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O. I1. Cupowt

JNOPOEPEHIUAJIBHAA TUATHOCTHUKA
TP MUOITATUYECKOM CUHAPOME

B KIMHMYECKON MPaKTHKE BpadaM Pa3HBIX CIELUAIbHOCTEN MPUXOIUTCS CTAJI-
KHBAaTbCS C MAlMEHTaMHU, KOTOPBIX OECHMOKOUT MPOTrpecCHUpYIOIias MbIIIEYHas cCia-
00CTh M BCJIEJICTBHE ATOTO OIPAaHMYEHUE JIBUTaTEIbHON akTMBHOCTH. HecMoTps Ha
OOILIHOCTh KJIMHUYECKUX MPOSIBICHUMN, I€HE3 Pa3BUTHSI MHOMATHUYECKOTO CHHIPOMA
y IaHHOW TPYNIbI MAUEHTOB MOKET ObITh pa3iaudHbIM. Cper BO3MOKHBIX MPUYHH
€ro pa3BUTHS BBLACIIIOT NOBPEKICHUE HEIIOCPEICTBEHHO MBIIIEYHON TKAaHW, MEPU-
(deprueckoil HepBHOW CHCTEMbI WM HEPBHO-MbIIIEYHOro cuHarca [1]. B Hacrosmee
BpEMsI CYLLIECTBYET MHOTO KJIacCU(UKALUN MUONIATUH, CPEIU KOTOPHIX HAUOOJIBIIYIO
MOMYJSIPHOCTh MOJy4YnsIa KiacCU(UKAIUs C ITHONATOI€HETHYECKUM MPHUHIIUIIOM
paznenenusi. CornacHO JaHHOW KilacCU(PUKALWU, BBIAEISAIOT HACIEACTBEHHBIE, BOC-
MajJuTeNbHbIE, META0OIUYECKHUE, MEMOpAaHHbIE, MapaHEOIUIACTUYECKUE U TOKCHUYe-
ckue mMuornaruu [2].

B ocHOBe HacineACTBEHHBIX MMOIATUN JIEKAT T'€HETUYECKH JI€TEPMUHUPOBAH-
Hbl€ HapylIeHUs B (YHKIMOHHUPOBAHUM MUTOXOHJAPHUI U MOHHBIX KaHAJIOB MUO(UO-
pPWII, B CHHTE3€ MBIIICUHbIX OETKOB WINW (PEPMEHTOB, PETYIUPYIOMUX OOMEH Be-
IIECTB B MbIIIEYHOW TKaHU. HacnenoBanue nepeKTHOro reHa MOKET MPOUCXOIUTH
PELECCUBHO, JOMMUHAHTHO U CLEIUIEHO ¢ X-xpoMocomoi. IIpu 3Tom BHeuHue dak-
TOpbI (MH(PEKUUHU, TSHKENbIEe TpaBMbI, (PU3NYECKOE MepeHanpsHKeHNe, MHTOKCUKAITIH)
4acTO BBICTYMAIOT B POJM TPUITEPOB, 3alyCKAIOMIMX pa3Buthe Ooneznu. Cpeau
HACJIEJICTBEHHBIX MHUOMNATUN HauOoJjiee PacHpOCTpaHEHbl HOBEHUIIbHAS/IOHOIIECKAs
muonarus Opba, mporpeccupymolas MblleyHas auctpodus [lromenHa u miede-
JomatoyHo-nuIeBass muonatus (Muonatusi Jlannysu—Jlexxepuna). Jlebrot 3aboneBa-
HUS B JETCKOM BO3pPACT€ M YKa3aHHE MalMEHTa Ha HAJIMYUE HACIEICTBEHHOI'O HEPB-
HO-MBILIEYHOTO 3a00JIeBaHUsl Y OJIM3KUX POJCTBEHHUKOB, HECOMHEHHO, YIPOIIAET
JIUArHOCTUYECKUN MOMUCK. [Tpu OONbIIMHCTBE HACIEICTBEHHBIX MHUOIMATUN YPOBEHb
MBIIIEYHBIX (PEPMEHTOB B KPOBU HE BBIXOJIUT 3a MPeeIbl HOPMAIbHBIX BETUYHH, UC-
KITIOUEHHUEM SIBIISIETCS MTPOTPECCUPYIOLIas MbllIeuHass JUCTpodus JromeHHa.
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Cpeaun BOCHAIUTENBHBIX MUONATUI BBIAEISIIOT UIMONATHYECKUE BOCIAIUTENb-
Hele muonatuu (UBM) u Muomnartuu, cBsizaHHble ¢ MHGEKIUAMH (MHQPEKIIMOHHBIC
Muo3uthl). UBM mnpeacTaBisitoT co0oil Tpynmny peaKkux reTeporeHHbIX ayTOMMMYH-
HBIX 3a00J1€BaHUN HEU3BECTHOM 3TUOJIOTHH, XaPAKTEPU3YIOIIUXCS BOCIAIUTEIbHBIM
IIOPaKEHUEM TTONIEPEYHONOIOCATON MYCKYJIaTyphl U KOXKH, a TAKXKE Pa3BUTHEM CIIe-
U(UIECKON OpraHHOW MATOJOTUH, BKJIIOYAIOIICH, MPEXKAEe BCETO MOpa)KEHUE Jier-
KHX, CEPJIIIa U BEPXHETO OT/IENA )KEIyJOUHO-KUIIIEYHOTO TpakTa [3].

B Hacrosiee BpeMs, 1o MHEHHIO OOJIBITUHCTBA aBTOPOB, rpymma UBM Bkiio-
YaeT 5 OCHOBHBIX MOATHIIOB [4]:

— nosiumuo3ut (I1IM);

— nepmaroMuo3ut (JIM);

— ayTOMMMYyHHasl HeKpoTuzupyromias muonatus (AHM);

— CIIOpaJANYECKU MUO3UT ¢ BKItoueHusiMu (CMB);

— nepekpectHbli (overlap) muozur (IIpM).

CornacHo 3nMMAEMUONIOTMYECKUM HCCIENOBAHUAM, PAacIpOCTpaHeHHOCTs IBM
cocrapisieT 1,4-5,9 cnyuyas Ha 100 ThIC. 4ETOBEK C COOTHOIIEHUEM MYXYMH U JKECH-
uwH 1 : 3 [5]. Bee moarunsr UBM, 3a uckimodenrem JIM, yaiie pa3BHBAIOTCS Y JIHII
cpennero Bo3pacra. JIM Bcrpewaercs y aereit u B3pocibix [4]. [To maHHBIM coBpe-
MeHHOU autepatypsl, [AM, IIpM n1 AHM B coBokynHoct coctaBisiroT 90 % Beex
cinyuyaeB UBM. [IM sBnsieTcss HAaMUMEHEE YaCThIM U3 BCEX MOATHUIIOB JJAHHOM MaTOJIO-
TMU W OYCHb PEIKUM KaK CaMOCTOSITeNIbHas Ho3oJormveckas emuamma [6]. s
oonpmHCTBa IBM XapakTepHO CUMMETPUYHOE MOPAXKEHUE MPOKCUMAIbHBIX TPYIII
MBIIIIL] BEPXHUX W HUKHUX KOHEYHOCTEH, KIIMHWUYECKH MPOSBIIOIIEECS MBIILICYHOU
ClIa00CThIO TIPH COXPAHEHUH CYXOXKWIBbHBIX pediiekco [5]. IMammentam TpymHO
IIOJIHUMATBCS TI0 CTYIIEHbKAM, 3aXOAUTh B TPAHCIIOPT, BcTaBaTh ¢ nocrenu. Co cia-
00CTH IHUCTaTIBHBIX MBI KOHEYHOCTEH (crubaresnei najiblieB, ThUIbHBIX crudaTenei
CTOMbI) NE0IOTUPYET JIMIIb MUO3UT C BKIIOUECHHSIMHU. Takke i1 JAHHOTO MOJATHIIA
NBM xapakTepHO aCHMMETPUYHOE MOPAKEHUE MBIIIL, PA3BUTHE MO3AaUYHOM MBbI-
HIEYHON aTpOoPUU YETHIPEXTIaBOM MBIl O€/lpa U MBIIIL MPEAIUICYUid U YaCTOE BO-
BJICYCHUE B MATOJIOTHUYCSCKHIA MPOIIECC MBIIII JIUIA [/], IPX 3TOM TJIa3HbIC MBIIIIIbI,
Kak " npu Bcex Apyrux noarunax UBM, ocratorcs unraktaeivu. st UBM xapak-
TEPHO MOpaKEHUE pa3rudaTenu MeH, YTO MPUBOAUT K 3aTPYAHEHHUIO yJep:KaHus To-
JIOBBI B BEPTUKAJIBHOM MOJIOKEHHUH, BCIEICTBUE YET0 OHA MAJAeT Ha rpyapb (CUMITO-
MBI «IAJAMONIEH TONOBBI» MU «OE30TOBOPOYHOTO corIacus»). B maTonmormyeckuii
MIPOLIECC BOBJIEKAIOTCSI MBILILBI TJIOTOYHOIO KOJIbLA, B TOM YHMCJIE MBIIILA, TOAHU-
Marolasi BepxHee He00, MbIIIIbI TOPTAHU, OTBEYAIOIINE 32 3aKPbITHE HArOPTAaHHUKA
BO BpeMs aKTa IJIOTaHMs, U MBIl BEPXHEH TPETH MHILEBOJA. B pesynbrare BO
BpeMs €JIbl ITALIMEHT MOIIEPXUBAETCS, MNINA MONAAAET B HOC, 3aTEKAET B TPAXEIO, YTO
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IPO3UT PA3BUTHEM aCHUPALMOHHOW NMHEBMOHWU. Takke HaJIMuue pecHpaTOPHBIX
CUMIITOMOB (OZBIIIKH, KAIllJIsl) MOKET OBbITh OOYCJIOBJIEHO MHTEPCTUIMAIBHBIM TO-
paxenuem jgerkux (1040 % ciyuaeB), pa3BUTHEM apTEpPUATBHON JIETOYHOM TUIIEp-
TEH3UH, MOPAKEHUEM JbIXaTeIbHOM MyCKynatypsl W nuadparmel. Crienyer oTMme-
TUTh, YTO MOPAXKEHHUE JIETKUX SBISIETCS HanOoJiee PacHpOCTPAHEHHBIM OpPraHHBIM
nposisieHrneM UBM B oTinuunm OT mOpaXeHUs cepAua, KOTOPOE€ BCTPEYAETCSI OTHO-
CUTEJBHO PENKO MpHU JaHHOM mnaTtojiorud. IlopakeHHe JEerkux MOXKET ONepexarb
Pa3BUTHE MBIIIEYHOTO CUHIPOMA WM Pa3BUBATHCS OJHOBPEMEHHO ¢ HUM. Ero Hanu-
Y€ Ha paHHUX 3Tarnax 3a0oJieBaHus, 0€3yCI0BHO, sBIseTcs (HaKTOPOM Hebiaronpu-
stHOro mporHo3a [5]. Taxke mns Bcex moatunoB MBM XxapakTepHbl CHCTEMHBIC
HKCTPAMBIIICUHbIE TIPOSBICHUS (JIMXOpaJlKa, apTpairus, CUHIApoM PeliHo), KoTophie
OCOOEHHO YacTO PEruCTPUPYIOTCS MPU AHTHCHUHTETA3HOM CHUHAPOME M PEIKO MpHU
MHO3HTE ¢ BKIIOYeHUsIMU [8].

CrnenuduueckuMy KIMHUYECKUMU TposiBIeHUs MU JIM SIBIISIFOTCS pa3ivyYHbIC
KOXKHBIE BBICHIAHUS (MepuopOUTaIbHAsl TE€IUOTPONHAS Chlllb, PUTEMA Ha JIMIIE
U CKyJaX, ChIllb B 30HE JIEKOJIbTE, HA CIIUHE, B 00JIACTU «IIAJIN» U JIp.), KOTOPHIE CO-
MIPOBOXKJAIOT WM MPEAIIECTBYIOT MbIlIeyHOM ciadocTtu. Takxke m3BecTHO, uTto JIM
4aCTO MMEET CBS3b CO 3JI0KAYeCTBCHHBIMU HOBOOOpazoBanusmu (23,5 %), uro, Oe3-
YCIIOBHO, TpeOyeT TIIaTreapHoro oocienoBanus namueHTa [9]. OcoOyro HacTOpOKEH-
HOCTh B IUIAHE HAJIMYHUS OIYXOJIM y MallMEHTOB C MBIIIEYHBIM CUHIPOMOM (I1apaHeo-
mnactuueckuit JIM/IIM) nmomkHbl BBI3BIBATh TaKue MPU3HAKUA KaK BO3PACT CTapllie
45-50 net, 3nauntenpHoe nossimerne COD (mpu M u [IM COD penko npeBbIiaet
20-25 MM/4) 1 BeIpa)KCHHAs! aHEMUSI.

Juarnoctuka UBM u BX NOATHIIOB OCHOBBIBAETCS HAa KOMOWHAIIMM aHaMHE3a
00JIe3HH, TeMIa MPOTPECCUPOBAHUS 3a00JIEBAHMS, YPOBHS MBIIICYHBIX (PEPMEHTOB,
ANEKTPOMUOTPAPUUECKUX MTPU3HAKOB, UCCIIEIOBAHNS MBIIIIEYHOTO OUOMNTaTa U HAIH-
YHsi B KPOBH (J11 HEKOTOPBIX MOJATUIIOB) OTpeieieHHbIX anTuTen [8]. YpoBHH Kpea-
tuH(pochokunazpl (KOK), acnapratamunorpanchepassl (ACT) n anaHuHaMUTpaHC-
depasnl (AJIT) B CHIBOPOTKE KpOBH MOBBIIIEHBI MpH Beex noaTtunax MBM. Ouenb
BbIcOKHe 3HaueHnss KOK B nebrore 3aboneBanms, BIIOTh 10 50 pa3 MpEeBHIIIAIOIINEC
BEpXHUE TpaHUIBl HOPMBI, XapakTepHbl 111 AHM, a 3Hauenuss KOK menee uyem
B 10 pa3 mpeBwImarone BEPXHUE TPAHUIBI HOPMBI, HAOMIOAIOTCA Yy MAIlMEHTOB
¢ CMB. Baxunoe 3nauenue s nuargsoctukua UBM nmeer ononcusa mMeinn. CoriiacHo
kiaccupukanuonubiM kputepusim UBM EULAR/ACR 2017 rona, ee BBITIOJHEHUE
o0s3aTenbHO mpu nmoctanoBke auarnosa [IM [10]. Dnextpomuorpadus (OMI') Takxe
BBICOKO MH(popmaThBHA IpH Beex noarunax UBM. Ona sBnsercst 00g3aTeNbHbIM HC-
CJI€OBAaHUEM I MCKJIIOUCHHS HEUPOTEHHBIX PACCTPOMCTB, a TAKXKE IMOJE3HA MJIS
OLICHKM aKTHMBHOCTH IaTOJOTMYECKOT0 Ipouecca B mblmmax. B Toxe Bpemsa OMI
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HE MOXET OBITh UCTOJBb30BaHa il quddepernnansHoi auarnoctuku UBM ot Tok-
CUYECKUX MHUOIIATHM.

NH(peKMOHHBINA T€HE3 MBIIIEYHBIX CUMIITOMOB MO3BOJIAIOT 3aI10A03PUTh JIUXO-
panka, npeo0iaaHue MBILIEYHON O0JM HaJ cl1abO0CThIO, BBISBICHHUE MAaJIbIaTOPHBIX
M3MEHEHUN B MbIIax (0OJIe3HEHHBIE TSDKU, BaJUKH, HHPHIBTPATHI), crenupude-
CKas Ui KaXKA0ro MH(GEKIHOHHOTO 3a00JIeBaHus JIOKATU3allisl MUAITHI U HaTHIne
APYTUX CUMIITOMOB MH(DEKITHH.

OnHuM M3 BUJIOB TOKCMYECKUX MHUONATUH SIBISIETCS JIEKAPCTBEHHO-UHIYLIMPO-
BaHHAs MMOIIATHs, KOTOpas IO KIMHUYECKOM CUMITOMATHUKE MAJIO OTIMYAECTCS OT
uauonatuaeckoro [IM. IIpu ee pa3BUTHM OBPEXKICHUE MBIIIIL MOXKET BAPbUPOBATHCS
OT HE3HAYUTEJIBHON MBIIIEYHON 00N M CIa0OCTU J0 YIPOKAIOLIEro *KU3HU padjo-
MHoJin3a, ypoeHb K@K coxpaHAThCA B mpeaenax HOPMalIbHBIX 3HAYCHUN WIM TIO-
BBIIIATHCS O AMArHOCTUYECKU 3HAYMMBIX 1 [IM mudp. TunuuasiM npumepom Je-
KapCTBEHHO-MHIYLIMPOBAHHON MHOIIATUM SIBIIIETCS MUOIIATHSI, CBA3aHHAS C TPUEMOM
CTaTUHOB. B 1aHHOM ciyyae MUanrusi, MUO3UT U padJOMUONM3 SBISIOTCS MOCIEH0-
BaTeJIbHBIMU CTAUSIMU OJHOTO Ipouecca. Ha nmepBoil craguu nosipnsercss 00yb WK
ciaboctb, HO ypoBeHb KDK ocraercs B npenenax HopMbl. MHO3UT COITPOBOKAAETCS
TOM € CHMIITOMATHKOM, HO yXe Ipu noBbllleHHbIX Huppax KOK. 3nauutenbHoe
(mo 10-kpatnoro) nossimieHue ypoBHs KOK xapakrepno miga padbpoMuonusa, KOTo-
pBIi TaK)Xe COMPOBOXKIAETCS KpEaTMHHMHEMHEH, MUOTJIIOOMHYpUEH U MOXKET 3aBep-
HIUTHCSI CMEPTHIO OT OCTPOM MOYEUYHOM HEIOCTATOYHOCTH. Pa3BuTHe cTaTHH-UHIYLH-
POBAaHHOW MMOINIATUM YacTO CBA3AHO C TOBBIIIEHUEM KOHIIEHTPAUUU CTATHHOB
B IJIa3M€ KPOBH BCJIEICTBUE, KAK MUHUMYM, TPEX MPUYNH: BPOKICHHON WU MPHUOO-
peTeHHoi HemocTaToyHOCTH M30(opMbl 3A4 nuroxpoma P450, oTBETCTBEHHOTO 3a
MHAKTUBALMIO 3TOr0 Mpernapara B IEYEHH, OAHOBPEMEHHOIO INpPHEMA CTaTUHOB
C IPYTUMU JIEKapCTBEHHBIMU CPEJCTBAMH, KOTOPblE META0OIU3UPYIOTCS C y4acTHEM
uuroxpoma P450, 1 HazHaueHUE CTATUHOB MapasuiebHO ¢ uHruomTopamu CYP3A4
[2]. TTogo6HO cTaTMHAM JIEKAPCTBEHHYO MHOTIIATHIO MOTYT BBI3BIBATh U JPYTUE Jie-
KapCTBEHHbIE CPEACTBA, META00JIU3 KOTOPBIX MPOUCXOJIUT C YY4aCTHEM IIUTOXpoMa
P450: ¢bubpatsi, 610KaTOPHl MEMJIEHHBIX KaJbIUEBBIX KAHAIOB, KOJXUIIMH, BEPO-
LIIUPOH, AHTUTMCTAMUHHBIE CPEJCTBA, MECTHBIE AHECTETUKU M JIp. YUYUTHIBAas BO3-
MO>KHOCTb Pa3BUTHUS MHUOIIATUH NMPU NPUMEHEHHH JAHHBIX JIEKAPCTBEHHBIX CPEJICTB
B KQYECTBE MOHOTEpAalMH, BIIOJHE OXUIAEMO, YTO MX COBMECTHOE IIPUMEHEHUE,
B TOM YHCIJIE CO CTaTWUHAMH, 3HAYUTEIBHO YBEIWYUT PUCK IOBPEKICHHUS MBILILL.
Taxke ormacHo couyeTaHue 3TUX MpenaparoB ¢ UHruouTopamu akTuBHoctu CYP3A4 —
MPOTUBOTPUOKOBBIMM ~ MpENapaTamM, MaKpOJIUJAHBIMA AHTUOMOTUKAMHU, COKOM
rpeingpyra U T. A. YCUICHHUE TMOBPEXKACHUS MBI B JaHHOM CJy4ae SIBJISETCS pe-
3yJIbTATOM PEAKLIHM JIEKAPCTBEHHOTO B3aUMOJICUCTBUS.
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Oco00ro BHUMaHHUs 3aCIy>)KMBAaET MHUOIATHA, CBA3aHHAs C IPUEMOM IIIFOKOKOP-
tukous10B (I'K). [Ipenaparsl JaHHOM TpyNIbl OKa3bIBAIOT HEOIArOMPUSITHOE BIHUSIHUE
Ha MBIIICYHYIO CHITY U Tpo(uKy MbIil. HecMoTpst Ha BO3MOXKHOCTD JIt000T0 Tperna-
paTa U3 3TOH TpYIIbl BhI3BATh Pa3BUTHE MUOMATHH, Han0OJIee YacTO OHA BO3HUKAET
npy Ha3HaueHuu QpropupoBaHHbix ['K (OeTameTazoH, TpHaMIIMHAIOH, JEKCAMETA30H )
[11]. CreponmHas MuomaTHs MOKET MPOTEKATh B OCTPOH M XPOHUYCCKOHW (hopMax.
OcTtpbie GopMbI MUOTIATUH, KaK MPABUIIO, MAaHU(ECTUPYIOT C BBIPAKEHHOU ciiabocTu
B MPOKCUMAIbHON MYCKyJaType KOHEUHOCTEW W/MIU MHUAITHUU C COIYTCTBYIOIIUM
noBsilieHreM cbiBopoTouHoro KOK u kpearnnuna B cyrounoi moue [12]. ¥V Gob-
IIMHCTBA MALMEHTOB OCTPOE MOBPEKICHHUE MBIIII PA3BUBAETCS MTPU MOBBILICHUH JI03bI
I'K Ha ¢one ux nnutenpHOro npuema. B Toxe BpeMs B JMTeparype ONMCaH Ciiydail
Pa3BUTHS OCTPOM CTEPOMAHON MHUONATUU ITOCIE NEPOPATBHOrO MpHEMa METHIIIPEI-
HH30JIOHA B TEYEHUE ABYX OHEU: 24 MI B IEPBBIM JeHb Tepanuu U 20 Mr — BO BTO-
poi [13]. Taxxke u3BecTEH ciy4all pa3BUTUSI MUONIATHH TTOCJIE OJHOKPATHOIO IIprUeMa
npeanusoiona B n1o3e 40 mr [14]. CnenoBarensHo, Tepanusa ['K o060l nnurenbHo-
CTH, BKJIIOYas J1a)K€ OJHOKPATHBIN IIPUEM, MOKET ITIPUBECTU K Pa3BUTHIO CTEPOUIHOM
MHUOIIATUH.

[Tpu xpoHuveckoi popme CTepOUIHON MUOMATUN MBIIIEYHAS CIA0OCTh pa3BU-
BAETCS MOCTEIIEHHO U, KaK MPABUIIO, HE CONMPOoBOXkAaeTcs muanruer [15]. Ilanuentos
OECIOKOUT MPEUMYILECTBEHHO CJIa00CTh B MPOKCUMAJBHBIX OTJEIaX KOHEYHOCTEW,
OoJiee BBIpaKEHHAsI B MBIIIIAX HKHUX KOHEeYHocTel. Kak nmpaBuiio, HET mopakeHus
C()UHKTEPOB M MBI, WHHEPBUPYEMBIX YEpENHO-MO3roBbIMU HepBamu [16]. Bos-
MO>KHO BOBJICYEHHE B MATOJOTHYECKHUM MPOILECC AbIXAaTEIBbHOW MYCKYJATypbl. Xpo-
HUYECKasi MUOIATUSI MOXET MPUBOJAUTH K MBIIIEYHON aTpopuu, Ui KyNUPOBaHUS
kotopou mocie orMeHbl ['K Tpebyercss HecCKoJIbKO Heaenb WM Jdaxke MecsieB. Kak
[IPaBUJIO, YaCTOTA PA3BUTHS CTEPOMIHOM MHONATHH KOPPEIUPYET C JO30M MU -
TenbHOCTBIO Tepanuu ['K. OHa penko BO3HMKAET y MALMEHTOB B IEpBbIE 4 HEIEIU
IpyUeMa npenapara B CyTOYHOU A03€, SKBUBaNeHTHOM 10 Mr npenHus3onoHa. B To ke
BpeMs, Ooiiee BbicOKHE J103bI 'K MOTYT mpoBOLIMPOBATH pa3BUTHE MBIILIEYHOU Cl1a0o-
CTH YK€ B TEUEHHUE JBYX HEENb OT Hauala tepanuu [17].

JInarHocTHKa CTEPOMIHON MUOTIATUH SIBJIIETCS HEMPOCTOM 3a1a4ei. Y CIIOKHSIET
€€ OTCYTCTBHE B HACTOSIIIIEE BpeMs Hale:)KHOTO Ouomapkepa. Yposenb KOK B criBo-
POTKE KPOBH MOKET OCTaBaThCS B MPEJEIAaX HOPMBI IIPU BBIPAKEHHBIX JIBUTATEIIbHBIX
WM AbIxaTenbHbIX HapymeHusx [15]. [Ipu Beimonnennn SMI y GosbIIMHCTBA MallU-
€HTOB OTCYTCTBYIOT KaKHe-TMOO U3MEHEHHUS, U JIUIb Y HEKOTOPhIX HabJt01aeTcs He-
OOJIBIIIOE CHUYKEHUE aMIUIMTY/Ibl MOTEHIMaNa JBUraTeabHbiX eauHull. [Ipu ouorncuu
KOKHO-MBIILIEYHOT'0 JIOCKyTa HanOoJiee 4acTo BBIABISIETCS aTpO(usi MBIIIEYHBIX BO-
nokoH |l TMma npu OTCYTCTBMU NMPU3HAKOB HEKPO3a U pereHepanuu. OIHaKO TaHHBIE
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M3MEHEHUSI MOT'YT OBITh TaK)K€ XapaKTEpHBbI IS psAa APYIHMX COCTOSHUM, XapakTe-
pU3yIOIMXCS aTpopueil MpIIeYHbIX BOJOKOH || Tuna: HeBponaTuueckue npouecchsl,
cTapyecKas MHBOJIIOLMS MBIIICYHONM TKaHW, WCTOLICHUE MBIIIL [IPH XPOHUYECKHUX
3aboneBanmax [18].

3HaYUTENbHOE BIUSHUE HA CTPYKTYPY U (PYHKILHIO MBIIIEYHON TKAaHU OKa3bIBa-
€T YHAOKPUHHAsA cucTeMa. VI3BECTHBI BApUAHTHI, KOTJa B KIMHUYECKON KAPTUHE DH-
JOKPUHHOTO 3a00JIEBAHMSI CUMIITOMBI MOPAKEHUSI OMIOPHO-/IBUTAaTEIBHOTO ammapara
BBICTYMAIOT Ha MEPBbIi maH. B cBs3u ¢ 3TuM B KpyT AuddepeHInanbHbIX TUarH030B
[OPaYKEHUsI MBIIIEYHOM CUCTEMBI Ba)KHO BKJIIOYATH JHJIOKPUHHBIE MHMOINATHU. Tak,
HanpuUMep, A1 THIOTUPEOUTHOM MUOIIATUU XapaKTEPHO MOPaKEHNUE IMPOKCUMAIIBHBIX
IPYII MBI, B PEIKUX CIIydasX B HaTOJIOTMYECKHUH MPOLIECC MOKET ObITh BOBJIEUEHA
aucTanbHas U OynbOapHas MycCKyJjaTypa, OTMEYaeTcs HapylleHHe (YHKIUU JIHIle-
BBIX MBIII. BbIpakeHHass MbllIeyHas clIabOCTh BCTpPEYaAETCs peaKo. B ChIBOpOTKe
KPOBH MOXET BBIBISITHCS MOBBILIEHHBIN ypoBeHb KDK, 01HaKO KOPpEIANN MEKITY
MOBBIIIEHUEM YPOBHS (pEpMEHTA U BBIPAXKEHHOCTHIO MBIIIEYHOU €I1a00CTH HE OTMeE-
yeHo [19]. B cBsi3u ¢ 3TUM, NpU HESACHOM MOBBIIIEHUH YPOBHS CHIBOPOTOYHON KDK
1e1ecoo0pa3Ho HCCaeA0BaTh (PYHKINIO IUTOBUAHOM XKeje3bl, JaKe €CIU HEeT Kiu-
HUYECKUX MPU3HAKOB runotupeosa. B psge nybmukauuii coolmaerca o manueHTax
¢ pabJIOMHOJIU30M, TIPUUYUHON KOTOPOTO ObLI HE JUArHOCTUPOBAHHBIN THIIOTHPEO3.
Taxke HEKOTOPBIE ABTOPHI YTBEPKIAAIOT, UTO MUAJITUSA U CHUKEHNE MBILICYHOMN CHUJIBI
MOTYT OECIOKOUThH MAallMEHTa YK€ Ha CTauu CYOKIMHUYECKOIO TMIIOTHPEO3a U Te-
panus JICBOTUPOKCUHOM XOPOIIO YCTPaHSAET 3TU CUMOTOMBI [20].

I'ucronornyeckre M3MEHEHUs B MBILILAX [IPU TUIIOTUPEOUAHON MUOINIATUU HeE-
cretpuuHbl. BeISBISIOTCS 00JaCTH HEKPO3a MBIIIEUYHBIX BOJIOKOH, UX JIeT€Hepalus
C HAKOIUICHMEM TIJIMKOTE€HAa W JIMNHUAOB, pa3pylLIeHUEM MUTOXOHApUN. PazBuBaercs
3aMECTHUTENIbHBIN CKJIEPO3, HApYyIIEHHEe MUKPOIMPKYIISIUU. XapaKTepHO 0COOEHHO-
CTBIO SIBJISIIOTCS YMEHbILIEHHE W aTpo(us MbIIIEYHBIX BOJOKOH |l Thma, uto compo-
BOXAaeTcs pa3ButueM runeptpoduu BojgokoH | tuna [19]. Tlpu OMI" taxxe onpene-
JS0TCS Hecneuuduueckue n3mMeHeHus. Meraboinyeckre HapylleHUsl, BbI3BaHHBIC
TUIIOTUPEO30M, MOTYT IPUBOIAUTH K COYETAHHBIM ITOPAKEHUSM HEPBHO-MBILLIEYHON
CUCTEMBI, YTO OTpakaeTcs U Ha DMI -XxapakTepuCTHUKax JBUTATEIbHBIX €IUHUL, KO-
TOpPBIE MOTYT OBITh HEHPOTEHHBIMH, MUOTEHHBIMH HJIA CMEIaHHbIMU [19].

PenkuM KIIMHUYECKUM IIPOSIBIIEHUEM MMOIIATUM IIPU TSKEJIOM TMIIOTUPEO3€ SB-
nsiercs cuHapom Xoddmana. EMy cBOMCTBEHHBI pa3BUTHE TSHKENION MBIIIEYHOM cia-
0octu, 00JIE3HEHHBIE CYJIOPOTH, YBEJIMYEHUE 00beMa U MJIOTHOCTUA MBILII, a TAKXKe
BbICOKMI ypoBeHb KDK. Yaie Bcero B Marogoruueckuid MpoLecc BOBIEKAIOTCS Tpa-
NeUeBUAHASI, JACTbTOBUAHBIE U MKPOHOXKHBIE MBIIIIBI. MpllieyHass runeptpodus
CBSI3aHA C YBEJIMYCHHEM MBIIIEYHBIX BOJIOKOH BCJEIACTBHE OTJIOKEHHUSA B HHUX IIPO-
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TeoraukaHoB. Habmogaemoe mpu 3TOM yBeNWYEHHE KOJIWYECTBA MBIIICYHONW TKaHH
HE CONPOBOXKIACTCS IOBBIIMICHHEM MBIIIEYHON CHIIBI, ITO3TOMY JAHHOE COCTOSHHE
HpeaCcTaBIsIeT OO0 CEeBIOTUIIEPTPOPHUIO.

B 3akiroueHue xo4ercss OTMETUTh, UTO TUIIOTUPEOUIHAS MUOTIATHs], OE3YCIOBHO,
npencTaBiasieT co00il 1OCTaToOuHO YacThlii cMHAPOM. [0 MaHHBIM JUTEpaTyphl, OHA
COCTaBJISIET OKOJIO 5 % BCceX MPHUOOPETEHHBIX MUOMATHM, & y MALIUEHTOB C EPBUYHBIM
TUNOTHPE030M peructpupyercs B 25-60 % ciyuaes [19]. Tem He MeHee, HEOOXOAUMO
MTOMHUTB, YTO MUONIATUYECKUN CUHJIPOM TAKKE XapaKTEPEH IS LEJIOro psiia IPyrux
SHIOKPUHHBIX 3a00JIEBAHUN: TUIEPTUPEO3, TUIEPIAPOTUPEO3, TUIEPATBAOCTEPO-
HU3M, cuHapoM Muenko—KymnHra.

Taxum oOpa3om, TMarHOCTUYECKUM MOUCK MPU MHONATHYECKOM CHUHAPOME J10-
CTaTOYHO TPYJEH U U3BUIUCT. C LENBI0 ONPEAEICHUs] HO30J0TUYECKON MPUHAIIE K-
HOCTH OH TpeOyeT OT Bpaya NpPOSBICHHUS HACTOPOKEHHOCTH B OTHOIIEHWHM MHOTHUX
ITaTOJIOTUYECKUX COCTOSTHUM.
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A. K. Tywiuna

AHTH CD19 CAR-T KJIETOYHAS TEPATIUS Y MAIITMEHTOB
C CUCTEMHOM KPACHOM BOJTYAHKOM

Cucremnas kpacHas Bonuanka (CKB) — cuctemMmHOoe ayToMMMyHHOE peBMaTH-
yeckoe 3a00sieBaHME HEU3BECTHOW STHOJIOTHH, XapaKTEPU3YIOLIEECs THIEPHpPOIyK-
el opraHoHecnenn(pUIECKUX ayTOAHTUTEN K pa3IMuHbIM KOMIIOHEHTaM KJIETOYHOTO
A]ipa U pa3BUTHEM MMMYHOBOCHAIUTEIILHOTO TOBPEKIECHNS BHYTPEHHUX OpraHoB [1].
Cuanraercs, uro B ocHOBe naroreHe3a CKB nexur cimoxHOe HapylIeHHE aHTUIEH-
cneuuuueckor peryisinuu U B-KJIeTOYHOM pEeakTUBHOCTH, COMPOBOXKIAIOIIMECS
MATOJIOTMYECKOM aKTUBALIMEN KJIACCUYECKOTO MYyTH CUCTEMbI KOMILJIEMEHTA U Hapy-
IeHueM TporieccoB anomnto3a. OcolOyio pojib B (POPMHUPOBAHUHU BOCHAIUTEIHHOTO
nporecca pu CKB moryT urpats ayropeaktuBHbie B-mumorutel. [Ipu koHTakTe
C aHTUT€HOM B-KJI€TKM NOJABEPraroTcs KIOHAIBHOW 3KCIIAHCHUHU, YTO B PE3yJIbTaTe
IPUBOIUT K 00pa30BaHUIO B-KJIETOK mamMsATH U MJIa3MaTUYECKUX KIIETOK, MOCIEAHHE
CEKPETUPYIOT ayTOaHTHUTENa KO MHOXKeCTBY (Oosiee 100) ayToaHTUTreHOB, Cpeau KO-
TOPBIX JOMUHUPYIOT aHTUTeNa K ApycnupansHor JTHK. B Hactosiee BpeMst onu siB-
JSIOTCSI OCHOBHBIM JuarHoctuyeckuMm Mapkepom CKB, ux ypoBeHb B CBHIBOPOTKE
KPOBU KOPPEJIUPYET C aKTUBHOCTBHIO 3a00JIEBaHUSI M YaCTO aCCOLIMUPYETCS C pa3Bu-
THEM BOJTYAHOYHOTO HedpHTa.

139



