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HaBefieHO KNiHiYHWIA BUNAJOK AUTUHW 3 iH(haHTUNBHOK (hopmMoto xBopo6u Momne (XM). Y BiLi 5 MicALiB [iBYNHKA 3aXBOPiNa HA rOCTPUIA BPOHXIT | BUABNEHWIA
JiNbHUYHUM NEAiaTPOM HDKHWA CUCTOMIMHMIA LUYM Haj MOBEPXHED Cepus NpW aycKynbTalii CTaB NPUYWHOIO CKepyBaHHs A0 kapAionora. Mpu exokapaiorpadii
[AiarHoCTOBaHO rinepTpodiyHy KapAiomionarito i AUTIHA rocniTaniaoaHa Ans NoAabLIOro KMiHiYHOro 06CTEXEeHHS. 3i cniB MaTepi, 40 LbOro HisiKUX NposiBiB XBOPO6U
He crnocTepiranock. [poBefeHO KOHCYMbTALL0 HEBPOIIOra Ta reHeTMKa. BpaxoByoum HESHAYHO SHIDKEHWIA M'A30BWIA TOHYC, NIABWLLEHI PIBHI TPAHCaMiHa3 | BUSIBNEHY
rinepTpochivHy KapZiomionarito, BUPILLEHO NPOBECTU JOAATKOBE EHETUYHE 0OCTEXEHHS. BuABNeHO natoreHHui BapiaHT C.1447G>A (p.Gly483Arg) y reHi GAA
B FOMO3WUrOTHOMY CTaHi i NOCTaBAEHO KMiHi4HWiA AiarHo3: XBopo6a Momne, iHthaHTUAbHA KnacuyHa dhopma. Hepes MicsLb Nicns BCTAaHOBMEHHS AiarHO3y po3no4aro
[JIOBEHHY 3aMiCHY Tepanito NtOACbKOK PEKOMOIHAHTHOK OL-FHOKO3MAA30t0. 3a 18 MicALiB NikyBaHHS CTaH AUTUHI 3aA0BiNbHWIA, He 3acDiKCOBAHO HeBaXaHMX NOBIHHIUX
edpexTis Bif hepMeHTo3amMiCHOI Tepanii, HaTOMICTb CYTTEBO 3MEHLUMNOCH Ji30COMaTbHE MIKOreHHe HAaBAaHTXXEHHS B CEPLIEBI TKAHWUHI (3@ JaHUMU exokapgiorpadii).
XBopo6a lMomne — piakicHe reHeTYHe 3aXBOPIOBAHHS, ke BXX/NBO CBOEYACHO AjarHOCTyBaTh. Ha CbOroAHi HaA3BM4aiHO akTyarbHUM € YCBIJOMIEHHS Nikapsmu
CBOEYACHOCTI HanpaBNeHHs B cnewiani3oBaHi LEHTPN Ans HeOBXiAHOro reHeTUYHOrO CKaHyBaHHS AiTeid npu nigo3pi Ha XMM. HdiarHoctuka XIM nepea6adae BUSBNEHHS
XapaKTepHOI CUMNTOMATUKK, NiATBEPIKEHHS AiarH03y Ha NifCTaBi BUSBMEHOTO HU3bKOTO PIBHS CL-TMOKO3MAA3M B KPOBI NauieHTa. MpusHadeHHs cneundivHoi Tepanii
npu XI1 [03BONSE 3yMUHUTI NPOTPECYBaHHSA XBOPOOM Ta CYyTTEBO MOKPALLMTY SKICTb | TPUBATICTb XKIUTTS TAKNX XBOPHX.

[locnimKeHHs BUKOHaHI BiANOBIAHO A0 NpUHLMNIB enbCiHCbKOT [leknapadii. MpoToKon A0CNIMKEHHS YXBaneHUi JIoKanbHAM eTUYHAM KOMITETOM 3a3Ha4eHoi y poboTi
yCTaHOBW. Ha npoBefieHHs JOCiMKeHb 6yNo 0TPUMAHO iH(HOPMOBaHY 3rody 6aTbKiB AUTUHM.

ABTOpM 3aABNAKOTH NPO BifCYTHICTb KOHMIKTY iHTEPECIB.

Knroyosi cnosa: xgopo6a lMomne, AiarHocTuka, nikyBaHHs

Pompe disease: diagnostics and contemporary approaches of therapy
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The article presents a clinical case of a child with an infantile form of Pompe disease. At the age of 5 months, the girl became ill with acute bronchitis and the gentle
systolic murmur over the surface of the heart detected by the district pediatrician during auscultation was the reason for referral to a cardiologist. Echocardiography
diagnosed hypertrophic cardiomyopathy and the child was hospitalized for further examination. The mother did not complain. Given the slightly reduced muscle tone,
elevated levels of transaminases and hypertrophic cardiomyopathy, and after consultation with a neurologist and geneticist, it was decided to conduct a genetic exam-
ination. A pathogenic variant of p.1447G> A (p.Gly483Arg) was detected in the GAA gene in a homozygous state and a clinical diagnosis was made: Pompe disease,
infantile classical form. One month after diagnosis, pre-existing human recombinant o-glucosidase replacement therapy was initiated. During 18 months of treatment,
the child's condition was satisfactory, no adverse side effects from enzyme replacement therapy were recorded, but lysosomal glycogenic load in the heart tissue was
significantly reduced (according to echocardiography).

Pompe disease is a rare genetic disease that is important to diagnose in a timely manner. Today, it is extremely important for doctors to understand the timeliness
of referral to specialized centers for the necessary genetic scanning of children with suspected CP. Diagnosis of CP involves the detection of characteristic symptoms,
confirmation of the diagnosis based on the detected low level of oi-glucosidase in the patient's blood. The appointment of specific therapy for CP can stop the progres-
sion of the disease and significantly improve the quality and life expectancy of such patients.

The research was carried out in accordance with the principles of the Helsinki Declaration. The study protocol was approved by the Local Ethics Committee of these
Institutes. The informed consent of the patient was obtained for conducting the studies.

No conflict of interest was declared by the authors.
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bone3Hb Momne: guarHocTuka u COBpPEMEHHbIE NoAXoAbl K TEpannun
W.10. Apameriko, H.C. KocmbiHuHa
JIbBOBCKMIA HALMOHATbHbI MeULMHCKIA YHUBEPCUTET UMeHN [laHuna fanuukoro, YkpanHa

[peacTasneH KNWHWMYECKUA Cny4vail pe6eHka C WHMAHTWUIbHONW hopmoin 6onesHu Momne. B Bo3pacTe 5 mecsueB [eBo4ka 3abonefia OCTPbIM OPOHXUTOM
1 0BHAPYXXEHHbIV Y4aCTKOBBIM MEAUATPOM HEXHbIV CUCTONNYECKWIA LLYM HAZ MOBEPXHOCTbIO CEPALA NP ayCKYNbTaLMN CTan NPU4UHON HaNpaBeHue K Kapamonory.
lpn axokapanorpadpum AUarHoCTMpoBaHa rUnepTpoCdUYeckas Kapauomuonatus U pebeHoK rocnutanuaupoBaH Ans fanbHeiwwero o6cnepfosanus. Marb He
BbICKa3bIBANA HUKAKNX Xan006. Y4uTbIBAs HESHAYUTENBHO CHUKEHHbI MbILLEYHBI TOHYC, NOBbILIEHHbIE YPOBHI TPAHCAMUHA3, BbISBNEHHYIO MMNepTPOCNYECKYIO
KapavoMMUONaTiO 1 MOCNEe KOHCYMbTALMN HEBPOMOra 1 TeHeTUKa PELLEHO MPOBECTU reHeTudeckoe o6cneaoBaHne. OOHApY)XeH MaToreHHblit BapuaHT ¢.1447G>
A (p.Gly483Arg) B reHe GAA B roMO31UroTHOM COCTOSIHWM 1 MOCTaBNEH KIMHUYECKWiA auarHo3: bonesHb Momne, MHhaHTnbHas knaccuyeckas gopma. Hepes mecsy,
nocre NoCTaHOBKM AMarHo3a Havata BHYTPUBEHHAs 3aMEeCTUTENbHAA Tepaniis 4es0Be4eckon PEKOMOMHAHTHON oL-rI0K031Aa30i. 3a 18 MecALeB NedeHnst COCToAHe
pebeHKa ya0BNeTBOPUTENLHOE, He 3adhMKCUPOBAHO HeXXenaTenbHbIX N0604HbIX 3C(PEKTOB 0T (hepMEHTO3aMECTUTENBHON Tepanuu, 3aT0 CYLLECTBEHHO YMEHbLUNANCH
NIN30COMAITbHBIE MMIMKOrEHHbIX HArPy3K1 B CEPLAEYHOI TKaHM (MO AaHHbIM 3X0Kapauorpadgum).

BonesHb lMomne — pedkoe reHeTU4ecKoe 3a60NeBaHNe, KOTOPOE BAXHO CBOEBPEMEHHO AWArHOCTUPOBAaTb. Ha CErofHA 4pe3Bbi4aHO aKTyanbHbIM ABASETCH
0CO3HaHWe BpaYamu CBOEBPEMEHHOCTY HanPaBiieHVs B CreLNanu3npoBaHHbIe LEHTPbI 41 HE0OX0AMMOr0 reHeTUYECKOro CKaHUpOBaHNs AeTeil Npu NOLO3PEHUM Ha
XM. Ouarnoctuka XM npepnonaraer BbIABMEHWE XapaKTEPHOW CUMNTOMATUKW, NOATBEPXKAEHWE AMArH03a Ha OCHOBAHWW OOHAPY)XXEHHOrO HU3KOTO YPOBHS Of-
ITII0K031a3bl B KPOBU NauueHTa. Hasznavenne cneumduyeckorn Tepanum npu X no3BonseT 0CTaHOBUTL NPOrpeccupoBaHie 60/1e3HN W CYLLECTBEHHO YMyHLINTL
Ka4ecTBO W NPOJOIKNTENBHOCTb XKM3HN TaKIX B0MbHbIX.

VcenefoBaHme BbINONHEHO B COOTBETCTBUN C MpUHLMNAMK XenbCuHCKON [eknapauun. MpoTokon ucenefoBaHus yTBepxaeH JI0KanbHbIM 3TUHECKUM KOMUTETOM
YKa3aHHOro B paboTe y4pexaeHus. Ha nposefeHue 1ccnesoBaHuin nony4eHo MHPOPMUPOBAHHOE COracue poauTenen pebeHka.

ABTOpbI 329BNAOT 06 OTCYTCTBUM KOHCD/INKTA UHTEPECOB.

Kntoyesble cnoBa: 60n1e3Hb [omne, AMarHoCTuKa, neveHue

ISSN 2663-7553 Modern pediatrics. Ukraine 5(109)/2020 39



Yntante Hac Ha cawuTi: http://med-expert.com.ua

Beryn

Bopoba ITomne (XII) (medinur KuCIOTHOL

MaJIbTO3H, HaKo4YeHHs riaikoreny II tuy,
nedinut J1i30coOMaNbHOI ambdha-TIIOKO3UIa31) —
HEPBOBO-M 'sI30Ba, ayTOCOMHO-peIleciBHa MeTabo-
JiiyHa XBOpoba Ji30cOMabHOTO 30epiraHHsl, CIIPH-
yuHeHa J1eIIUTOM KHUCJIOTHOI ajbda-TII0KO31-
nasu (GAA) — dbepmenTy, GKUN PO3MIETLIIOE TJIi-
KOTeH y KHUCJIOMY CEPEeIOBUII JIi30COMU U KO-
etbcd TeHoM GAA. Tlattientn 3 XII matoth HU3BKY
abo BimcyTHIO akTWBHICTH (epmenTiB GAA Ta
He MOXYTb posiierioBaru riaikored. Haznmimok
IJIIKOTeHY HAaKOTIMIYEThCS i 30epiraeTbest B cepili,
CKEJIETHHUX M's3axX Ta IHIINX TKaHWHAX, BUKJIU-
katoum 1porpecytoui cumnromu XII. Brpara m's-
30BOI CTPYKTYPHU Ta M 'SI30BOI CUJTH TTOSICHIOETHCS
MIPOTPECUBHUM 301/IBIIEHHSIM 3aIOBHEHUX TJIKO-
IE€HOM J1i30COM Y MiKMiO(hiOPHISPHOMY TIPOCTOPI
3 TOAANBIINM PO3PUBOM JIi30COMHU, Harpoma-
JDKEHHSM IUTOIIA3MAaTUYHOTO TJIIKOTeHY Ta 3Mi-
HIeHHAM MiodiOpuL.

XBopoba ITomme Gysia HazBaHa Ha YecTb Hizep-
JaHacbkoro natosoroaHatoma JIxk. Ilomme, sikuit
ynepuie B 1932 porii onucas JieTanbHUT BUTIAIOK
JIBUMHKY 7 MiCAIIiB i3 MYJIbTUCUCTEMHUM YPaKeH-
HSIM: Kap/IiOMiOIaTi€0, INXaJbHOIO Ta TEYiHKOBOIO
HEOCTATHICTIO Y TOEAHAHHI 3 TMPOTPecyioyvoio
reHepaslizoBaHol0 M'sI30BOI0  c1adKicTio. J[okTOp
[Tomrre cchopMmyBaB ysIBJIEHHS TIPO OCHOBHY 6i0J10-
rifo XBOpoOM — MacHBHE BaKyoJsipHe 30epiraHHst
TJiKOTeHY TPaKTUYHO Yy BCiX TKaHMHax. Toro
& 1932 poky Oy omvicani OAIGHI BUTIAKH.

UYepes gecatnsitrtda TpopuB (pyHAAMEHTAIBHOI
HAYKHU CIPUSIB BIIKPUTTIO METAOOIYHOTO MIJISIXY
TJTIKOTeHYy Ta HOBOI KJITWUHHOI OpTaHesu, Ji30-
comi. JlizocomasbHUil (PEPMEHT KHCJIA O-TJIIOKO-
3umasa, sika BigcyTtHs npu XII, Gymra Bigkputa
GenpriiicbkuM Oioximikom Amnpi-T'epi Tepcom
y 1963 poi. Kpim Toro, noxrop Tepc nepeabauus,
mo xBopobu HarpomamkeHHus (lysosomal storage
diseases — LSD) MoskyTh OyTH HOSICHEH] BiZICyTHI-
CTIO IHIIUX JIi30COMANbHUX (EPMEHTIB, TUM
caMMM iHinioowuu ix nomyk. Ha cboronni icHye
6isbiiie 60 XBOpOO JTI30COMATLHOTO HATPOMAIIKEH-
H4 [2].

Fen GAA, 1o koaye O-TIIOKO3UIA3Y, JTOKAJi-
30BaHW Ha moBromy Ttedi 17 Xxpomocomu
(17q25.2—q25.3), ckrnamaerbest 3 20 eK30HIB 1 Mae
poamip 20 K6. Inentudikobano 6impir 350 myTa-
it panoro rema, ski 3adikcoBano B IlenTpi
xBopoOu ITomre yuiBepcutery iMm. Epasma B Pot-
tepnami, Hinepnanmau. Ilett [lenTp nomomarae Bus-
Havyatu MyTarii rena GAA, 110 BKa3y€e Ha TPOrHO-

30BaHy BaXKKiCTh KOKHOTO Bapianty. COTHI MyTa-
wiii 6yau onmcani B reri GAA Ha XpoMocomi
17 q25. ITlepeBaxno MyTaiii 3ycTpidaioThCs y
OJIHil ¢iM'T 200 HeBeNUKii 101y I, a OiabIIicTh
MaIieHTiB — I1le CKJIaJoBi rerepo3urotu. IIpore,
BiZIOMO, TII0 He BCi BapiaHTHU MOCIiIOBHOCTEH y TeHi
GAA (SNP — single nucleotide polymorphism)
acorfiiioBani 3 xBopo6oio. Jleski 3 HUX BigOBIAA-
I0Th 3a TIceBAOAEeDIINT, TTOB'I3aHNN 13 HU3BKUM
piBHeM akTuBHOCTI GAA, aje He 3 KJIHIYHUMH
MposgBaMM 3axXBOpIOBaHHSA. ToMy TOpPIBHAHO
BHCOKa 4YacToTa ICeBAOAedIIUTY B TIOMYJISIisX
MOKe 30LIbIIMTH XMOHO MO3UTUBHI Pe3ysbTaTu
CKPUHIHTY HOBOHAPO/KEHUX [5].

IHommpenicts XII 3a7ekUTh BiJl eTHIYHOI TPHU-
HameskHOCTi Ta reorpadii, a TakoX Bij hopMH 3ax-
BopioBants. [1IBuako nporpecyioua iHdaHTHIbHA
dbopma mae npubausny yacrory 1:138 000 cepen
oci6 kaBkasbkoro mnoxomkenss, 1:50 000 cepern
oci6 kuTaiicbkkoro noxoyskeHus, i 1:14 000 cepexn
oci6 apUKaHCHKOrO MOXOKEHHS, TaKOXK OYJI0
3a3HAYEHO BUCOKY TOMIMPEHICTh 3aXBOPIOBAHHSI
B apabchbkux momyJsiisx. Hapasi BBakaeTbcs,
mo cymapsa yacrota XII ckramae 1:40000.

XII mae mmpoKuii KAIHIYHUH CIIEKTP 13 Pi3HUM
BIKOM BUHWKHEHHSI, BUPA3HICTIO CUMIITOMIB,
MIBUKICTIO MPOTpecyBaHHs XBOpoOH i Kaacudi-
KyEThCS Ha TPU Pi3HI MATUIIN: TOPOCJIA, IOHAITbKA
Ta indanTuibHa GOpMH.

[TepeBaxua OGinpmiicth naiienrtis i3 XIIT —
Jopocyi. Y HUX JaHe 3aXBOPIOBAHHS Ma€ TPUBa-
JINI JTaATeHTHUH 1epiojl, 1 Nali€eHTH J0KUBAIOTD 10
cTapocTi. SHUKEHHS M'S30BOI CUIN Ta CJIa0KiCTh
po3sBuBaioThes y Bitli 30—40 pokis, ajie ypaskeHHst
cepisi minimasbhe. [loBibHO mporpecye ciab-
KIiCTh TA30BOTO TMOSCY, MapacliHAJBHUX M SA3iB
Ta piadparMu, 1m0 MPU3BOAUTH 0 BTPATU MOTOP-
HO1 aKTUBHOCTI Ta [uXaiabHOI (hyHKIli. BisburicTs
MAIi€HTIB 0OMEKYIOThCSI IHBAMIAHUMU Bi3KaMU.
JluxanbHa caabKicTh M'sI3iB € TOJIOBHOIO MTPUYH-
HOIO CMEPTHOCTI.

[Ipu ronarpkiii (popmi 3axBOpIOBaHHS CIIOCTE-
PIra€Thest TinOTOHIs i cabKicTh M'sI3iB KiHI[IBOK
ta Tysy6a. MOTOPHUI PO3BUTOK 3aTPUMYETHCS, a
MiomaTiss HOCUTBH OLJIBII MOCTYIIOBUN XapakTep.
YpaxkeHHd cepiis BificyTHe. Taki naiieHTH, 3a3B1-
Yaif, MTOMUPAIOTH BiJl AUXATbHOI HEOCTATHOCTI.

Knacnuna indantuiabHa hopma XII — 11e Haii-
Ginpmr  arpecuBHa (Qopma, sKa ManidecTye
B TI€PiOJl HOBOHAPO/KEHOCTI abo K Y PaHHBOMY
nuTsiaoMy Bitti (1o 12 wmic.). Tomikoren mpu ganii
(opMi HAKOMTUYYETHCS B CKEJIETHUX M'S32aX, TTeUiH-
111, MioKapi, M'd3ax g3uka. Pifmme anomanbHi Bif-
KJIQJIEHHS TJIIKOT€HY MOKYTb 3yCTPIYATUCS B M'sI-
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30BOMY TIapi CYAWHHOI CTiHKHW, BU3HAYAIOUM
PO3BUTOK aHEBPU3M i Majb(opMalliif, a TAKOXK y
KJIITHHAX TeHTpaabHol i TepudepnyHoi HepBOBOI
cuctemu. [Ipum oryigai y nmegiaTpa MaTu CKapsKUThb-
cs Ha Te, 110 AUTHHA ITIOTaHO HaOMUpPae Bary, BTOM-
JIIOETHCS T Yac TOAYBAHHS, MAJOAaKTHUBHA, BiJl-
CTa€ B PO3BUTKY, HE MOXKE€ YTPUMYBATH TOJIOBY,
3aBKAM TPUMAE POT BIAKPUTHM, SI3UK 30iJblie-
HUI, yacTi 3aKpern, iHozi 6,110BoTa. Y MOAaIbIIO-
MYy CIIOCTEpIra€eTbCs M'gd30Ba TilTOTOHiS, O3HAKHU
IUXaIbHOI Ta CEPIIEBOi HEOCTATHOCTI (IK HACII-
ok rinmeprpodivHoi Kapaiomionartii): OmigicTh
MIKIpU, aKpOIiaHO3, Tieprifipo3, IPUCKOPEHE
MUXaHHS, yIacTh OTIOMI’KHOI MYCKYJIaTypH B aKTi
TUXaHHd, nedhopMallisi TPYyAHOT KIITKA 32 TUTIOM
«cepieBoro ropba», pO3MIMPEHHST MEK BiZHOCHOI
cepileBoi TymocTi, mocaabieHHsT nepudepuaHol
myJibcaltii, renaromeraitis, nepudepudni HaOPSKH.
Y dizuurHOMYy PO3BUTKY [IiTH BiZICTAIOTH Bijl OHO-
JITKIB, TIPOTE TICUXIYHUN PO3BUTOK HE TIOpYIIIe-
Huii. Iligrpymna mamieHTis i3 mogiOHUMK KIiHIYHM-
MW CHUMIITOMAMW Ha TIEPIIOMY POIli JKUTTS,
ajile MEHIIT BUPaKeHOI0 Kapiiomionarieto (Ta Biji-
CYTHICTIO OOCTPYKIIii BiZITOKY JIBOTO IIJIYHOYKA)
MIPE3EHTYIOTh HEKJIACUYHY iH(MAHTUIBHY (HOpMY
XII. Axrmro ipu BUABJIEH] epIINX 03HAK HE MPO-
BECTH BYACHO J[IaTHOCTUKY Ta HE PO3TOYATH JIiKYy-
BaHHA, TO it 3 X1I THHYTB T11e TTPOTATOM TIEepIITO-
TO POKY JKUTTS.

Curin BpaxoByBaTH, 10 J0CTaTHS iH(pOpMOBa-
HICTHh Ta HACTOPOXKEHICTh Jikaps 1momo XII,
3a CYKyITHOCTI XapaKTepHUX CHUMIITOMIB, TTOJIET-
mye piarHoctuky. sKofHe 3i cTanapTHUX KJTiHIY-
HUX JOCJI/IKEeHb, STKi BUKOPUCTOBYIOTbCS B iar-
HOCTHIII HEPBOBO-M 'SI30BUX XBOPOO, HE € aGCOIOT-
no indopmatuBauM ipu XI1. PiBens kpeaTundoc-
doxkinasn (KOK) migsunryerbes B 2—5 pasis, aje
Moxke OyTH i HopMaabHUM. HYacTo migBuIeHi iHIi
dbepmenTtn, Taki gk aminorpancdepaza (AST),
asanin-aminorpancdepasa (ALT) ta sakraraeri-
nporenaza (LDH). Binpmricts mamienti i3 X1
MaloTh MiIBUTIEHUNA PiBEHb TeTpacaxapuiy TJIo-
ko3u B cevi (Glcd), sskuii y HeMOBIISAT BUIIlE, HIXK Yy
popocsux. Ileil TecT Moxe OYTH KOPUCHUM /ISt
MATBEPAKEHHS AiarHO3Y Ta 71 KOHTPOJIIO ehek-
TUBHOCTI JikyBaHHd. Enexrtpomiorpadiss (EMTI)
BUSBJISE JIUITE TIEPBUHHI O3HAKU M'S30BOTO ypa-
JKeHHd. BusaBieHHs Ha eJeKkTpokapiaiorpami
(EKT) 36inbinenns amiutityan QRS, ckopoueHHst
inTepBarmy PQ 3Mylye TpUMyCcTUTH HASBHICTDH
KapaioMionarii, IKy AIOCTOBIPHO MiATBEPKYE
exokapaiorpadis. Ak i mpu BCixX iHIMX MionaTisx,
3HIKEHHS (DOPCOBAHOI JKUTTEBOI EMHOCTI JIETeHb
(OKEJI) upu coipomeTpii, a TaKoX CHUJIU

niapparMu BKasy€ Ha PECTPUKTUBHY [UXAJTbHY
HeJ0CTaTHICTh. MarHiTHO-pe3OHAHCHA TOMO-
rpadisgs (MPT) ckermetrnux m'sa3iB — € indopma-
TUBHUM MeTonoM pnochaikenns npu XII. MPT
B T1-pexumi 103BOJISIE JIETKO OIIHUTHU TPODIKY M 'sI-
3iB i BusiBUTH crienudivyni ik hibpo3HO-KK-
POBOI JlereHepallii, 10 XapaKTEePHO MJid M SI30BO1
muctpodii. JlocsipkeHHst M's130BOro GionTary Tpu
XII goBrmit 4yac BBaKAJIOCI OCHOBHUM METOIOM
miarHocTuku. [Ipy BU3HAUeHHI aKTUBHOCTI KUCJOL
docdarasu ricropepMeHTATUBHUM MeTOAOM, 0io-
TICig BUSBJISIE BaKyOJIbHY MIOMATIIO Ji30COMAIBbHOL
TIPUPO/IU, & TAKOXK HAKOIIMYEeHHs riikoreny [13].
Ha manwii gac «3010THM» CTaHIapTOM Jlabopa-
TopHOI fAiarHocTUKU XII € BU3HAYeHHI aKTUBHOCTI
GAA y neiikonurax (st iarHOCTUKK GEPYTh 04~
meni gimporuT) abo KyabTypi (hibpodracTiB
3a JIONOMOTO0 MPUPOAHUX ab0 CHHTETUYHUX CyO-
CTpaTiB y KUCJIOMY CepPeZIOBUIII, 3 I0JaBAHHSIM 1HTi-
6itopiB MT'A (akapbosu) [11]. IIpu morpumanmi
000B'SI3BKOBUX METOJIOJIOTIYHIX YMOB, (hepMeHTa-
tBHA akTUBHICTH GAA y mutnnu 3 XII, moBunna
6ytu Hukde 1%. Sk mpaBwmiIo, CTYIHD 3HIKEHHS
akTuBHOCTI GAA MeHI BupaxkeHa Y MiJIJTITKIB
Ta J0pPOCAUX 3 INM 3axBopioBanusM. CydacHi
METO/IF MOJIEKYJISIPHOT Gi0JI0TiT 103BOJISIFOTH TIEpe/I-
GaunTH CTYIIHb TSZKKOCTI XBOPOOH, sIKa KOPEJIIOE 13
3aJTUIITKOBUM PiBHEM aKTUBHOCTI (pepMEHTY.
CporojiHi MOXKJIMBA TAKOX IpeHATAJIbHA Jliar-
HOCTHUKA 3a JOTTOMOTOI0 (hepMEHTATUBHOTO aHaJi-
3y abo /IHK-aHamisy BopcrH XOpioHa, OTPUMAHUX
Mizk 10—12 tukHeM recraitii.
Kpim Toro, ocranuiMu pokamu po3poOJIeHuit
1 MUPOKO 3aCTOCOBYETHCS HA MPAKTHUILI METOJ BHU-
3HaueHHs akTUBHOCTI GAA y cyxiil missmMi KpoBi
(CIIK). Ilpore 1ux mporpaM HeIOCTATHHO
ISt BUpiteHHs mpobsem giartoctuku XI1, ocobm-
BO SIKMIO TIEPIT O3HAKU 3aXBOPIOBAHHS BUHUKAIOTh
y JIOPOCJIOMY Billi i BOHO Mae Jierkuii epebir. [Tpu
XIT icHye Kopenist «reHOTUIl — (heHOTHIT», TOMY
BRKJIMBUM € MOJIEKYIIpHUTT anasi3 reHa GAA.
3atpuMmKa mgiarHocTuku mpu XII — mocuth
TolIpeHe ABUIIE, IHKOJIM J[iarH03 BCTAaHOBJIIOIOTh
Maif’ke uyepes JIecSTh POKiB 3 MOMEHTY BUHUKHEH-
HS TEepIuX CHUMITOMIB 3axBopioBanus [12].
[TioTni mporpaMu HeOHATAJIbHOTO CKPUHIHTY,
pospobka sikux TpuBae (a momekyam — CIIIA,
TaitBanb — BOHM BiKe BIPOBAKEHI B KJIIHIUHY
MPaKTUKY ), CIIPUSITUMYTh CBOEYACHIIT JIIarHOCTUITI
XII [16]. [IpoTe mporpaMu MacoOBOTO HEOHATAID-
HOTO CKPUHIHTY He BUPIIIYIOTh MUTAHHS [[iarHO-
ctuku XII y Bke HasiBHUX XBOPHUX PI3HOTO BIiKY,
K 3aJUTATBCA 1032 MeKaMM MacOBOTO HEOHa-
TaJBLHOTO CKPUHIHTY.
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[lo mosisu depmenTHOI 3amicHOl Tepamii
(D3T) nikysanhsa XII 6y0 CHMITOMATHYHUM.
¥ 2006 portri 3amicHa Tepatrisg hepMeHTaM™ o-TJTTO0-
KO3U/[a3M cTajia KOMEpPIIHHO JIOCTYIIHUM BapiaH-
toMm. PexomensioBana moxutreBa M3T pekowm-
OGIHAHTHOT JIOZICHKOT KHUCJIOI  O-TJIIOKO3UIa31
marfieHTaM 13 TiaATBepAKeHuM miarHo3oM XII.
D 3T gossouse 36epertu ;KUTTA Hanientam i3 X11,
TTOKPAIIy€E MOTO SIKICTh Ta YIOBITBHIOE TTPOTPECY-
BaHHsI XBOpoOW. PaHHiil mouaTok Teparii mayske
BKJIWBUIM, TOMY MO /TO3BOJISE JIOMOTTHCS Kpa-
muX  KJIIHIYHUX  pe3yabTaTiB.  /loBemeHo,
o 3acrocyBartsg D3T npu indantunbHiit popmi
XBOPOOU 3MEHIITy€e cMepPTHICTHh Ha 99%, a HeoOXij-
HIiCTb Y iHBA3UBHI1 BEHTUJISIIT JiereHiB — Ha 92%.
CBocuacHe TNpuU3HAYEHHS Tepallii O-TJIIOKO3U/a-
3010 BUKJINKAE 3BOPOTHIN PO3BUTOK KapioMiorna-
Tii y mamienTiB 3 iHganTUIRHOW hopmoro XII,
[OKpaIlly€ IOKA3HUKU M'sI30BOiI CUJIM, PYXOBOI1
aKTUBHOCTI Ta cTabiisye craH JUXajbHOI crcTe-
mu. Oxnak Biamosiags Ha M3T mporpecuBHO
3HIDKYETHCST depe3 3—5 POKiB il 3acTOCyBaHHSI.
[TormwHAHHSA  O-TJTIOKO3UAA3U  BiOYBA€THCS
3a JIOIIOMOTOIO0 KaTioHe3aJeKHOro MaHHO3HOI'O
6-docdarnoro (CI-M6P) pemnenTtopa 3 momamb-
MMM TPAHCIIOPTYBAHHAM (DEPMEHTY B JIi30COMY.
Ha doni @3T nisocomanbHe TIiKOreHHE HAaBaHTA-
JKEHHS Y cepIeBiil TKAaHWHI CYTTEBO 3MEHIITYETHCH,
aje B IHIMUX TKAaHWHAX, BKJOYAIOYU CKEJETHY
MYCKYJIaTypy, 1eit ehekt € HezHaunum. Jluie 1%
BHYTPINTHBOBEHHO BBENEHOI O-TJIOKO3UIA3HN
NOTpAIIAE B CKeJeTHY MycKyaaTypy. VmosipHo
nmoBTOpHa akTHuBarlis perentopa CI-M6P npusBo-
JUTb 0 WOro HacWUYeHHS, JAeceHcuOimisamii Ta
HapemTi pe3uCTeHTHOCTI, 10 MOKe BUMaraTu
36impments gosu M3T. Oxpim nporo, MPT
MO3KY Ta HEHPOIICUXOJIOTIUHI TeCTH BUSBUJIHN
3MiHU 61101 pEYOBUHY Ta PI3HUI CTYIIHb 3HIKEH-
Hd KOorHiTMBHUX (GyHKIH npu tpuBamiit M3T
y JiTell i3 KJIacWMYHOIO 1HMAHTUIBHOIO (OPMOIO
XII [7]. i pani maKpecToOTh e oaHe o6Me-
sxkerHss M3T — HeMOKIMBICTD PEKOMOIHAHTHOTO
bepMeHTy TmepeTHYTH TeMaToeHIedaTivHni
6ap'ep [10].

Takox 11e#i Bu Teparii € yske I0poruM, i Ipu-
6;m3HO 'y 1% TAI€EHTIB CIIOCTEPITAIMCS BaKKUI
aHadiIaKTHYHUN OK Ta/ab0 3yNMUHKA Ccepls,
noB'si3ani 3 iHQY3IUHUM JIKyBaHHA. Y JEAKUX
BUMAAKaX (epMEHT MO)Ke BU3HAUATUCS OpPTaHi3-
MOM 4K Yy>KOPiTHNM i PO3BUBAETHCA CTilIKa iMyHHA
BiZinoBib. [IpakTryno y Beix naiientis 3 XII Bupo-
OJISIIOTBCSL AHTHUTIJIA 10 €K30TeHHOro OijKa, aje
BILUINB IMYHHOI BiANMOBiZAi 0cOOIMBO 3ryOHMIL
y JliTei i3 KIACUYHO iH(PaHTUIBHOI (DOPMOTO 3aX-

BOPIOBAaHHS, IKi 30BCIM HE CUHTE3YIOTh €HIOTEHHO
KUCJIOT O-TJIIOKO3U/Ia3y. Y IUX MAlli€HTIB, SIKUX
Ha3WBAIOTh HETATUBHUMM TIEPEXPECHO PearyiouynMu
Ha iIMyHOJIOTIUHMI MaTepias (cross-reactive immu-
nologic material, CRIM-HeraTiBHUMM ), (DiKCYIOTH-
Cs BUCOKI TUTPU aHTUTIJI, IO YaCTO TTPU3BOAUTH 10
CcMepTi, He3BaKAIOUM Ha 3aCTOCOBaHy Tepariito [9].
byno 3ampoBamkeno fekisibka MPOTOKOJIB TIOIO
inaykiii tosepanTHOCTi 'y CRIM-HeratuBHUX
namientis. HailGiibin momupenoo € KoMOGiHailis
putykcumaly 3 METOTPEKCATOM 3 BHYTPIITHHOBEH-
HIM a00 6e3 BHYTPIIIHBOBEHHOTO BBEICHHST IMYHO-
robyminy. JlomaBauust 6opre3omiby 110 iMyHOMO-
JTyJTIOTOYO1 Tepartii y TPYyIIi AiTel i3 iHDaHTUIBHOIO
(opMoIO Ta BCTAHOBJIEHOIO IMYHHOIO BiJIIIOBi/TIO,
TTOB'sI3aHOIO 3 TTOTIPIIEHHAM CTaHy, MaJIO TTO3UTHB-
HUit KTiHiuHmii epexr [1].

Dizuyni BOpaBM Ta Ji€Ta € BaKJIUBUMHU
He3aJeKHUMHU Ta IHTePAKTUBHUMMY JleTepMiHaAHTa-
mu Oamancy Oinka y marientis i3 XI1 [3]. Basksm-
BO 3a3HAYUTH, 10 CTUMYJIOIOUYNIT edeKT € Gib-
IIAM TIPU 3aCTOCYBaHHi GIJIKIB Ha OCHOBI MOJIOKA,
aHi pociauHHUX (Hanpukaan, coi). IlepeBara
MOJIOKa W sieyHOTro Oijika Hajl POCTMHHUME 3yMO-
BJIeHa OibIll BUCOKOI OGiOJOTIYHOIO I[iHHICTIO
HepIINX, K MicTITh Gisibin 36anaHcoBaHUl HAGIP
He3aMiHUMUX aMiHOKUCJIOT. Tomy aieToTepartis
3 BUCOKUM BMiCTOM OiJIKa, 30arayena aMiHOKNCJIO-
tamu (aJaHiH, JIEHIUH) JOMOMAara€ 3MEHIIUTU
kataboJ1i3M M's130Bor0 Giska [15].

(Diznune HaBaHTAKEHHS TaKOX CIOBITHHIOE
nporpecyBanHa XII. AnomanbHi Ta (yHKITiO-
HaThHO 3MiHEHI 3 BIKOM MiTOXOHZIpii, TMOBipHO,
3aJIUIIAIOTHCS Y CKEJIeTHUX M 'g3aX, He3BaKaroun
Ha OyIb-sIKUI BU Tepallil, 0cOOJIMBO 3BaKa0un
na Hezzgataictb @3 T MOBHICTIO BiIHOBUTH JIi30C0O-
MU Ta aBrodariunmii gedext y m'gzax. OTxke, 11i
HOPYIIEHHS B KIITHHHOMY €HEePreTHYHOMY 0OMiHi
MOXKYTb CTaTH TOAATKOBOTO TTEPEITKOIOIO /I TOB-
rOTPUBAJIOro eeKTy JIKyBaHHS, a KOPUCTb BiJ
JIIKYBaJIbHOI (Di3KyIBTYpPHU € oueBUAHOIO [ 14].

Ha cvoromni gocaimkenns GAA 3a1uaioTbest
aKTyaJlbHUMU, a aJbTePHATUBHI IAX0AU 3HAa-
XOIATHCA Ha MOKJIIHIUHINA Ta KIIHIYHINA CTaIigx.
Hampuxsazn, cydacHi miaxoau BKJIIOYAIOTh MOJIU-
dikarmifo raikaniB Ha GAA 1715 mostinmeHHs oro
TTOTJIMHAHHS JTI30COMOIO, I0/IaBaHHS 1HCYJIiHOTIO-
nibHux mMitok daxropy pocty II st mosinieHHst
MTOTJIMHAHHS, TeHHAa Tepalis 3 BUKOPUCTAHHSIM
aleHo-acoIlifOBaHUX BIPYCHUX BEKTOPiB, dap-
MAaKOJIOTiYHA Peakilisg 3 MaJOMOJEKYJIIPHUMU
crabisizaTopaMu Ta KOMOiHOBaHa Tepartisi 3 BUKO-
PUCTAHHIM SIK (pepMeHTHOI 3aMinu, Tak i (hapma-
KOJIOTIYHOTO TiIXO/Y.
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Auste TyT BUHUMKAE Tiie HaraTo 3aruTanb. 30Kpe-
Mma, oo rernoi teparmii XI1 i Gesnexku ta edek-
TUBHOCTI TTOBTOPHOTO BBEIEHHS BiPYCHUX BEKTO-
piB [6]. HeobOxigHo BusHaTH, Mo Oyab-sIKUN THIT
BEKTOP-0IIOCEPEIKOBAHOI FTeHHO1 Tepallii € «I1i1X0-
JIOM IO TpaHCIJIaHTaIlil TeHiB». A 1ie TTPU3BOIUTH
70 cTpaTerii iMyHoOzenpecii OHOYACHO 3 TOYaT-
KOM JIIKyBaHH4.

Hocmimkenass BUKOHAHI BiZIMOBIIHO 10 TTPWH-
numiB ['esbcincebkoi Jekmapartii. ITpoTokon noci-
JUKEHHS yxBajieHUH JIOKaJbHUM eTUYHUM KOMiTe-
TOM 3a3HavyeHoi y po6oTi ycranosu. Ha mpoBeen-
HSl JIOCJijisKeHb OyJI0 OTPUMAHO iH(MOPMOBaHY
3rojy 6aTbKiB IUTHHU.

Kainiyauii BUNasok TUTUHYU 3 iH()aAHTUIHHOIO
dopmoro XTI

Xpucmuna M. mapomgmnacg Bim II BaritHoCTI
(tepmin recrarii 38 TmxHiB), I disiomoriaanx
rosioris, Bara npu HapomkenHi 3300 r. Crapiia
cectpa — 3710poBa. Bizmomo, 1o 6GaThbKu KPOBHI
poaudi y [T mokominui. Y Bitti 5 MicsIiiB 1iBUnHKA
3axBopijia Ha rocTpuil OpouxiT. Busasaenuii xinb-
HUYHUM TIeJ[iaTPOM HIKHUH CHUCTOJIYHUN TIIyM
HaJl TIOBEPXHEI0 CepIlsl MPU ayCKyJbTallii CcTaB
MIPUYUHOIO CKepYBaHHA /10 Kapaiosora. [Ipn exo-
kapmiorpacii (EXOKT) giarHocToBaHo TinepTpo-
(hbiuny Kapziomionariio, i IMTHHA rOCHiTaNT30BaHA
JUUIST TIOIJTBIIIOTO OOCTEKEHHS.

Cran AUTUHYM PO3IIHEHO SIK CePeTHbOBAKKUIA,
crabinpamil. Bara 5,1 xr. [TomipHa M's130Ba rimoro-
Hid, Beauknui g3uk. [lepropanpuuii mmianos, SpO2
97%, yactota [UXaJbHUX PyXiB 32/XB. AyCKyJib-
TATUBHO B JIETEHSIX MTyepubHe auxanus. Cepriesi
TOHW PUTMIiUHi, HETIOCTIMHUHN CUCTOJIYHUHN TITyM
1/6 nanm BepxiBkoto cepist, HCC — 135/xB, viTka
myJbcallia Ha nepudepuyHux aprepigx. [ledinka
nanpnyetbess Ha 1,0 cM HmK4Ye Kpato pebepHoi
nyru. HabpsikiB Hemae.

JlaGopaTophi 00CTeKeHHS: 3arajJbHUil aHasi3
KpOBi Ta ceui, iOHOTpaMma, CEYOBWHA, KPEaTUHIH,
6inmipy6iH, 3arajbHUNl GLIOK Yy MeKaX HOPMHU.
[lixBummennii pisens Tpancaminas; AJIT 148 Ox/m,
ACT 224 Opn/n.

EKT. Purm cunycosuii, 130/x8, miBorpama,
rimepTpodis JiBOTO MIJIYHOUKA, eTeBaIlis CerMeH-
ta ST y BigBenennsix V1-V4.

EXOKT. TToToBiennii Miokap/ 000X IILTyHOY-
kiB. K/IP miBoro mrynouka 1,8 cm. ToBmmHa MiX-
mIyHOUYKoBO1 tepetunku 1,2 M. ToBunna 3a1HbO1
ctinku JiBoro muryHouka 1,1 cm. I'pagienT tucky
y BUXi/IHOMY TPaKTi JIiBOTO IIJIyHOYKA 7 MM PT. CT.
Koponapsi aprepii BigxoagaTs Timoso, 1o 0,2 cm.
AopranbHuUil KjaamaH TPUCTYJIKOBUN 06e3 obme-
JKEHHST BIJIKPUTTS CTYJIOK. ATPiOBEHTPUKYJSIPHI

kiarmanu 6e3 3miH. [ineprpodist Miokapay mpaBo-
ro mrynouka 7o 0,7 cMm. Jlerenesa aprepis 1,3 cm,
risku o 0,6 ecm. DB 60%. Bucuosok: Imeprpo-
(iuna xkapiomMionarisi, cuMmeTpudyHa hopma.

Pentrenorpadisd opraniB rpyaHOi KJIITKH.
CynunHWil pUCYHOK 3TYNIEHWH MO MemiaTbHUX
Bigtinax. Tiub cepiig pisko 36imbiiena. KTT 60%.

BpaxoByoun He3HAYHO 3HUKEHUU M'S30BUI
TOHYC, MIBUIIEH] PiBHI TpaHcaMiHa3 Ta BUSABJIEHY
npu EXOKT rineprpodiuny kapaiomiomnariio,
BUPIIIEHO TPOBECTH TeHETHYHE OOCTEKEHHS.
BusBneno martorennuii BapiaHT ¢.1447G>A
(p.Gly483Arg) y reni GAA B TOMO3UTOTHOMY
CcTaHl W IIOCTaBJIEHO KJIHIUHUN giarHo3: XII,
inanTuiIbHa KJIacuyHa opma.

Yepes Micdllb MMicasi BCTAHOBJEHHS J1arHO3y
pO3TOYaTO OBEHHY 3aMiCHY TEpaIiio JIO/Ch-
KOIO0 PeKOMOIHAHTHOIO O-TJII0K03u1a3010 (Myozy-
me; Sanofi Genzyme, Cambridge, MA) B nosi
20 MT/KT/KOKeH 2 TWXKIEHb.

3a 18 micariB crernudiyHOTO JIiKYBaHHS CTaH
nuTuHN 3a70BinpHuil. He BifcTtae y diszuunomy,
MOTOPHOMY i TICUX0-MOBHOMY PO3BUTKY Bi/l OZTHO-
agitkiB. I[Ipu EXOKI cnocrepiraerbcs cyTTeBa
MTO3UTUBHA JAMHAMIKA — TOBIMHA MiOKapy JIiBO-
ro IIyHOuKa 3MeHtnuiach 7o 0,6 cu.

Oo0roBopeHHst

Y Bimi 5 micsmniB auTrHa OyJa HampaBJeHa Ha
KOHCYJIbTAIIIIO 10 KapioJiora, 10 CTajo TTPUJH-
Hoto giarHoctuku XII. Bik 3axBopioBaHHS
Ta rinepTpodiuHa KapAioMiomnaTisd cBiYaTh PO
KJIacu4yHy iH(paHTUIBHY (HOPMY 3aXBOPIOBAHHSI.
3i cJ1iB MaTepi, 10 [bOrO HISKKUX [IPOSIBIB XBOPOOU
He crocTepiranoch. /[iBunHKa BUTO0BYBaIach
TPYIIHUM MOJIOKOM, He BijicTaBasia y (HisudyHOMY
Ta MOTOPHOMY PO3BUTKY. | smtire y Biti 7 micstiB
ITiJT 9ac 4eproBoTo OTJIgy Te/liaTp 3BepPHYB yBary
Ha BiIKPUTHUIT POT, 301/IbIIIEHUIT SIBUK Ta HE3HAYHY
M's130BY TrimoToHio. ToMmy, sKOW He CYIyTHE pec-
nipatopte 3axBopioBantst, XII O6yma 6 giarHoCTO-
BaHa JIOCUTH II3HO, [0 MOIJIO O MaTH HeraTHBHI
HACJTIIKW HaBiTh TPU aZieKBATHO TIPOBEEHIN Tepa-
mii. 3BUYaiiHo, KJIIHIYHI CUMIITOMU B ITOEIHAHHI
3 [IBULIIEHUM PiBHEM TPaHCaAMiHa3 Ta BUSBJIEHOIO
npu EXOKT rimeptpodiunoio KapaiomiomnaTieio
HAIITOBXHYJIX Hac Ha nyMky mpo XII. Y 3B'sa3ky
3 0OMeKeHUMH JTaDOPaTOPHUMHU MOSKJTMBOCTSIMU
MU He BU3HAUM/IU aKTUBHICTh GAA y JiefiKouTax
un ibpobaacrax, romy CRIM-cratyc aurusu
3a7umIaeThes HeBn3HaueHnM. OiHak 3a10BITHHUTT
eexT Bijl JIKyBaHHS MOJKE OIOCEPEKOBAHO BKa-
dyBatu Ha CRIM-mosutuBhuii. 3a 18 wmicsmiB
JIKyBaHHs He 3a(ikcoBaHO HebakaHUX MOOITHUX
edexriB Bix M3T, HATOMICTD CYTTEBO 3MEHIIH-
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JIOCh Jli30cOMaJibHE TJIIKOTeHHEe HaBaHTaKEHHS
B cepiieBiit TkanuHi (3a fanumu EXOKT).

Y wemomaBHO TPOBEAEHOMY HOCTiKEHHI
MTOBIJIOMJISIJIOCH TIPO TIOKPAIIEHHST PE3YJIbTaTiB y
YOTUPHOX TMAII€EHTIB, AKi OTPUMYBAJIU YacTilie
Ta OB BUCOKI /1031 mpernapary (40 mMr/Kr/Thx-
JIeHb ) 3aMiCTh PEKOMEH/IOBAHUX HA JJAHUH MOMEHT
20 mr/Kr/K0KeH Apyruit TkAeHs [9]. Y 2017 p.
TPYTIOI0 aBTOPIB TMPOBENEHO aHami3 pe3yabTaTiB
@O3T npu indantumbiii hopmi XI1 i He 3HalIIEHO
BiZIMIHHOCTE! MO0 TOKpaleHHs (yHKIii mio-
Kaply TpU PI3HUX [103aX O-TJAIOKO3umasu [4].
¥ 2013 p. npoBeIeHO TOCIIIZKEHHS, B IKOMY JIKY-
BaHH O-TJTIOKO3W/1a3010 B /1031 20 MT /KT /TUK/IeHb
Majio no3utuBHWN edekt y miteit 3 CRIM-ne-
FaTUBHUM CTaTyCOM. Y IHIIIOMY JOCJIiKeHH] 6yJ10
3p0o06JIeHO BUCHOBOK, IO JIIKYBaHHS JiTel i3 Kia-
cuyHoio iHgantuabaolo dopmoio XII o-rioko-
3unaso0 'y Bumiiin m03i 40 MT/KT/MIOTUXKHSA,
SIK TIPaBWJIO, M00pe TOJEPYETHCS TalliEHTaMK
Ta MOJIOBJKYE TEPMIH JKUTTS 3 KPaAI0l0 MOTOPHOIO
akTuBHicTIO Ta 6Ge3 HeobxixnocTi IIBJI y mopis-
HAHHI 3 JIKyBaHHAM O-TJTIOKO3WIa3010 B /1031
20 mr/kr/uepes TwxaeHb. OjHAK, BPaXOBYIOUH
kainivanii epexr MP3T B Hamol HalieHTKH Ta
obOMeskeHi (iHAHCOBI MOJKJIUBOCTI J€psKaBH,
30i/IbIIIEHHS 103K IIperapaTy Ha JaHWil MOMEHT
BBa)Ka€EMO HeaolJibHUM. JliBUMHKA aKTHUBHA,
BUKOHYE IUXaJIbHi BIIpaBu. ¥ XapyyBaHHi IUTUHU
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