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HaBefieHO KNiHIYHWIA BUNAZOK AUTUHW 3 iHCDaHTUNBHOK popmoto xBopobu Momne (XIT). V Biui 5 MicALiB iB4MHKA 3axXBOpina Ha roCTPUA BPOHXIT i BUSBNEHMIA
DiNbHUYHUM NefiaTpoOM HKHWIA CUCTOMIYHWA LWYM Haj MOBEPXHEet0 Cepus MpW aycKynbTauii CTaB MPUYMHOID CKepyBaHHA A0 Kapaionora. lpu exokapaiorpadii
JiarHoCTOBaHO rinepTpodiyHy kapaiomionarito i AUTKHA rocniTaniaoBaHa Ans NOAANbLION0 KNiHIYHOr0 06CTEXEeHHS. 3i CniB MaTepi, A0 UbOro Hiskix NposiBiB XBOPO6H
He cnocTepiranock. MpoBeeHO KOHCYNbTALi0 HeBPOMOra Ta reHeTIKa. BpaxoByioym HE3HAYHO SHIDKEHMIA M'A30BWIA TOHYC, NIABULLEHI PIBHI TPAHCAMIHA3 | BUSBNEHY
rinepTpochiyHy KapAioMionartito, BUPILLEHO MPOBECTV [OAATKOBE FEHETUYHE OOCTeXeHHs. BusaBneHo matoreHHwin BapiaT €.1447G>A (p.Gly483Arg) y reni GAA
B FOMO3UrOTHOMY CTaHi i MOCTaBAEHO KNiHIYHWMIA fjiarHo3: XBopo6a lMomne, iHghaHTubHA KnacuyHa dropma. Yepes MicsLb Micns BCTAHOBNEHHS fjarHo3y po3no4ato
[NIOBEHHY 3aMiCHY Tepanito NI0ACbKO PEKOMOIHAHTHOI Oi-IMHOKO31AA30t0. 3a 18 MicsALiB NikyBaHH: CTaH AUTUHY 33[0BINbHNNA, He 3acDiKCOBAHO HeBKAHUX NOBIYHNX
edpeKTiB BiJ (hepMEHTO3aMiCHOI Tepanii, HaTOMICTb CyTTEBO 3MEHLLIOCH Jli30COMalTbHE MIKOreHHE HABAHTXKEHHS B CEPLIEBI TKAHMHI (32 JaHumMun exokapgiorpadii).
XBopo6a lNomne — pifKicHe reHeTUYHe 3aXBOPIOBAHHS, Ke BOKMMBO CBOEYACHO AiarHOCTYBATU. Ha CbOrofHi Haf3BMYAiHO aKTyabHUM € YCBIAOMMEHHS NiKapsAmMu
CBOEYACHOCTI HAaMpaBeHHs B CrewianizoBaHi LEHTPX Ans He0OXiAHOTO reHEeTUYHOro CKaHyBaHHs AiTel npu nigo3pi Ha XI. HiarHocTuka XM nepen6ayae BUABNEHHS
XapaKTepHOi CUMNTOMATUKN, NIATBEPKEHHS AiarHo3y Ha NiACTaBi BUSBMEHOTO HU3bKOTO PIBHS CL-TMOK031Aa31 B KPOBI NavieHTa. [pnaHayeHHs cneumdidHoi Tepanii
npu X1 J03BOSISE 3YNUHUTU NPOrPecyBaHHs XBOPOOU Ta CyTTEBO NOKPALLMTI AKICTb | TPUBANICTb XXUTTA TAKUX XBOPUX.

[locnimkeHHs BUKOHAHI BiZNOBIAHO 40 NpuHLMNIB MenbCiHebKoi [deknapauii. MpoTokon AocnimjXeHHs yxBaneHni JTokanbHUM eTUMHUM KOMITETOM 3a3Ha4eHOI y po6oTi
yCTaHoBW. Ha MpoBeAeHHs A0CAiIMKeHb 6YN0 OTPUMAHO iHG)OPMOBaHY 3rofy 6aTbKiB AUTUHN.

ABTOPM 3a8BNAIOTb NPO BIACYTHICTb KOHMIKTY IHTEPECIB.

Kntouoi cnoBa: xsopo6a [lomne, JiarHoCTIKa, NiKyBaHHS

Pompe disease: diagnostics and contemporary approaches of therapy
1.U. Avramenko, N.S. Kosmynina
Danylo Halytskyy Lviv National Medical University, Ukraine

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 a-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 c-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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bone3sub Momne: AWArHoCcTKa U coBpeMeHHble Noaxoabl K Tepanuu
W.10. ABpameHko, H.C. KocmbiHuHa
JIbBOBCKMIA HALMOHANbHBIA MEAULMHCKMIA YHUBEPCUTET UMeHn [aHuna Fanuukoro, YkpanHa

[TpeacTasneH KNWHWMYECKUIA Cryqail pebeHka ¢ MH(aHTUnbHOM chopmoii 60nesHn [Momne. B Bospacte 5 mecsueB [eBovka 3ab60sefia 0CTPbIM GPOHXUTOM
11 0BHAPYXXEHHbIN Y4aCTKOBbIM NEAMATPOM HEXHbIA CUCTONMHYECKMIA LLIYM Hafl NOBEPXHOCTLIO Cepaua npu aycKymnbTaluy cTan NpU4UHON HanpaseHue K Kapauonory.
[Mpn axokapaworpadui AUarHocTUPOBaHA rUnepTpodMyeckas Kapamommuonatus U pebeHoK roCMUTAM3MpoBaH Ans fanbHeiiwero obcnefosaHns. Matb He
BbICKa3bIBANA HUKAKNX Xanob. Y4UTbIBasAs HE3HaYUTENbHO CHVDKEHHBIA MbILLIEYHbIA TOHYC, MOBbILIEHHbIE YPOBHYU TPaHCAMUHA3, BbISBMEHHYIO rMNEPTPOGUYECKYIO
KapamoMmUonaTuio 1 nocne KOHCYNbTaLMU HEeBPOMora M reHeTKa PeLieHo NpOBECTW reHeTnveckoe o6cnenoBaHue. OOHAPYXXEH MaToreHHbIi BapuaHt c.1447G>
A (p.Gly483Arg) B reqe GAA B roMO3MrOTHOM COCTOSHUM W NOCTaBNEH KIMHWYECKMA AnarHo3: boneaHb Momne, nHaHTUbHas Knaccuyeckas opma. Hepes mecsy,
Mnoche NOCTAHOBKY A1arHo3a Ha4yara BHYTPUBEHHAS 3aMeCTUTeNbHAA Tepanis YenoBe4eCcKol PEKOMOUHAHTHON Oi-MMI0K03UAa30iA. 3a 18 MecsLeB NeveHns COCTosHIE
pebeHKa ya0BeTBOPUTENBHOE, He 3a0MKCUPOBAHO HEXeNaTeNbHbIX NOB0YHbIX AGICHEKTOB OT PepMEHTO3aMECTUTENBHON Tepanum, 3aTo CYLLECTBEHHO YMEHbLUIMANCH
NIM30COMATbHbIE FNKOTEHHbIX HAarpy3Ki B CEPAEYHOI TKaHN (M0 JaHHbIM 3XoKapauorpadum).

bonesHb lMomne — pefkoe reHeTU4eckoe 3aboneBaHne, KOTOPOE BAKHO CBOEBPEMEHHO AMArHOCTMPOBATb. Ha CErofHs 4pe3Bbl4aNHO aKTyarbHbIM SBAAETCA
0CO3HaHIe Bpa4yamu CBOEBPEMEHHOCTY HanpaBmeHns B CNELNANM3MPOBaHHbIE LEHTPbI A5 HEO6XOANMOrO FEHETUHECKOr0 CKaHMPOBAHMA EeTeil Npy NOA03PEHNM Ha
XM. OuarHoctuka XM npegnonaraeT BbSBNEHUE XapakTepHOA CUMMTOMATWKM, MOATBEPXKAEHWE AMAarHo3a Ha OCHOBAHWWN OBHAPYXXEHHOrO HU3KOrO YPOBHA O
ITI0KO31a3bl B KPOBM nauueHTa. HaszHadeHue crneuuduyeckor Tepanuu npu X no3BoseT 0CTaHOBWTb MPOrpeccupoBaHne 60/1e3HN W CYLLECTBEHHO YITy4LWWUTb
Ka4eCTBO W NPOJOMKIUTENbHOCTb XN3HU TakuX GOMbHBIX.

VccnenoBanme BbINOMHEHO B COOTBETCTBUM C MPUHLMNAMK XenbCUHCKOW [leknapauun. MpoTokon uccnefoBanns yTeepxaeH JToKanbHbIM 3TU4ECKUM KOMUTETOM
YKa3aHHOro B paboTe y4pexaeHns. Ha npoBefieHre nccnenoBaxmii Nomy4eHo MHGOPMUPOBAHHOE cornacue poauTenei pebeHka.

ABTOPbI 325BASHOT 06 OTCYTCTBUN KOH(DAMKTA NHTEPECOB.

Knto4esble ¢noBa: 6051e3Hb [Tomne, AMarHocTka, nedvexHne
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Bceryn

Bopoba ITomme (XII) (medimmr KucaoTHOL

MaJIbTO31, HAaKONT4YeHHs TJrikoreny 11 tuiy,
JeDiuT JTi30COMAIBHOT ab(a-TIIOKO3W/Ia3u) —
HEPBOBO-M's130Ba, ayTOCOMHO-PEIleCHBHA MeTab0-
JliuHa XBOpoOa J1i30COMaIbHOTO 30epiraHHsl, CIIPH-
yuHeHa AeilluTOM KHUCJIOTHOI asibda-TI0KO3M-
nazu (GAA) — depmenty, sIKUM PO3IIEIIIIOE TJIi-
KOTEH y KUCJIOMY CEPEJIOBUIIl JII30COMHU 1 KO-
erbes reHoM GAA. [larientn 3 XII MaioTh HU3BKY
abo BifCcyTHIO akTUBHICTH (bepmentiB GAA Ta
He MOXYTb PO3IIeNoBaTu riikored. Hajpnuimox
TJIIKOTeHY HaKOMUYYETHCS i 30€piraeThCst B Cepii,
CKeJIETHUX M'SI3aX Ta IHMIUX TKaHWHAX, BUKJIH-
katoumn nporpecytodi cumrnromu XII. Brparta m's-
30BOI CTPYKTYPHU Ta M'S30BOI CHUJIU TOSCHIOETHCI
POTPECUBHUM 301JIbIIEHHIM 3aII0BHEHUX TJIKO-
TeHOM JII30COM Y MIZKMiO(GiOpUIIPHOMY TTPOCTOPI
3 TOMAJBITUM PO3PUBOM JIi30COMU, Harpoma-
JUKEHHSIM IIUTOTIJIAa3MAaTUYHOTO TJIIKOTEHY Ta 3Mi-
ieHHAM MiodhiOpuIL.

XBopoba ITomrire GyJia Ha3BaHa Ha YeCTb Hizep-
JaHjcbkoro marosgoroanaroma k. Ilomme, sikumit
ynepiie B 1932 porii onmcas JeTaqbHUN BUTIAJIOK
JIBUMHKY 7 MICSIIIB i3 MyJIBTUCUCTEMHUM yPaKEH-
HAM: Kap/lioMiOIaTi€t0, IMXaTbHO Ta TEYiHKOBO
HEJIOCTATHICTIO Yy TIO€HAHHI 3 IMPOrpecyryoro
reHepai3oBaHoI0 M'sI30BOIO  cabkicTio. J[okTOop
[Tomrie cchopmyBaB ysIBJIEHHS IIPO OCHOBHY 0i0J10-
rifo XBOPOOM — MacHUBHE BaKyoJisipHE 30epiraHHst
IJTIKOTeHY MPAaKTUYHO Yy BCiX TKaHuHaX. Toro
& 1932 poky Gy omvicasi MoxiOHI BUTTAIKH.

Yepes necatunitrg mpopus GyHIAMEHTAIbHOI
HAYKHU CIPUSIB BIZIKPUTTIO METABOJIYHOTO MIJISIXY
IJIIKOTeHY Ta HOBOI KJIITUHHOI OpPTaHesu, JIi30-
comu. Jlizocomanbuuit (pepMeHT KUCIa O-TJTIOKO-
3ugasa, sgka BigcyrHsa npu XII, Oyma BigkpuTa
Gesbrifickkum  Gioximikom Ampi-Tepi T'epcom
y 1963 porii. Kpim Toro, nokrop I'epc nepenbauus,
mo xBopobu HarpomakerHst (lysosomal storage
diseases — LSD) Moy Tb OyTH MOSICHEH] BifiCy THi-
CTIO IHMUX Ji30COMATbHUX (HEPMEHTIB, TUM
caMuM iHiliooyn ix nomnryk. Ha cboroai icHye
6isbIe 60 XBOPOO J1i30COMATBLHOTO HATPOMAJIKEH-
H4 [2].

Fen GAA, 110 KOJIy€ O-TJIIOKO3U/A3y, JOKaJi-
30BaHuil Ha JoBromy tjedi 17 xpomocomu
(17925.2—q25.3), cknamaerbest 3 20 eK30HIB i Mae
posmip 20 K6. Inentudikosano 6iabim 350 myra-
il gaHoro reHa, ki 3adikcoBano B llenTtpi
xBopoOu [Tomrie yHiBepcutery im. Epasma B Pot-
tepaami, Hinepmangu. Ileit [lenTp gonomarae Bus-
Havatu myTailii reHa GAA, 1110 BKa3dye Ha IPOTHO-

30BaHy BaKKICThb KOKHOTO BapianTy. CoTHI MyTa-
it O6ysnu onwucani B rerni GAA Ha Xpomocomi
17 q25. IlepeBaskHo MyTaIllii 3yCTpiduaioThCs Y
OJTHiiT ciM'T a60 HEBEJINKIiT TOMYJIAILiT, a GIJIBIIICTD
MaIfieHTiB — Ile CKJafoBi retepo3urotu. Ilpore,
BiZIOMO, 1110 He BCi BapiaHTH MOCTII0OBHOCTEN y TeHi
GAA (SNP — single nucleotide polymorphism)
acolfiffoBati 3 xBopoboro. /lesKi 3 HUX BiAIOBIiIa-
I0Th 3a TceBAOAedIUT, TTOB' I3aHUN i3 HU3BKUM
piBHeM aktuBHOCTI GAA, ane He 3 KJIIHIYHUMH
NposiBaMu 3axBOpIOBaHHA. ToMmy TOPIBHIHO
BHUCOKA 4YacToTa TCEBAOAeMIINTY B MOIMYJSAIISX
MOKe 301MbIIUTH XUOHO TO3UTHBHI PE3yJIbTaTi
CKPUHIHTY HOBOHAPOJKEHUX [J].

[Mommupenicte XII 3amesknTh Bijl €THIYHOT TIPU-
HaJIe;KHOCTI Ta reorpadii, a Takox Bijg popMu 3ax-
BopioBaHH4. [1IBuIKO TTpOrpecyiova iHGaHTUIbHA
dbopma mae npubsmsny yacrory 1:138 000 cepen
oci6 kaBkasbkoro noxomxkenns, 1:50 000 cepex
oci6 kuraiicbkoro noxomkenns, i 1:14 000 cepezn
oci6 ahpUKAHCHKOTO MOXO/KEHHS, TaKOXK OyJIo
3a3HAYEHO BUCOKY IONIUPEHICTh 3aXBOPIOBAHHS
B apabcbkux momyssiisx. Hapasi BBakaeTbcs,
mo cymapha yactora XII ckmamae 1:40000.

XII Ma€e mMpoKUH KITHIYHUI CIEKTP i3 PI3HUM
BIiKOM BWHUKHEHHS, BUPA3HICTIO CUMIITOMIB,
MIBU/IKICTIO TIPOTPECYBaHHs XBOpoOu i kKiaacudi-
KYETBCS HA TPU Pi3HI MiITUTTH: IOPOCIa, FOHAI[bKA
Ta iHhanTuIbHA (hopMH.

[TepeBaskna OisibimicTh marientis i3 XII —
Jopocyi. ¥ HUX /laHe 3aXBOPIOBaHHS Ma€ TpuBa-
JIUH JIATEHTHUH 11epiof, 1 MaIliEHTH JOKUBAIOTD JI0
cTapocTi. 3HMKEHHs M'SI30BOI CHJIM Ta CaabKicTh
po3BuBar0Thes y Billi 30—40 poxiBs, ase ypaskeHHs
cepist MiHimanbhe. TloBibHO TIporpecye ciab-
KiCTb TA30BOTO TMOSCY, TapacliHaJbHUX M'43iB
Ta miadparmMu, 10 TPU3BOUTD 10 BTPATU MOTOP-
HOI aKTUBHOCTI Ta AUXaJbHOI (pyHKITII. BigbiricTs
MAIIEHTIB OOMEXKYIOThCSI IHBAJITHUMU Bi3KaMHU.
JluxanbHa c1a0KicTh M'SI3iB € TOJIOBHOIO IIPUYK-
HOIO CMEPTHOCTI.

[Ipu ronarpkiii hopmi 3aXBOPIOBAHHS CIIOCTE-
pira€Thbcst TIMOTOHIS i cIabKiCTh M's131B KiHI[IBOK
Ta Tyay6a. MOTOPHUI PO3BUTOK 3aTPUMYETHCS, a
MiomarTiss HOCHTb OUIBII MOCTYMOBUN XapakTep.
YpaxenHns cepiis BijicyTHe. Taki naiieHTH, 3a3Bu-
Yaii, TOMUPAIOTh BiJl ANXAJbHOI HEJIOCTATHOCTI.

Knacwuna ingantumapaa popma XII — 1e maii-
Ginbir  arpecwBHa (opma, ska MaHidecTtye
B 11€Pi0Z HOBOHAPOIKEHOCTI a0 K y PaHHbOMY
autsyomy Biti (o 12 mic.). [mikoren nipu ganiit
(hopMi HAKOTTMUYETHCS B CKEJIETHUX M 513X, MTeUiH-
11i, MioKap/i, M's13ax si3uka. Piziie anoMaibHi Bif-
KJIQJIEHHS TJIIKOTeHY MOXKYTb 3yCTpiuaTucsd B M'd-
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30BOMY IIapi CYAWHHOI CTiHKYA, BU3HAYAIOUMN
PO3BUTOK aHeBpU3M 1 Majb(opMmarliiii, a TakKoxK Y
KJIITUHAX 1[eHTPAJIbHOI 1 ieprudepruyHoi HePBOBOI
cucremu. [Ipu ornsazi y negiaTpa MaTh CKapKUTh-
Ccs1 Ha Te, 10 JUTHHA TIOTaHO HAOUPAE Bary, BTOM-
JIIOETHCS i/l Yac TOAYBaHHSA, MAJTOAKTUBHA, BiJl-
CTa€ B PO3BUTKY, HE MOK€ yTPUMYBAaTU TOJIOBY,
3aBKIM TPUMA€E POT BIAKPUTHM, S3UK 30ijbiie-
HUI, yacTi 3aKpenu, iHoi 6JtoBOTA. Y TIOAAJIBIIO-
MY CIIOCTEPITAEThCS M'S30Ba TIilIOTOHIS, O3HAKU
JINXAJIbHOI Ta CePIeBOi HEIOCTATHOCTI (IK HACJHIi-
MoK rimeprpodivroi Kapaiomionarii): OGigicTh
IMKipW, aKpOoIliaHo3, TIMepTiipo3, MPUCKOPEHE
JVXAHHS, y4acCTb JJOIIOMIXKHOI MyCKYJIaTypH B aKTi
JInxaHHs, gedopmMallis TPyHOI KJITKUA 32 TUIIOM
«CepIeBoTo ropba», PO3MIMPEHHS MEXK BiHOCHOI
cepleBoi TymocTi, mocjaabjaeHHs 1epudeprudHoi
IyJIbcaltii, remaroMeratist, iepudepudni HaOPSIKH.
Y disuunoMy po3BUTKY IiTH BiZICTAIOTH Bi/l OTHO-
JIITKIB, TPOTE TMCUXIYHUU PO3BUTOK HeE TOpyIIe-
Huil. [Tixrpymna narienTis i3 MOAIOHUMEU KITIHITHI-
MU CHUMIITOMaMM Ha IepIIOMY pOIli JKUTTS,
ajie MeHIIT BUPa)kKeHOI0 Kap/liomionarTieio (Ta Bii-
CYTHICTIO OOCTPYKILI BiZITOKY JIBOrO IIJIYHOYKA)
MPE3eHTYIOTh HEKJIACWYHY 1HOAHTUIBHY (hopmy
XII. Axmro mpu BUSABJIEH] MEPIMUX 03HAK HE TTPO-
BECTH BUACHO JIIaTHOCTUKY Ta HE PO3TMOYATH JIKY-
BaHHs, TO AiTH 3 XII rUHYTB 111e TPOTSITOM TTE€PIIO-
IO POKY KUTTSL.

Cutin BpaxoByBatH, 10 A0CTaTHS iHMOpPMOBa-
HICTHh Ta HACTOPOKEHICcTh Jikaps mozo XII,
3a CYKYITHOCTiI XapaKTepHUX CHUMIITOMIB, IOJeT-
nrye piarHocTuky. sKozHe 31 cTaHAapPTHUX KJiHIY-
HUX JIOCTI/IKEeHb, SIKi BUKOPUCTOBYIOTHCS B JIiar-
HOCTHUI[ HEPBOBO-M 'sI30BHUX XBOPOO, He € abCOTIOT-
Ho indopmatuaum mpu XI1I. PiBens xpeatundoc-
dokinazu (KOK) migsuiiryerbest B 2—5 pasis, aje
Moxke OyTi i HopMasibHuM. YacTo migBuIeHi iniii
dbepmenTn, Taki gk aminorpancdepasza (AST),
asanin-aminoTpancdepasa (ALT) Ta maxratmeri-
nporenaza (LDH). Binbnricts namienTis i3 XII
MalOTh Mi/IBUIIIEHUN PiBeHb TeTpacaxapuiay TIJio-
k031 B cedi (Glc4), sskuil y HeMOBJIAT BuUIIle, HIXK Y
nopocyux. Ileir Tect Moxke OyTH KOPHCHUM JIJIst
i/ITBEP/KEHHS JIIaTHO3Y Ta /IJId KOHTPOJIO eheK-
TUBHOCTI JiikyBaHHs. Emnextpowmiorpadis (EMT)
BUSIBJISIE JIMIIIE TIEPBUHHI O3HAKU M'SI30BOTO ypa-
JKeHHs1. BusiBieHHs Ha eJleKTpokapaiorpami
(EKT) s6inpimenns ammmityan QRS, ckopouerHs
intepBany PQ 3Myriye mpumycTUTH HAsSBHICTD
Kap/iomionarii, Ky JOCTOBIPHO MiJATBEPIKYE
exokapaiorpadis. Ak i mpu BCixX iHITNUX MiomaTisx,
3HIKeHHST (hOPCOBAHOI JKUTTEBOT EMHOCTI JieTeHb
(OXKEJI) npu coipomerpii, a TaKoX CuIn

niadparMu BKa3y€ Ha PECTPUKTUBHY IUXAJIbHY
He/oCTaTHICTh. MarHiTHO-pe3OHaHCHA TOMO-
rpadiss (MPT) ckeserHux m'si3iB — € iHdOpMma-
TUBHUM MeTozoM pocuimkenass npu XII. MPT
B T1-pexkumi 103BOJISIE JIETKO OMIHUTH TPODIKY M'sI-
3iB 1 BUSABUTU crienudivni JiisHKr HiOPO3HO-KK-
pPOBOI JleTeHepartii, 1Mo XapakTePHO S M S30BO1
nuctpodii. ocmipkenHss M's30Boro Gionrary mpu
XII pmoBruii yac BBaXKAJOCS OCHOBHUM METO/IOM
miarHocTuku. [Ipy Bu3HAUYeHHI aKTUBHOCTI KMCJIOI
docdaTasu ricroepMEeHTATUBHIM METOIOM, 0io-
TiCid BUSIBJISIE BAKyOJIbHY MIOIATIIO JIi30COMAJIbHOL
MIPUPOJIN, & TAKOK HAKOMTYeHHs Trikoreny [13].
Ha manmii yac «30J10THM» CTaHZApPTOM Jlabopa-
TopHOI miarHocTHKN XII € BU3HAUEeHHST aKTUBHOCTI
GAA y sieiikorrax (Jst iaTHOCTUKY OepyTh 04M-
meHi Jgimdonutn) abo KyabTypi ¢ibpobiactis
3a JIOIOMOIOIO ITPUPOAHUX ab0 CMHTETUYHUX CyO-
CTPaTiB Y KUCJIOMY CEPEIOBUIIII, 3 JI0JJABAHHSAM iHTi-
6itopis MT'A (akap6osu) [11]. TIpu morpumaHHi
000B'SI3KOBUX METOJOJIOTIYHIX YMOB, (hepMeHTa-
tBHA akTUBHICTh GAA y nutnau 3 XII, noBuHHa
6yt Hwkde 1%. Sk npaBuiIo, CTYIiHb 3HUKEHHST
akTuBHOCTI GAA MeHII Bupa)xeHa y Ii/JITKIB
Ta JOpPOCIWX 3 UM 3axBopioBanHsM. CyuacHi
METO/I1 MOJIEKYJISIPHOI Gi0JI0Tii 103BOJISIOTH TIEpe/I-
GaYNTH CTYIIHD TSLKKOCTI XBOPOOH, SIKA KOPEJTIOE i3
3aJTMIIIKOBUM PiBHEM aKTUBHOCTI (hepMEHTY.
Cpborozini MoOKJIMBa TaKOX IpeHaTasbHa Jliar-
HOCTHKA 32 JIOTIOMOT010 (hepMEHTATUBHOTO aHaJIi-
3y abo JIHK-anasisy BopcuH XOpioHa, OTPUMaHUX
M 10—12 TiskHEeM recTartii.
Kpim Toro, octaHHIMH pOKaMu PO3POOJIEHIIT
1 HIMPOKO 3aCTOCOBYETHCS Ha MIPAKTUILl METO/ BU-
3HaueHHsd akTuBHOCTI GAA y cyXi#l misgmi KpoBi
(CIIK). [Ilpore 1ux mporpaMm HeJIOCTaTHbO
IS BUpitieHHs mpobsiem miarnoctuku XI1, ocobiu-
BO SIKIIO TIEPIITi O3HAKW 3aXBOPIOBAHHS BUHUKAIOTh
y ZIOPOCJIOMY Billi if BOHO Mae Jjierkuii epe0ir. [Tpu
XII icHye kopessiis «reHoTUuI — (PeHOTUI», TOMY
BRKJIMBUM € MOJIEKYJISIPHUT aHari3 reHa GAA.
3arpumka mgiarHoctuku tnipu XII — pocuth
NoNIMpPeHe sIBUIIE, IHKOJIM /[iarHO3 BCTAHOBJIIOIOTD
Maiixke uepe3 JeCATh POKiB 3 MOMEHTY BUHUKHEH-
Hs TIepIIuX CUMIITOMIB 3axBOoproBaHHs [12].
[TinoTHI TIporpamMu HEOHATAJbHOTO CKPUHIHTY,
pospobka stkux TpuBae (a momekyau — CIITA,
TafiBanb — BOHM BiKe BIPOBA/KEHI B KJIHIUHY
MPaKTUKY ), CIPUSITUMYTh CBOEYACHIH /IiarHOCTUITI
XII [16]. IIpoTe mporpaMu MacoBOTO HeOHATATh-
HOTO CKPUHIHTY He€ BUPIIIYIOTh MUTaHHS J[iarHO-
ctuku XII y Bke HagBHUX XBOPHUX PI3HOTO BIKY,
SKI 3aJ7MIIAThCA 11032 MeXaMU MacOBOrO HeOoHa-
TAJIBHOTO CKPUHIHTY.
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[lo mosgBu ¢epmenTHOi B3amicHoi Tepamii
(®3T) aikyBanusa XII OyJa0 CUMIOTOMATHYHUM.
¥ 2006 porti 3amicHa Teparrist (hepMeHTaMU OL-TJITO-
KO3U/Ia31 CTajia KOMEPINIMHO OCTYITHUM BapiaH-
toM. PexomenmoBana mnosxkurrea D3T pexom-
OIHAHTHOI JIIOJCHKOI KUCJOI O-TJII0KO3U/La31
naijieHTam i3 miaTBepiaskeHuM giarHozom XII.
D 3T nosBostsie 36epertu JKUTTs HaiienTam i3 X11,
MOKPAIIyE MOTo SKICTh Ta YIOBIJIBHIOE TTPOTPeCy-
BaHHS XBopoOW. PaHHiil mowatok Ttepamii may:ke
BQKJIMBUI, TOMY HIO /I03BOJISIE JIOMOTTHUCSI Kpa-
mMuX  KJIHIYHUX  pe3yabTariB.  [loBeneno,
o 3acrocyBanst 3T npu indanTunbiii hopmi
XBOPOOU 3MeHIIye cMepTHICTh Ha 99%, a HeoOXij-
HIiCTb Y iHBa3UBHill BeHTHUJIAII] JiereHiB — Ha 92%.
CBocuacHe TpU3HAUYEHHST Teparrii O-TJTI0KO3U/a-
3010 BUKJIMKAE 3BOPOTHIN PO3BUTOK Kap/iomiorna-
Tii y mamienTiB 3 iHdanTHIBHO© (hopmoio XII,
MOKpPAIy€ TOKAa3HUKKU M sI30BOI CHUJIA, PYXOBOI
aKTUBHOCTI Ta cTabijlidye cTaH AUMXaJbHOI CcHCTe-
mu. Oxnak Bignosigp Ha M3T nporpecuBHO
3HIKYETHCST depe3 3—5 POKiB 1i 3acTOCyBaHHS.
[TormvHaHHS — O-TJIIOKO3UAAa3U  BiAOyBAETHCS
3a JIOTIOMOTOI0 KaTioHe3aJIe;kHOTO MaHHO3HOTO
6-docharnoro (CI-M6P) perentopa 3 mogasb-
MMM TPAHCTOPTYBAHHAM (DePMEHTY B JIi30COMY.
Ha doni @3T mnizocomasnbhe riikoreHHe HaBaHTa-
JKEHHS Y ceplieBill TKAaHWHI CyTTEBO 3MEHIITYEThCH,
aje B IHIIMX TKaHUHAX, BKJIIOYAIOUM CKEJETHY
MYCKYJIaTypy, 1ieil edekT € Heanauuum. Jlumie 1%
BHYTPINTHbOBEHHO BBEEHOI  (-TJIFOKO3U/1a3U
NIOTpAILIse B CKeJeTHY MYCKyJaTypy. VIMoBipHO
noBTOpHa akTuBais pernentopa CI-M6P npusso-
IUTh 0 HOro HacWu4eHH$, aeceHcubimizarii Ta
HapemTi pe3ucTeHTHOCTI, 10 MOKe BUMaraTu
36inpmenns po3u M3T. Okpim 1poro, MPT
MO3KY Ta HEWPOIICUXOJIOTIUHI TEeCTU BUSBUJIN
3MiHU GiJI0T PEYOBUHU Ta PI3HUI CTYTIIHb 3HUKEH-
HsT KOTHITUBHUX GyHKIIN npu TpuBamiit MO3T
y JliTeil i3 KJIACUYHOK iH(aHTUIBHOI (POPMOIO
XTI [7]. i mani migKpecso0Th Iie oxHe obMme-
sketnust M3T — HEMOKJIMBICTH PEKOMOIHAHTHOTO
(bepmenTy TmiepeTHYTH TreMaToeHTedaTiYHUI
Gap'ep [10].

Takosk 11eii BUj1 Tepartii € 1y»ke JOpoTuM, i 1pu-
6/m3H0 y 1% TAI€EHTIB CHOCTEPITancsT BaKKHiA
aHaiIaKTUYHWI 10K Ta/ab0 3yIUHKa Cepls,
noB'si3aHi 3 1H(MY3IHHUM JIiKyBaHHSA. Y JesSKUX
BUTIQZIKAX (epMEeHT MosKe BU3HAYATHUCS OpPTaHi3-
MOM SK Y4y;KOPIZIHUH 1 PO3BUBAETHCS CTiliKA IMyHHA
Bi/noBizb. [IpakTuuno y Beix nmarienTis 3 XI1 Bupo-
GJISTIOTBCST aHTUTI/IA IO €K30TeHHOro Oijka, aje
BILIUB IMYHHOI BiAnmoBizi 0co6auBO 3ry6HMIA
y IiTel i3 KJIacuIHoIo0 iH(haHTHIBHOIO (hopMOTOo 3aX-

BOPIOBAaHHS, SIKi 30BCIM HE CUHTE3YIOTh €HIOTEHHO
KUCJIOT (-TJTIOKO3U/Ia3y. Y IAX TAIfi€HTIB, SKUX
HA3WBAIOTh HETATUBHUMU TTEPEXPECHO PEaryiOunMu
Ha IMyHOJIOTIYHUEN MaTepiast (cross-reactive immu-
nologic material, CRIM-HeratuBauMM ), GiKCyIOTH-
¢4 BUCOKI TUTPU aHTUTIJI, IO YaCTO TIPU3BOAUTD /10
CMEPTi, HE3BAKAIOUW Ha 3aCTOCOBAHY Teparmiio [9].
Byno zanpoBajpkeHO JieKijibKa MTPOTOKOJIB 100
inaykuii TosepantHocti 'y CRIM-HeraTuBHUX
narienTis. Hailbipn nommpeHowo € KoMOiHaIlisa
PUTYKCUMAOy 3 METOTPEKCATOM 3 BHYTPIlIIHbOBEH-
H1M 200 6€3 BHYTPIllIHbOBEHHOTO BBEICHHS IMyHO-
riobyainy. JogaBanusa Gopre3oMiOy 10 iMyHOMO-
JIYJTIOIOUO] Teparii y TpyTi AiTel i3 iHhaHTUIBHOIO
(hopmoIO Ta BCTAHOBJIEHOIO IMYHHOIO BiIITOBIJUTIO,
MOB'SI3aHOIO 3 TIOTIPIIEHHSIM CTAHY, MAJIO TIO3UTUB-
HU kaiHiYHEWH] edekT [1].

®Di3uuni BUpaBU Ta /i€Ta € BaKJIUBUMHU
He3aJeKHUMU Ta IHTePAaKTUBHUMU JleTePMiHAHTA-
mu Ganancy Ginka y marienTis i3 XIT [3]. Basku-
BO 3a3HAYUTH, 1O CTUMYJOUNN edeKT € Oib-
UM TIPU 3aCTOCYBaHHi OIJIKiB Ha OCHOBI MOJIOKA,
aHixk pocauHHUX (Hampukaana, coi). Ilepesara
MOJIOKa i1 1I€4HOro OijiKa HaJl POCAUHHUMU 3yMO-
BJIeHa O1/bII BHCOKOW OGiOJIOTIYHOIO IIHHICTIO
HepIInX, ki MicTAThb Oibi 30asancoBanmii Habip
He3aMIHMMUX aMiHOKuCJI0T. Tomy aieTorepartist
3 BUCOKMM BMiCTOM 0ijka, 30arayena aMiHOKHUCJIIO-
Tamu (aJaHiH, JIEHIUH) A0MOMarae 3MEHIIUTH
KaTabos1i3M M's130Bor0 Gisika [15].

DizuuHe HaBaHTAKEHHS TaKOXK CIOBIJIBHIOE
nporpecyBanfas XII. Amomanbui Ta GdyHKITIO-
HaJIBHO 3MiHEHI 3 BIKOM MIiTOXOH/Ipii, IMOBIpHO,
3aJTUIIAIOTBCI Y CKEJIETHUX M's13aX, He3BaXKauu
Ha Oyab-sIKMiT BUJ Teparlii, 0cOOIMBO 3BaKaun
Ha Hezziatnictb M 3T MOBHICTIO BiIHOBUTH J1i30CO-
MUy Ta aBTodariyauii gedext y m'sg3ax. Otxe, 1i
MOPYIIEHHS B KJIITHHHOMY €HEPTETUIHOMY OOMiHi
MOJKYTb CTaTH JI0JITATKOBOIO TIEPENTKOIOIO TS TOB-
roTpuBajnoro e@ekTy JiKyBaHHS, a KOPUCTb BiJl
JIIKyBaJIbHOI (Di3KYyJIBTYPHU € 0ueBUAHOW [14].

Ha croronni nocnimrents GAA 3anuimaioTbes
aKTyaJIJbHUMU, a aJbTEePHATUBHI IMiJXOJAN 3Ha-
XOAATHCS HA JMOKJIHIYHIN Ta KJAIHIYHIA CTalisX.
Hanpuknaz, cydacHi migxo/u BKJIIOYAIOTh MOJIH-
dikarito riikaniB Ha GAA a7 ToJiMIIeH s 10T0
MOTJIMHAHHS JII30COMOIO, JIOZIAaBAHHS THCYJIIHOTIO-
Hi6HUX MiTOK (hakTopy pocty I 1y moJrinmenHs
MOTJTMHAHHS, TeHHAa Teparisl 3 BUKOPUCTAHHIM
aZIeHO-aCOIIHOBAHNX BIPYCHUX BEKTOPIiB, (ap-
MaKOJIOTiUHA PpeakKIlisg 3 MaJOMOJEKYJIIPHUMA
crabinizaTopamu Ta KOMOIHOBaHa Tepallis 3 BUKO-
pUCTaHHSAM sIK (DepMEHTHOI 3aMiHu, Tak i ¢apma-
KOJIOTIYHOTO Mi/IXO/Y.
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Ase TyT BUHUKAE 1ile HaraTo 3amuTaHb. 30Kpe-
Ma, mozo renHoi Tepamii XII i 6e3mekn Ta edek-
TUBHOCTI TIOBTOPHOTO BBE/IEHHS BiPYCHUX BEKTO-
piB [6]. HeobxigHo BU3HATH, 10 OY/Ib-SIKUN THII
BEKTOP-0I0CcepeIKOBAHOI TeHHOT Teparlii € «I1i/1X0-
JIOM JI0 TPaHCIJIAHTAIlil TeHiB». A 1le IPU3BOJUTH
JI0 cTpaTerii iMyHozemnpecii 0JHOYaCHO 3 TOYaT-
KOM JIIKYBaHHSI.

HocuigxenHs BUKOHaHI BiMIOBIAHO 0 TMPUH-
nutiB 'exbcineskoi dexsmapartii. [Tpotokost goci-
JUKeHHA yxBajeHuil JIokaaTbHUM eTUYHUM KOMiTe-
TOM 3a3HaueHoi y poboti ycranosu. Ha npoBeien-
HS JIOCJIKEHb OyJI0 OTpUMaHO iH(MOpPMOBaHY
3roj1y OaThbKiB TUTUHU.

KniniyHuii BUQJ0K JTUTHHH 3 iHPAHTHIHHOIO
dopmoro XII

Xpucmuna M. naponunaca Bix Il BariTHOCTI
(tepmin rectamii 38 TwxkuiB), 11 disiomoriuanx
noJioriB, Bara mpu HapomkeHHi 3300 r. Crapmra
cectpa — 3a0poBa. Bimomo, 1mo 6arbKu KpOBHI
pomnui y I11 mokoustinmi. Y Bitti 5 MicsIIIiB JiBUNHKA
3aXBOpija Ha rocTpuil OpoHxiT. Bussienuii 1iib-
HUYHUM TeiaTPOM HIKHUI CUCTONIYHUN TIyM
HaJ/l TIOBEpPXHEIO0 cepllsi TPU ayCKyJibTallil CTaB
IPUYMHOIO CKepyBaHHs /10 Kapziosiora. IIpu exo-
kapmiorpadii (EXOKT) miarroctoBaHo TimepTpo-
(biuny kapaiomionartiio, i IUTUHA TOCIiTATI30BaHA
JUIST TIO/IAJTBITIOTO OOCTEKEHHSI.

Cran AUTUHU PO3IIHEHO SIK cepelHbOBAXKKUI,
crabinmpuuii. Bara 5,1 kr. [TomipHa M's130Ba TioTo-
Hig, BeJIMKui s3uK. [lepuopanpauii mmianos, SpO2
97%, JacToTa ANXAIBHUX PYyXiB 32/XB. AyCKYyJb-
TATUBHO B JIeTeHSX myepusibHe nuxanns. Cepiiesi
TOHU PUTMIYHI, HEMOCTINHUN CUCTOJIYHUN TTyM
1/6 nan BepxiBkoio cepist, HCC — 135/xB, yiTka
myJsbcailisi Ha nepudepuunnx aprepisax. [leuinka
nasbiyerbess Ha 1,0 cM HuK4ye Kpaio pebepHOi
nyru. HabpsikiB HeMmae.

JlaGopaTopHi 0OCTEeKEHHS: 3arajbHUII aHasi3
KpPOBi Ta cedi, ioHOTpaMa, CEYOBWHA, KpeaTHHiH,
6inipy6iH, 3araJbHUIl OIJIOK y MesKaX HOPMH.
[TixBumiennii pisensb Tpancaminasz; AJIT 148 On/ i,
ACT 224 On/ .

EKI. Purm cunycosuii, 130/xB, siBOoTpama,
rineptTpodis JiBOTO MITYHOUYKA, eJeBallis CerMeH-
ta ST y BinBenennsax V1-V4.

EXOKT. IToroBuiennii Miokap 060X HIIIyHOU-
kiB. K/[P niBoro mrynouka 1,8 cm. ToBumna mizx-
MTYHOYKOBOI niepetunku 1,2 M. ToBmuHa 3a1Hpoi
cTinku Jiioro myHouyka 1,1 cM. I'pagieHT TrcKy
Y BUXIJTHOMY TPaKTi JIiBOTO IIJIYHOYKA 7 MM PT. CT.
Koponapsi aprepii BigxoasaTs tTumnoso, mo 0,2 cM.
AopranbHuii KJamaH TPUCTYJIKOBUIT 6e3 oOMme-
JKeHHS BIIKPDUTTS CTYJIOK. ATPIOBEHTPUKYJISPHI

kiananu 6e3 amin. Tineprpodist Miokapay mpaBo-
ro nryHouka g0 0,7 cMm. Jlerenesa aprepis 1,3 cm,
riziku 1o 0,6 cm. @B 60%. Bucuosok: Tineprpo-
diuna kapjioMiomnaris, cuiMeTprdHa popMma.

Pentrenorpagisi opraniB rpyaHOI KJITKH.
CyauHHUl PUCYHOK 3TYIIEHUN M0 MeaialbHUX
Bijytisax. Tinb cepiig pisko 36imbimena. KTT 60%.

BpaxoByioun He3HAUHO 3HWKEHUH M SI30BUN
TOHYC, TJIBUTIIEH] PiBHI TPaHCAMiHA3 Ta BUSBJICHY
npu EXOKT rineprpodiuny kapmaiomionariio,
BUDIIIEHO MPOBECTH TeHETHYHE OOCTEKEHHS.
BusiBnieno mnarorennuii BapianT c¢.1447G>A
(p.Gly483Arg) y reni GAA B roMo3uroTrHomy
cTaHi ¥ IocTaBJeHO KJiHIuHUEN miarHos: XII,
iH(paHTIIbHA KJIacuaHa (hopma.

Yepes micsirh Ticasi BCTAHOBJIEHHS JIIaTHO3Y
pO3II0YaTO JIOBEHHY 3aMiCHY Tepaliio J0/ACh-
KOI0 PEKOMOIHAHTHOIO O-TJII0K031/1a3010 (Myozy-
me; Sanofi Genzyme, Cambridge, MA) B 103i
20 MT/KT/KOXeH 2 TUXK/IEHb.

3a 18 micsaniB crenndivHOTO JIKYBaHHS CTaH
quTrHU 3a/10BlbHUN. He Bigcrae y dismunomy,
MOTOPHOMY 1 IICHXO-MOBHOMY PO3BUTKY BiJl O/IHO-
aitkiB. IIpu EXOKI cnocrepiraerbcss cyTreBa
MMO3WTUBHA UHAMIKA — TOBIIMHA MiOKap/y JiiBO-
To MITYHOYKa 3MeHtniach 710 0,6 cm.

Oo6roBopeHnHs

Y Bini 5 MicaiiB guTrHa OyJia HalpaBJieHa Ha
KOHCYJIbTAII0 /10 Kap/ioJiora, Mo CTajlo MpUYu-
Hoto aiarHoctukn XII. Bik 3axBopioBaHHS
Ta rineprpodiyHa KapaioMionaris cBif4aTh PO
KIacnuny iH(paHTUIBHY (HOPMY 3aXBOPIOBAHHS.
3i cJ1iB Marepi, 710 MbOTO HISIKUX MPOSIBIB XBOPOOH
He crocTtepirasoch. /[iBunmHKa BUTOZOBYBAIaCh
IPYZIHUM MOJIOKOM, He BijicTaBaja y (izuuHOMYy
Ta MOTOPHOMY PO3BUTKY. | juiie y Bili 7 micsiiB
MiJT 9ac 4eproBOro OTJISAMY Te/liaTp 3BEPHYB yBary
Ha BIAKPUTHIT POT, 30iIbIIEHUI SI3UK Ta HE3HAUHY
M's130BY TinoToHitoo. ToMy, sIKOM He CyIyTHE pec-
nipatopre 3axBoptoBantst, XII Oysa 6 miarHocro-
BaHa JIOCUThH ITi3HO, M0 MOTJI0 O MaTu HeraTHBHI
HACJIIKU HABITh TIPU aJIcKBATHO MPOBe/IeHil Tepa-
mii. 3BUYaAHO, KJIIHIYHI CUMIITOMUA B MOEIHAHHI
3 Ii/IBUIIIEHUM PiBHEM TPaHCAMiHa3 Ta BUSIBJIEHOIO
npu EXOKT rinmeprpodiunoio kapaiomionartiero
HAIITOBXHYJM Hac Ha AymKy nipo XII. ¥V 3B'a3ky
3 0OMeKeHUMHU JTAGOPATOPHUME MOKJIUBOCTSIMU
MU He BU3HAUM/IM akTUBHICTb GAA y jefikonurax
unr (pibpobracrax, rtomy CRIM-craryc autuHu
3aIMTIAEThCA HeBn3HaueHnM. OTHAK 3a/10BITbHUIA
edeKT Bi JiKyBaHHS MOXe OTIOCEPEIKOBAHO BKa-
gyBatu Ha CRIM-nozutusauii. 3a 18 wmicsamis
JIiKyBaHHs He 3aikcoBaHO HeGakaHUX TTOGIYHUX
edektiB Bix D3T, HATOMICTH CYTTEBO 3MEHIITH-
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JIOCH JII30COMaJIbHE IJIIKOTeHHE HaBaHTa’KeHH:
B ceprieBiit TkanuHi (32 garumu EXOKT).

Y HemogaBHO MPOBeJAEHOMY JOCJiJKEHHI
MOBIZIOMJISIIIOCH TIPO TIOKPAIlleHHSI pe3yJIbTaTiB y
YOTUPHOX TMAIIEHTIB, AKi OTPUMYBAJM 4YacTilie
Ta GiJIbII BUCOKI 1031 miperapaty (40 Mr/Kr/Tux-
JIeHb) 3aMiCTh PEKOMEH/IOBAaHUX HA TaHUT MOMEHT
20 mrT/KT/KOKEeH Apyruil TikaeHs [9]. ¥ 2017 p.
IPYIOI0 aBTOPIB IPOBEJCHO aHANI3 pe3yJibTaTiB
D 3T npu indantunpHiit popmi XII i He 3HAliEHO
Bi/IMIHHOCTEH TIO/I0 TOKpalieHHs (yHKIli Mio-
Kaply NpHM Pi3HUX 033X O-TJIOKO3uma3u [4].
¥ 2013 p. mpoBejIeHO OCIIPKEHHS, B SKOMY JIIKY-
BaHHS O-TJIIOKO31/1a3010 B 71031 20 MT /KT /THK/IEHD
mMasto no3utuBHUi edexrt y aiteit 3 CRIM-ne-
raTUBHUM CTATYCOM. Y 1HIIIOMY JOCJiIZKEHH] 0YJ10
3p00JIeHO BUCHOBOK, IO JIKYBaHHS iTeil i3 Kia-
cuyHoio iHpanTuabHol dopmoio XII a-raoko-
3ujla3ol0 'y BUMIiM 1031 40 Mr/Kr/TOTUXKHS,
K TPaBUJIO, JA00pe TOJEPYEThCS Malli€HTaMK
Ta TIOJIOBKYE TEPMiH JKUTTS 3 KPAI[00 MOTOPHOTO
akTuBHicTIO Ta 6e3 HeoOxignocti IIIBJI y mopis-
HSHHI 3 JIKYBaHHSIM O-TJIIOKO3UJAa3010 B 1031
20 mr/kr/4epe3 TuxAeHb. OHAK, BPaXxOBYIOUU
kiainivanii epext M3T B Hamoi NalieHTKU Ta
oOMekeHi (HiHAHCOBI MOJKJIUBOCTI JeP/KaBH,
301JTbIIIEHHST [I03W TperapaTry Ha JaHWil MOMEHT
BBA)KAEMO HeJoligbHUM. /JliBUMHKA aKTHUBHA,
BUKOHYE JNXaJIbHI BIIPaBU. Y XapuyBaHHI IUTUHU
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