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AnHOMmayun

[TosIMMHUO3UT U IepPMaTOMHO3UT OTHOCATCS K TPYIIIE HIUOIAaTHUYECKUX BOCIAJIMTEIBbHBIX MUONIATUN U XaPaKTePU3YIOTCA IIPOKCUMAIbHOU MbI-
IIEYHOU c/1a60CThIO ¥ BOCIATIUTEbHBIMY U3MEHEHUSIMU MBIIIIEYHOU TKaHU; IIPH JIePMaTOMHO3UTE, KPOME TOTO, HabJII0IAI0TCs PA3IHYHbIe 0~
pakeHUs KOKU. JIabopaTopHble IPU3HAKU BKJIIOYAIOT B IEPBYIO OUEPEb IIOBBIIIIEHHE YPOBHS MBIIIEYHBIX (DEPMEHTOB, Y OOJIBIIMHCTBA MAllUeH-
TOB BBIABJIAIOTCSA AyTOAHTUTEINA, KAK MUO3UT-CIIEU(UIHbIE U MUO3UT-aCCOIUMPOBAHHBIE, TAK M aHTHHYKJIeapHbIe. XOPOIIIO U3BECTHA aCCOIHa-
[Us IEpMaTOMHUO3HUTa/ IOJTMMHUO3UTA CO 3JI0KAaYeCTBEHHBIMU HOBOOOPA30BAHUAMH, B OCHOBHOM C a/IEHOKAPIIUHOMAaMHU, perke HabJI0jaeTcs ac-
COIHAITHA ¢ TeM00JIacTO3aMH — HEXO/PKKUHCKHMHY JTUM(pOMaMU, MUEJIOJUCIITIACTHUYECKUM CHHPOMOM U IIEPBUYHBIM Mues10pubpo3oM. B ure-
paType MMeeTcsl BCEro O/IHO OIMCAHME JIePMaTOMHO3HUTA, ACCOIIMUPOBAHHOTO C UCTUHHOM HOJIMIUTEMUEN M MOCTIOIUIUTEMUIECKIM MUEJIO-
$ubpo3omM; MbI IPUBOIUM COOCTBEHHOE HAOIIIOIEHNE TTAIUEHTKHY C IJTUTEIbHBIM TeUeHHEeM UCTUHHOU MOJIMIUTEMUH, TIOCTIIOTUIIATEMIYECKIM
Muesao0pubpO30M U IEpPMaTOMUO3UTOM U 00CyKaaeM TpyiHOCTH AuddepeHITuanbHON AUATHOCTUKY MHOIIATHH.

Knaouesnle caosa: muonatus, 6uorcus, MuesaonposudepaTuBHble 3a001eBaHHA.
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Abstract

Polymyositis and dermatomyositis belong to the group of inflammatory myopathies, presenting with proximal muscular weakness and inflamma-
tory changes of the muscles; dermatomyositis in addition characterized by different types of skin rush. Laboratory findings include elevated mus-
cle enzymes levels, most of patients have myositis specific or myositis associated autoantibodies, or non-specific antinuclear antibodies. Associa-
tion of dermatomyositis/polymyositis and cancer, mostly adenocarcinomas, is well established, while association with blood malignancies, such
as non-Hodgkin lymphomas, myelodysplastic syndrome or primary myelofobrosis is much rarer. We found just a single case of dermatomyositis,
associated with polycythemia vera and postpolychytemic myelofibrosis. Hereby we present a second to our knowledge case of a patient with poly-
cythemia vera, postpolychytemic myelofibrosis and dermatomyositis, and discuss the difficulties of myopathy differential diagnostics.
Keywords: myopathy, biopsy, myeloproliferative disorders.
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BBegeHmne

[Mosmmmuosut (ITM) u repmatomuo3ut (JM) oTHOCATCS K
rpyIe WIUONATUYECKUX BOCIAIUTEIbHBIX MHUOMATHH U
XapaKTePU3YIOTCA MPOKCUMAJIBHOU MBIIIEYHOH CJ1a60CTHIO
U BOCHAJUTEJbHBIMU U3MEHEHUSMHU MBIIIEUHON TKAaHU.
ITpu IM, kpome TOTO, HAOIIOAI0TCA PA3JINYHbIE KOXKHbIE
MPOSIBJIEHUS]; TATOTHOMOHUYHBIMHY SIBJISIOTCS MAIyJibl [oT-
TOPHA, Yallle BCEro Pacrosarainrecs Ha pa3rubaTeaIbHbIX
ITOBEPXHOCTSIX CYCTABOB IAJIBIEB, U TEJIMOTPOITHAS ChIMb HA
KO’Ke Bek [1, 2]. JlTaboparopubie ipusnaku [IM/JIM BKJIO-
Ya0T B [IEPBYI0 OY€pe/b OBBINIIEHNE YPOBHS KpeaTrH(bOC-

doxkunazer (KOK), a taxke saxraraeruzporenassr (JIIAD),
acrapraramuHoTpancdepasbl (ACT) U alaHMHAMUHOTpaHC-
depazpr (AJIT). Y GOJBIIMHCTBA TAIEHTOB BBISBIISIIOTCS
pa3ju4yHble ayTOAHTUTENA, TPUUYEM He TOJIbKO MHO3UT-aC-
COLMMPOBAHHBIE U MHUO3UT-CHENU(PUUHBIE, XapaKTePHbIE
Ui uauonarudeckoro IIM, HO U aHTUHYKJIEApHbIE aHTU-
tena (AHA) [3, 4]. IIpu OTCyTCTBUY 3HAUUTEIHHOTO TTOBBI-
menus ypoBuss KOK guarxo3 [IM/IM mozker GbITH TO/-
TBEPIKJEH C IOMOIIBIO 3siekTpoMuorpaduu (9MTI'), mosso-
JIAIONIEN UCKJIIOUNTD IIOBPEXK/IeHe MOTOPHBIX HEHPOHOB U
MIO/ITBEP/UTH T€HEPATIN30BAHHYI0 MHUOIIATUIO; C TIOMOII[HIO
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MarHUTHO-pe30HaHCHOH Tomorpaduu (MPT), mosBosisio-
el 0GHApYKUTh OTeK, aTPOMUI0 U KATbIU(PUKAIIUIO MbI-
[I€YHON TAKHU, WIN C IOMOIIBI0 OMOIICUY MBIIIII, [T03BO-
JISIFOIIEH BBISIBUTH HEKPO3bI MBIIIEYHBIX BOJIOKOH, UX JIeTe-
HepaIuio U PereHepaluio, a Tak’ke WHQPUIbTPATHI BOCIA-
JINTEIbHBIX KJIETOK [5, 6].

JNubdepennunanpias guarHoctuka [IM/IM Brirouaer
MHOKECTBO COCTOSIHUM, B TOM YHCJIE AMIJIOU/IHYIO MHOIIA-
THUIO [7] 11 JIeKapCTBEHHBIE MUOTIATHH C OOIIMPHBIM CIIICKOM
MPENapaToB, BHI3bIBAIOIINX KAK MPSIMYI MUOTOKCUYHOCTD,
TaK ¥ UMMyHOOIIOCpe/ioBaHHble Muonartuu [8]. OmucaHb
takke JIM-11omoOHbIE BBICHIIIAHMS HA KOKE, BBI3BAHHBIE
npuMeHeHneM rujipokcukapbamusia (FKM) [9, 10].

Acconmanusa IIM u ocobenno JIM co 3/I0KaueCTBEHHBIMU
HOBOOOPA30BaHUSAMHU, B IIEPBYIO OYEPE/H C a/IEHOKAPIIMHO-
MaMH, XOPOIIIO0 W3BECTHA, MAIMEHTHI C BIEPBBIE JUATHO-
crupoBaHHbIM IIM//IM mozieaT CKpUHHUHTY Ha BbIABIIE-
HUe 3JI0KaYeCTBEHHBIX HOBOOOpazoBaHuii [11—-13]. Acco-
muanust [IM/JIM ¢ remo6JsiacTo3aMu: HEXOAKKHHCKUMU
JMbOMaMu, MUEJIOITUCILIACTIUYECKIM CUH/[POMOM U TIep-
BUYHBIM Muesnopubposom (M®P) — nHabmrogaercsa cyue-
CcTBEHHO pexe [14—17]. Ham yfanocs HalTH eIMHCTBEHHOE
omrcanue /1M, accOMUPOBAHHOTO C UCTHHHOU ITOJTUIINTE-
mued u nocrnonunuremudeckum MO [18]. IIpuBoaum
coOcTBeHHOe HabJIo/ieHne — KIMHUYecKud cirydail JIM y
MaIMEeHTKY € IOCTIOJHIUTEMHYEeCKUM M®, IIHNTEIHbHO
nostygasiel tepanuio I'KM.

KnuHunueckuin cnyyanm

[TanuenTka 1949 r.p. AHaMHe3: JIATeNIbHOE BpeMs CTpa-
Jlajia apTepHaIbHOH T'HIIEPTEH3UeN ¢ MaKCHMaIbHBIM ITOBBI-
[IEHWEM apTEPHAJIBHOTO JaBJIEHH JI0 160/100 MM PT. CT.,
THIIOTeH3UBHBIE IIPerapaTsl IPUHUMAaJIA CUTYAI[HOHHO.

B 2008 r. nmoABUINCH HOCOBBIE KPOBOTEUEHHS, BbI-
SIBJIEHBI SPUTPOIUTO3, TPOMOOIUTO3, 0OCIej0BaHa TeMa-
TOJIOTOM II0 MECTY JKHUTEJIbCTBA, JUAarHOCTUPOBAHA UCTUH-

Has IOJUIUTEMUS, IIPOBOAIIINCH 9KCHY3UH KPOBH, B JIaJIb-
HeWIIeM IIOCTOSAHHO Iosy4ana JyiedeHrne I'KM wu, xpaTko-
BpeMeHHO, nHTep(hepoHOM asbda.

C 2018 r. 6eciokomu 601 B MBIIIIAX HUKHUX KOHEY-
HOCTEH, CAMOCTOATEIBHO IPHHIMAaIA HECTEPOU/IHBIE IIPO-
TUBOBOCIIJINTEJIbHBIE IIPernaparsl ¢ BpeMeHHBIM 3¢ dek-
TOM, He 00ciIe0BaIach.

B Havasie 2023 I. OSABUIINCH CJIA0OCTDH MBIIII] BEPXHUX U
HIDKHUX KOHEYHOCTEH, 3HAYUTEJIBHO OTPAaHUYMBABIIAA
CIIOCOOHOCTH K CAMOCTOATEIPHOMY IIEPEABIKEHUIO, U fA3-
BOYKH Ha KOK€ JJUCTATIBHBIX (hajIaHT IePBBIX ABYX HAJIbIIEB
06enx CToIl.

OcMoTpeHa HEBPOJIOTOM, IUarHOCTUPOBAH TPOKCUMAJIb-
HBIN BAJIBINA TeTpamnapes, 1o gAasHeIM MPT moscHudHOTO
OTZieJ1a TI03BOHOYHUKA BBISABJIEHBI JIET€HEPATUBHBIE U3Me-
HEHWA, [IPOTPY3UU MEKIIO3BOHKOBBIX JUCKOB L ,—S,, re-
MaHTHOMa 103BOHKa L. B Teuenue mocieaynomux 20 mec
ManveHTKa HeOTHOKPATHO 00CJIe/oBaHa Kak aM0OyJIaTOPHO,
TaK U B PA3JINYHBIX CTAI[MOHAPAX. BBIABIIAINCH TPOMOOITH-
TO3 IIPH OTCYTCTBUU SPUTPOLUTO3a U JIEHKOIIUTO3a, yMe-
peHHoe noBbIenue ypoBHs obiieit KOK, ACT, AJIT, JIAT,
MOYEBOH KUCIOTHI (CM. TaOJINILy) IIPH HOPMAaJIbHOM YPOBHE
KpeaTHHUHA, MOYEBUHBI U IIPOYUX II0Ka3aTesield OHOXUMHU-
YeCcKoro aHanuza KpoBu. OOHAPYKEHO IOBBIIIEHUE YPOBHSA
ob1ero nmmyHorsobynuHa G (IgG), peBmaTtougHoro dax-
topa (P®), AHA u TuTpa aHTHHYyKJIeapHOTO (dakKTopa
(AH®) (cm. Tabusuily). YpoBeHb OOIIUX UMMYHOTJIOOYJIH-
HOB A U M, aHTHUTeJI K IJINANHY, K TKAHEBOU TPAHCIJIyTa-
MUHa3€, K MUTOXOHZPUAM, K ITUTOIUIa3Me HEUTPO(DUIIOB, K
[JIOMEpPYJISIpHOU 6a3aspbHOW MeMOpaHe, MUO3UT-CIIENH-
¢uunbix anTHTEN, C-peakTuBHOrO 6eska (CPB) u anTHTeN
K IUKINYECKOMY LIUTPY/UIMHHUPOBAHHOMY IENTHJY — B
npesesiax pedepeHCHbIX 3HAUEHUN; NPU IIOBTOPHOM HC-
cnenoBanun AHA (uMMyHOGJIOT) — BCe IMOKAa3aTesu B Ipe-
zenax HOpMbL. IIpu ayextpodopese OGeKOB CHIBOPOTKH
KpOBH OOHapy:keH M-TpaiueHT B raMMa-30He, BBIIIOJIHEHO

JlabopaTopHble OTKIOHEHUS, BbiAABNIeHHble 3a nepuog 2023-2024 rr.

Laboratory parameter alterations reported in 2023-2024

MNokasartennb MaprT - man 2023 r. WioHb - nionb 2024 . | ABrycT - oKTAGpb 2024 1. | HoAGpb 2024 T.
Cny, r/cyt (Hopma 0-0,15) - 0 1,8 0,144
TP, x10%/n (Hopma 150-400) - 387 726 687
MK, mkmonb/n (Hopma 150-350) - 433 609 439
KOK obwas, Ea/n (Hopma 24-170) 376 427 516 107
ACT, Ea/n (Hopma 8-48) - 84 79 62
AT, Ea/n (Hopma 7-45) - 77 92 64
NAr, Ea/n (Hopma 135-214) - 449 414 324
OB, r/n (Hopma 65-85) 84 - 86 86
lamma-rnobynuH, % (Hopma 12-22) - - - 34
O6wwin IgG, r/n (Hopma 7,0-16,0) 27,1 - 30,2 24,8
P®, ME/mn (Hopma fo 14) - 24,7 8,5 3,5
AHO, TnTp (Hopma <1:160) 1:1280 1:640 - -
AHA, Ea/mn (Hopma 0,0-1,0) 1,7 - 0,2 -
Mworno6un, mkr/n (Hopma 12-76) - - - 159
Mprimeuanne. CMY - cyTouHas npotenHypus, TP — TpombounTsl, MK — MmoueBas kucnota, Ob — 06wwumit 6e10K CbIBOPOTKM KPOBMU.
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UMMYHOXHMUYECKOE FCCIIe/I0BAHNE CBIBOPOTKHU KPOBU, BBI-
SBJIEH HHU3KOYPOBHEBBIH MOHOKJIOHaNbHBIH IgG kappa
(IgGx).

[TpoBesieHa racTpoOAyO/E€HOCKOIHA ¢ OMOIICHel aBeHa-
JIIATUTIEPCTHON KUIIKK HAa [EJINAKUI0, IIPU THUCTOJIOTHYe-
CKOM HCCJIe/IOBAaHUY IIPU3HAKOB, XapaKTEPHBIX JJIA IleJIHa-
KUH, He HalzieHo. [Ipu yIpTpa3ByKOBOM HCCIIE/IOBAHUN OP-
raHOB OPIOIIHOM IIOJIOCTH OOHApPY:KEHBI relaToCIIEHOMe-
rasIus, paclIiupeHre ceIe3eHOYHON U BOPOTHOU BEH, yBe-
JimyeHue abZlOMHUHAIBHBIX JINMQPATHIECKUX y3JI0B. BpInos-
HeHa TPeNaHOOHOICHA KOCTHOTO MO3Tra ¢ UMMYHOTHCTOXH-
MHYECKHM HCCIeZloBaHueM, Mopdosorndeckas KapTHHA
COOTBETCTBOBAJIA IIOCTIIOJIUIIUTEMUYECKOMY Mueaodus-
pO3y C HaJTM4YMEM PeaKTHUBHBIX JIUM(OUTHBIX arperaToB 1
PEaKTUBHOTO IIJIa3MONUTO3a. [Ipu MOJIeKyIApHO-TeHeTH-
YeCcKOM HCCJIeIOBAaHUM OOHapy»KeHa XapaKTepHas JJIs HC-
TUHHOU MMOJUIUTEMUN cOMaTrIecKas Mytamnus V617F B k-
30He 14 reHa JAK2.

Komriutekcnas OMI-guarHoctuka (CTUMYJISIIUOHHASA,
WUT0JIbYaTast) BBIABWIIA II€PBUYHO-MBIIIEUHbIE H3MEHEHUs
C YMepeHHOH aKTHBHOCTBIO mporecca. Ilo ganHbiM MPT
MBI HIDKHUX KOHEYHOCTEH BBIABJIIEHO (UOPO3HO-aju-
[I03HOE 3aMellleHHe B 3a/lHed rpymie Mblmn Oezep. Boi-
IIOJIHEHA OHWOIICHA JIeJIbTOBUHON MBIIIIBI, IIPH THCTOJIO-
TUYECKOM HCCJIEZIOBAaHUH BBIABIEHBI 0Y9aroBO-BOCIIAIU-
TeJbHAA MHQUIBTPAIUA U OYard OTJIOXKEHUs aMIJIOW/A;
NIPU3HAKOB HEMaJIMHOBOM MHUONATHH HE OOHAPYKEHO.
IIpoBereHO 5H/IOCKOIMYECKOE HCCIIeZlOBaHNE TOHKOH WU
TOJICTOM KWIIKH ¢ MYJIbTH(OKAIBHON OHOICHel HAa aMu-
JIOUJI, TIPU THUCTOJIOTUYECKOM HCCJIeJIOBAHUU B IOZCIU3U-
CTOM C€JIO€ TOHKOH KHIIKU — €AUHUYHBIE COCY/bI C YTOJI-
I[EHHOHN CTEHKOH 3a CueT TOMOTE€HHOTO 303MHO(MUIIBHOTO
Marepuayia 06e3 IOATBEPXKIEHHUA €ro MPHUHA/JIEXKHOCTU K
amusonly u ¢pubpo3 coOCTBEHHOH IIJIACTUHKH; B TOJICTOU
KHIIIKE [1aTOJIOTHH He 0OHAPYKEHO.

Habutroganacs reMaTosI0rOM U HEBPOJIOTOM I10 MECTY JKH-
TeJIbeTBA, nosmydana 'KM, acniupuH, aJuIOMypHHOI, Tela-
TOIIPOTEKTOPHI, HelpomeTabosmdeckue Ipenapartsl. [le-
(bexThI KOKM TIaJIBIEB CTOI IOCTEIIEHHO SIHUTEIN3UPOBa-
JINCh, HECKOJIBKO YMEHBIIIIJIACH MBIIIeYHAs CJ1a00CTb.

OceHbIO 2024 T. MAIlMEHTKA KOHCYJIbTUPOBAHA PEBMATO-
JIOTOM: YUUTBIBAS [TOCTEIIEHHOE HAYaJI0 3a00JIeBaHMA, HU3-
ke 3HaueHus1 CPb um KOK, Hannuynre MOHOKJIOHAJIBHOU
CEeKpEeLUU U Pe3y/IbTaThl OHOIICUHU JeJIBTOBUHON MBIIIIBI,
HaJIN4Me ayTOMMMYHHOH BOCHAJIUTEIBHON MUOIATHU Ma-
JIOBEPOSATHO, NOPakeHNe MBIIII] I1e1ecO00pa3Ho paccMar-
pUBaTh B paMKaxX aMUJION/IHON MUOTIATHH.

B cBA3YM ¢ BBIABJIEHHEM NIPOTEUHYPHH (CM. Tabyuiy) na-
[IMeHTKa KOHCyJIbTupoBaHa Hedposorom B MMHKI] um.
C.II. BorkuHa, rocuuTaJIu3upoOBaHa B HEPPOJIOTUUECKOE
OT/leJIeHUe C HaIlPaBUTEJIbHBIM /IMAaTHO30M: aMHJIOWUJI03 C
TIOpa’KeHNeM I04YeK, MBIIII U KOXKH.

IIpu nocmynaexuu nperbsABIIsIa Kajao0bl Ha €J1a00CTh
MBIIIII BEPXHUX U HIKHUX KOHeuHocTel. [Ipu ocmotpe 06-
pamanu Ha ce0s BHHUMaHHE 0arpoBO-CHHIONIHBIA IIBET
KOJKH CTOII U CHYDKEHHE CHJIBI ¥ TOHYCA MBIIII HHXKHUX KO-
HEYHOCTEeH; NPU IJIyOOKOH MaJsIbIIalluy >KUBOTA HUKHHUH
TIOJTIOC CeJIE3eHKH BBICTYIIAJ HA 2 CM H3-TIO/ Kpas IIPaBOH

pebepHoii myru. B ocranbHOM (pusmKaibHOE 0OCIen0BaHUEe
6e3 0cobeHHOCTEl, apTEpHAIIBHOE JIaBJIEHHE 140/90 MM PT. CT.
BHE IIpHeMa TUIIOTEH3UBHBIX IIPENapaToB.

IIposederio obcnedosaHue: IPOTENHYPUS MUHUMAJIbHA,
YMepeHHBIH TpoMOoIuTo3 (cM. TabHIly) IIPU CKYZHOM
MOYEBOM OCaJIKe U OTCYTCTBUU SPUTPOLUTO3A U JIEHKOIIH-
To3a; nosbimenue yposaeit MK, ACT, AJIT, JIAT', muorio-
6una, 06111ero 6eska KpoBH, raMMa-IJI00yJINHOB U O0LIETO
IgG (cM. Tabiuiy) Ipu HOPMAJIBHOM YPOBHE KPEATHHIHA,
MOYEBHHBI, raMMa-IJIyTaMuiITpaHchepasbl U OCTAIbHBIX
IIOKazaresell OMOXMMHYECKOTO aHAIN3a KPOBU U OTCYT-
creuu M-rpapuenta; CPB, P®, anturena k JJHK, C3- u C4-
KOMIIOHEHTBHI KOMIUIEMEHTa — B IIpefiesiax pedepeHCHBIX
3HAYEHUH; TP UMMYHOXHUMHYECKOM HCCIIEIOBAHIH ChIBO-
POTKH KPOBH MOHOKJIOHJIBHOU CEKPeIy He 00HAPYKEeHO.
VpoBeHb Harpuiiypernyeckoro mnenrtuzna (NT-proBNP) B
HOpMe, sXoKapguorpadus He BBIABIJIA IPU3HAKOB pe-
CTPUKTUBHOH KapAUONAaTHH. BHOICHA OKOXKHOH JKHPO-
BOHM KJIETYATKH HA aMUJIOWJ, — OOHAPY:KEHBbI OTJIOKEHUSA
aMUJIOH/JIA.

KoHcysnpranus reMaTosiora: JHarHo3 UCTHHHON ITOJTHITH-
TEMUU U MOCTIOHIIUTEMUYecKOro M® coMHEHU! He BbI-
3BIBAET, O/IHAKO, YUNUTHIBAS HOPMAIBHOE YHCJIO SPUTPOIIH-
TOB ¥ yMEPEHHYI0 TPOMOOIUTEMUIO, OOBSICHUTH HEBPOJIO-
THYECKYI0 CUMITOMATHKY, IMAHO3 CTOII U DAaHee HMEB-
myecs A3BOYKH Ha KOXKE CTOII 3a CUeT Muesonpoaudepa-
THUBHOTO 3200JI€EBAaHUA HE IIPE/ICTABIAETCA BO3MOKHBIM.

JlonoanumenvHoe uccaedosaHue ecezo 2ucmonouye-
CK020 mMamepuana BHIIOJTHEHO B HalmOHAJIBHOM LIEHTpe
KJIMHUYECKOH MOpPQOJIOTUYECKON JAUarHOCTUKU. B mo-
II€EPEYHO-I10JI0CATON MBIIIEYHOH TKAaHU BBIABJIEHA PACIIPO-
CTpaHEHHAs BOCHAINTEIbHASA WHOUIBTPALUA MBIIIEYHBIX
BOJIOKOH, IIPE/ICTaBJIeHHAA JUMPOIUTAMHY U IIJIa3MaTHye-
CKUMU KJIeTKaMu (PHUC. 1), COMPOBOMKAIOIIASLCT 0YaTOBBIM
MHUOIIUTOJIM30M B y4acTKaX HauOOJIbIIEr0 CKOIUIEHHS Kle-
TOK BocrnayieHusA. IIpumeuaTesieH GeHOMEH «BBIIAJEHUA»
MBIIIIEYHOTO BOJIOKHA, IIPOSIBIIAIONIUICS €r0 HCTOHYEHHEM,
JleTeHepanyel, BaKyoJIn3amnuel 1 nu3MeHeHneM TUHKTOPU-
aJIbHBIX CBOHCTB (puc. 2, 3). I'ucrosornyeckas KapTHUHA CO-
OTBETCTBYET ITOJIMMHO3UTY C BBIPAKEHHBIM BOCIIAIUTENIb-
HBIM KOMIIOHEHTOM. IIpH3HAKK BacCKy/IMTa U aMHJIOHI03a
OTCYTCTBYIOT.

I'ucroyornyeckas KapTUHA MOPAYKEHUs KOCTHOTO MO3Tra
XapaKTepHa /Iy XPOHUUYECKOI'0 MUETIONPOTHGEPATHBHOTO
3abosieBanusA (XMII3) co cTeneHbI0 BBIPAXKEHHOCTH PETH-
KysnuHOBOrO ¢rbposa I1-111. /lonosHUTETPHOE THCTOIOTH-
YEeCKOe HCC/IeZI0BaHNE YCTAaHOBUJIO TIOBEPXHOCTHBIH JIyo/ie-
HUT €O cabbIM aTpodUYecKHM KOMIIOHEHTOM. B mare-
puase OHUOICUYU OAKOKHOH KUPOBOU KJIETYATKH IIaTOJIO-
THYeCKUe U3MEHEHUs He BBIABJIEHBL. J[JIA BeeX BhILIenepe-
YHCJIEHHBIX HCCJIEIOBAHHBIX JIOKIN3AUN ObLIa BBIIOJI-
HEHa OKPACKa KOHT'O KPACHBIM C IIOCJIEAYIOLUM HCCIIeI0Ba-
HUEM CPe30B B IIOJIPU30BAHHOM CBeTe U (DJII0OPECIIEHT-
HBIM HCCJIEJOBAHHEM C HCIOJIb30BAaHHEM KDPAaCHOTO
¢dunprpa Texas Red. IIpusHaKOB OTJIOKEHUA aMUJIOU/IA HE
BBLBJIEHO.

Hmoe eocnumanauszayuu: JUarHO3 aMHJIOHI03a CHAT,
JIaTHO3 VICTUHHOU IIOJIMIIUTEMUU C IOCTIIOJIUIIUTEMUYE-
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Puc. 1. CBeToBasa mukpockonusa. Buoncua ckenetHoi (nonepevyHo-nonocaToil) MbilieYHON TKaHN: a—B — pacnpocTpaHeHHas BoCcnannTenbHas
MHOUNbTPALMA MblLEYHbIX BOIOKOH, NpeAcTaBieHHaA numpouuTamm 1 nnasmaTnyeckumm Knetkamm. OKpacka reMaToKCUIMHOM 1 303MHOM;
yB. 100.

Fig. 1. Light microscopy. Skeletal (striated) muscle tissue biopsy: a), b), and c) extensive inflammatory cell infiltration in muscle fibers represented by
lymphocytes and plasma cells. Hematoxylin and eosin stain; 100x magnification.

Puc. 2. CBeToBasA Mukpockonus. Buoncna ckenetHoii (nonepeyHo-NonocaToll) MbIlLEYHOI TKaHU: @ — MyNbTU(OKanbHbI MUOLUTONN3

B y4YacTKax CKONNEHVA BoCnanuTenbHoi nHpunbTpayun. OKpacka remaToKCUANHOM U 3031HOM; YB. 200; 6, 8 - B3yanbHoOe «BbiNafeHne»
MbILLEYHOTrO BOJIOKHA C €ro UCTOHYEeHNEM, iereHepauuei, Bakyonusayuei n 6asodpunmeii (M3meHeHNEM ero TMHKTOpPManbHbIX CBONCTB).
OKpacka remaToOKCWINHOM 1 303MHOM; YB. 400.

Fig. 2. Light microscopy. Skeletal (striated) muscle tissue biopsy: a) multifocal myocytolysis in the areas of inflammatory cell infiltration accumulation
y4yacmkax; hematoxylin and eosin stain; 200x magnification; b) and c) muscle fiber “loss” and thinning, degeneration, vacuolization, and basophilia (alteration
of its tinctorial properties) on visual inspection; hematoxylin and eosin stain; 400x magnification.

Puc. 2. CBeToBasa Mukpockonus. brioncus ckeneTHoll (nonepeyHo-NoN0CcaToil) MbILLEYHOI TKaHW: d — MyNIbTU(OKaNbHbI MNOLUTONN3

B y4YacTKax CKONNEeHNs BoCnanuTenbHoi nuHeunbTpauun. OKpacka remaToKCUAMHOM U 303MHOM; YB. 200; 6, 8 — Bu3yanbHoe «BbiNafeHne»
MbILLIEYHOrO BOJIOKHA C €ro CTOHYEeHNEeM, iereHepauuen, Bakyonusauueil n 6asodpunueil (M3MmeHeHNEM ero TMHKTOpPanbHbIX CBONCTB).
OKpacka reMaToKCUNIMHOM N 303UHOM; yB. 400.

Fig. 2. Light microscopy. Skeletal (striated) muscle tissue biopsy: a) multifocal myocytolysis in the areas of inflammatory cell infiltration accumulation
yyacmkax; hematoxylin and eosin stain; 200x magnification; b) and c) muscle fiber “loss” and thinning, degeneration, vacuolization, and basophilia (alteration
of its tinctorial properties) on visual inspection; hematoxylin and eosin stain; 400x magnification.

ckuM GUOGPO30M, YCTAHOBJIEHHBIN paHee, JIOMOJHUTEBHO — JKHUBIIAS [TOBOJOM K PaHee MPOBeeHHOMY 00C/Ie/IOBaHUIO,
rnoATBepkzeH. KiinHuKo-s1abopaTopHasi CUMIITOMATAKA B YKJIA/BIBAETCS B KAPTUHY JIEPMATOMHUO3UTA, JUATHO3 MO/I-
BU/IE€ MBIIIIEYHOU €1ab0CTH, sI3BOYEK HA KOKE MAJIbIEB HOT,  TBepkzeH JanubiMu OMT, MPT u Guornicuu /1eJIbTOBH/THON
nosbimenns ypopaelt KOK, JIAT, ACT, AJIT u AH®, mociy-  MbImibsl. PekoMeHI0BaHbI KOHCYJIbTALVA TeMAaToJIoTa II0
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MeCTY KUTEJIbCTBA IS PelleHus Borpoca 06 ormene I'KM
¥ Ha3HAYeHUHU HHruburopa perentopa JAK2 u KOHCYyJIbTa-
A PeBMAaTOJIOra 110 MECTY >KUTeJIbCTBA JI PellleHusd BO-
Ipoca O Tepaluu INIIOKOKOPTUKOUAAMH, a3aTUOIPUHOM U
HMMYHOTJIOOYJINHOM YeJIOBEKA.

O6cyxaeHune

Juarno3 IIM/IM GasupyeTcs Ha COUETAHUU XapaKTep-
HBIX KJIMHUYECKUX U J1aO0pPATOPHBIX IPU3HAKOB: IIPOKCH-
MaJIBHOM MBIIIEYHOH €Ia0O0CTH, KOXKHBIX IPOSBIEHUH U
noBbIeHys yposHel KOK u Apyrux mMplmedHbIx pepmMeH-
TOB; JIUIIb IIPU OTCYTCTBUU 3HAYUMOrO NosBblmieHna KOK
JUL IOZTBEP>K/IEeHUA UAarHo3a MOXKeT IoTpeboBaThCs MPo-
Begenrie OMI, MPT MbIi 1 GUOIICHH MBIIIEUHON TKAHU
[1—6]. ¥ Hamell manyieHTKY MPUCYTCTBOBAIA IIPOKCHMAaJIb-
Has MblIIeYHasA caaboCTh, MMEINCh A3BOYKH HA KOXKe
MaJIBLIEB CTOII M BBIABJIAJIOCH IIOBBIIIEHHWE YPOBHEH MBI-
meyvHbIX (pepMeHTOB. OHAKO 5TO MOBBILIEHHE ObUIO yMe-
PEHHBIM, U JIMarHO3 BOCIIAJIUTEIBHON MHONATHH OBLI OT-
BEPTHYT, HECMOTPS Ha TO 4YTO 1O AaHHBIM OMI' oGHapy-
JKeHbl NepBUYHO-MBbIIIeYHble HU3MeHeHusd, a npu MPT
MBI HIDKHUX KOHEYHOCTEH BBIABJIIEHO (UOPO3HO-aju-
IIO3HOE 3aMelleHNe B 33/THeH TPyIIe MBI Oefiep.

B xozie AMArHOCTHYECKOTO MOWCKA HCKII0YAsIach IieJIua-
Kus, IPA KOTOPOH OIHCaHa accoruarusA ¢ reprnetudopm-
HBIM U aTOITNYECKUM JIEPMATUTOM H MOTYT HaOJII0/1aThCA T1e-
pudepryeckast HeBponaTHs U atakcus [19]; uarHos nesua-
KH¥ ObUI CHAT HA OCHOBAHHHM OTCYTCTBUS XapaKTEPHBIX T'H-
CTOJIOTWYECKUX IIPUBHAKOB I10 JAHHBIM OHOIICUH JIBEHAIIA-
TUIEPCTHON KUIKH. /Tuarnosz XMII3 0611 IO/ TBEPIK/IEH pe-
3yJIbTaTAMU T€HETHYECKOT0 00CIe/I0BAHMSA, BBISIBUBIIIETO Xa-
PaKTEPHYIO /UIsI HCTUHHOU IOJINIIUTEMUH MYyTallUIO0 B TeHe
JAK2, v TaHHBIMU TPEMAHOOUOIICUY KOCTHOTO MO3Ta, Ipo-
JIEMOHCTPUPOBABIIEN KapTUHY IOCTIOJIUIIUTEMUYECKOTO
M®, otHaKO, C y4ETOM YMEPEHHOH TPOMOOIIUTEMUHN U OTCYT-
CTBUS 5PUTPOIUTO32 K MOMEHTY IIOABJIEHHsS CHMIITOMOB
MHOIIATUH ¥ ©3MEHEHUHN KOXKH, UX IPUINHHO-CJIE/ICTBEHHAS
cBsa3b ¢ XMII3 He ObL1a ycTaHOBJIEHA.

Bmecre ¢ TeM Npu IEPBUYHOM T'HCTOJIOTUYECKOM HCCIIe-
JIOBaHUM OHONITAaTa JEJBTOBUAHOW MBIIIIBI OBLIH BBI-
SIBJIEHBI 09aroBO-BOCIIUINTEJIbHAS UHQIIBTPALIUA, OCTAB-
mascs 6e3 BHUMaHUA, U O9ard OTJI0XKEHHUA aMIJIOH/IA, UTO,
B COBOKYITHOCTH C MOHOKJIOHAJIBHOH cekperueit IgGk u mo-
sIBJICHHEM YMEDPEHHOH NPOTeNHYPHH, 3aCTaBUJIO 3aIl0f0-
3puTh AL-aMUION103 U pacleHuBaTh MUOIATHIO KaK aMHU-
gounnyw. CieyeT oTMETUTD, 4TO ciaydan AL-amuionsosa
C pa3BUTHEM aMIJIOWIHOH MHUOIIATUH, OIIMOOYHO HHTEP-
NIPETUPOBAHHON KaK IOJIMMHO3UT, OIIMCAHBI B JIUTEPAType
[7], omHako y Hamell manueHTKy TUIT aMUJIOUAa B GuomnTa-
Tax JIeJITOBUTHOY MBIIIIBI U TIOJIKOKHOU KUPOBOH KJIET-
YaTKU He ObLI YCTAHOBJIEH, METO/IbI, UCIIOIH30BAHHBIE JIJIS
TIO/ITBEPIKEHUA IPUHA/IJIEXKHOCTU BBISABJIEHHBIX N3MeEHe-
HUH K aMUJION/Ty, B IOKyMEHTAIlUM He YKa3aHbl, a IPUHAJ(-
JIEKHOCTh TOMOTEHHOTO 303MHOMHIBHOIO MaTepuaga B
MIO/ICTIU3UCTOM CJIOE TOHKON KHIIKU K aMUJIOWJly He IOJi-
TBEPK/IeHA.

B siuteparype onrcaHbl HEMHOTOYHC/IEHHBIE CIIyYan CO-
ueranusa XMII3 u AL-amuiouio3a [20], a TakKe eUHINY-

HBIe CIy4yaW pasBUTHA AA-aMWUIOWI03a Yy MAIHEHTOB C
XMII3 [21], ¥ BOBMOKHOCTh TAKOHM acCOIMAIMN HAMU He
nckarovanack. Ho y Hamel namuentku yposeHb CPb HI
pasy He ObLI MOBBIIIEH 32 BECh [TEPUOJ] HAGIIOEHUsI, YTO
JleJIaeT pa3BUTHE y Hee AA-aMIJION[03a KpaiiHe MayioBe-
postabIM [22]. UTo kacaercst AL-amuioun103a, To Hedpo-
THYECKUU CHH/IPOM y MAIUEHTKN OTCYTCTBOBAJI, PYHKIIA
IIOY€eK HapylleHa He 6pu1a, ypoBeHb NT-proBNP 6511 HOp-
MaJIbHBIM, ITPU3HAKOB PECTPUKTUBHOHN KapIHOMHUOIIATHU
He BBIABJISIOCH; TAKUM 00pa3oM, B OTCYTCTBHUE J[UAaTHO-
CTUYECKH 3HAYMMBIX IPU3HAKOB IOPAXKEHUS II0YEK U
cep/Ziia — OCHOBHBIX /1711 AL-aMuiion03a OpraHoB-MuUllle-
Hell [23, 24] — nuarHo3 AL-aMuion103a IpeCTaBIISIICS
COMHUTEJIBHBIM, TeM 00Jiee YTO IPU TOBTOPHOM UMMYHO-
XUMHUYECKOM HCCJIEITOBAHUN MOHOKJIOHAIbHASA CEKPelus
He ObL71a OOHApYKeHa.

I[IpuHMaa BO BHUMAaHWE HEOHO3HAUHBIE Pe3yJIbTATHI
TUCTOJIOTUYECKUX HFICCIIEZIOBAHU, BHITOJTHEHHBIX HA IIPEJ-
IIECTBYIOIIUX dTAlaX JUATHOCTUKH, Y IPUBE/IEHHBIE BBIIIIE
KJIMHUYECKHEe COOOpa’keHus, Mbl IPEAIPUHSAIN JOTIOTHU-
TEJIPHOE THCTOJIOTMUECKOE HCCIENOBAHUE C COOIIOAEHNEM
BceX HEOOXOIMMBIX JIJIsl IUAaTHOCTUKU aMUJION/103a Tpebo-
BaHUU [25, 26], 9YTO IIO3BOJIMJIO CHSATH JAUATHO3 AMUJIOU-
J103a U IMarHOCTUpPOBaTh JIM.

HeobxomuMo oTMeTuthb, 4to 1pu M@ Habiomaercs: ru-
TIEPIIPOAYKIVA ayTOAHTUTEII, ACCOI[UANNA ayTOMMMYHHBIX
3abosieBaHui 1 IepBUYHOT0O M® nMeeT MecTo, 10 TaHHBIM
JIUTEPATYPHI, B 10—14% ciay4aes, u JIM, mpeacTaBIaiOmui
co00li ayTOMMMYHHYI BOCHAJIUTEJIBHYI0 MUOIATHUIO, SIB-
JISIETCS YaCThIO ATOTO criekTpa [15—17]. Ha ocHOBaHUM 3THX
JIAHHBIX MBI IPUILIA K BBIBOAY, UTO y HAIIEH NallMEeHTKH
JM acconuupoBad c nocrnonunuremuueckum M®. Equn-
CTBEHHOE K HacTosAIeMy BpeMeHU onucanue /1M, acconuu-
POBaHHOTO HeE C ITEPBUYHBIM, a C IIOCTIOIUITUTEMIIECKIM
M®, 6su10 omy6ukoBano B 2017 1. N. Fei u S. Sofka [18].
B aTom ciyuae y 69-yietHero nanuesnra ¢ JAK2 V617-1o3u-
TUBHOU MCTUHHOU IOJIUIIUTEMIEH, ITOyJaBIIIero TEPAIIHIO
I'KM B TeueHue 15 JIeT, yepe3 2 Mec IIocje OTMEHbI IIperna-
parta MOSIBUJINCH IPOKCHMAaJIbHAsI MBbIIIeYHasi caabocTh U
CBIIIb HA KOXKe, OOHAPYKEHO 3HAUUTEJIFHOE IOBBIIIEHUE
ypoBHeit KOK, JI/IT' u Muorjiobuna, OUOMICHsT KOXKHU TIO/I-
TBepzAwIa fuarso3 JIM, a 1o pesyJsibTataM TPernaHOOHUOIICHH
KOCTHOTO MO3Ta BBISIBJIEH IOCTIOIUIIUTEMUYeCKuin M®.
Hama namuenTka 75 JyeT ¢ JAK2 V617F-TI0BUTUBHOUA WC-
TUHHOHU TOJUNUTEMUEH K MOMEHTY IIOABJIEHHUSA ITPOKCH-
MAaJIbHOM MBIIIIEYHOH €1a00CTH M SI3BOUYEK HA KOXKE TaKXKe
nosygyana I'KM B TedeHue 15 JieT, HO Y HE€ YPOBEHb MbI-
IeYHbIX PEePMEHTOB ObLI HE TaK BBICOK, U UMEHHO 3TO 00-
CTOAITEJIBCTBO, HeCcMOTpA Ha pesyiabraTel OMI' u MPT
MBIIIIII, IBIJIOCH TPUYNHON 3HAUNTEIHHON 33/IEPKKU yCTa-
HOBJIeHUA AuarHo3a /IM. B koHeuHOM UTOTE, KaK U B CJIy-
qae, onucanHoM N. Fei u S. Sofka, Tpenano6uoncus xocr-
HOTO MO3Ta U JIONOJIHUTEJIFHOE HCCIIeI0BaHue OmomTaTa
MBIIIEYHON TKAaHU MO3BOJIWJIM YCTAHOBUTH JAMATHO3 IIOCT-
nonunuremudeckoro MO u JIM. B mybsinkamuu 2017 r. aB-
TOPBI He IpeAOCTaBWIN MHGpOpManuu 00 HCCIIeZOBAHUU
ayTOAHTUTEJI Y X NAINEeHTa; Y HAIllel MallHeHTKH MUO3UT-
cuenuduUHbIe aHTUTEJIA He OOHAPY:KEeHbI, OJIHAKO BHI-
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SIBJISIOCH IIOBBIIIIEHUE YPOBHEH aHTHUAJIEPHBIX aHTHUTEJI,
YTO JIOTIOJIHUTEJIBHO CBUZIETEJICTBYET O PAa3BUTHH y Hee
BTOPHUYHOTO, a He uauonaruyeckoro M [4].

C yuerom myurenbHOl Tepanuu 'KM, nuddepennuans-
Has IuarHocTruka kak B onucanHoM N. Fei u S. Sofka cry-
yae, TaK U y HAIlled MallMeHTKN BKJII0OYAeT JIeKapCTBEHHBIN
JIM. Panee 6putn onmcaHb! caydan passutus JIM Ha doHe
npuema I'KM u ero paspenieHus IocjIe OTMEHBI IIpenapara
[9, 10]. 11 eciu y nanuenra, npekparusirero mpuem KM
3a 2 Mmec 710 eboTa JIM, jlekapCTBEHHBIN T'eHe3 MasioBe-
pOATeH, TO y HAIIIEH MaIUeHTKH accoruarus J{M He TOJIbKO
¢ mocrnoyunureMudeckuM MO, Ho u ¢ Tepanuerr KM He
HCKJIIOUeHA. B cBA3M ¢ 5TUM Hamla nanueHTKa ObIa Ha-
IpaBJieHa K TeMaToJIOTy I PeIlleHHs BOIIPoca O BO3MOXK-
Hoctu 3aMeHbl I'KM Ha gpyro#l BapuaHT jledeHus IOCTIIO-
sunuremMudeckoro M®, B 4acTHOCTH, € y9eTOM JIaHHBIX Te-
HETUYECKOro o0ciieoBaHMA, WHTUOUTOPOM perenTopa
JAK2, a IOCKOJIBKY JIedeHUe NPEHU30JI0HOM, a3aTHOIPH-
HOM M UMMYHOTJIOOYJINHOM Y€JIOBEKA IIPUBEJIO K IOJIOXKH-
TeJIbHOM AuHaMuKe cumrTomoB M [18], Hama nanueHTKa

ObL1a HAIIpaBJIeHA K PEBMATOJIOTY IS IPOBE/IEHUS HMMY-
HOCYTIPECCUBHOU TEPAITHH.

3aknioyeHune

[Manuentsl ¢ cumnromarukoi IIM/JIM HyxzaamTcs B
IIPOBE/IEHNN OHKOIIOMCKA, BKJIIOYAIOIIET0 CKPUHHUHI He
TOJIPKO Ha COJIMJIHBIE OIyXOJIM, HO M Ha reM00JIacTO3bI.
C Apyro#l CTOPOHBI, HOSBJIEHHWE MBIIIEYHOH cabocTu U
KOXKHBIX BBICBIIIAHUH y HAIMEHTOB CO 3JI0KAYeCTBEHHBIMHU
HOBOOOpa30BaHUAMH, B TOM uncie ¢ XMII3, Tpebyer uc-
KJIIOUEHWS InarHo3a napaneoriacruueckoro [IM/IM. T'u-
CTOJIOTHYECKUE UCC/Ie/IOBAHUSA /1A O TBEPK/IeHH Iuar-
Ho3a I[IM//IM moryT norpe6oBaThCA INPU YMEPEHHOM II0-
BBIIIIEHUH YPOBHEN MBIIIIEYHBIX (EPMEHTOB U B TAKOM CJIy-
4ae JI0JKHBI IIPOBOJIUTHCA C IPUMEHEHNEM MeTO/IUK, COOT-
BETCTBYIOIIUX TPeOOBAaHUAM, IPEIbABIAEMBIM K IIOJIO-
TOBKE U UCCJIEIOBAHHIIO OMOIICUIHOTO MaTepraJia.

CIIMCOK JIUTepaTyphI IOCTYIIEH Ha caiite xypHasa https://klin-razbor.ru/
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