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OCHOBHI NOJ1I0XXeHHSA

» TinepTpodiyHa kapaiomionaTia (TKMIT) — ue nowwmnpeHa NnpmMyYmHa
PanNTOBOI CEPL,EBOI CMEPTI Y MOJIOAUX NIHOAEN Ta CNOPTCMEHIB.

» baraTo nauieHTiB BCe-Taku nepebyBaloTb y 6€3cMMNTOMHOMY CTaHi abo
MaloTb INLLE AeKisIbKa CUMMNTOMIB.

* P0o3rnaaaeTbCca MMOBIPHICTb A@HOT BaAN Y MOJTIOANX MALLIEHTIB i3
334MLWKO0 NpK ¢i3NYHOMY HaBaHTaXeHHi, apuTMieto Ta / abo
HeHopMasibHOK EKT.

 [liarHoCTMKa Ta ouiHKa ¢aKTopiB pU3MKY FPYHTYIOTLCA Ha peTes/ibHOMY
KJIIHIYHOMY Ta yNbTPa3BYKOBOMY 06CTeXeEHHi, NpoBegeHOMY
Kap/lio/1I0rom, Ta Ha BU3HAUYEHHI TAXKOCTI 3aXBOPOBAHHA.

* IMnnaHTOBaHMN KapaioBepTep-aAedibpunatop (IK4) — HanedpekTUBHILLA
Tepania NpoTn panToBOi CMepTi.

* NHK-AiarHoCTnKa € OCHOBHOM Y NiATBEPAXXEHHI TOYHOIrO AiarHo3y Ta
npu o6CcTeXeHHi poanyis.

Bun3HauyeHHA

* [KMIT— ue 3aXxBOPIOBAHHA MiOKApAa, WO XapaKTepm3yeTbCs
NOTOBLLEHHAM MioKap/a 3a BifICYyTHOCTI iHLWOT xBopobu, 343aTHOT byTH

NPUYMHOLO rinepTpodii LWAYHOYKIB.
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MowmnpeHicTb

e Bansbko 1/500 xutenen

* HamnowwpeHilwe reHeTM4YHe 3aXBOPHOBAHHA cepus

ETionoria

* HanvacTiwe N'KMI BUKAMKAaTb MyTaL,il B AKOMYCb 3 F€HIB, AKi KOAYOTb
6i/IKOBi KOMNOHEHTN CKOPOYYBaJIbHUX €/IeMEHTIB Miokapaa, Tob6To
capkoMmep.

* [iarHo3 'KMI Tako>X BKJIFOYAE NOTOBLLEHHSA CTIHKM MiOKap/Aa, NoB'Ai3aHe
3 eAKUMU PiAKICHMMM 3aXBOPHOBAHHAMM, TAKUMU AK MeTabONiYHiI
XBOpo6K HakonnyeHHA abo MiToxoHApiasibHi MionaTii abo sake
BUKJIMKAHE OXUPIHHAM, aminoifno3om abo capkoigosom (ESC 2008).

* Po3nagn miokapaa, CnpUYMHeEHi rinepToHi€to, ilueMivyHo XBopoboto
cepus (Hanpuknaga, nicna IM 3aaHbOT CTiHKK) abo aAedekTaMn KnanaHiB
(cTeHO3 aopTH) He knacndikyroTbea ak FTKMIM.

» ApTepiasibHa rinepTteHsia (3 He FTKMI) 3a1MLWLIAETLCA NPOBIAHOK
NPpUYMHOLO rinepTpodii WAyHOYKiIB!

[eHeTUKa i CNAaKOBICTb

* baunsbko y nonosuHm Bunagkis N’KMIT € cimenHoto.

* Y npnbnansHo 60% BnnaakiB OCHOBHO NPUUYMHOLO € MyTaLia 6inkoBoro
reHa capkomepy.

* Hapasi, K MiHiMyM, y 23 pi3HNX reHax ineHTndikoBaHo noHaa 1500
MyTaLin.

» [eHeTWMYHI MyTaLii TaKOX Byn BUABMEHI B reHax, ki, Hanpukiaa,
peryntolTb Kasbli B KNiTUHI MioKapa Ta eHepreTu4Hnim oomiH.

e [KMIT, Wwo BiAHOCMTBLCA A0 CAPKOMEPHOI MyTaLii, yCNaaKOBYETbCA K
ayTOCOMHO-/I0MiHaHTHA 03HaKa (NpM6/IN3HO NONOBMHA HALLLAAKIB
yCnaaKyroTb MyTaLito).

* [1OTOYHMN EBPONENCLKNN rAanNA1aNH PEKOMEHAYE NPOBOANTN FreHETUYHI
TeCcTyBaHHA An14a BCix ntoaen 3 FTKMI, wob niagTBepaAnTr TOUYHY eTiosorito.

* FAKLLO Yy NaUi€EHTA BMABJIEHA Fr€HHA MyTauif, Wo BUKANKAE KM, cnig
[OCNIANTM MOro HAMBNMXKXUYNX POANYIB HA HAABHICTb L€l MyTaLii.
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O3HakKu Ta CMMNTOMMU

» XBOpoba 333BMYal BUPA3HO HE NPOABAAETLCA, AONOKN HE NOYHETbCA
PMBOK POCTY Y NiANITKOBOMY Billi; YaCTO CMMMNTOMM He 3'ABNIAIOTLCA,
NOKW NALLIEHT He A0CArae cepeaHbOro Biky. BupasHi cepueBi cumntommn 'y
MOJ10,0r0 NaLiEHTa abo NaLieHTa cepeaHbOro BiKy 3aBXAM MOBUHHI
BUKIMKATK MiA03PM HA paxXyHOK KapAaiomionarii.

o 33MLIKA Npu Gi3NYHOMY HAaBaHTaXEHHI € XapaKTEPHUM
CMMNTOMOM

o 3HMXEHUN PYHKLIOHA/IbHMI NOTEHLUiaN

o ApPUTMIT: cepuebuTTsa, eKTONIYHIi CKOPOYEHHSA, LLIJTYHOUYKOBA
Taxikapaif, napokcn3masnbHa ¢ibpunauis nepeacepab

o Binb B rpyAaHin KNIiTHHI

o CMHKONE — CEPMO3HNN CUMMTOM, IKMN YaCTO BUHMKAE NpW
LLUZTYHOYKOBIN Taxikapail

* PanToBa cepueBa cMepTb abo BUNaaKM peaHimadii npu eibpunauii
LLUJTIYHOYKIB YaCTO € NEpPLMM KAiHIYHKUM nposiBoM TKMI

+ CimenHa cnagkoBicTb Ha FKMI € BaXX1nBUM GaKTOPOM, AKNI CNPUSE
CKPUHIHTY 6@3CMMNTOMHMNX YNEHiB CiM'i.

BMCHOBKMW Ta AiarHOCTUKA

* AyCKyNbTaLif cepusa MOXe BUSIBUTU F'YYHUN CUCTONIYHUN LUYM, KU
Biflobparkae 06CTPYKL,ito NTiBOro LWIYHOYKA abo 4 TOHY cepus pUTMy
ranon.

* [ynbcauina KapoTna MoXKe BUHNKATU MPU PiSHNX CUTYALIAX.
* O3HaKMW, W0 BKA3YHOTb HA CepLEeBY HEAOCTATHICTb, € Ay>XKe PiAKICHUMMN.

* 3 MEeTO BUKJIKOYEHHSA apTepiasibHOI rinepTeH3ii Mae 6yTn BUMipaHNA
apTepiasibHUN TUCK.

* HopManbHi pe3ynbTaTi B KNiHIYHOMY 06CTEXEHHI He BUKJTH0YAKOTb
FKMI.

» EKI 33a3BMYan HeHopMasibHa (NaTosorivyHi 3ybui Q, o3Haku rinepTpodii
NiBOro LWAYHOYKA, riraHTCbKi, HeraTuBHiI 3ybui T, nenpecia cermeHTa ST,
O3HAKM NOPYLUEHHSA BHYTPIiLWHbOLWJIYHOYKOBOI NPOBIAHOCTI,
PO3TArHEHHA NiBOro nepeacepasn).

 [pw peHTreHorpadivHOMy AOCNIAXKEHHI FPYAHOI KNITUHN MoXe ByTn
BMABNEeHa 36inblLUeHa TiHb cepus.
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» [JliarHo3 KM rpyHTYETbCA Ha BOBUMIPHIi exokapaiorpadii, Aka moxe
6yTn BUKOpUCTaHa A8 Aoka3sy rineptpodii NiBoro WwayHo4Ka (TOBLLMHA
CTiHKM 2 15 MM, AKLLLO HEMAE aHaMHe3y TKMIy cimencTsi, = 13 MM,
AKLo FKMIT BuaABeHO y 61M3bKUX pOaNYiIB).

» TinepTpodia 3a3BMYal BKJIHOYAE MiXLLJTYHOYKOBY NEPErOpOAKY, ase
TAKOX MOXe BMHWKATW B Byab-aKilN AiNAHLI CTIHKX NiBOro WiyHO4YKa —
TOBLUMHA | TAXKKICTb rinepTpodii Bapitoe Bif NaLiEHTa A0 NaLLiEHTA.

* TunoBsi pe3ynbTaTh exokapaiorpadii:
o BepeTeHOoMnoAibHa MiXLLJIYHOYKOBA Neperopo/ika, Lo BKa3ye Ha
NiaABNLLLEHY €XOreHHICTb

o AiacTONiYHA ANCPYHKLIA NiIBOrO WJIYHOUYKA, @ TAKOX 3MEHLLEH]
CMCTOJTIYHA Ta AiaCTOIYHA WBNAKICTb IIBOrO LWYHOYKA,
NOKAa3yETbCA AONMNNEPIBCbKOIO Bi3yani3aUi€to

° HEHOPMaIbHNUMN CUCTONIYHMW Xig, MITPaAJZIbHOrO KJ1anaHa
(nepepHin cnctoniynmm pyx, NCP), wo npn3soanTb A0 06CTPYKL;ii
NiBOro WAYHOYKa, CNocTepiraeTbca NpubansHO y oaHin n'aTin
YaCTUHI BUNAAKIiB.

* PO3Mip i CKOPOTAMBICTb NIBOro LWIYHOYKA, BUMIPSIHI 3arasibHOO
dpakuieto Buknay, B 6inbocTi BUNaaKiB € HopMasiibHUMK (> 90%
BUNAAKIB).

» KapaionoriyHe MPT gocniaXXeHHs 3 raaoliHiEBUM KOHTPACTYBaHHAM
BUNpPaBAaHO, AKLLO pe3y/ibTaTh exokapaiorpadii HeyiTki abo
HEHOPMaAJIbHi.

¢ MPT cepus (MPTC) pekoMeHAYTbCA A1 OLiHKN MacK NiBOro
LLIJIYHOYKA | py6bLiB, a TaKOX /19 BU3HAYEHHA NPOrHO3Y NaLi€HTa.

 bioncis Miokapaa NnpoBOANTbLCA TiJIbKM B 0COBIMBMX BUNAAKAX

KpuTepil 419 HanpaBAeHHA A0 cneuiani3oBaHol
Jaornomoru

 Bci nauieHTn 3 nigTeepaxeHnm abo nigosproBaHoto FKMI noBuHHI ByTn
HanpaBJ/IeHi A0 KapAaiosoray BiANOBIAHNUA MeANYHNI 3aK1aa,.

MporHo3 Ta ouiHKa paKkTopiB pU3nKiB

* [1OTOBLLEHHSA CTIHKN MiOKApAa, SIK MPaBW10, HE NMPOAOBXYE
nporpecyBaTu nicna 20-30 pokiB, i nLle y HeBe/IKOiI YacTku (< 5%)
XBOPMX PO3BMBAETLCA AMATALUIA NIBOro WIYHOYKA Ta CUCTOJTIYHY

anchyHkuis.
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Mpnban3HO oaHa N'ATA YaCcTUHA NauieHTiB 3 TKMI nigaatoTbca pusmnky
PanToBOI CEpLEBOI CMEPTI, AKA, AK NPaBU10, CNPUYMHEHA 3/10AKICHOO
LLIJTYHOYKOBOI apUTMi€to (LUJTYHOUYKOBOLO Taxikapaieto abo
$ibpunauieto).

Y nepeBaxHin 6inbwocTi BUNaaKis nepebir xBopobu erknii, a NaLieHTy
AOCAratoTb OYiKYBaHOI TPUBANIOCTI XXUTTA, KA BiANOBIAJE PiBHIO
300POBUX NIKOAEN TOrO X BiKY.

OUuiHKa K/iHIYHOrO pU3MKY NOBUHHA NPOBOANTUCH Y BCiX MALLIEHTIB 3
F'KMM 3 ypaxyBaHHAM $paKTopiB, L0 NiABULLYIOTb PU3NK panToBOi
CcMepTi.

Mpn FKMIM edbekTnBHICTb IK [552 5| ImnnaHToBaHWiA KapaioBepT...] €
BiAAMiHHO ANA NpodiNakTUKN CEpPLLEBOI CMEPTi.
o |K/ cBig4nTb Npo Te, WO NaLieHT byB peaHiMOBaHWUM Bif,
$ibpunauii wnyHouykiB abo Ma€e NOCTIMHY WWTYHOYKOBY
TaxikapAaito.

o 3anoTpebu B IKJ cnig BpaxoByBaTH, YN MAE NALLIEHT AeKiNbka
dakTopiB pM3KKYy, WO 36iNbLIYIOTb MOXJINBICTb PaNnTOBOT
cepueBoi cMepTi

* CiMeMHWM aHaMHe3 panToBOI CepLeBOoi CMepTi

= CMHKONAJIbHi CTaHWU
* MOTOBLLEHHSA CTIHKM WWYHOYKA> 3 CM

= KOPOTKI €ni304an WAyHOUYKOBOI TaxikapAii npum
XONTEPIBCbKOMY MOHITOPYBAaHHI

= npuTynaeHa abo rinoTeH3nBHA peakL,if apTepiasibHOro
TUCKY Ha Npo6u 3 Gi3NYHNUM HAaBAHTAXKEHHAM

= AWMNATALIA J1IBOTO LWIYHOYKA i 3HMXKEHHA PpaKLii BUKMay
= ¢ibpunauia nepeacepapb
= 36isblleHe niBe nepeacepan

* MiABULLEHNN PiBEHb HATPINYPETMYHOIO NENTUAY B Naa3Mmi
KpoBi) Ta / abo TponoHiH T (TnT)
= 3Ha4YHMM MioKkapaianbHui ¢ibpo3 npn MPT (> 15% Bia
Macu NiBOro LWJTYHOYKA).
o KanbkKynatop pM3nky AOCTYMHWUN B IHTEpHETI 419 4ONOMOrun B

ouiHUi pu3unkiB panTtoBoi cMepTi Ta noTpebi B IKA (Kanbkynatop
HCM Risk-SCD: auB. [ees|http://doc2do.com/hcm/we...]).
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JliKyBaHHSA

* lMopaau Wwoao cnocoby XnNTTA: 3a60pOHEHO CNOPTMBHE Ta
eKkcTpeMaJsibHe ¢i3nyHe HaBaHTa)KEHHSA, aJie BCce OAHO NaLieHTa Cif
330X04YBaTK [10 PEry/ISpHUX BrpaB Ta BeeHHS 310pOBOro cnocoby
XUTTA.

* Y 6inblocTi BMNaaKiB BaXKki yMoBW NpalLli, Taki AK poboTa BHoui abo
po60Ta no 3MiHax, He NiaAxXoasaTb.

 [auUi€eHT NOBMHEH NPONTK 06CTEXEHHA LWoA0 PaKTOPiB pU3MKY
apTepiasibHMX 3aXBOPHOBAHb i BiANOBIAHO NiKYBATMUCb, OCKiJIbKM CYNyTHA
ilLuemiyHa xBopoba cepua 3HAYHO 36i/bLLUYE CMEPTHICTb.

* [1OKM HEMAE HIAKMX A0KA3iB TOro, WO 3aCTOCYBAHHSA JIiKiB BMNJIMBAE HA
NPOrHo3 nauieHTa abo nporpec 3axBoptoBaHHA (NopisHanTe IK-
Tepanito!).

* BignoBiaHO A0 Cy4aCHOro po3yMiHHSA, 6€3CMMNTOMHI NaLiEHTN He
noTpebyoTb MeaMKaMEHTO3HOTO JliKyBaHHS.

* FAKLLO NALIEHT MA€E NeBHIi CUMNTOMM, TaKi AK 33ANLLKA NPU
HaBaHTAXeHHi, 6iNb y rpyasx, WAYHOUYKOBI eKToNiYHi yaapu, KOpoTKi
eni3oau LWAYyHOYKOBOI Taxikapaii abo BupaxkeHy rineptpodito
LUJIYHOYKIB, CNlif npu3HayaTn 6eta-610kaTopu.

* Bepanamin cnia npnsHayaTt, akuwo 6eta-610kaTopm He NiaxoaaTh.

« Oibpunauia nepeacepab
o AKLLO MOX/INBO, ME€TA NOBUHHA NOMIAATATM Y BiAHOBJ/IEHHI
CMHYCOBOTO PUTMY.

o BbeTa-6n10kaTopu € npenapataMmun Bubopy As18 npodinakTnkm

o AMioZlapOH cnifg po3rnanat, akuo 6eta-610kaTopu He €
NOCTaTHbO edeKTUBHMMM B 3anobiraHHi dibpunauii nepeacepab

o dnekaiHig He nigxoanTb!

o HeobxifHO po3no4YaTh NocTinHy dapmMmakoTepanito 3
Bap$papnHOM ab0 iHLWMM aHTUKOATrY/ITHTOM, MPU3HAYEHMM OIS
npodinakTuku uepebpanbHoi embonii npu pibpunauii
nepeacepab, He3anexHo Bif 6any CHA2DS2-VASCc, HaBiTb AKLLO
BUAB/IEHO HaBiTb oAnH 6e33anepeyHnin enizon pibpunauii
nepeacepab.

« Jlnnatauis niBoro wayHouKa i / abo 3HuXeHHA ¢pakuii Buknay: iHribitop

AMN® abo 610kaTOpPU peLenTopiB aHMOTEH3NHY NOBUHHI ByTN AOAaHI
(He ana piten abo NigniTki., AKi LWe pOCTYThb).
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» CepueBa HeIOCTATHICTb: AiypeTMKN € npenapaTtaMmun Bubopy; Ak
NpaBunNo, C/ig YHNKATM NpenapaTiB guritanicy

* [KMIT He € CTAHOM, AKX NPOAOBXYE NPOrpecyBaTy, i TpPaHCNNAHTALiA
cepus noTpibHa ayxe piako.

* TpaHCNMaHTAUiA cepusa NOKA3aHa, AKLLO NALIEHT MAE CEPUO3HY
CUCTOJTIYHY CcepLeBY HeIOCTATHICTb, HEYYTAMBUIN A0 GaPMaLLEEBTUYHOIO
a60 nikyBaHHA AiaCcTONIYHOT HEJOCTAaTHOCTI, MOB'A33HOI 3 BUPAXKEHOO
rinepTpodi€to WAYHOUKIB.

e O6CTpyKLUifA BIATOKY 3 J1iBOro LWyHO4YKa (rpaflieHT> 30 MM pT. CT.)
o HaaBHA NpnbIN3HO Yy OAHIEI N'ATOI NALLIEHTIB Y CTaHIi CMOKOIO,
MoXe byTh cnpoBOKOBaHa ¢i3NYHMMM BNpaBamMm y AeAKUX
NaLiEHTIB.

o BbeTa-6n10KaTopu € npenapatamun Bnbopy.

o 33 HeobXiAHOCTIi MOXKHA A0A3TN AM30MipaMin,.

KomeHTap ekcneprta. Jlikapcbkui 3acib anconipamia cTaHOM Ha
20.06.2019 B YKpaiHi He 3apeecTpoBaHUM

o Bepanaminy cnig yHMKaTw.

o KLU0 BMABJIEHA NEepeLLKOoa LWAXY BiATOKY 36epiraeTbcs,
He3Ba)kaloymM Ha MAKCMMAJIbHE MeAINKAMEHTO3HE JliKyBaHHS,
MIOEKTOMIO MiXKLUTYHOUYKOBOI NePETUHKM C/ia pO3rnaaaT aK
OCHOBHMM BMOIp, i aNKOrosbHA cenTasibHa abNALia € BTOPUHHOIO
a/IbTEPHATMBOLO, AAKLLO MALLIEHT 3HAXOANTLCA B MOXMJIOMY Billi
abo Mae Kifibka 3axBoptoBaHb, abo AKLLO onepalifa Ha
BiAKPUTOMY CepLi He NPeaCTaBAAETLCA MOXJ/IMBOIO 3 iHLLINX
NPUYNH.

MOHITOPUHT | CKPMHIHT Y/1eHIB POANHMN

* Jl10BroCcTpoKoBe CroCTePEXEeHHN KapAiosioray BiANOBiAHIN NiKapHI.
* [1OCTiIMHMX Bi3NTIB KOXHi 1-2 pOKK 3a3BNYaN AOCTATHbLO.

 [ip 4ac Bi3UTIB C/1iA cNoCcTepiraT HaCcTynHe: 3araJibHMN CTaH 30pOB'A,
EKT, MO3KOBMIM HAaTPiMypETUYHMIN NENTMA B N/1a3Mi Ta PiBEHb TPOMOHIHY,
pe3y/ibTaTh XONTEePiBCbKOro MOHITOPMHIY Ta pe3y/bTaTu
exokapaiorpadii.

e KniHiYHWM TeCT 3 BNpaBaMun NOBMHEH NPOBOANTUCA B XO4i NEePBUHHOIT
OLiHKWM i MOTIM Yepes KOXHi 2—3 poKMu.
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* 310pOBi 0CO6U 3 BUABJIEHNMU MYTALLIAMMN FreHiB (BilOMi NaTOreHHi
MyTaLii, 0HaK NPW LbOMY Y NaLLiEHTA BiACYTHI iHPpOpMaTMBHI ANA
AiarHocTukun aaHi EKI abo exokapaiorpadii), 06cTeXyroTbca KOXHi
3-5 pokiB, 33 HEOOXiAHOCTI - YacTiwe (30KpeMa, AiTH, 3 NMOMipHUMN
BiaxnneHHamun B EKI abo exokapaiorpadii).

* CKPWHIHI YneHiB cimM'
o PekoMeHayeTbca, Wob Aitn, pigHi 6paTtn, cectpu T1a 6aTbku
nauieHTa 3 giarHo3om FKMI npoxoannm ob6cTexxeHHA B
KapAioNorivyHin KNiHiui, o6 BUKAOYNTK Lo XBOPOby.

o Y nopaaky ob6cTexeHHs HAaNBAMXKUYMX poanNYiB MoXe ByTH
BUKOPUCTAHMM aHaNi3 KPOBIi A1 NnpoBeAeHHSA aHanisy JHK B Tnx
BMMNaAKax, Ko 6yna BUABNEHA MYTaLif reHa.

o [epw HiX NpoBoANTM TecTyBaHHA [HK, nauieHT / poany
Naui€HTA NOBMHEH HafaTK 3roay Ha MOro NpoBeAEeHHS.

o AKLL0 MyTaLii reHiB He 6y/10 BUABJIEHO, He by/e HiIAKOT KOpPUCTI
BiJl CKPUHIHTY YneHiB cim'i TectyBaHHAM JHK, a AnAa suaBneHHA /
BUKItoYeHHA TKMIT cnif 3acTocoByBaTh exokapaiorpadito Ta
3anumc EKT.

MNoB'A3aHi pecypcn

* KniHiYHi HacTaHOBM [§58¢=*"|Hypertrophic cardiomyopa...]

* JlitepaTtypa [555¢°* |Hypertrophic cardiomyopa...]

I>xxepena iHpopmauii

Authors/Task Force members., Elliott PM, Anastasakis A et al. 2014 ESC Guidelines on
diagnosis and management of hypertrophic cardiomyopathy: the Task Force for the Diagnosis
and Management of Hypertrophic Cardiomyopathy of the European Society of Cardiology (ESC).
Eur Heart J 2014;35(39):2733-79. [Pubned1n|25173338]

HacTtaHOBM

* HactaHoBa 01016. IMNIaHTOBaHMM Kapaioseptep-aedibpunartop (IKA).

ABTOPCbKi NpaBa Ha opuriHasbHi TeKCTN HanexaTtb Duodecim Medical Publications, Ltd.
ABTOpPCbKi NpaBa Ha AoAaHi KOMeHTapi ekcnepTiB HanexXaTb MO3 YKpaiHu.
Published by arrangement with Duodecim Medical Publications Ltd., an imprint of Duodecim Medical
Publications Ltd., Kaivokatu 10A, 00100 Helsinki, Finland.
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