPMATOJOrMYeCKOro 3aboeBaHms, a KaK
KO>XHOT'O ITPOSIBJIEHUSI KJIOHAJbHOM IIJIa3MOKJIETOYHOM
npomudepanun — MI'Kox3. Ilpumenenue nmropemyx-
LIMOHHOM Tepanuy, HaIlpaBJeHHON Ha SpaJMKalMI0 KJIOHA
NaTOJOrMYECKUX IMJIA3MATUYECKNX KJIETOK, C BO3MO>KHOM
nocaenytomeit ayro-TT'CK npuseno x monnomy perpeccy
CHUMIITOMOB M YMEHBIIIEHNI0 MOHOKJIOHAJTBHOM CEeKPeIrH.

Takum o006pa3om, reTeporeHHOCTb sIBJsieTCs O0cCOobeH-
Hoctero MI'K3, koropas oxsarsiBaer Gouabuiyio rpyn-
my 3aboJsieBaHUM € PasIuYHBIMU HAaTOreHeTHYeCKH-

MU MEeXaH1U3MaMMU, KIMHHNYECKM MU OpoABJIEHUAMU,
AMATHOCTHUYECKMUMMU TPYAHOCTSIMM, KOTOPbIE 3aKJ/IHOYAIOT-

Cd B AoKasaTreJbCTBE acconuanny MEXAY TTOBPEXXACHU-
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