KnuHnyeckmnmn cnyvyau

e [launeHTka M., 58 net
[TocTynuna B oTAeneHne Kapanonorum ¢ xxanodbamm Ha ogbILLKy

MHCNNPATOPHOro xapakrepa v 605 3a rpyanHon Npu manemnLen
don3n4ecKon Harpyske, OTEKU HMXKHUX KOHEYHOCTEN 40 HUXKHEWN

TpeTu roneHen, nosbieHne ALl 4o 160/90 MMm.pT.CT. [laHHbIE
anobbl becrnokoaT AnnTenbHOE BPEMS

3 aHaMHe3a XXNU3HU N3BECTHO, YTO Y CbiHa U A0YEPU NALUEHTKN
Takoe e 3aborieBaHne, CbiH ymep B 38 reT.



QTc

ycc

178 mc

434 mc

483 Mmc

74 ya/MuUH




JrneKkTpoKapauorpadunvyeckme npnsHaKkn
rmunepTpodrun neBoro xenygo4ka

lNokasaTenb YyBcTBUTENbHOCTL* | CneuncgpunyHocTb*
NMHpekc CokonoBa-JlanoHa >35 mm 22% 100%
AmMnnutyaa 3youa R B otBeAeHUN avl 211 MM 11% 96%
KopHenbckoe npousBeaeHue 50% 96-100%

([Ravl + Sv3 + (6 MM ANA XXeHLHMH)] X Ha LULUPUHY
QRS) >2440 MM*MC

KopHenbcKnn BonbTaXHbIN UHOEKC 42% 100%
(Ravl + Sv3) >28 MM ANt My>X4UH 1 >20 MM And
XEeHLUH

Kob6anasa >K.[l., Konpagu A.O., Hegoroga C.B., Wnaxto E.B. n gp. ApTepmnanbHas runepteHsns y B3pocnbix. KnuHnyeckne pekomengaumnm 2020. POCCMNCKUN Kapanonorniyecknin xxypHarn.
2020;25(3):3786. doi:10.15829/1560-4071-2020-3-3786

*Guidelines Subcommittee. World Health Organization. International Society of Hypertension Guidelines for the management of hypertension J. Hypertens. 1999; Vol. 17; 151-183.



IxoKapauorpadus

NOJIM =61,7 Mn/kB.M MXI1=1,7 cm, B 6a3anbHOM cermeHTe 2,0 CM
BOJIXK =1,2-1,3 cm 3CIPK= 1,7 cm

KL pa3mep = 5,6 cm COIrK~ 70 mm pT CT

KC pasmep = 3,7 cm MMMIJTXK= 271 r/m2

[Honnneporpadusa BeixogHoro Tpakta JIXK: CkopocTb KpoBoTOKa 407 CM/CEK.
'paagveHT oaBneHuns 66,1 MM pPT.CT.

3aknr4eHune: Gbpo3 CTBOPOK aopTasibHOro KnanaHa ¢ HeAoCTaTOYHOCTbIO 2 CTEMEHM.
BbipaxxeHHasa KOHLUEeHTpUYeckasa runepTpodua Mmokapaa NneBoro Xenyaouka,
npenmyLlecTBeHHo, 6asanbHoro cermeHTa MXKI1 ¢ 06CTpyKUMeEn BbIXOAHOIO TpakTa NneBoro
xenygouka (CI'] 66,1 mm pT.cT.). MuTpanbHo-nanunnsapHasa AMCcyHKUUSA C peryprutaymen 2
cteneHn. Qunatauma npegcepamn. 3HavnTenbHas nerovyHas runepteHans. OTHOCUTENbHas
HeOOoCTaTOYHOCTb TPUKYCNMAANIbHOMo KnanaHa.




HasoBuTe Hanbornee BepoOATHbLIN
ANarHos:

 [lnnaTtaymoHHas KapgmommonaTus

* llwuemunyeckasa 6ores3Hb cepaua, CTeEHOKapansa HanpsXXeHns
* [ MnepTpodomnyeckaqa kapgnommonaTums

* CuHapom bpyraga
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* llwuemunyeckasa 6ores3Hb cepaua, CTeEHOKapansa HanpsXXeHns
 'unepTpodunyeckasa kapamommonaTus

* CuHapom bpyraga



Onpepnenenune NKMI

[uneptpodunyeckaa kapaunommonatma (['KMI1) - reHetundecku
obycnoBrneHHoOe 3aboneBaHne MMokapaa, XxapakTepuaytoLlieecs:

'Mneptpochuen cteHKM Muokappa nesoro (obonee 1,5 cm)

W/MNN  NpaBoOro  >Kenygoyka, Yalle acMMMETPUYECcKoro
XapakTepa 3a c4yeT YTOMLEHNSA MeXoKenyao4KoBOW NeperopoaKkm

[uneptpodumnsi He MOXET OOBACHATLCA  UCKMOYUTENBHO
NOBbILLEHVUEM Harpy3km gaBfeHnem

*Bo3HMKaeT npu OTCYTCTBMM [OPYyroro cepoeyvyHoro wunu
CUCTEMHOIO 3aboneBaHus, MeTabonMyecKkoro UnNu

NonMopraHHoro cuHagpoma, ceasaHHoro c [THK




Cxema oOLuero nogxona AMarHOCTUKU
'KMI1

KnunHunuyeckas HdwnarHoctnyeckune [eHeTnueckoe
OLeHKa NPU3HaKn TecTupoBaHue
PopocnoBHas BoiaBneHa ouesngHasn
- MyTauua, npusoaALLas
Mpwu3sHakn HET >
puaiia K K 3abonesaHuio, B reHax
CMnTOMBI QAE BPMSHalkm LB Cnepyert CapKOMEpHbIX 6enKoB
NO3BONIAIOT \
SKI \ nogymarb
NpeanonoXuTtb )
O reHeTUYeCKoM
Busyanusayua cneynduueckoe TeCTMpOBaHNM 5 )
cepaua 3aboneBaHue? 4EeBMAHOW MyTauuy,
npueoasLen K 3abonesaHuio,
NaboparopHbie B reHax CapKOMepHbIX
AaHHblE 6enkos, He BbIABNEeHO
] A
Ha
NanbHeiiwee PaccmoTpeTb gpyrue
caneyunanmninpoBaHHoe anquHa reHeTFll)lquKVFl)ey/
obcnegoBaHue He BblABJI€Ha
¥ MYNBTUANCUUNNTMHAPHBIN HereHeTnyeckume
nogxoa e e E L L LR PR e NPUYKHDI

Y

OnpepgenéHHoe reHeTuyeckoe/npuobpeTéHHoe
3aboneBaHue

2014 ESC Guidelines on diagnosis and management of hypertrophic cardiomyopathy. European Heart Journal (2014) 35, 2733-2779 doi:10.1093/eurheartj/ehu284



