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[JiarHocTtka mionatmyHoro cuHapomy (MC) npu kpuTrdHUX cTaHax (KC) Hepiako Mae CknaaHoLL y BUABNEHHI MOro eTioNorii, a Le BnavBae Ha
CBOEYACHICTb NiATBEPAXEHHS AjarHo3y i BUGIp nikyBanbHOoi Taktvkn. MC npu KC € 0fHIeio 3 4acTuX NPUYMH, WO NPU3BOAUTL A0 NOPYLLEHHS:
CaMOCTINHOMO AMXaHHA, HeOOXIAHOCTI BEHTUASLINHOI NIATPUMKI, TPUBANOI 3aNeXHOCT NauieHTa Bif, anapaTtHoi BeHTUNaAL|i Y BioaineHHi aHe-
cTesionorii Ta iHTeHcuBHOI Tepanii (BAIT), a Takox 0OyMOBNIOE CKNaAHOLLj NPW BiA'€OHAHHI Takyx XBOPWX BiA, anapatiB LUTY4HOI BEHTUAALI
nerenb (LLIBJT) y pasi cnpob nepeBefeHHst Ha CaMOCTIMHE AVXaHHS.

MeTa — npoaxanizysati kKniHiuHi cumntomu MC npu KC y giteit; BU3Ha4UTV MOXAIMBOCTI iX MEANKaMEHTO3HOI Tepanii.

Martepiann Ta metoaum. [poBeAEHO AOCNIAXEHHA cepea AiTel BIKOM Bif, 3 Micauis A0 15 pokis. MauieHTiB A0CNiAXeHOI rpynin rocnitani-
30BaHO A0 BAIT y 3B'a3ky 3 po3ropTaHHaM Yy Hux KC. 3acTocoBaHO KIiHIKO-aHAMHECTUYHWM, 3aranbHOKMIHIYHNUIA, KNIHIKO-HEBPOMOMYHNIA,
KNIHIKO-IHCTpYMEHTanbHWUI Ta KiHiko-nabopaTopHUi MeToam 0OCTEXEHHS.

Pesynbratu. lNpoBeneHa andepeHujiba aiarHoctrka nokadana npuymnHn podsutky MC npu KC y XBopurx HaBeaeHOI cepii KNiHIYHMX BUM-
naakie. CuHAPOM M'A30BOI cNabkocTi 6yB OCHOBOIO KAIHIYHOMO CUMATOMOKOMMNEKCY B AiTei 3 NiATBEPAXEHUM AiarHO30M natonorii 3 rpynm
HEPBOBO-M'S130BUX 3axBOPOBaHb. MC y naujeHTiB i3 X-34enneHon MIioTyOynapHOIO MIONaTielo Ta ChiHalbHOI M'930B00 atpodietn (CMA)
| TMNY 3 HACTYMHMM PO3BUTKOM MHEBMOHIi Ta cencucy Bnnamneas Ha podroptaHHa KC. KombiHoBaHa aHT1bakTepiansHa Tepanis B NoeaHaHHi 3
CUMNTOMAaTUYHVMI METOAAMM NIKYBaHHSA BUSBUIMCA €(DEKTUBHVIMI Y XBOPOrO 3 MIOTYOYIAPHOIO MIONATIEID: AOCATHYTa KOMNEHCAList XUTTEBO
BaXMBUX PYHKLiM NauieHTa. ETioTponHa (kombiHoBaHa aHTnbakTepiansHa) Tepania NMHeBMOHIi Ta cencucy B noeaHaHHi 3 naTtoreHeTnYHo
(xBOpPOOOMOAMDIKYIOHOIO Tepanien) Ta AVxanbHO NIATPVUMKO B NauieHTkn 3i CMA ganv amory ctabinisyBati BitansHi GyHKLT Ta Big, eaHaT
OMTUHY BiO anapary LLUBJT.

BucHoBku. OCHOBHUMY KJTiHI4HUMK 03Hakamn MC npu KC y nauieHta 3 MioTyOynsipHOIO Mionartielo, Ak iy xBopoi 3i CMA | Tuny, 6ynn rino-
TOHIS M'A3iB, rinopednekcia CyxOXMIKOBIX i nepiocTanbHVX pednekcis, M'a308a cnabkicTb, O NPOABMAMCS 3 NePiOAy HOBOHAPOAXEHOCTI.
XBOpoboMOoavdikylova Tepania B NOeAHaHHI 3 KOMOIHOBAHOIO aHTMOakTepianbHOI0 Tepanieio Ta AMXanbHO NIATPUMKOIO B NaLieHTkm 3i CMA
nokasanv epekTmBHICTb NnikyBaHHs Npv KC, a Lie 4ano 3Mory nepeBecTy AUTUHY Ha CaMOCTIHE AVXaHHS.

JlocniaxXeHHst BUKOHaHO BiANOBIAHO A0 NPUHLIMNIB [eNbCIHCLKOI Aeknapadi. Ha npoBeaeHHs 4OCNIAXEHb OTPUMaHO iIHGOPMOBaHy 3rofay 6arsb-
KiB, OiTen.

ABTOPV 3a8BNSI0Tb MPO BIACYTHICTb KOHPNIKTY IHTEPECIB.

KniouoBi cnoBa: mionatmyHnii CMHAPOM MpPU KPUTUMYHKX CTaHax, xBopobomoaudikyioda Tepania, X-a4enneHa mioTybynapHa mionaria,
cniHanbHa M'a30Ba arpodid.
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Critical illness myopathy (CIM) is a challenging problem for identifying which impacts on verified diagnosis in time. CIM occurs often as one
of respiratory failure cause for intensive care admission and invasive ventilation is needed and subsequent inability to wean from the ventilator.
It also influences on the length period of patient’s staying in the intensive care unit (ICU).

Purpose — to provide the analysis of clinical signs of CIM in children and their medical management.

Materials and methods. \We examined the group of children aged from 3 month up to 15 years old. Patients were needed critical care in ICU.
We utilized clinical, instrumental and laboratory methods of investigation.

Results. We have carried out differential diagnostics and the causes of CIM in presented clinical cases which have been shown. Neuromuscu-
lar causes of weakness in the children have been identified. X-linked myotubular myopathy was the cause for CIM in the first patient. Muscular
weakness in patient with spinal muscular atrophy (SMA) combined with pneumonia and sepsis was the reason for critical care in the next pa-
tient. Prescribed antibacterial therapy combined with symptomatic one in the patient with X-linked miotubular myopathy as well as the antibacte-
rial therapy connected with the disease-modified medicine and respiratory support in the patient with SMA showed positive result of treatment.
Conclusions. Diffuse muscular hypotonia, hyporeflexia, muscular weakness were main clinical signs of CIM in the patient with X-linked
miotubular myopathy as well as in the patient with SMA, type I. Presented symptoms appeared from the child’s newborn period. The prescribed
disease-modified therapy combined with antibacterial one and respiratory support proved effectiveness and allowed us to wean the patient
from the ventilator.

The research was carried out in accordance with the principles of the Helsinki declaration. The informed consent of the patient was obtained
for conducting the studies.
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Xy MOJIEKYJISIpHOI Giosorii Ta rewe-
TUKU JIATTU 3MOTY 1/IeHTUu(iKyBaTH 11eB-
Hi opdanHi (pi/KiCHI) CUHAPOMHU, TIPU
SAKUX OJTHUM 13 KJIIHIYHUX CUMIITOMIB € YpaskeHHs
M’s3iB. [laTosoria HepBOBO-M'A30BO1 cucTeMu €
HAUTIOMINPEHITIIOI cepell YCiX CHaAKOBUX XBOPOO
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HepBOBOI cuctemu [7,8]. CuHIpOM M'SI30BOI c1ab-
KOCTi € OCHOBOIO KJIIHIYHOTO CUMIITOMOKOMILIIEKCY
MpU HEPBOBO-M’s130BUX 3axBopioBaHHAX (HMJ3)
[7,14]. Mionarii sBAsIOTh CO60I0 TaKWil KJIiHIY-
HUIT CHHIPOM, TP IKOMY Bi/I0yBalOThCS IEPBUHHI
YpasKeHHsS M’sI3iB, TO/Ii K TPU HEWPOMaTisx ypa-

ISSN 2663-7553 Modern pediatrics. Ukraine 2(122)/2022



Yntanmrte Hac Ha caunTi: http://medexpert.com.ua

KAIHIYHUIM BUTITAAOK

JKeHHS M’$131B PO3BMBAIOTHCS BTOPUHHO. Biso-
Mo, 110 KJIiHiYHa KapTrHa neBHux opm HM3 Ha
PI3HMX eTarax IXHbOTO mepebiry Mae MeBHi CXOKi
KJIiHiuHI cumnromu [7,8,14]. Baxkausum € Te, 110
MiomaTii Ta Helpomarii MOAIJISIOTh Ha CITaZKOBO
obyMoBJIeHi it HabyTi popmu.

Mionatnunuii cungpom (MC) mpu KpuTHu-
Hux cranax (KC) € oxnni€o 3 yacTux mpuvmH, 1Mo
MPU3BOJSATH 10 TOPYIIEHHS CaMOCTIHHOTO /K-
XaHHs, HeOOXIIHOCTI BEHTHJISIIITHOI MiATPUMKH,
TPUBAJIOI 3aJI€;KHOCTI Malli€HTa BiJl arrapaTHOl BEH-
TUJIALL Y BiZIJIEHHI aHecTe310J0Tii Ta IHTeHCUB-
Hoi Teparii (BAIT) i 3yMOBITIOE CKJIQIHOIII TIPH
Bil'€/lHAHHI TaKMX XBOPHUX BiJl amapaTiB IMTYIHOI
sertwstii sererb (IIIBJT) y pasi cripob mepese-
JIeHHS /10 caMOCTiliHOTrO inxanss [3,17].

Kputnuni cranm npu ypakeHHIX TOJOBHOTO
MO3KY € KMTTEBO 3aTPO3JIMBUMU CTAHAMU, PO3BU-
TOK SIKUX 3YMOBJIEHWII NEPBUHHUM a00 BTOPUH-
HUM YPaKEHHSIM MO3KOBUX CTPYKTYp, IO 3a0e3-
MEYYI0Th 1 KOHTPOJIIOIOTH PETyJsIiio CUCTEMHUX
Ta TYMOPAJIbHUX MEXaHi3MiB JKUTTE3a0e3edeHHs,
30KpeMa JIUXaHHs i KpoBOOOiry, 1o morpebye He-
BIJIKJIJIHOTO 3aCTOCYBaHHsS 3acOo0iB Ta METOJIIB
IHTEHCUBHOI Tepatii /IJIsT KOHTPOJIO / MiITPUMKU
MOPYIIEHNUX CUCTeMHUX (DYHKITIN i roMeocTasy 10
MOBHOTO 200 YaCTKOBOTO BiJTHOBJIEHHST IXHBOI 11€H-
TpasbHoi peryJanii [19].

[Ipu KC, 3ymoBIeHNX NTEPBUHHUM YPasKeHHSIM
MO3KY, IIOPYIIYETHCS 1EHTPAJIbHA PETYJIAIISA KUT-
TEBO BAKJIMBUX (DYHKITIN — CHUCTEMHOI TeMOIH-
HAMIiKK, ra3000MiHy, MeTabOJIYHUX PO3JIAIIB, 110
MPUBOAUTDH J0 MiFICUJIEHHS KJITHHHOI TITTOKCil Ta
inmeMii MO3KOBOI TKaHWHU, a TaKOXK J0 3POCTaHHS
CTYTIEHsI TEPBUHHOTO IepeOpaIbHOTO ypaskeHHSI.
[Ipu BTOPpUHHOMY YpasKeHHI MO3KY TTPOSIBJISIETHCS
BIJINB BTOPUHHUX (BHYTPINTHbOUEPETTHUX 1 11032~
yepermHnx) (HaKTOPiB YIIKO/KEHHS MO3KYy (CHH-
JIPOMY BHYTPIIITHbOUEPEITHOI TillepTeHsii, aucJio-
KaI[illHOrO CHHIAPOMY, MeprudOKaIbHOTO HAOPSIKY,
MPUEHAHAS BHYTPINTHbOUEPENHOI iH(DeKIIii, Jn-
XOMaHKH, IOPYIIeHHS MeTaloJi3My TOIIO), SKi
pu3BoATH 10 hopmyBanns KC [19]. Baxkausum
€ Te, MO (HhaKTOPU BTOPUHHOTO YPaKEHHS TTi/ICH-
JIIOIOTH CTYIIiHb MMEPBUHHOTO 11€PeOpPaIbHOTO ypa-
JKeHHsT 1 6e3mocepesiHbo OepyTh ydacThb K y hop-
myBanHi KC, Tak i HeraTHBHO BIJIUBAIOTh HA HOTO
repebir Ta MporHoa.

Ha cporomgni B JiTepaTypi HaBeAeHUN Pl
KJIIHIYHUX CUH/POMIB TP KPUTUYHUX CTaHaX Pi3-
HOI €TioJIoTii, MPOBIIHOK CUMIITOMATUKOIO IPU
KPUTHYHUX CTaHax € (POpMyBaHHsI CIabKOCTI Pi3-
Hux rpyn ckereranx m'sizis [3,16]. C.F. Bolton
i crmiBaBTOpU BIIepille OMUCAIUA P KJITHIYHUX
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BUIAJKIB Y XBOpUX, rocritaigizoBannx 70 BAIT
i3 pisHOIO HO30JI0TIEO, 1 TOTPEOYBAIK TIOPYY 3 iH-
teracuBHoIo Teparieio (IT) 3actocysamms HHIBJI [3].
3TO/IOM y TaKMX MaIli€HTIB (HOpMyBaBCS MJISIBUI
TeTparapes i3 pO3BUTKOM TsKKOI MOTOPHOI Ta CeH-
COPHOI TTOJTIHENPOTIaTii, 10 TPU3BOINIO 10 HEMOK-
JINBOCTI TAaKMX XBOPUX CaAMOCTIiiHO auxatu [3,16].

CunzipoM Miomatii TMpuW KPUTHMYHUX CTaHAX
(MKC) xapakrepusyeTbCs TepeBaKHO IPOK-
CUMAJIBHOIO M'S30BOI0 CJIaOKICTIO B KiHIIIBKAaX,
30€epesKEHOI0 YYTIMBICTIO i PO3BUTKOM M’SI30BHX
arpodint. Ha BimmMiny Bij MionaTii, CHHIPOM TIOJTi-
Hefipornarii pu kputnyHux cranax (ITHKC) xa-
PaKTEPU3YETHCS MEPEBAKHO [UCTAIBHOI CJab-
KicTIo 1 posmamamu 9yTauBocTi. CBOE Yeproio,
cunzipom nogtieripomionarii mpu KC (ITHMKC)
IIPOSBJIIETBCS NEPEBAKHO TPOKCUMAJIBHOIO M’Sl-
30BOI0 CJIaOKiCTIO, BTPATO0 YyTJIWBOCTI B JIHC-
TAJIbHUX BIJJIiJIaX 13 HACTYyIHUM  PO3BUTKOM
aTpodiunoro tpouecy Oimarepaabio [3,16,17].
OcobsuBicTIO 3a3HAYE€HUX CHUHAPOMIB € came Te,
10 BOHU MAIOTh CX0KY CUMIITOMATUKY i3 3a/Ty4eH-
HSIM JIO TATOJIOTIYHOTO IMPoIecy W MizkpeOepHIX
CKeJIETHUX M $3iB, M0 YCKIQIHIOE AuepeHIiiinny
JIIaTHOCTUKY.

¥ cyuacHiii JiiTepaTypi HABOAATHCS CyTIEPeUINBI
TOYKM 30py Tpo MoxamBocTi icayBanusa [IHKC B
i3ommpoBanit hopmi, Toai sk MKC i ITHMKC crio-
crepiraiorbest ipu KC i3 wacrororo Big 25% 10 83%
[3,16]. Baxnuso, mo yactora BuaukHeHHST MKC
i THMKC sanesxxuts Bii Ho30J10Ti1 i TIepebiry 3a-
XBOPIOBaHHS, IKe CIPUYUHUIO po3BUTOK KC.

Y sitepatypi 3BepTAETHCS yBara Ha CKJIA/[HOIII
cBoeuachol giarnoctuku MKC, MHKC, ITHMKC,
110 MO’Ke 3yMOBJIIOBATHUCS He TIJIbKU IIPOBEIEHHAM
ceqaitii, ajie it HaOPSIKOM MO3KY, eHIledaonarTieio
Ta IHIOI0 TATOJIOTIEI0, KA, CBOEI0 UEProio, MOXKe
cupuunHUTH (HOPMYBAaHHS B TAIIEHTIB Tape3iB i
napaJsivis.

Bimomuii  MUpPOKUI  CIEKTp TPUYMH, IO
IIPU3BOJATH /10 YPasKeHb M'S30BOI CUCTEMU IIPU
KC. Posrasimaerbess posib $IK CIa/IKOBOI HEPBO-
BO-M’SI30BOI1 TTATOJIOTI1, HAa TJIi SKOI PO3TOPTAETHCS
KC, Tak i iHmmmx npuduHm, cepejl SKUX MaToJoTis
CepIieBO-CyIMHHOI, ANXaJTbHOI, €HAOKPUHHOI CHU-
CTEMU Ta XBOPOOU IEHTPAIbHOI HEPBOBOI CHCTEMH.
Y nitepaTypi TaKoXK MiJIKPECTIOETHCS, 10 /liarHO-
CTHUKa ITepBUHHOI HO30JI0Til, SIKa BIIJIMHYJIA HA PO3-
roptantsi KC y xBoporo, mpoBoauTbest Ha etari [T
i CTBOPIOE TIE€BHI CKJIIHOII i1 OOMEKEHHS, SIK Y
POBeIEHHI 00CTEKEHb, TaK i B TPAHCIIOPTYBaHHI
xBoporo y KC [3,16].

Jliarnoctuka miomnariit Ta Heiiponatiii mpu KC
MPOBOJIUTHCA Ha TiJICTaBl KJIHIKO-aHAMHECTUY-
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HOTO, KJIIHIKO-HEBPOJIOTTUHOTO Ta KJiHIKO-THCTPY-
MEHTAJIBHUX MeTO/iB obcTexeHHs. OMHaK iarHo-
CTUYHUH TIOTITYK OCHOBHOI ITPUYNHM, 30KpeMa, Tiel
HO30JIOTIYHOI OJIMHUIII, TIepebir IKOT 3yMOBHB PO3-
roprantst KC, nepenbavae nudepeHIiitny miarto-
CTUKY 3 IIHPOKUM KOJIOM 3aXBOPIOBaHb, TAKUX SIK
XBOPOOM 3 ypasKeHHSIM MOTOHEHPOHiB (GOKOBMIA
aMioTpoiuHUI CKJIePO3, TOJIOMIEMIT, CHHAPOM
lena—Dbappe To1110), XBOPOOW HEPBOBO-M’SI30BOTO
3'eHaHHs (MiacTeHis Ta MiaCTeHIYHI CUHIPOMN),
CITaJIKOBI Ta HaOyTi ypaskeHHsI M’sI3iB, cepell HUX
Mporpecyioui M’130Bi IUCcTpodii: TEPBUHHI T BTO-
punHi hopmu — amioTpodii, 30kpema, crriHaIbHA
M’'s3oBa atpodig (CMA) Ta cnagkoBi CTPyKTYpHI
(miotyOyssipai) miomarii Tomo [1-3]. 3 iHmmoro
60Ky, y X0i Au(EepEeHIiTHOI 1IarHOCTUKN MalOTh
OyTH BUKJIIOUEHI HeiponaTii mpu TOCTPUX MachB-
HUX 1HTOKCUKAIIAX TSKKUMU MeTanamu, Gocdo-
POpraHiyHUMHU CIIOJyKaMHu, TTOpdipii, BACKYTITH.

Binomo, 1110 M’s130Ba TiMTOTOHIS € OJJHUM 3 OCHOB-
HUX CUMIITOMIB IOPYIIIEHOI B3AEMO/Ii1 EHTPAIIbHUX
PYXOBUX HEUPOHIB i3 MOPhOJIOTIYHUMY eJieMeH-
TaMU PyXoBOl ojuHuIl [7,8,14]. Ypakenusa nepu-
(hepiitHOrO PyXOBOTO HEWpOHA MPOSIBJSIOTHCS PO-
3BUTKOM MJIABOTO TIape3y i mapajivy 3i 3HMKEHOIO
M’SI30BOI0  CUJIOIO, 3HIDKEHUMHU CYXOKUIKOBUMU
Ta TepiocTaibHUMU pediekcaMu, (POpMyBaHHIM
aTpodiil TUCTANTBHUX TPy M's13iB, Gibpusiiit —
IIPU JlereHepaTUBHUX Ipollecax y PyXOBUX Spax
YeperHO-MO3KOBUX HEPBIiB i B CIIHAJIbHUX MOTO-
Hefiponax [9,10]. 3a manumu giteparypu, audys-
Ha M’s130Ba TITIOTOHIS B IiTell pAHHBOTO BiKY MOXKe
KJIIHIYHO BUSIBJIITUCS TIPU TSKKOMY TI€pebiry co-
MATUYHUX i HEBPOJIOTIYHUX XBOPOO — MHEBMOHII,
CETCUCi,  PEeCIipaToOpHOMY  JUCTPEC-CUHIPOMI,
BHYTPIlIHBOYTPOOHUX iH(MEKINsAX, MeTaboMiuHNX
MOPYIIEHHSX, TPaBMax, FOCTPUX MTOPYHIEHHSIX MO3-
KOBOTO KPOBOOOITY, HEPBOBO-M’SI30BUX 3aXBOPIO-
BaHHIX Ta iHmMUX [7,8,14].

BusBiieHHS OCHOBHUX CHUMIITOMIB CHUHIPOMY
M’s130B01 TinotoHii (CMI), 30kpema, TinmoToHii
M's13iB, CJAOKOTO CYHPOTHUBY ITACUBHUM pyXaMm,
3pOCTaHHS [ialla3ony PyXiB y Cyrio6ax, 3aTprUMOK
PYXOBOI'O PO3BUTKY [IUTUHU U TTPABUJIBHOIL OIlIHKA
IHITUX CUMIITOMIB, 1110 ToeaHy0Thes i3 CMI, Ta-
KUX SIK TIOPYIIEHHS ANXaHHs, YPa)KeHHs TTapeHXi-
MaTO3HUX OPraHiB Ta iHIINX BaKJINBUX CUMIITOMIB,
€ iHhopMaTUBHUM Y TG ePEHITIMHIT iarHOCTHTT T
JIarHOCTUYHOMY TOITYKY OCHOBHOI npuynnn KC
[7,8,14,17].

STk ipu XBOpoGaxX TOJOBHOTO Ta CIIMHHOTO MO3-
Ky, TaK i TIPM 3aXBOPIOBAHHSX i3 3ay4eHHSIM 10
MATOJIOTIYHOTO TIpotiecy TepudepiiHuX PyXOBUX
HEWPOHIB Ta MS3iB, aHa/i3 KJIHIYHUX JAHUX €
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BaKJIUBUM JIJIT YTOUHEHHS TOINYHOTO PiBHA ypa-
sxenud mpu CMIL

OnHak y IUTSYOMY Billi, 3a JTiTepaTypPHUMM J1a-
Humu, MexaHizmu dhopmyBanass MC npu KC Bus-
4eHi HeJIOCTATHBO i TOTPEOYIOTH TOCTIPKEHHSI.

Mema nocnizkeHHd — ITPOaHaIi3yBaTU KJIiHIU-
Hi cumnromn MC nipu KC y aiteii; ynockoHAIUTH
MOZKJIMBOCTI 1X MEJIMKaMeHTO3HOI Teparlii.

Marepiaau Ta METOIH JOCI/I>KEHHS

[IpoBeneno nociimKeHHs cepes AiTel BiIKOM Bijl
3 micsis 1o 15 pokis. IlatienTiB 1ociaKeHol rpy-
nu rocmitamizoBano 10 BAIT y 3B’13Ky 3 po3BUT-
koM y Hux KC.

3acTocoBaHO KJIIHIKO-aHAMHECTUYHHN, 3araJib-
HOKJIIHIYHU I, KJTIHIKO-HEBPOJIOTTYHUH, KJIIHIKO-1H-
CTPYMEHTaJIbHMIT Ta KJIIHIKO-1ab0paTOPHUI METO-
1 OOCTEKEHHSL.

CuH/IpOMOJIOTIYHIH JliarHO3 MiomaTii BCTaHOB-
JIEHO TIiJl 4ac iarHOCTUYHOTO TOIIYKY ITPOBiHOI
npuunan KC. 3Baskadm Ha CKIQIHOIII B iaTHO-
CTHIIi TIEPBUHHOI TaTOJIOT1, IO TPU3Besa /10 PO3-
Butky KC, BHCJIOBJIEHO NpPUIYIIEHHS, IO IPU-
YUHOI0 (OpMYBaHHS Miomatiii Ta HeWpomatiii y
JiTell MOXKYTh OyTH 3aXBOPIOBaHHS I[EHTPAIBHOI,
nepudepiiiHol HePBOBOI cUCTEMHU Ta XBOPOOM iH-
IIUX OPraHiB i cucteM, mepedir IKUX yCKJIaHUB-
cst posutkom KC. Kpurepisimu Busydents 6yin:
OHKOJIOTIYHI Ta OHKOreMaTOJIOr uHI XBOPOOU, TPaB-
MaTUYHI ypa)KeHHSI I€HTPaJbHOI, Tnepudepiiinoi
HEPBOBOI CHUCTEMU, BHYTPIIIHIX OPraHiB, OTPY€EH-
He1, 1M y3HI XBOPOOU CIOTYYHOT TKAHUHHU.

O6crexenns: martieara B KC mpoBeneHo 3a
3aTaJbHOTIPUITHATOI0  METOAMKOIO  JOCTiIPKEHHS
HeBpoJioriyHoro crarycy [14,17], mo nepexbaya-
JIO OT[IHKY PiBHS CBifIoMOCTi (OTJIyIIEHHS, COIOp,
KOMa); OTIHKY (DYHKITI1 YepermHo-MO3KOBUX HEPBIB,
JIOCTiIPKeHHS pedhJIEKTOPHUX PYXiB o4ell 3a JI0To-
MOTO0 OKyJo1edaTidyHoTo pedreKcy, CITOHTaHHOT
PYXOBOI aKTHUBHOCTI I OIIIHKM aKTUBHUX PYXiB,
M’SI30BOTO TOHYCY, HasBHOCTI TATOJOTTYHUX ped-
JIEKCIB, YYTJUBOCTi, (DYHKIIIII BereTaTUBHOI He-
PBOBOI CUCTEMH, YaCTOTU 1 XapaKTepy AUXaHHH,
YacTOTH 1 XapaKTepy CepIeBUX CKOPOYEHb, ap-
TepiaTbHOTO THCKY, MEHIHTeATThHOTO CTH/IPOMY.

BinomanuskadepMenTiB, 110 B3HAYHUX KOHIEH-
TpaIisIX BXOAATD JI0 CKJIa/ly M's130BOi CapKOILJIa3MU
i pu ypaskeHHAX Mio(i6puJI BiZirpaloTh poJib Map-
Kepa M’30BOTO TotKopkenns [7,8,14,17]. Busna-
uenns piBast KOK — HaltOi/1b1m 4y T/IMBUI I CTIETH-
(hivHMiT TecT, IKUI BiT0OpaKkae MpoIecu HEKPO3y
B CKeJIeTHUX M’si3axX i kapzaiomionuTax. [Tporecu
JIECTPYKILI M’SI3iB HEPIZIKO CYIPOBOIKYIOThCS I
Mi/IBUIIIEHOI0 aKTUBHICTIO acnapTraTaMiHOTPaHC-
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(epasu (ACT), ananinaminorpancdepasu (AJIT),
gakraraerigporedazu (JIIT) it anppomasn. OTixe,
HACTYITHUM €TalloM JIiarHOCTUYHOTO IIPoliecy cTa-
JIO KJIHIKO-1ab0paTOpHE [IOCIKEeHH: GioXiMid-
HOTO aHasi3y KPOBi 3 BU3HAUEHHAM PiBHS TJIIOKO-
3u, aminasu, KOK, JI/IT, ACT, AJIT, eixektpoiTis,
KpeaTUHIHY, CCUHOBUHU.

Enexrponeitpomiorpadis € KJIiHIKO-iHCTpyMeH-
TAJIBHUM METOOM JIOCTI/KEHHsT Oi0eeKTPIUYHIX
MOTEHITIAJIIB M'431B 1 XapaKTepu3ye ixXHill (yHK-
[IOHAJIBHUI CcTaH Ta cTaH nepudepiiHuX MOTO-
HEWpOHiB, IO /la€ 3MOTY BUSIBUTU JIOKAJi3allilo
MATOJIOTIYHOTO TIPOTIECy, 30KpeMa, Ha/lCerMeHTap-
HWI, HeUPOHAJNbHUIN, CEerMeHTapHU#, HeBPasb-
HUM, CUHAITUYHUN, M'SI30BUN PiBEHb YypaKE€HHS
[7,8,14,17]. TonkoBa enexrpoHetipomiorpadis nae
3MOTY OXapaKTepu3yBaTH eJeKTPUYHY aKTUBHICTh
M’SI30BUX BOJIOKOH, OpraHizaIfio i (hyHKI[iOHAIb-
HY B3aEMOJIII0 PYXOBUX OAMHUIh. 30KpEeMa, 3MiHI
Cepe/lHbOI aMILIITyZIM 1 TPUBAJIOCTI MOTEHIIATIB
pyxoBux onuHMIlb Ha 50% i BuIlE, 3POCTaHHS iX
daznocti Ha 25% 1 MosiBa CIIOHTAHHOI AKTUBHOCTI
y BUTJISIII TTOTEHIAMIB (DaCITUKYJISIIN € Xapak-
TEPHUMU [IJII HEWPOHATIBHOTO YpakKeHHS TIPHU
CMA. Toxi gk a1 IepBUHHUX M SI30BUX JIUCTPO-
(it € TUIIOBUM 3HMIKEHHSI CEPelHbOI TPUBAJIOCTI
I aMIUTITyIn TIOTEHINATiB PYXOBUX OJWHUI 1
3poctanHs (asHocTi noreniiangiB monan 20% i3
(hopMmyBaHHAM CIMOHTAHHOI AKTUBHOCTI Y BUTJISA
HoTeHIiamiB (GiOPUIIAII 1 MO3UTUBHUX TOCTPUX
xBuJIb | 7,8,14,17].

MarniTHo-pe3oHaHcHa ToMorpadis — MeTon
HEIHBa3MBHOI Bi3yaJsisallii CTPYKTyp TOJIOBHOTO
MO3KY, [IPU3HAYAETHCS XBOPUM i3 IIEHTPAJbHUMU
napesamu Ta rapajiyaMu, Ipv Mikpotiedasii, mpu
MopyTeHHSIX (DYHKITIT YyeperrHo-MO3K0BOI iHHepBa-
11ii, 3ATPUMKAX PO3BUTKY, IIPH TTOBI eiJIeNTUIHUX
HaIa/IiB /IJIsl YTOUHEHHST JIOKAJi3allii Ta XapakTepy
CTPYKTYPHUX ypakeHb MO3KY [7,8,14].

Ha mizcraBi BUSABJIEHUX TPOBITHUX HEBPOJIO-
MYHUX CUHAPOMIB, Pe3yJ/bTaTiB KJiHIKO-1a60-
pPaTOpPHOrO Ta KJIHIKO-IHCTPYMEHTAJIBHOTO 00-
CTEKEHHST TIPOBENIEHO  MOJIEKYJISIPHO-TEHETUYHY
miarHOCTHKY: reHeTndni obcreskents Multiplex
ligation-dependent probe amplification (MLPA) —
TECT, 3[aTHUN BUSBAATH JeJelii abo AyIuUrikaiii
[9]. MeToz cekBeHyBaHHSI HOBOTO MOKOJIHHSI, a60
Next Generation Sequencing (NGS), 3acTocoBano
JUIsT BUSIBJIEHHSI TeHHMX MyTaiiii [2]. 3a3HaueHi
METO/IM  MOJIEKYJISIPHO-TEHETUYHOI  JIiarHOCTUKH
(3arpoBajpkenass MLPA Tta NGS-rtectiB) cramm
OCTATOYHUM €TarioM JIiarHOCTUYHOTO TIPOIlecy,
SKUH i1eHTU(iIKyBaB reHeTUYHY MYyTaIliio.
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Hacrynmuum etarom mpoBesieHO andepeHIiiiiny
JIIarHOCTUKY cepejl PiI3HUX HO30JIOTIH JIJ1sT BCTAHOB-
JIEHHSI OCHOBHOTO 3aXBOPIOBaHHsI, Tepebir sIKoro
cripuunHuB po3BuTok KC.

[ocikenHd BUKOHAHO BiJIMIOBIIHO /10 PUH-
mumiB lembcinewpkoi nexnaparii. Ha mpoBenents
JOCJI/KEHb OTpUMaHO iH(MOPMOBaHY 3rojly 6aTh-
KiB, JIiTei.

PesyabraT 0CHIAKEHHS Ta iX 00rOBOPEHHS

Y gty naiienTiB BUSBIEHO XBOPOOH, SIKi Ha-
aexxats 10 HM3.

Kniniunuii eunadox No 1. Ilayienm 3., xyorn-
yuK, BikoM 6 MicsiliB. 3 1epiojy HOBOHAPOJKe-
HOCTI B IMTUHU BUABJICHO TIIIOTOHIIO M 431B, TilIO-
pedrekcito i gABUIIA IUXaJTbHOI HEJlOCTATHOCTI. Bin
HapPO/IKEHHS B IMTUHU JIIaTHOCTOBAHO ITHEBMOHIIO.
3 NPUYMHU IUXaJbHOI HEIOCTATHOCTI TAIIEHT i3
Hepiioro THKHs KuTTst 1epebysas na I1IBJI —
JIOTIOMIKHU PEKUM BEHTUJIAIl. Y HEBPOJOriu-
HOMY CTaTyci XBOPOTO: JIUTUHA He yTpUMyBaja
rOJIOBY, BUgdBJeHAa audy3Ha M'sS30Ba TIlTOTOHIS,
3HIIKEHI CYXOKUJIKOBI Ta TiepiocTayibHi pedex-
CH, 3aTPUMKa PYXOBOTO Ta MEPeIMOBICHHEBOTO
po3BUTKY. PesysibraTu ipoBeieHnx 06CTe)ReHb Ha
CMA, xBopoby Ilomire, MyKOBICIIH/I03, CUHIPOM
[Tpagepa—Bisni 6ysn HeraruHuME. JIuTHi Ipu-
3HaYeHO KOMOIHOBaHY aHTHOAKTEPiaIbHY TEPaIIio,
CUMIITOMAaTUYHE JIiKyBaHHS. Y pe3yJbraTi OTpu-
MaHoOi Teparii Bi/IMiYeHO MO3UTUBHY JIWHAMIKY B
nepebiry MHEBMOHIT: 3MeHIIIEHHST BOTHUII ITHEB-
MOHIYHOI iH(iabrpaii, crabisizaiis MOKa3HUKIB
remoauHaMiku. PiBenb rocrpodasoBux IIOKa3-
HUKIB KPOBi (NTpOKaIbITUTOHIH, /[-1umep, C-peax-
TUBHUIL TpoTein — y Hopmi). PiBenb KDK — nop-
Mma, pisenb JIJII' — 298 (mopma — no 246 Op/in).
OpHak MOBTOPHI cripobu ekcTyOartii it iepeBe/eH-
is nartienta va CPAP Oy neBpannmu. 3a HasiB-
HOCTi B JIUTUHK CIIPOO 10 CAMOCTIAHOTO TUXaHHS
MexaHika JuxaHHs OyJia He3aJI0BiJIbHOI0, BUPaKe-
Ha M’g30Ba TilTOTOHIS CKeJeTHUX TPyI M s3iB. Pe-
gyapraTtu nposepeHoi EHMI mokazanu 3HMKeHHS
Cepe/lHbOi aMIIITY/[M TIOTEHITialiB PyXOBUX OJ1-
HUITh CKEJIETHUX M 131B (M’ SI30BUH TUTT yPaXKEHHS ).
Y mporeci HACTYITHOTO AIaTHOCTUYHOTO IONIYKY
Yy XBOPOTO BIKOM 6 MicCSIliB MATBEP/XKEHO X-34e-
IJieHy MioTyOyJ/IsipHY MiOIaTiio, 3yMOBJIEHY IIa-
TorenHoo myTarieio B reni MTM1. Ilamientosi
MIPOBENIEHO TIAHOBY TPAaXeOCTOMi0, TPOJOBKEHO
[IIBJI (oroMizkHUI PEsKUM BEHTUJISILIT ).

B inmmx TphOX MAIiEHTIB TPYNU JAOCIIKEHHS
mirBep/pkeHo piarno3 CMA 1 tuny. /lani HaBene-
HO KJIIHIYHUT BUTIAJIOK OJTHOTO 3 TAKUX XBOPHUX.
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Kniniunuii eunadox Ne 2. /lumunma A., niB-
uyrHKa, BikoM 3 poku. Ileprni cummnromu XBopoOu
y BULJISIII M'SI30BO1 €1aGKOCTI TIPOSIBUJIACS 3 TIep-
HIOTO MICSIIIst JKUTTS, KoJu y Biti 1,5—2 micsai au-
THHA He 3MOIJIa YTPUMYBATHU TOJIOBY, Y 4 MicsIli —
He 3MOorJia TiepeBepTatucs Ha Oik, y 6 micsiB —
He 3MOrJla caMoOCTiiHO cijjatu. BaTbky BimMiua-
I0Th TPY/HOII TIPU KOBTAHHI i/l 4ac XapyyBaHHHI
JIUTUHU 3 Tiepiux MicaiiB xkuttd. liarnos CMA
[ Tuny nigTBepAXKEeHO Ha MiJICTAaBl MOJIEKYJISIPHO-
reHeTHYHOTO obcTeskerHst: 0 Komiii rena SMN 1 B
ex30Hi 7 Ta 8. [TartieHTKy mposrikoBaHo aMOy1aTop-
HO, IIpoBeieHo (disuuni Meroan peabimitarii Bij-
HOBI/IHO /IO 1H/IMBI Ly aJIbHOI TporpaMu peabismiTariii.
3 6 MicsIiB AMTUHI TPU3HAYEHO ITPerapaT XBOpoOo-
moaudikyioyoi Teparii ipu CMA — pucanniam —
y KoMmOinarii 3 pisnunumMu MeTogamu peadimiTarii.
Ha momenT rocmitasmizarii 1o BAIT: Bupakena nu-
XaJbHA HEJIOCTATHICTD 13 MOPYIIEHHSIMU MEXaHIK1
JIMXaHHS, 32 y4acTIO JIONIOMIKHOI MYCKYJIaTypHu B
aKTi IMXaHHS, YaCTOTOIO /10 26 BMXiB 32 XBUJINHY.
Carypariist — 89-91%. Temonunamika — crabisib-
Ha. Yacrora ceprieBux ckopouetb — 150 3a xBuu-
ny, aprepianbuunii Trck (AT) — 100/55 mm pr. cT.
Jluxomanka — 10 38,5 rpaayca 3a Ilesnbciem. Y ne-
BPOJIOTTYHOMY CTaTyCl — JAUTUHA Y CBiJIOMOCTI, BU-
sIBJIEHO OyIbOapHuil CUHAPOM, (hiOpUIIIi M sI3iB
SI3WKa, M'SI30BY TIITOTOHIIO, 3HIKEH] CYXOKUITKOBI
Ta mepioctanbHi pedsekcu. KamaboBuii Ta riot-
KOBWI pedhyiekcu BificyTHi. 3a pe3yabraTaMyu PEHT-
rerorpadii opraHiB rpy/{HO1 KJIITKH TiATBEP/ZKEHO
JABOOIYHY TOJIicerMeHTapHy HeBMOHio. TlamieHT-
i Ipu3HaYeHOo KOMOIHOBaHy aHTHOAKTepiaJbHy
Tepartiio, penapaT pUCAUILIaM, KHCHEBY ITi/ITPUM-
Ky 4epes high flow nasal oxygen (HFNO), (morik
20 n/xB, FiO2 60%). ¥ 3B’s3Ky 3 HapOCTaHHSM
JIMXaJIbHOI HEJIOCTaTHOCTI AUTHUHY IlepeBe/ieHO Ha
inBazuBHy IIIBJI. 3a pesysbraTamu KiiHiKO-Ja-
6opaTOpHUX 00CTEKEHb BUSABJIEHO JICHKOIUTO3,
spoctanns piBasa HIOE, nelitpodinbos, BUCOKMit
piBeHDb MATUYKOS/ICPHIX HEHUTPOMiiB, 3HIKEHHS
piBHst TpomObormTiB, [I-aumep — 5,3 Mr/a (Buco-
Kuii piBenb), C-peakTuBHUI 1TpoTein — 16,5 Mr/i
(BMCOKMIT), TPOKATBIUTOHIH — 5,02 (BUCOKHUIA).
Ha xoarysiorpami mokazaHo BHUCOKHWI piBeHb Di-
6punoreny. Hasodapunreanpuuii IIJIP-Tect ais
BusiBJeHHs antureny Bipycy SARS-CoV-2 — ne-
ratuBHuil. Ha mizcrasi 3araJbHOKJIHIYHOTO Ta
KJIIHIKO-THCTPyMeHTambHOTO  (exokapiorpadist)
00CTeKeHHST B JIUTUHU TTATBEPIKEHO KapPIWT.
[TpuiiHATO pillleHHs MACUANTH KOMOIHOBaHYy aH-
TrOAKTEpiabHy TepPalliio BHYTPIIIHLOBEHHUM IMY-
Hor100y1iHOM (6i0BEH MOHO). 3 MeToI0 3amodiram-
H actipariii AUTUHI BCTAHOBJIEHO TACTPOCTOMY.
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Crpoba mepeBe/ieHHS TAIIEHTKH 3 iHBa3WB-
Hoi IIIBJI Ha HeinBasuBHy OyJia Hee(hEKTHBHOIO
y 3B’3KYy 3 HapOCTAaHHAM SIBUIIL [UXAJIbHOI HEJI0-
CTATHOCTI 1 Ma/liHHs PiBHA carypalii kucHeMm. s
nepeBe/leHHsT XBOPOI Ha HEIHBAa3WBHY IiJITPUM-
Ky 3aCTOCOBAHO TIOTOJIMHHO 4 MPUMYCOBI TIOJIUXU
JIUTUHU 3 BEJUKUM TKOBUM THCKOM (710 30—-40).
[lnga  mpodinaktukyn  (HopMyBaHHS —aresieKTaszy
IIPOJIOBKEHO TIJIAHOBE 3aCTOCYBAHHS ITPUMYCOBUX
HOAMXIB 13 IWiABUINEHMM THUCKOM. Ekcrybariio
MAIIEHTKU TIPOBE/IEHO BIiJNIOBITHO /0 PEKOMEH-
namiit «The Children’s Hospital of Philadelphia
(«<CHOP») for patients admitted to PICU with
Acute Respiratory Failure» [4,9]. [as canamii
TpaxeobponxiaabHoro gepesa (TBJ]) npu nepe-
XO/li Ha HEIHBAa3WBHY IMiJITPUMKY BUKOPUCTAHO
NPUJIaJl <«BiIKAILTIOBAY», TiAIOPaHO TTOJOKEHHS
JUTWHY [T 3armobiraHHs acmipaiii MOKPOTHH-
HSM: BUKOPUCTAHO €TallHy 3MiHYy ITOJIOJKEeHHS Tija
autuan. [Ipotsirom 7 1i6 3a6e31e4eHo MoCTyIoBe
nepeBe/leHHs TAIlIEHTKY Ha INXaHHS Yepe3 MackKy.
[licnst paHux MaHinyJsIiil Xsopy nepeBejieHO Ha
CPAP, notim — na BiPAP. Ha 7-my 100y 3aiiicHe-
HO TJTAHOBY €KCTyOarlito IUTUHY Ta TT€PEeBeIeHHSs
il Ha BEHTUJIAII0 Yepe3 TOBHY JHMIbOBY MAacCKy
B pesknmi BiPAP. TlanienTka 3Moriia guxaT camo-
cTiiiHo (dyepe3 MacKy ). AHTHOAKTepialbHy Tepariio,
BiGpomacask, canario TB/[ i BepxHix auxaabHUX
NIJISXIB MTPOZOBKEHO /0 OTPUMAHHS cTabimizanii
MOKAa3HUKIB TeMOJMHAMIKN Ta CUCTEMH IUXaHHS.
PiBenb carypariii cranosuB 97-99%. Temmepa-
typa — 36,7 rpanyca 3a Ilenbciem. Temonnnamika:
nyaec — 120-140 ynpapiB 3a 1 xBununy, AT —
104/70 — 120/65 MM PT. CT.

Orxe, Ha mijicTasi Teparii 10cATHYTO cTabiTi3a-
Ii0 BiTaIbHUX (PYHKILIN Y HABEIEHOMY KJIIHIYHOMY
Burnajaky. Ha 1eii yac mposoBxKyeTbCcs [uHaMidyHe
CIIOCTEPE;KEeHHS 32 XBOPUMHU [JIOCJI/IKEHOI TPYIIH.

3a TaHUMU JIOCJIIJPKEHHS BUSIBJIEHO Pi3Hi HO30-
soriuni popmu B crpykTypi HM3, Ha 111 iepebiry
SKUX y Jiteili 1miei rpynu ccpopmyBascst KC.

Y mepmioro mamienTta BusBiaeHo o3Hakm MC
y BUIVISJI 3HWKEHHS M'S30BOIO TOHYCY, CYyXO-
JKMJIKOBUX 1 TiepiocTayibHuX pedhJieKciB, M'sS130BOi
c1abKOCTi, 110 TIPOSIBUINCS 3 TEPiojly HOBOHAPO-
mkeHocti. Ileit cuHAPOMOKOMILIEKC MOTpeOyBaB
poBeieHHs MU(EPEHIliifHol TIaTHOCTUKA 3 TaKu-
mu HM3, nipu sikux niposizanm € MC. HagsHicTb
y HaIlli€eHTa JIOCTaTHhOTO uncJia Komid reHa SMN1
Buksoyasno giarno3 CMA. Busssenns pocrat-
HbOTO PIiBHS aKTHUBHOCTI KHCJOI O-TJIIOKO3U/1a31
BUKJTI0OYaIIO iarto3 xsopobu [Tomre. MyxkoBiciu-
103 i cuaapom I[pagepa—Bisi TakoX BUKITIOUEH] B
nporieci audepentiiitHol AiarHocTukn., OTpUMaHnit
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piBenb KK BiznosiziaB HOpMaJbHUM BeJIMYHHAM,
10 HE BUKJIIOYAJTIO M'S30BOTO yPaKeHHS y XBOPO-
ro mpu MioTyOy/spHiii Miomatii. M’s30BuUil THII
ypaKeHHSI B TAIliEHTA MiITBEP/KEHO Ha TiACTaBi
pesyasbratiB esekrponetipomiorpadii (EHMI). ¥V
MPOIIECi TOAAMIBIIOTO /IIarHOCTUYHOTO TIOMIYKY 1 B
pes3yJibTati MPOBEIEHHST MOJIEKYJIAPHO-TeHeTUYHOT
JiarHocTuky miaTBepKeHo npuunHy KC y narien-
Ta, 30KpeMa, X-34eIieHy MioTyOy/ISIpHY MioaTiio,
gKa, BiAMoBizHO 10 Kinacudikarii HM3, nanexxursb
JI0 BPO/UKEHMX CTPyKTypHux wmionatiii [1,11,12].
Xapaxrepuumu ozHakamu MC 1ipu MioTyOyIsip-
Hiil Miomnarii € came M’g30Ba CJIa0KiCTh, TilTOTOHIS
M’$131B, 3HMKEH1 CYXOXKUJIKOBI Ta TIepiocTabHi ped-
JIEKCH, Ha TJIi AKUX TMPOsiBUJIAcs mHeBMOHisA. OTke,
MC niput MioTy Oy ISIpHIii MioTIaTii 3 HACTYITHUM PO3-
BUTKOM ITHEBMOHIi cripmaunauB posroptanus KC.
Ha meft yac renna teparist 1yid JIKyBaHHS CTPYK-
TYPHUX MIiOMATIH, 10 IKUX HAJIEKUTh MIOTYOYJISIpHA
MiOTaTist, 3HAXOAUTHCS B CTalii pO3POOKU. Y 3B's13-
Ky 3 IIUM OTPUMaHe JiKyBaHH: TalliEHTa BKII0YAIO0
aHTHOaKTepiaJbHy Ta CHUMITOMATHYHY TEPaIlio.
Jliist 3anobiraHHst actipartii i po3JaiiB TPaBJIEHHST
MIPOBEAECHO TpaxeocToMiio I ractpoctomiio. [licis
crabismizanii JKUTTEBO BayKIMBUX (DYHKINN (AnMXaH-
H$1, cepleBoi [isibHOCTI) 1 crabisizaliii 3araJbHOTO
CTaHy AUTWHM TAIiEHTa TIepeBe/ieHo IIiJ] crocTepe-
JKEHHsI JIiKapiB aMOyJIaTOPHOI MaiaTUBHOI CITYKOM.

OTtxe, MioTyOyJIsIpHA MioTaTist y XBOPOTO, Ha
TJII SIKOT PO3BUHYJIACA ITHEBMOHIiS, CIPUYMHUJIA
KC y nutunum pannboro Biky. Kiiniunuii fgiarnos
HaBesleHol (DOpMU CTPYKTYPHOI MiomaTii BUSBIIE-
HO KJIiHIYHO Ta MiATBEP/IXKEHO Ha Ti/ICTaBl Pe3yJb-
tarisB EHMTI Ta MosiexyisipHO-TeHE THYHOTO 00CTeE-
sxkenus. KombiHoBaHa aHTHOaKTepiaibHA Tepalis B
MO€EHAHHI 3 CUMIITOMAaTUYHUMU METO/aMU JIKY-
BaHHsI OyJin e()eKTUBHUMM: JOCSTHYTA KOMITEHCA-
Iis JKUTTEBO BAXKINBUX (DYHKITIN NAI[ieHTA.

Ilix yac giarTHOCTUYHOTO TONTYKY B TAIIEHTIB Y
KC BaxmBy poJib BiflirpaB KIiHiKO-aHAMHECTHY-
Huil meroz. /lani anamHe3sy, JMHAMIYHOTO CIIOCTepe-
JKEHHST 32 TTHHOIO Ha aMOyJIaTOPHOMY eTalli J[ajii
BakMBY iHhopmaitito B miarsoctuti HM 3, 3oxpema
npu criiHayibHiN amioTpodii. Tak, niepiii o3Haky CHH-
JIPOMY M’$I30BOI TilTOTOHII B JIOCTI/ZKEHOTO TAI[iEHTA
BUSIBUJINCS 3 TIEPIITUX MICSIIB JKATTS y BUTTSI TN~
(bysHOTO 3HIDKEHHS M’S30BOTO TOHYCY, 3aTPUMKH
PYXOBOTO PO3BUTKY, IO OYJIM XapaKTePHUMH [IJisT
CMA T tumy. Koriniuni cumirromu 6yib0apHOro CuH-
apomy, GiOprIsILi M'I3iB I3MKa JOTIOBHUJIN KJTiHIY-
ny kaptuny CMA [ tuny. [lIBuake mporpecyBanns
nopymieHb (PYHKIT [UXaTbHUX M 'SI31B i3 PO3BUTKOM
BTOPUHHOI XPOHIYHOI [WXaJbHOI HEJIOCTATHOCTI €
OJIHIEI0 3 BaKJIMBHX 1 JKUTTEBO HEOE3NMEUHUX LISk
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JIMTHHU JIaHOK TiatoreHesy B niepebiry CMA. TInes-
MoHis B naiieHTK 31 CMA po3BuHyIacsi BHACIIOK
cJIAOKOCTI INXATBHUX M sI31B 1 BHUJKEHHST KAILTbOBO-
ro pedIeKCy, a TaKOK BUCOKOI IMOBIPHOCTI acripartii
CEeKpeTy BEPXHIX IMXaTbHUX TIJISIXIB.

TakuM 4MHOM, CIIaJIKOBO 3yMOBJIEHE BTOPHUH-
He ypaxkeHHd ckejieTHUX M'g3iB mpu CMA, va i
SKOTO PO3BUHYJIACS THEBMOHIS 3 CHMIITOMaMU [~
XaJIbHOI HEJIOCTATHOCTI U CETICUCY, CBOEIO YEPTOIO,
cnprmunanio KC y 1iei narientkn. EtiorpomHa
(kombiHOBaHa aHTHOAKTEpiajbHA) Teparrisi TTHEB-
MOHIi Ta cerncucy B MOEJAHAHHI 3 MaTOT€HETUYHOIO
XBOPOOOMOIM(IKYI0UOI0 Teparieio (pUCIUILIaM)
i nmuxanbholo miarpumkoo (HFNO rta HIBJI) Bu-
ABUIINCS eDEKTUBHUMU B JIOCATHEHHI cTabimisanii
BiTasbHUX (yHKIIIH mamienTku. Ha choromni icHye
HOBiTHIN Harpsm JgikyBanus CMA: xBopoOOMO-
mudikyrodya Teparisi, sika Tepeadadac Mpu3HaueH-
Hg 1HHOBAILIMHUX TMpenapaTiB, 10 /I0OBEJU CBOIO
e(PeKTUBHICTh K B eKCIIepUMEHTATbHUX, TaK 1 B
KJIIHIYHUX focipKeHHsx [6,13,15]. 3okpema, ren-
Ha Teparlisi, CyTHiCTh sIKOi moJigrae B 3amini SMN1
reHa y xgopux 3i CMA, 3HaxonuThest B CTafil ak-
TUBHOI PO3pOOKM I Ha eTamax JOKJIIHIYHIUX BUIIPO-
OyBaHb Takux npemnaparis. OHaK Ha 11eil yac BxKe €
CUHTE30BaHi MpemnapaTu, SKi YNHATh MOANDIKATIIIO
crmaiicuary marpuynoi PHK (M-PHK), o Brim-
BalOTh Ha 30iblIeHHs PiBHSA (DYHKIIOHAIBHOTO
6imka SMN y martientis 31 CMA. /o Takux mperna-
paTiB HaJIEKUTDH MpernapaT — MoAU@IiKaTop cILiai-
cunry M-PHK — pucannmnam, sxuil i mpusHaunIN
xBopiii 31 CMA. 3a3znHauenuii mpernapar, BiATIOBi/I-
HO JI0 ioro (apMako[uHaMiK¥, 3/aTHUH TiABU-
nyBaTu piBeHb GyHKIOHAIBbHOTO Oiika SMN gk
y CTPYKTypax IeHTPaTbHOI HEPBOBOI CUCTEMU, TaK
i B IHIITUX OpraHax Ta cUcTeMax OpraHi3My. AK Bi-
somo, tiporein SMN € HeoOXiHUM JIIst TTPOIECiB
(byHaKIionyBaHHS 11 BUKMBAHHS MOTOHEWPOHIB,
PO3TAIIOBAHUX Y MEePe/IHIX POrax CITMHHOTO MO3KY
Ta B PyXOBUX A/IpaX YeperrHO-MO3KOBUX HEPBIB.

Orxe, koMOiHOBaHa aHTHOAKTEPiaIbHa i XBOPOOO-
moamgikytoua Tepartis, mpusHadeHi utuHi 3i CMA 1
TUILY B MOEIHAHHI 3 IUXAJIBHOIO IITPUMKOIO, a1
3MOTY JIOCSITTH TTO3UTUBHOTO Pe3yJIbTaTy i KOMIIeH-
CyBaTH TIOKa3HUKM I'eMOJIMHAMIKU, 110 B Pe3yJIbTaTi
J1AJT0 MOSKJIUBICTD TIPOBECTH eKCTYOAIIi0 MAIiEHTKY 3
HACTYTTHUM TIepeBe/IeHHSIM Ha CaMOCTilTHe JMXaHHS.
Otpumani pe3yJbraTy MiATBEPAUJIN paHilie OIry-
6arikoBaHi AaHi JitepaTypHux pkeped [1,6].

Anami3 JaHuX KIJHIYHUX BUTIAQJIKIB XBOPUX TI0-
Kasas, 1o rocritamisaitis 10 BAIT yepes nuxanbny
HE/IOCTATHICTh CBIMYUTH TPO 3HWKEHHS (DYHKITIT
IXayibHUX M's13iB. HOBITHI MeTozm JIiKyBaHHSI B
KJIHIYHINA [PaKTHIl, 30KpeMa XBOPOOOMOIUMIKY-
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1o4ya Tepalisi, mpusHaueHa miTaMm 31 CMA, 3parni
3MIHIOBATU TPAEKTOPI0 3axBopioBaHHda. O/HAK Ha
CHOTO/IHI HE iCHYE TaKOi METO/IUKU JIIKYBaHH, sSKa
Morsia O BIUIMHYTH Ha 3BOPOTHHI T1epedir jierexe-
paTUBHUX XBOPOO HEPBOBOI cHCTEMU. 3BAKAIOUH HA
11e, y pasi repeBe/ieHHs TAKOT0 XBOPOTO JI0 COMAaTHY-
HOTO BiJUTIJIEHHST 1HAMBIYAJIbHUN TIJIAH JIKYBaHHS
Ma€ BKJII0YaTH, KpiM MeIMKaMeHTO3HO1 Tepartii, Ta-
KOJK 1 pEKUM Ta METOJIU PECIipaTOPHOI TiITPUMKH,
CUMIITOMATUYHE JIKYBAaHHS, Y TOMY YHCJIi CUCTeMa-
TAYHE OUYNIIEHHS BEPXHIX AUXATBHUX NIJISXIB Bif
MOKPOTHHHS JI7IsT 3aTI00iTaHHsT acIipartii.

BucuoBku

Hagenena cepisd KJIiHIYHUX BUTA/IKIB TAIIEHTIB
nokasasia o3nakn MC y KC ziteit paHHBOTO BiKY.

OcHoBHuME KJiHIYHUMEU o3Hakamu MC mpu
KC y martienra 3 MioTyOyJIsipHOIO MioTatieio OyJia
TITIOTOHIST M'$131B, TimopedIeKcis CyXOKUIKOBUX 1
nepioctasbHuX pedieKciB, M's130Ba CJIa0KiCTh, SIKa
IPOSIBJISLIACS 3 11€Pio/ly HOBOHAPO/KEHOCTI.
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