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ABSTRACT. Background. Muscular dystrophy is a heterogeneous group of genetic disorders characterized by progressive
loss of skeletal muscles. Duchene's muscular dystrophy (MDD) is one of the most common and pronounced forms of mus-
cular dystrophy associated with the X chromosome on a recessive feature and belongs to the class “Dystrofinopathy”. Dys-
trophinopathy develops in the hereditary absence of a membrane protein of dystrophin, which is responsible for the integrity
of the muscle cell cytoskeleton. MDD develops quite slowly and is asymptomatic at an early stage. In the subsequent course
of the disease there are severe lesions of skeletal and respiratory muscles, heart, delayed psycho -language development and
organic lesions of the nervous system. Multiple insufficiency in such patients causes high rates of early mortality. Aim. The
purpose of the work is to describe a clinical case of a rare Duchene muscle dystrophy disease with a patient who was treated
with a regional clinical hospital with a more detailed study of pathomorphological changes in this pathology. Methods. The
material for the study was a clinical case of Duchene's muscular dystrophy in a patient who died in the Emergency Medical
Assistance Department of the KNP Choir "Regional Clinical Hospital" in Kharkiv with a clinical diagnosis: Duchene's
muscular dystrophy. The patient's medical history and the autopsy protocol were studied. Histological examination was
performed using the following painting methods: hematoxylin-eosin, van Gizon, Congo red, Perls reaction. Results. Au-
topsy revealed the following pathomorphological changes: lesions of skeletal muscles - scoliosis, pseudogipertrophy of the
calf muscles; respiratory damage and cardiomyopathy pathology, which have led to the development of decompensated
right ventricular heart failure in the patient. Conclusion. MDD is a rare progressive disease that is inherited with dystrophin
protein deficiency. Pathology occurs in early childhood and leads to muscle tissue. Most patients die from pulmonary - heart
failure. In this case, the pathomorphological changes that occur in this disease are described.
Key words: Duchene's muscular dystrophy, genetic mutation, pulmonary-heart failure.
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Beryn

M’si30Ba quctpodis dromena (M) — Baxke
MPOTPECyIoUe CIaJAKOBE 3aXBOPIOBAHHS, OB sI3aHE 3
X-XpOMOCOMOIO 33 PELIECHBHOIO 03HAKOIO, 3 4aCTO-
TOI0 BUHUKHEHHS 15,9-19,5 Bumankis Ha 100 000 sxu-
BOHapOKeHUX xyomuukiB [1,2,3]. TenHna myraris
MPU3BOUTH 10 HECTaul CHHTE3y AUCTpodiHa (MeM-
OpaHHHII OLTOK M'S30BHX KIITHH), BHACHIJOK YOTO
MOPYIIYETHCS CTPYKTYPA 1 MUTICHICTh M sI3iB 3 IMoJa-
JBIIAM PO3BUTKOM TIPOTPECYIOY0]1 M’SI30BOI JIereHe-
pamii [3]. ductpodin Bixmosinae 3a 3’€THAHHS IIUTO-
CKEJIETy M’SI30BOTO BOJIOKHA 3 MO3AKIITHHHHUM MaT-
pukcoM. BcraHOBIEHO, IO HACHIOKOM BiJCYTHICTI
JucTpodiHa € HaIXOIKEHHS HaUTHIIKOBOTO KaJIbIIiI0
B CapKoJIeMy KJITHH, SIKi HOTIM THHYTh Ta 3aMilly-
IOThCS JKUPOBOO Ta CIOIY4YHOI TKaHuHaMu. MJIJI €
HaWTSDKYO00 (POPMOIO POTPECYIOYUX M’ SI30BHX JUC-
Tpodiii [4,5].

Croyatky y niTe# Hemae KJIiHIYHOI CHMIITOMA-
THKH, aJic BU3HAYAIOTH IiIBUIICHUH PiBEHb IIEYiHKO-
BUX (hepMeHTIB y OioXiMIYHOMY aHami3i KpOBi, IO
MOYKe OyTH pO3IIIHEHO SK MATOJIOTis IMeviHKH. Bu3Ha-
YeHHsI BUCOKHX (P KpeaTHHKiIHA3H (PEepMEHT, 10
3HAXOAUTHCS y M’ s[3aX Ta 3aBASKU CHHTE3Y KpeaTnH-
¢docdary 3abe3neuye iX eHepreTuuHi noTpedu) y
KPOBI JI03BOJIsIE BCTAHOBUTH MOTICPEIHIM AiarHo3 [6].
IIpu OiomciiiHOMY MOCIHIPKEHHI M’SI30BOT TKAHHHU
BU3HAYAIOTh BIJACYTHICTh AUCTPOQiHa, 110 BKa3ye Ha
po3zsutox MIJI [7].

IeHeTn4He AOCIHIIKEHHS AOIOMAara€ 3 BH3HA-
4YeHHsM BUAy myTanii rera DMD Ta € 000B’s13k0BUM
Ut yeix marientis i3 MM/, Ha tenepimmsiii gac ic-
HYIOTh YOTHPH OCHOBHI THUIH MyTamii reHa DMD.
Jlns 1iarHOCTHKY TeHETHKH BHKOPHCTOBYIOTH MYITb-
TUIUICKCHY JITa3HO3AICKHY amIuTi (hikario
(multiplex ligationdependent probe amplification —
MLPA) Ta ek30MHE CEeKBEHYBaHHs (exome next
generation sequencing — ExomeNGS). Big Bcrano-
BJICHHSI TOYHOTO THITY MYTallii 3aJIeKHUTh BUJI I1aTOre-
HETHYHOTO JiKyBaHHS [8,9].

Kninivno MI/1 maHidecrye y aiteii B paHHbOMY
Billl y BUIVISL BiJICTAaBaHHS B PO3BUTKY PYXOBHX Ha-
BHYOK Ta YaCTUX MaJliHHAX, 110 OB’ s3aHO MepeIyciM
3 arpodiero ckenetHux M’s3iB [10]. [epmmmu ypa-
JKarOTHCS M’SI3M HIDKHIX KIHIUBOK 1 Ta3a, MOTIM 1HIII
Tpyny M’s13iB. XapaKTEepPHOIO 03HAKOIO € IICEeBJOTIIIe-
pTpodist TUTKOBHX M’si3iB. XBOPi IITH MAarOTh TPYA-
HOIII MM Yac MiJHIMAaHHSA CXOAaMHu abo mpU CTPHO-
Kax, o0 BCTAaTH 3 IMAJIOrM BOHH NepeOuparoTh py-
KaMH IO MiAIo3i it 3100yTTs piBHOBaru (IpHiioM
T'oBepca). Takox BiJ3HAYAIOTh 3aTPUMKY IICHXOMOB-
HOTO PO3BHTKY, IiIBUIIICHHS PU3UKY HEWPOIOBEIiH-
KOBHX PO3JIafiB (CHHIPOM AedillUTy yBary, Tinepak-
TUBHICTb, ayTU3M, IHTEJIEKTyaJIbHa HEIOCTaTHICTh Ta
OB TSHKKI ypakKeHHS HEpBOBOI CUCTEMH 3 HasIBHi-
CTIO B’SUIMX Nape3iB, Mapaiivis, 10 MPU3BOIATH 10
MOBHOTO 3HEpyXoMIIeHHs xBopux [11,12,13,14].

CrnabkicTe M’s13iB Beae A0 aedopmariii xpeder-
Horo ctoBna. CepenHii Bik IOYaTKy CKOJIIO3y CTaHO-

BUTH 14 pOKiB i BiZICOTOK XBOPHX 3 JIAHOIO TATOJIO-
riero 30uIbIyeThest 3 BikoM [15,16]. Takoxk 3 BikoM
30UIBIIY€THCS BIICOTOK MAIi€HTIB 3 KAPIIOMiONAaTie0
[17,18,19]. He nuBnsuuch Ha MPOBEACHY TEPaIlilo
(3MilaHi KOPTUKOCTEPOINN) BIICOTOK MAIIEHTIB 3 Ka-
paiomionariero y Bini 15 pokis craHoBuTh Bix 23,3 %
[20] mo 69,7 % [18]. o 20 pokiB MpoleHTHE CITiBBi-
HOIIICHHS TAITI€HTIB 3 KapJiOMiOTaTi€l0 3HAXOIUTHCS
B miama3oHi 68,2 % - 92,8 % [17,20]. Jo 25 poxkiB Bi-
JCOTOK TAIi€HTIB 3 KapIiOMiOINaTi€l0 KONHUBAETHCS
Bix 50% [21] mo 87,6 % [22]. CepueBa ¢yHKis 30e-
piraeTbes A0 MiUTITKOBOTO BiKY, @ MOTIM 3HIKYETHCS
3 BikoM i 10 20 poKiB (pakiiisi cepreBoro BUKUIY
3HIXKYETBCS 10 53 % 10 20 pokis [23].

VY nauientiB 3 M/1/] 3a paxyHOK ypakeHHS JH-
XaJBbHUX M’SI31B 3HWKY€EThCS (DYHKIIIS JIETEHIB 1 cepe-
JIHIH BiK MMOYATKY IITYYHOI BEHTHJISIIIT JICTCHIB KOJIH-
BaeThest BiX 15 10 22 pokiB [24]. V OLbIIOCTi XBOPUX
CIIOCTEpIraeThcsl BaXKKa JiereHeBa JUCOYHKIIS 10 25
pokiB. HacmigkoM TOro, mo 3 YacoM Ii TAali€HTH
BTPaYalOTh 3MaTHICTH CaMOCTIHHO IepecyBaTHCS, Y
HUX PO3BUBAETHCS JIETCHEBAa HEOCTATHICTH, Kap/io-
MIOTIaTisl, € BHCOKI IMOKa3HUKU PaHHBOI CMEPTHOCTI
[3].

Mera

Onucary KJIiHIYHAN BUIIAJIOK PiAKICHOTO 3aXBO-
proBaHHs M’5130B0i qucTpodii JlromieHa 3 JeTaabHIM
Pe3yJIbTaTOM Y MAIliEHTa, SKH 3HAXOAUBCS Ha JIKY-
BanHi B KHIIT XOP O6nacHa kiiHiYHA JiKapHSA 3
OibLI JeTalbHUM BHBYEHHSM MaTOMOPQOIOTiYHIX
3MiH IIpH JaHiil marosorii.

Marepiaau Ta MmeToau

MarepianoM IS TOCTiIKEHHS TOCITY>KUB KITi-
HIYHHAH BUTIAIOK M’s130B01 AucTpodii romena y ma-
Li€HTa, SKUW TTIOMep V BiIAIJICHHI eKCTPEHOT MeINI-
Hoi norromoru KHIT XOP «O6nacHa kiiHiYHA JiKa-
pHs» M. XapkKiB 3 KJIIHIYHUM MiarHO30M: M’s30Ba
nuctpodis romeHa. BuBueHo ictopiro XxBopoOu ma-
[IEHTa Ta TPOTOKOJ IATOJIOr0aHATOMIYHOIO PO3-
TUHY.

[TaronoroaHaTomMiyHe AOCIIKEHHsSI BUKOHAHO
BIJIMIOBITHO JO YMHHUX HOPMATHBHUX IOKYMCHTIB
MO3 VYxpainu mo0 mpoBeIeHHS MaToJI0r0aHaATOMi-
yHuX po3tuHiB [25]. Ticromoriune mociiKeHHS
MIPOBOJIMIIN 3 BHKOPUCTAHHSIM HACTYITHUX METO/IIB 3a-
OapBIICHHS: TeMaTOKCHIIiH-e03uH, Ban ['i30n, KoHro
yepBOoHUH Ta peakuis [lepica, ski BUKOHYBaJIU 3a
NPOITUCaMH, 1110 BUKJIAJEeHI B IHCTPYKIISIX 3 TiCTOJIO-
riunoi TexHiku [26].

JIoCHiKeHHST TPOBEACHO 3 OTPUMAaHHIM
TPUHITKITB 010 TUKHU BiIIOBITHO 10 MTOJIOKEHbB [ eb-
CiHCBKOT meknaparii [27].

Pe3yabraTtn

3 anamHe3y: y JiikapHi mpoOyB 7 romuH 31 cKkap-
raMy Ha HEMOXKJIBICTh KOBTAaTH 1Ky, BOAY, OCTaHHI 3
IHi Temrieparypa tina 37,7° C, konu Jisrae Ha CIIMHY
6ol B rpynHOMY Biagi, 6inbine npaBopyy. Tpu aHi
TOMy po3modata aHTHOioTHKOTepamis. Ilo miHii
HIM/JI xBopwuii noctaBieHUi 10 00NIACHOT KITiHIYHOT
mikapHi. B JIWTHHCTBI BCTAQHOBIEHO JiarHO3 —
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Mm’si30Ba auctpodis HroteHa. Toctpuit OpoHxiT, mHe-
BMOHIst — 2 abo 3 paswm 3a pik. JociimkeHHs Oyno
MPOBEAEHO BIAMOBITHO 0 NMPUHIMIIIB OioeTnku. Po-
JMYaMy HaJaHO MMCHMOBY 3r0ofy Ha IPOBEICHHS Ja-
HOTO JIOCIi/PKEHHSL.

OO0’€KTUBHO: 3araJlbHUH CTaH XBOPOTO BaXKKHMH,
00yMOBIICHUI JUXaIbHUMH PO3JIaZaMHi Ta CEPLEBO-
cynuHHOIO HemocraTHicTio. IIkipa Ta BHmuUMi ciu-
30Bi OOOJIOHKH O1JIOTO KOJIBOPY, XOJOIHI Ha JOTHK.
AyYCKyNbTaTUBHO IWXaHHSA MOCHallleHO Hax YCi€lo
moBepxHer0. lemonmHamika HecrabimeHa AT —
100/60 mm.pt.cT. Ps =150 yn/xB. Tonu cepus miyxi,
putMmiusi. JKuBit npu manemanii M’ skuid. liypes ca-
MoctiHuit. OuHi minuey Ta 3iHuni D=S. Pyxu ou-
HOro si0nyka nemo ooMexeHi B cTopoHH. CyXoKH-
JbHI pedrekcu kiHIiBok D=S 3uwxeni. [lopymens
YYTJIIMBOCTI He BUsABICHO. Terpanapes. Byiabp0apHi mo-
pyweHHs. Posmowara okcureHoTeparrisi MacKOBUM
CIOCOO0OM.

Kniniuauii  aHami3 KpoBi: EpUTPOLUTH —
4,89x10'%/n, remorno6in — 148 r/n, neifxonuTtn —
14,2x10°/n, TpomMGormTH — 272x10%/1.

Koncyneramii: HeBpomaronor — mporpecyroda
M’s130Ba quctpodis [dromeHa 3 TeTpamape3om, mopy-
mIeHHs akTy xomd. Kapmiomor — mporpecyroua
M’s130Ba auctpodist dromieHa 3 Terpamnape3oM. Cuny-
cosa Taxikapmis 3 UCC >150 Ba/xs.

OTpuMyBaB Tepamito: OJimiM, OJIKIIHOMENb, p-
H I'mroko3u 10 %, xamiro xmopun 7,5 %, Biramin C5
%, p-t I'moko3u 5 %, p-H Hatpiro xmopua 0,9 %, me-
3aTOH, aTPOIIiH, aJIpeHATIH.

Ha i mpoBeneHOTO JTiKyBaHHS CTaH XBOPOTO 3
HETaTUBHOIO AWHAMIKOIO. Y XBOPOTO 3a(hiKCOBAHO 3y-
MMTHKY €QEeKTUBHOTO KPOBOOOITY — 3adikcoBaHa KIIi-
HIYHa cMepTh. PeaHiMaIlliifHi 3aX0q y MOBHOMY 00-
cs31 Ha npotszi 30 xB. — 6e3 edexry. KoncraroBana
GioJsioriuHa cMepTh.

BucrasineHuii 3aKIIOYHAN KIIIHIYHUNA [1arHO3:
nporpecyroua M’s308a auctpodis [romieHa 3 Terpa-
rape3oM, MOPYIICHHS aKTy XOIU.

Ipuumnna cMepti: ocTpa ceprieBo-CyIHHHA He-
JIOCTaTHICTb.

Ha ayromcii 3BepHyn0 yBary: XBOpHH 3HMKe-
HoOro XapuyBaHHs. [lepudepnunux HaOpsKiB Ta 10-
POXHUHHUX CKYIUeHb pinuHK He Oyrno. [TaTonmoriuni
3MiHH 3 OOKY KiCTKOBO-M’S30BOi CUCTEMH Y BHIJIAII
S-nozni6Ho1 nedopmanii y ppoHTANBHIN TUIOM Xpe-
0ETHOrO CTOBILY Ta BUPaXXEHO rinepTpohoBaHUX JIHU-
TKOBUX M’si3iB. BUsiBIIeHA EKCIICHTPHYHA TilEPTPO-
(ist cepIlst 3 03HAKAMU JICKOMIICHCAIIT cepueBol misi-
JbpHOCTI (rinepTpodii CTIHOK Ta PO3IIUPEHHS OPOXK-
HHH JIIBOTO Ta MPaBOro HIITYHOUKIB, TOBIIMHA MiOKa-
pxa diBoro nuryHouka 2,0 cM, npasoro — 0,6 cm). On-
HOYACHO, KJIAIaHHUI anapaT, aopTa, KOpOHApPHIi apTe-
pii 6e3 cyrreBux 3min. [Ipu ricromoriuHomy mociti-
JDKCHHI 3 BUKOPUCTAHHSIM 3a0apBIICHHS T€MaTOKCH-
JH-€03UH y MiOKap/i crocrepiranacs rineprpodis
nestkux Kapaiomionutie (Puc. 1).
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Puc. 1. Tineptpodis noognmHoknx kapgiomiouuTis. 3a-
GapBneHHs reMmaToKCKIiHOM Ta eo3nmHoMm. x100.

IIpu 3abapeieHHi 3a Ban ['i30HOM BHABISLTHCS
arpodoBaHi M’S130Bi BOJIOKHA JKOBTOTO KOJIBOPY 3 BeE-
JIMKO OCEPEIKOBUM Kapi0CKIEPO30M UYEPBOHOTO KO-
nbopy no nepucdepii (Puc. 2).

Puc. 2. ATpochoBaHi M’S30Bi BONOKHA XOBTOrO KONbOpY
3 BEeNVKO OCEepeaKOBMM KapAiOCKIEpO30M YEpPBOHOTO KO-
neopy no nepudepii. 3abapeneHHs 3a BaH lMNzoHom. x40.

JIJ1s BUKITFOUSHHS aMiI01103y cepIs OyJI0 BUKO-
pucraHo 3abapBieHHS KoHro uepBoHM — peakiis
HerarusHa (Puc. 3).

Jlsl BUKIIIOUEHHS CHAJIKOBOTO I'€MaxpoMaTo3y
Oys10 ipoBeeHo peakiliro [lepiica Ha 31130, TIPH AKIiH
reMOCH/IEPYH 3a0apBIIOETHCS Y CUHBO — 3€JICHUI KO-
Jip: peakuis HeratuBHa (Puc. 4).

IIpu OCTIMKEHHI CKEJIIETHHX Ta IUXAJIbHUX
M’sI31B 3 BUKOPHUCTaHHSM 3a0apBiieHHst 3a Ban I'i30-
HOM BHSIBJICHA aTpOdist M SI30BHX BOJIOKOH 3 BUPaXKe-
HUM JTU(Y3HAM CKJICPO30M YE€pBOHOTO KOJILOPY Ta Ji-
momaro3oM (Puc. 5).

Jlist BCiX MapeHXMMAaTo3HUX BHYTPIIIHIX opra-
HiB OyJI0 ITPUTaMaHHO BEHO3HE IIOBHOKPOB’S 31 CTa-
30M.
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Puc. 3. 3abapeneHHs KoHro 4epBoHWIN — peakuist Hera-
TvBHa. 3abapBneHHs KOHro YepBoHUM. x100.

Puc. 4. Peakuis Nepnca Ha 3ani3o — peakuia Heratu-
BHa. Peakuis Mepnca. x40.

Puc. 5. ATpodpisi M’s130BMX BONOKOH 3 BUPaXEHUM Au-
by3HVMM CKIIEPO30OM YEPBOHOMO KOMbOPY Ta FinOMaTo30M.
3abapeneHHs 3a BaH lN3oHom. x40.

[Naromoroanaromiunuii nmiarHo3. OcHOBHE 3a-
XBOPIOBaHHS: M’s30Ba jauctpodis JlronreHa 3 ypa-
JKEHHSIM CKeJIETHUX (CKOJ1103, TIceBIorinepTpodist -
TKOBHX M’5131B), IUXaJbHHUX M’S31B Ta PO3BUTKOM Ka-
paiomionarii. Kox 3a MKX — G 71.0. YckinagHeHHS:
3arajibHe BEHO3HE IIOBHOKPOB’st. J{ucTpodiuni 3mMiHN
napeHxiMaro3Hux oprauiB. Habpsk nerens. HaOpsik-

HaOyXaHHS pEYOBHHU TOJIOBHOTO MO3Ky. Citiff Big3Ha-
YUTH, 10 NaTOMOP(OJIOTiYHI 3MiHM Yy BHYTPILIHIX
OpraHax BKa3ylOTb Ha PO3BHTOK JICKOMIICHCOBaHOI
MIPaBOILTYHOYKOBOI CEpIeBOI HEJOCTATHOCTI Y XBO-
poro (3arajibHe BEHO3HE MOBHOKPOB’SI) MPH HasBHO-
CTi KOMIICHCOBAHOT JIiBOIIITYHOYKOBOi HEOCTATHOCTI
(HeBUpaXKeHUH alTbBEOIISIPHUI HAOPSIK Ta BiZICYTHICTh
TEeMOCHIEPO3Y JIETeHB), 10 MOTIIO OyTH 00yMOBIICHO
B IIEPIy Yepry YPaXCHHSAM JUXAIBHUX M si3iB. Cri-
BCTaBJICHHS J1arHO31B-30IT.

Oo6roBopeHHs

OnmcaHnii KITHIYHAA BUOATOK HPOTPECHBHOL
M’s130Bo1 muctpodii dromeHa MmiATBEpIKyeE, IO Iie
TsDKKa (opMa MiomicTpodii, sika mepesaeTses pele-
cuBHO 3 X — xpoMocomoro [1,2]. Bpomkena HecTaua
6inka qucTpodiny TArHE 3a o000 pyHHYBaHHS Mio-
LUTIB Ta X 3aMiHy )KHPOBOIO Ta CIIOJYYHOIO TKaHU-
HOIO, 1110 KJITHIYHO BUPAXKAETHCSI BTPATOIO CHIIN Ta TO-
Hycy M’si3iB 3 momanbiioro arpodiero [3,5]. Ileprmi
mposisu M/1J] npunagarote Ha nepion Bix 1 1o 5 po-
KiB [22]. M’s30Ba CaOKiCTh MIPUBOAUTH K PO3JIagaM
B KICTKOBIi#f cuctemi: kio3, ckomios [18,20].Taxum
MaIfieHTaM MpUTaMaHHI CepIIeBO — CYAMHHI PO3Naan
CTIIPUYMHEHI PO3BUTKOM Kapaiomionarii [17,18,19]. ¥
HAIIOMY BHUIAJKy OCHOBHOIO TiCTOJIOTIYHOIO O3Ha-
KOIO Kap/iomiomnarii Oy ocepeki BUPaKEHOTO Ka-
paiockieposy 1o nepudepii aTpopoBaHUX KapIiomi-
ouutiB. KIliHIYHO y MaluieHTIB peecTpylOTh MPOSBU
ayTU3MYy, IMCIIEKCiT Ta po3naau mam’sri [11], ane Mo-
JKITUBI OpPraHiyHi ypaKeHHsI HEPBOBOI CUCTEMH 3 PO3-
BHUTKOM B’SUTHX Tape3iB Ta mapaiivis [12,13,14]. Ilo-
OIMPeHHS TUCTPO(ivyHOTO TIpolecy Ha IUXalbHI
M’SI3U TIPU3BOIUTH IO 1X Mapaiidy Ta HEMOXIHUBOCTI
CaMOCTIfHO BUKOHYBAaTH AuXaibHi pyxu [12]. Tsokka
JereHeBa TUCYHKINISA Ta KapAioMionatisi 00yMOBITIOE
BHCOKI NMOKa3HWKH paHHBOI cMepTHOCTI [3]. B Ha-
LIOMY BUMAAKY NaToMOP(OJIOTiYHI 3MiHH Y BHYTpillIl-
HIX OpraHax BKa3ylOTb Ha PO3BUTOK JICKOMIIEHCOBA-
HOi NPaBOLLTYHOYKOBOI CEpLEBOi HEIOCTAaTHOCTI Y
XBOPOTO (3arajbHe BEHO3HE TOBHOKPOB 51) IIPH HasIB-
HOCTiI KOMIICHCOBAHOI JTiBOIILTYHOYKOBOI HEIOCTAT-
HOCTI (HEBHpaXXEHUH aJIbBEOJIIPHUM HAOpSK Ta Bif-
CYTHICTh TEeMOCHIEPO3Y JIEreHb), M0 MOIIO OyTH
0OYMOBJICHO B IEPIIy Yepry YpaKeHHAM ANXAITBHUX
M’SI31B.

BucHoBku

1. M’s3o0Ba muctpodis [romena — e HEOAHO-
pifiHa rpyna reHeTMYHUX MOPYIIEHb, NPU SKUX He-
cTaya CHHTE3y AMCTPOdiHa y MEeMOpaHHAX M'SI30BHX
KJITHUH TPU3BOAUTH JI0 MPOIPECUBHOT BTPATH CKeJle-
THUX Ta CEPLEBHUX M’SI3iB.

2. OcHOBHUMH MAaTOMOP(OJOTIYHUMH  3Mi-
HaMH M'I30BO1 TKAHUHHU IPH AAHOMY 3aXBOPIOBaHHI
€ arpo(ist, po3maa MiOIHUTIB 3 MOJAIBIINM 3aMillICH-
HSIM BOJIOKHHCTOIO T XMPOBOIO CIIOJYYHOIO TKaHH-
HOIO.

3. KagiomiomaTis Ta mapamid IUXaIbHUX
M’S131B € TOJIOBHUM TPUTEPOM ISl PO3BUTKY XPOHIU-
HOI JIEr€HEeBO — CEepIeBOI HEJOCTAaTHOCTI, 10 00yMO-
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BITIO€ BUCOKI IMOKa3HUKHU PaHHBOI CMEPTHOCTI Y TMalli-
enriB 3 MJI/1.

IlepcneKkTHBY NOAATBINNX AOCTITKEHD

He 3Bakatouu Ha Te, 1110 32 OCTaHHI pOKH 6arato
3po0JIeHO y PO3YMIHHI MeXaHi3MIB XBOpOOM Ta 3a-
MPOIIOHOBAHO BEJIMKA KiJIbKICTh TEPAaeBTUUHUX ITif-
XOMiB, TAaTOMOP(OJIOTIUHI OCTIPKECHHS 3aJIUIIa-
FOTBCS KIIFOUOBHMH JIJIsI TIUOIIOTO PO3YMIHHA IIPO-
TpecyBaHHS 3aXBOPIOBaHHS, BiAMOBiI HA JIIKyBaHHS
Ta po3pOOKH HOBHX Teparriil.

Indopmanis npo koHIIKT iHTEpeciB

[Morenuiiinnx abo siBHUX KOHQJIIKTIB iHTEpECIB,
110 MOB’sI3aHi 3 UM PYKOIIMCOM, Ha MOMEHT IyOJIi-
Kallil He iICHY€E Ta He repea0ayaeThCes.

Indopmanis npo pinancyBaHHs

Lle mocmimpKeHHsT HE OTPUMYBAJIO CIIEIiaJIbHOTO
TPaHTy BiJ] )KOJIHOI (JiHAHCOBOI YCTAaHOBH Y J€prKaB-
HOMY, KOMEPIIIHHOMY 9M HEKOMEPIIHHOMY CEKTO-
pax.
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XapkiBcbKuil HANIOHAJBHUN MeAUYHUI yHiBepcuTeT; KoMyHa/ibHe HekoMepuiliHe miaxnpueMcTBo Xa-
pPKiBcbKoi 00s1acHOI paau «OdJacHa KJaiHiYHA JikapHs», XapkiB, YKkpaina.

PE®EPAT. AkTyajibHicTh. M’5130Ba TUCTPOdist — I1e HEOAHOPIHA TPyIIa TCHETHYHUX MOPYIICHb, [0 Xapa-
KTEPU3YIOTHCS MPOrPECUBHOIO BTPATOIO CKENEeTHUX M s131B. M’si30Ba muctpodis romena (MIJ]) € onHiero 3 Haii-
MOMIMPEHIIINX Ta BUPAKEHUX (GOPM M’s130B0i TcTpodii, MoB’s3aHOI0 3 X XPOMOCOMOIO 32 PELIECHBHOIO 03HAKOO
Ta HAJISXKUTh J10 Kiacy «Jluctpodinonaris». Juctpodinonaris po3BUBAETHCS MPHU CHAIKOBIH BiJICYTHOCTI MEM-
OpaHHOTrO OLIKY AUCTPOGiHY, AKUH BIAMOBIAAE 3a IUTICHICTh IUTOCKENETY M 30801 KiIiTHHH. CIa0KicTh CKeeT-
HHX M SI3iB BeJle JI0 PO3BUTKY CKOJII03Y Ta 3HEPYXOMJIEHHS naiieHTiB. IlomiopranHa HEAOCTATHICTD Y TAKUX XBO-
puxX 00yMOBITIOE BUCOKI IIOKa3HUKH paHHBOI cMepTHOCTI. MeTa poOOTH — OnrcaTH KITiHIYHAN BHITAJ0K PiAKICHOTO
3aXBOPIOBAHHS M’A30BO1 qucTpodii JlfolieHa 3 JeTalbHIM pe3yiIbTaToM y Hali€eHTa, IKUH 3HAXOJUBCS Ha JIKY-
BaHHi B KHIT XOP OOnacHa kiiHIYHA JKapHA 3 OUITBII JeTaJbHUM BHBUYCHHSAM NMaTOMOP(OJOTIYHUX 3MiH MPH
naHiil matonorii. Meroaqu. MarepiaaoM Aiisi ZOCITIHKEHHS MOCTYXKHUB KIIHIYHIHA BHUIIAJOK M’ S30BOi TUCTPOdii
JronreHa y marfieHTa, sIKHiA oMep y BifaiiaeHHi ekctpeHHol menuaHoi momomoru KHIT XOP «O6nacHa kiniHigHA
JiKapHs» M. XapKiB 3 KIIHIYHUM JliarHo3oM: M’s130Ba quctpodis dromieHa. BusueHo icropiro XxBopoOu marieHTa
Ta MPOTOKOJ Po3THHY. ['icTONIOrIUHE AOCIIIKEHHS MPOBOIMIOCS 3 BUKOPUCTAHHSIM HACTYIHUX METOAIB (apOy-
BaHHS: reMaToKCUIiH-e03uH, Bau ['i3on, Konro yepBonuii, peaxuis [Tepnca. Pesyasrarn. I1pu ayrorcii BusiBneHi
HACTYITHI MAaTOMOP(OJIOTIUHI 3MIHU: YPAXKEHHS CKEJICTHUX M’ sI31B — CKOJTi03, TICEBAOTINepTPOdist TUTKOBHUX M’SI31B;
ypakeHHs IUXaJbHUX M S31B Ta MMATOJIOTIS CepIlsd y BUITIAJII KapAioMiomnarTii, IKi MPUBEIN K PO3BUTKY Y Malli€HTa
JIEKOMIIEHCOBAHO1 MPaBOILTYHOYKOBO1 ceplieBoi HegoctatHocTi. Iizcymok. MJIJ] — piakicHe mporpecyroue 3a-
XBOPIOBaHHSI, K€ CMAIKOBO ITOB’s13aHe 3 HEJOCTaTHICTIO Oika auctpodina. [1aTosorist BUHUKAE y paHHBOMY JH-
TAYOMY BIKy Ta BeJle K YPOKEHHIO M 430BOi TKAHUHU. BiIbIIiCTh NMamieHTiB BMHUpPAE BiJl JIET€HEBO — CepleBO] He-
JOCTaTHOCTI. B npoMy BUnaaky onucani naroMop(oIoTiyHi 3MiHN, SIKi BHHUKAIOTh IIPH AaHOMY 3aXBOPIOBAHHI.

Karouogi ciioBa: M’s130Ba auctpodis [iomena, reHHa MyTallis, JIeTeHEBO-CepIieBa HEJOCTATHICTb.
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