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Bbipa)keHHas runeptpodusa n pubpos mmokapaa
y NaumeHTa C akpomMeranuen: Hy>kHa nm npodunnakTmka
BHe3arnHomn cepae4yHon cmepTtun?
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AHanu3 Hanbonee YacTblx NPUYMH CMEPTHOCTU MPU aKPOMEranum ykasblBaeT, YTo nofasnsiollee OofbLIMHCTBO (0kono 60%) BombHbIX MorvbatoT oT cepedHo-
COCyaNCTbIX 3ab0neBaHmii, K KOTOPbIM Takke OTHOCATCS HapyLLEHWs pyUTMa W NPOBOAMMOCTM CEPALA W Pa3BUTME BHE3aMNHOM cepredHon cmeptvt (BCC). B cratbe
npeacTaBieHo KNMHMYeckoe HabniofeHune, NocasLeHHoe Bonpocy npodumnaktuky BCC y naumeHTa ¢ akpoMeranuen. Y 6onbHoro npu obcnefoBaHiv Obiny Bbisis-
neHbl npeanktopsl BCC: BblpaxeHHas rnepTpodus NeBOro Xenyaoyka, 0TCPOYeHHOEe HaKOMMEeHWe KOHTPACTa No aHHbIM MarHUTHO-Pe30HaHCHOM TOMOrpadui
CepaLa, CHKEHNE CUCTONMYECKON MYHKLMM MUOKapaa NEBOrO Xenyao4Kka no 3XoKapanorpadum, XenyaoukoBble HapyLIEHUI PUTMA, 3aperncTpUPOBaHHbIE NPK
XONTEPOBCKOM MOHUTOPUPOBAHIV 3NEKTPOKAPAMOrPaMMbl, CepLievHas HeAO0CTaTOYHOCTb. MaLeHTbI C akpoMeranven NoLBepKeHb!
Gonee BbICOKOMY PUCKY Pa3BUTUS HapYLLIEHUI PUTMa ¥ MPOBOAMMOCTM CepALa 3a CHET (DOPMMPOBAHIS aKpOMErannM4eckon Kapam-
OMUOMaTHM: TUNEPTPOMUM NIEBOTO XENYA0HKA, ANACTONNYECKOI 1 CUCTONMHECKON LNCHYHKLMM, MAOKApAMansHOMY drbpo3y 1 kak
CNeACTBYIE 3NEKTPUHECKON HeCTabUNbHOCTY MroKapaa. OCHOBHOWM CIIOXHOCTBIO SBNSETCS OTCYTCTBME KIIMHUYECKUX PEKOMEHAALM
LNs BEAEHWS Takov rpynnbl nauyeHToB. CyLiecTByloLmMe peKOMEHAALMMN He 0TODPaXKaIOT BO3MOXHOCTb NPUMEHEHWS CTaHAapTHOMO
anropuTMa Ans NaLMeHTOB C akpOMEranuel, He YHUTBIBAIOT BbIPAXKeHHYIO rnepTpoduIio NEBOTO Xemynoyka, kak daktop pucka BCC
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y GOnbHbIX 6e3 reHeTHecKy AeTepMUHMPOBAHHOM M1NepTPodUECKo KapaMOMMONaTAN.

KnioyeBble cnoBa: akpomeranus, apuTMmS, HapyLUeHe puTMa v NPOBOAMMOCTY CepfiLia, akpoMeranu-
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Severe myocardial hypertrophy and fibrosis in a patient with acromegaly: is the prevention of sudden cardiac death needed?
Almaskhanova A.A.*, Melkozerov K.V., Przhiyalkovskaya E.G., Tarbaeva N.V., KosharnaiaR.S., Gomova .S., Alferova P.A., Rozhinskaya L.Ya., Kalashnikov V.Y,
Belaya Z.E., Melnichenko G.A., Mokrysheva N.G.

Endocrinology Research Centre, Ministry of Health of Russia, Moscow, Russia

The most common causes of death in acromegaly are cardiovascular diseases (about 60%). Heart arrhythmias and conduction disorders lead to sudden cardiac
death (SCD). In this article, we described a clinical case about preventing SCD in a patient with acromegaly. We identified in this patient predictors of SCD: severe left
ventricular hypertrophy, the signs of myocardial fibrosis, decreased systolic function of the left ventricular myocardium, ventricular rhythm disturbances, and heart
failure. Patients with acromegaly have higher risk of heart arrhythmias due to development acromegalic cardiomyopathy with includes: left ventricular hypertrophy,
diastolic and systolic dysfunction, myocardial fibrosis and electrical disturbances of the myocardium. The main limitation is the lack of special clinical recommendations
for the management of this group of patients. Current recommendations based on a standard algorithm and do not consider specificity of acromegalic cardiomyopathy.
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hypertrophy.
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AKpomezasiuyeckas KapouomMuonamus u puck 8He3anHou cepoeyHol cmepmu
Acromegalic cardiomyopathy and the risk of sudden cardiac death

BBegeHue

Pa3BuUTME BHe3anHoM cepgedHon cmeptn (BCC)
B pe3ynbrate  3/10Ka4eCTBEHHOMO  TEeYeHWUs  apuT-
MU — cepbe3Has npobrnemMa 3[4paBOOXpaHeHVs, Ha

BCC npuvxoamTcs NOAOBMHA BCEX CNy4aeB CMepTU OT
CepLleyHO-COCyAnCTbIX 3aboneBaHU BO BCEM MuUpe
[1]. Npodunaktka BCC Ype3BbiHanMHO OrpaHuyeHa 13-
32 HEBO3MOXHOCTW B HacTosillee Bpems yoeanTenbHO
npenckasatb PUCK ee pPasBUTYA, a Takxke MHOXEeCTBa Co-
NYTCTBYIOLLMX (DaKTOPOB, KOTOPbIe 3TOT PUCK MOTYT yBe-
INYMBATb.

AKpoMeranuns — pefkoe HerpodHAOKPUHHOE 3abo-
NeBaHMe, KOTOpOEe COMPOBOXAAETCS rMnepcekpeLmen
ropmMoHa pocTa (CoMaToTpOnHbIN ropMoH, CTT) 1 UHCY-
nunHonopobHoro hakTopa pocta 1 (MPP-1). B 95% cny-
4aeB 3aboneBaHVe CBA3aHO C afjleHOMOW runogursa Yu-
CTOW VN CMEeLLIAHHOW CeKpeLMmn, HO O4EHb PEAKO MOXET
BO3HWKaTb 13-3a 3KTOnM4eckom npoaykumm CTT [2]. Ans
aKpOMeranuy xapakTepHbl crneumdmnyeckme n3mMeHeHus
YepT NuLa, yBennyeHne KCTer, CTon 1 yTOMLLEHUe MSr-
KMX TKAHEN.

Xnpypruyeckoe neveHne OCTaeTcs MeTofoM Bblbo-
pa ons OONbLUMHCTBA NaLMEHTOB C akpoMeranuen, no-
CKOMbKY MPUBOAMUT K HEMeOfIEHHOW pemMuccnn 3abone-
BaHWA, 04HaKO 3((EeKTUBHOCTL OMNepaTMBHOrO BMeLLla-
TenbCTBa coctaBnser okono 50%, nosTomy MoOnoBMHa
NaLVeHTOB HYXOaeTcqd B NodlenyloweM MpoBeaeHnm
KOHCepBaTUBHOIO Ne4veHus [3]. B ciyyae otcyTcTBMA pe-
MUCCUM Ha (POHE MEeOMKAMEHTO3HOMO JIeHeHUA MOXET
NpUMeEHsTbCA NydeBas Tepanus, obnagatollas MeHb-
wemn 3 PeKTUBHOCTBIO 1 CONPOBOXAAIOLIANCSH Pa3BUTA-
eM Liefloro psiia NnoboYHbIX 3hdeKToB, BKIIOYas MANonu-
TyUTapu3M, LiepebpoBackynspHble 3aboneBaHus 1 BTO-
PUYHbIE 3110KaYeCTBEHHblE HOBOODPA30BaHMS rONOBHOMO
MO3ra.

3-3a MeneHHOro NPorpeccnpoBaHna akpoMeranms
4acTo AMArHOCTUPYeTCA He paHee, Yem 4epes 4-10 net
nocne Havana 3aboneBaHus. Tak Kak OT Hadana 3abone-
BaHMA 0O MOMEHTa NOCTaHOBKM AMarHo3a akpomeranmm
NMPOXOAMUT ANNTENbHOE BPEMS, 3a 3TOT Nepurom, naumeH-
Tbl Yalle BCero yxe npuobpeTaloT psg COMyTCTBYIOLLMX
OCIIOXHeHUI (cepaedHo-CoCyaUCTbIX, PEeCrUPaTOPHBbIX,
MeTabonmnyecknx PeBMaToNOrMYeckmnx), COBOKYMHOCTb
KOTOPbIX MOMVMO OCHOBHOMO MEXaHM3Ma, CBA3aHHO-
ro ¢ rmnepnpogykumen CTTI sBAseTcs 4ONONHUTENBHbBIM
(PakTOPOM pUCKa Pa3BUTUS HaPYLLEHUIA PUTMA W MPOBO-
aumMoctu cepgua (HPMC) [3].

fnnepcekpeuma CTT 1 NDOP-1 mHULMMPYET CNOX-
HbI CUrHaNbHbIM  Kackad W BbI3bIBAET M3MEHEHWS
Kapa4VOMMOLMTOB, YTO MPUBOAUT K Pa3BUTUIO akpome-
ranuMyeckon kapgvommonaTum, Kotopas COMpoBOXAA-
eTCS KOHLEHTpUYeCcKon OUBEHTPUKYNSPHOW rMnepTpo-
dren 3a cyHeT yBENNYeHNS LIVPVIHBI CepaeYHbIX MUOLM-
TOB 1 GNIN3KOro pPacnonoXxeHns capkomepos [4].

Hanbonee 3Ha4YMMbIMWU TUCTONOrMYECKUMU  N3MeE-
HeHVAMWN ABNAIOTCA MOBbILLIEHHOE OTNOXEHME BHekIe-
TOYHOro KofnareHa, MUOGUOPUNNAPHbIE HapyLLeHNs,

y4aCTkM HEeKpO3a MOHOUMTAPHbIX KNeToK W AMMEOMO-
HOHYKIIEAaPHOM NHMUABTPALUK; KaXAbIA  KOMMOHEHT
MOCTeNeHHO HapyLlaeT apxMUTeKTypy BCEro Muokapaa
1N NPUBOAUT K ANACTONMMYECKOM U CUCTONMYECKOM AunC-
yHKUMK, KnanaHHoW peryprutaumm [1, 4].

AHanu3 Havbonee 4acTbIX NPUYUH CMEPTHOCTU yKa-
3bIBAET, YTO NofasrsaLLee 6onbwWMHCTBO (okoio 60%)
OonbHbIX akpomeranuenm normbdaloT OT  CepaeyHo-
COCyamuCTbIX 3aboneBaHUM, K KOTOPbIM TakXKe OTHOCHT-
¢t HPMC v pa3sutne BCC, 25% — oT bonesHen opraHoB
IbixaHusa 1 15% — OT 3noKa4ecTBeHHbIX HOBOOOPa30Ba-
HUK [5].

Y nauneHToB C akpoMeranuen npeobnagatoT rmnep-
Tpothus nesoro xenygodka (1K) n HapylweHne ava-
CTONNYECKON PYHKLMM, OCODEHHO Y MOXMIbIX NaLMeH-
TOB C ANWTENbHO CyLIeCTBYOLWIMM 3aboneBaHvemM [2].
MuokapamanbHbI - UHTEPCTULMANbHBIL - AUAdY3HbIN
hrbpo3, pa3BMBLUMIACA Ha doHe akpomeranuu, sBns-
eTCq BaXXHbIM (DaKTOPOM B (DOPMUPOBAHNU f1eKTprYe-
CKOW HeCTabunbHOCTU MUOKapAa 1 Kak ClnefcTBue pas-
ButKa HPTC. AputMum MoryT BbisBnsaTbca Yy 20-40%
OOnbHbIX aKpoMeranuen 1 SBAsSTbCS OCHOBHOW MpUYM-
How BCC. HPMC Hamnbornee 4acto NposBAseTcs xenynoy-
KOBOW 3KCTPaCUCTONMeEN, MNapoKCM3MalibHOM HopMOon
brdbprnauMKM Npeacepanin, Napokcn3ManbHoW Hadxe-
NyO04KOBOW TaxMKapamen, CUHOPOMOM caboCT CUHY-
COBOIO Y3a, Xenyao4koBoW Taxmkapamen 1 Grnokanom
HOXKW nyyKa lMca. 3nokayecTBeHHas Xenyao4koBas Ta-
XMAapUTMINS MOXeT ObiTb NMpUHnHOM obmopokoB 1 BCC
y NauMeHTOB C akpomeranven [6].

KenynoykoBble HapyLLeHNst pUTMa SBASIOTCA OCHOB-
HoW npuymHon BCC 1 npeacTaBnsioT HanborbLuyto onac-
HOCTb U CITOXXHOCTb BbIfiBReHus [7]. Yncno cnyyaes BCC
Bapbupyetcs oT 1,4 Ha 100 Tbic Yenoseko-net (95% go-
BepuTenbHbI nHTepBan (W) 0,95-1,98) y XeHLWuH
M 0o 6,68 Ha 100 Tbic. Yenoseko-neT (95% W 6,24-
7,14) y My>xu4nH. OLeHKa TOYHOM PacnpoCTPaHEHHOCTb
BCC B Poccun 3aTpyaoHeHa, npuMepHas Oond BO BCeX
BO3paCTHbIX rpynnax cocrtaBnsetr 49,1% (123,3 Ha
100 TbiC. HaceneHus B roa) [7].

B maHHOW nybnukaLmm npefactaBieHo onmcaHne Kim-
HMYecKkoro HabnMAeHNS NaUMeHTa C akpomeranuen, Bbl-
paxeHHoW runeptpodmen, Grnbpo3om Mmokapaa 1 xe-
NYyO0YKOBBIMW HapyLUEHNSIMY pUTMa CEPALLA.

OnucaHue KNNMHNYeCKoro cny4yasa

MaupeHT H., 54 net Gbin rocnuTanuaMpoBaH B Ha-
LMOHaNbHbIM MeaUUMHCKUIA MCCNeaoBaTeIbCKUN LEHTP
3HOOKpUHONormnm MuHsapasa Poccun. MaupeHT gobpo-
BOSIbHO MoAnMcan MHMOPMMPOBaAHHOE Cornacue Ha ny-
OnMKaumio nepcoHanbHON MeOMUMHCKON  UHbOopMa-
Lun B obesnnyeHHom hopMe B XXypHare "PaLmoHanbHas
dapmakoTtepanusa B Kapanonormm®.

MNpy nNocTynneHun y nauMeHTa UMenncb >Kano-
Obl Ha MNoBbIleHVE apTepuanbHoro gasnexHus (AL)
no 220/160 mm pr.cT., HabniogaeMble Oonee 10 ner,
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PucyHok 1. SnekTpokapamorpamMmma, npusHakum runeptpodunm mmokapga JIxK

OObILKY NpY hU3NYECKOW Harpyske, 3nmM30bl OCTaHOB-
KW AblXaHWs BO CHE, Xparl, N3MeHEHWe BHELLHOCTY, 605b
B KOJMeHHbIX CyCTaBax, MOTIMBOCTb, OOLLYyl0 CnabocTb.

Mpunbnn3nTenbHO ¢ Bo3pacta 43 neT y naumeHTa no-
SBUNCL MepBble MPU3HaKM OonesHW B BUAE W3MeEHe-
HUS BHELIHOCTU: YKPYMHeHWe Hoca, ryd, yllen, s3bika,
yBeNMYeHve pa3mepa CTon W KucTer. Bnepsble akpo-
Meranus 3arnofo3peHa TepaneBToM Nnoytu Yepes 10 net
nocne nepBbIX MPU3HAKOB MPOSBEHUs 3aboneBaHus.
[anee nauueHT ObIn HanpaBneH B 0ONACTHYIO KIMHU-
yeckyto OOnbHMUY MO MecCTy XUTenbCTBa, rae npu ob-
CNefoBaHUs AMArHOCTMPOBaHa akTMBHas CTadus akpo-
meranumn — VIOP-1 711 Hr/mn (Hopma fo 280 Hr/mn),
CTT B xome rmioko3oTonepaHTHoro Tecta (0 MmuH — 20,9
Hr/mn, 30 MyuH — 13,3 Hr/MA1, 60 MuH — 11,7 HIr/mn,
120 MuH — 22,8 Hr/M11). Y4uTblBas aHHbIE MarHUTHO-
pe3oHaHcHoM Tomorpadum (MPT) ronoBHOro Mosra
C KOHTpacTMpoBaHmeM (runocdms 11x9x15 MM, Heod-
HOPOZIHOW CTPYKTYPbI 3@ CHET MMMNOWMHTEHCUBHOIO y4acT-
Ka oKpyrnown hopMbl AMAMETPOM 7-8 MM, BOPOHKA M-
nousa yMepeHHoO CMEeLLeHa BNPaBo, XMa3Ma He U3me-
HEeHa), peKOMEHI0BaHO OMEPaTMBHOE NleYveHue.

Y naumeHTa ONUTENbHbIM aHaMHe3 apTepuanbHON
runepteHsnn (Al), 6onee 10 neT nosbiwerHne ALl oo
220/160 MmMm. pT1.cT. OTMEYaNNCh U3MEHEHWA Ha 3neK-
Tpokapaunorpamme (3KT): npu3HaKM BbipaxeHHON
rmneptTpoduni MUoKapaa, oTpuuatenbHble 3yOubl T,
NpennonoXuTenbHO, Ha OCHOBAHWK 3aperucTpupo-
BaHHOW DKTI Obi NOCTaBneH AMarHo3 NocTUHMapKTHO-
ro KapAmocknepo3sa. dxokapamnorpadurdeckoe (3xoKr)

nccnenoBaHme He NPOBOAUIIOCH, KOHTponb ALl He ocy-
WwecTBnancsa. PerynsapHo NpyuHUMan aHTUrMnepTeH3ne-
HYIO Tepanuio: NepruHaoNpun 8 Mr yTpom, buconponon
2,5 ™Mr ytpom, nepkaHmgmnuH 10 Mr Bedepom, aue-
Tuncanuumnosas kucnota 50 Mr Beyepom, aTopBacTta-
TVH 20 Mr Be4epom.

Mpn rocnutanusaumm B HauMoHanbHbIM MeaULMH-
CKUM UCCNenoBaTenbCknA LEEHTP SHAOKPMHOMNOMMN Ha MO-
MEHT MocTynneHus obpalliani Ha cebst BHUMaHWe akpo-
MeranongHble 4epTbl NMLA: YKPYMHEHHbIW HOC, yLiu,
ryObl, HAAOPOBHbIE OYrK, MaKpOrnoccus, AMactemMa, Bbl-
PaXKeHHas CKJ1aA4aToCTb KOXM BOMOCUCTOM YacTW ronoBbl,
yBeNUYEHHble CTOM U KcTen. MNeprndepmnyecknx oTEKOB He
Habnioganock. Mpu aHTPONMOMETPUHECKOM U3MEPEHUM:
Bec 103 kr, poct 180 M, MHAeKC Maccol Tenla — 31,8 kr/
M2. YpoBeHb ALl Gbin noBbieH Ao 170/100 MM pr.cT.
AycKynbTaTMBHas KapTuHa cepalia 6e3 ocobeHHocTen, Ya-
CTOTa CepAeyHblx coKpalleHnn 75 B MUHYTY. YacToTa Abl-
XaHWs 1 caTypaums ObiNn B HOPME, XPUMbl B NErKUX He
BbICIYLUMBANMCh. [TpK1 OCMOTpPE XKMBOTa BbISIBAEHO YBENN-
YyeHVe pa3mMepoB neyveHu. [pu TecTe € 6 MUHYTHOW XO4b-
oon, naumeHTom npownaeHo 410 MeTPoB.

3a nepuoA rocnutanmsaumm NoaTBepXaeHa akTuB-
Has ctagmsa akpomeranuu: UOP 1 825,9 Hr/mn (Hopma
no 280), CTT 5,74 Hr/mn (Hopma go 1,23). JaHHbIX 3a
HapyLUeHWe yrneBoAHOro ooMeHa 1 yHKLNN LLIMTOBULA-
HOW >kene3bl, a Takke 3a MHble FOPMOHalbHble HapyLle-
HWS BbISIBIIEHO He Obiso.

Mpn MPT ronoBHOMo MO3ra BbIIBIEHO aCCUMETPUY -
HOe pacrnonoxeHuve rmnodursa Co CnegylowMMm pas-
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PucyHok 2. ®parMeHT Xenyao4ukoBOM TaxMKapanmu Npu XoNnTepoBCKOM MOHUTOpUpoBaHnm KT

I'IapaCTepHaanaﬂ nosmuyma no ﬂ,J'IVIHHOI;I ocn AnuvkanbHas 4-KamepHaﬂ nosnumna

JIK — neBbin xenypouek, IxoKI — axokappuorpacdus

PucyHok 3. MpusHakum BbipaxeHHoW runepTpodun mruokapaa JIXK no gaHHbIM OxoKT, TonwmHa Mexokenya04KkoBomn nepero-
poaku 39 MM (6enbiMu cTpenikaMu yKasaHa runepTpodrpoBaHHas MeXKeyao4KkoBas neperopoaka)

Mepamu (BepThKanbHbIN — Npaea 5 Mm, cnesa 9,5 Mm,
nonepeyHbin 17 MM, nepegHesagHum — 12 MMm).
PacnonoxeHne BOPOHKW MO CpPeaHen NuHMK. B nesow
4acTh rmnodusa nmenocb obbemMHoe obpasoBaHue He-
OOHOPOAHOW CTPYKTYpbI, pazMepammn 7x9x8 MM, obpa-
30BaHWe 0edopMm1POBaNo MedmanbHYIo CTEHKY S1eBOro
KaBepHO3HOro cuHyca. Takum obpa3oM MoATBepXKAeHa
3HOO0CeNNApHasa ageHoMa rmnodmsa C TeHOAeHUMEN K UH-
dpa- v napacennapHOMy pacrnpocTpaHeHuto. lMaumeHT
KOHCYNBETUPOBaH HEMPOXMPYProM — PeKOMEHLOBaHO
BbIMOIHEHME TPaHCHa3albHOro TpaHCCheHOWAANBHOIo
yOaneHus ageHoMbl rmnodusa.

B xone npeponepaumoHHon noarotoBk Ha SKI Bbl-
ABMeHbl Npr3Haky MK (SV1 26 MM, R V6 36 MM (KH-
nekc Cokonosa-JlanoHa = 62 MMm), R | 6boniee 100 MM,
oTpuLaTenbHble 3yoLpl TV2-V6, Rl + SIIl > 20 MM; cHK-
XeHue cermenta ST1 >0,5 mm npu Rl > SI) (puc. 1),
B TOXE BPeMA He UCKMIoYanoch Hanuyme o4aroBbix 13- PrcyHok 4. 3xoKT. Mokasarens rnobanbHow NpofosbHO
MeHeHUI B Muokapae JIXK. Aedopmaumm JDK cHxeH

Peak Systolic Strain
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Bo Bpems cytouHoro MoHutoprposaHusa DK Ha oHe 3 3
CWHYCOBOMO PUTMa B HOYHbIE U YTPEHHKE Yacbl 3aperu- lMpoekuyns Npason KOpOHapHOU apTepum
CTPUPOBAHO 6 3MM3040B XKENyA0YKOBOW TaxmKapauu
(pvc. 2), AnnTenbHOCTBIO A0 8 KOMMNEeKCoB. [Npr3HaKkoB
ONCHOYHKLUMM CUHYCOBOTO y3na U MpeacepLHO-Xeny-
[OYKOBOIO Y3/1a He BbIAB/IEHO, CPeHAA YacTOTa Cepaey-
HbIX COKpaLLeHNI cocTaBuna 72 ya./MVH.

Mpu  2SxoKl noateepxAeHa BblpaxeHHas [JIXK
(puc. 3), NPeUMYLLIECTBEHHO 3a CHET MEXKeNy[04Ko-
BOW NMeperopoaku, BepxyLlku 1 6okoBow cTeHkn JIK —
TOMLWMHA MeX>KeNyoo4KOBOM Meperopoaky CoctaBuna
39 MM. Macca muokapaa 720 r. Mpu3HakoB obCTpyK-
UMW BbIHOCSILLLErO TPakTa He ODHapyXeHo — cpefHUN
rpagveHT [fdaBneHus coctaBun 17 MM pT.cT. (Hop-
Ma go 25 MM pr.cr.). ObbeéM nesoro npeacepavs 87
M (0o 52 mn). MNpaBble KaMepbl cepAala He paclinpe-
Hbl. HapyLueHMs nokanbHOW COKPATMMOCTW He BbisiBie-
HO, rmobanbHas cucronuyeckas QyHKUMS HE3HAYNTENb-
HO CHUXeHa: dpakumns Bbibpoca (PB) coctaBmna 48%.
Bmecte ¢ Tem, rmobanbHas npofonbHas aedopmalims
Murokapaa JIK Obina cyulectBeHHO CHUXeHa go — 7%
(puc. 4), Habnioganock HapylleHne OMacTONMYecKon
pyHKUMM 2 cTeneHW. Onpepenanacb yMepeHHas Hefo-
CTaTOYHOCTb aOPTasIbHOMO KnanaHa, MUTPanbHas U Tpu-
KycnunganbHasa perypritaums oT yMepeHHoM Ao CpefHen
CTeneHu.

YpoBeHb N-KOHLLEBOro Mponentuaa Hatpuypetuye-
CKoro ropmMoHa (B-Tuna) Obin noBblweH fo 291 nr/mn
(Hopma 0-125 nr/mn).

Mpyn KOpOHapoaHr1orpadun BoISBIEHO YBEUYEHWE
OMaMeTpa NeBoW KOPOHapHOM apTepum 40 6 MM 1 npa-
BOW KOPOHapHOW apTepun 0O 8 MM, MpPU3HaKK aTepo-
cknepo3a 6e3 3HAYMMOro Cy>XXEHWsi KOPOHAPHbIX ap-
Tepun (puc. 5). MpoeedeHa MPT cepaua, BbiiBEHO
yToneHne muokapaa JIK go 40 mm, oyarosoe u aud-
y3HOe OTCPOYEHHOE HaKOMMEeHWe KOHTpacTa MUOKap-
nom JIX (puc. 6). 3

1 VCKITIOYEHNS HAMYNS FeHETUYECK - AeTEPMUHN- Mpoekuws ornbaroler apTepum
POBaHHOW rMnepTpodunn MMOKapAa MnaumeHTy npose-
[IEHO TeHeTMYeckoe TeCTMpoBaHWe — ObINW UCCneaoBa-
Hbl TapreTHble obnactu reHos ACTCT, DES, FLNC, GLA,
LAMPZ2, MYBPC3, MYH7, MYL2, MYL3, PLN, PRKAGZ2,
PTPNT1, TNNCT, TNNI3, TNNTZ2, TPM1, TTR, MmyTaumn
B KOTOPbIX He BbIABMIEHO.

Takum obOpa3om, B xofde obOCnefoBaHUs [OMarHo3
niwemmnyeckon HGonesHu cepaua UckIoYeH. bbino ycra-
HOBMEHO, YTO M3MEHEHWs MuWokapaa Hambonee Bepo-
STHO 0OYCNOBNEHbI aKpOMEranmM4eckor Kapanommona-
TMewn.

Ha3HadeHa MefIkaMeHTO3Has Tepanms C Lenbio HOp-
Manusaumm nokasatenen AL v rvnepavnuaeMum: ne-
prHgonpma 10 Mr yTpoMm, TopaceMm 5 Mr yTpoMm, HW-
denmnuH, Tabnetkn ¢ MoaNMULIMPOBaHHBIM BbICBOOO-
xpaeHnem 60 Mr yTpom 1 30 Mr Bedepom, brconponon
2,5 Mr yTpom, atopsacrtatiH 40 Mr BedepoM. Ha doHe

Mpoekums NepefHeN MeXXKeNyL04YKOBON apTepum

npoBoAMMON Tepanuu yposeHb ALl HOpManu3soBancs, PucyHok 5. KopoHapoaHruorpadus. MpusHakuy atepo-
HEeCKONbKO YBENMYMIach TOIEPAHTHOCTL K (MU3MYeCcKom cKnepo3a 6e3 remognMHaMUYeCcKr 3HaYMMOro
Harpyske. locne 4ero mauMeHTy npoBedeHa TpaHCHa- Cy>KEHWS KOPOHAPHBIX apTepuit
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4-kamepHasa npoekums

MPT — mMarHuTHO-pe3oHaHcHas Tomorpadwus, JIK —
NeBbIN Xenyaoyek

PucyHok 6. MPT cepaua. [nneptpodusa mmokapaa
M MpU3HaKn MrnokapamnansHoro ¢prbposa JIXK

3aNlbHagd, TpaHCCceHoraanbHaa ageHoMakTomMus. focse
XMPYPrUYeckoro nevYeHms oTMedanacb PEMUCCUS aKpo-
Meranuu: ypoeHb MOP-1 248 Hr/mn (Hopma go 280
Hr/mn) n CTT B Xxofe rnoko3oTonepaHTHoro Tecta (no-
[laBneHvie MeHee 1 HIr/Mn BO BCEX 5 Toukax), mpu3Ha-
KOB rMnonuTymUtapr3amMa B nocieonepalmoHHOM nepro-
[e OTMe4yeHo He bblIf1o.

MauMeHT BbINMCAaH C pekoMeHJAUVsSMW  MNPOLOI-
XWTb NMPUEM NeKapCTBEHHbIX NpenapaToB, HabmoaaTbes
y KapAauonora 1 a3HA0KPWHOMOra, NPOBECTM MOIMCOMHO-
rpaduio, xonTepoBckoe MoHUTOpMpoBaHue KT 1 IxoKr
Yyepes 1 mecall.

3BeCTHO, YTO Yepes YeTbipe rofa Noc/e BbIMUCKA 13
cTaumoHapa (npu TenetoHHOM KOHTaKTe) MaLMeHT Obif
XWB, rOCNTanmn3aumin He 6bino. OT NpeasIoXXeHHOro oc-
MOTpa 1 00CefoBaHMA NaUMeHT OTKa3ancs.

OOcyxpeHue

OcHOBa neyeHWs N MNPOMUNAKTUKM  OCIIOXHEHUI
aKpoMeranuy — yaaneHue ageHoMbl rmnodmsa n Hop-
Manumsaumm yposHa CTT n UP®-1 [3]. B 10 xe Bpems,
MMEIOTCA NUTepaTypHble AaHHbIe, HTO HECMOTPS Ha HOP-
Manuzaumio yposHs CTT 1 IP®-1, y DonbHbIX C akpome-

ranuen CyLlecTByeT BbICOKMI PUCK Pa3BUTLS CepOeHHO-
COCYLUCTbIX COOBITUI, B TOM YuMCTie chaTanbHbIX HapyLue-
HWUKM putMma 1 BCC [8, 9].

B nutepatype BCTpedaemoctb HPMC y naumeHTOB
C akpomeranuemn cocraBnset or 7 oo 40%. Takasa wu-
pokas BapuabenbHOCTb BbISBNEHUS apUTMUIA, BEPOST-
HO, CBAi3aHa C HeDOMNbLLOW CTAaTUCTMYECKOM MOLLHOCTBIO
MPOBOAMMbIX UCCNeOoBaHUA U KOPOTKMM MeproaoMm
HabnogeHusa [10]. HecmoTps Ha Donblioe KonmM4ecTBo
nnTepaTypHbIX 0630pOB, MOCBSALLEHHbIX OLIEHKE puUCKa
pa3suTtna HPIMC npu akpomeranmu, ocCTaloTcs OTKpPbI-
TbIMU BOMPOCHI, CBfA3aHHblE C PACNPOCTPAHEHHOCTLIO
apuUTMUIA U npegukTopaMu pucka BCC. E. A. Rodrigues
M COaBT. yAanochb NPoBecTu aHanu3 34 GoMbHbIX akpo-
mMeranuen [11]. Y 14 n3 34 naumeHToB MMENUCb apuUT-
MWW, OOHAKO Yy OAHOro naumeHTa Oblna AMarHoCTupo-
BaHa ulemunyeckas bonesHb cepaua, YTo M MOrfo no-
CNYXUTb MPUYMHOM PasBUTUA HECKONbKMX 3MM30A40B
CUMMTOMATUYECKOW Xenyao4koBOW Taxukapamn. Y 13
NauMeHToB HabnioJanuce 4acTble Xenyao4ykoBble 3KC-
TpacucTonbl 'y 1 nauneHTa NPOAOKMUTENbHbIN Nepu-
oL, perncrpuMpoBanach acMATOMaT/4eckas >Xenynou-
KoBas GuremMmnHms. ABTOPbI BbISBUM 3aKOHOMEPHOCTb
Oornee Yactoro BbISBNEHUS apUTMUA Y BonbHbIX ¢ [TIK
1 neperpyskon JIK npu HanMymm HEM3MEHEHHbIX KOPO-
HapHbIX apTepUn.

B ogHo n3 nccnenosaHut G. Kahaly 1 coaBT. 6bio
BK/IIOYEHO TPMAUATb ABa NauMeHTa C akpoMeranuen.
BbiiBNIeHO, 4TO pacnpOCTPaHEHHOCTb >Kenyao4KOBbIX
apUTMUI ObiNa 3HAYUTENBHO BbILLE Y DONbHbLIX akKpoMe-
ranver no CpaBHeHWIo C KOHTPobHoM rpynnon (15/32
(48%) 1 6/50 (12%), cootBeTcTBeHHO, p<0,01) [12].

Hawe nccnepoBaHume, nocesileHHoe HPMC y naumeH-
TOB C akpoOMeranuemn, npefBapuTeNbHble AaHHble KOTOPO-
ro 6binK onyonukoBaHbl B 2020 r, NpoaeMOHCTPUPOBANo
BbICOKYIO BCTPEYAEMOCTb apUTMUM Y MaLMEHTOB AAHHOM
rpynnbl — 6onee 40% [13]. Kpome T0r0, y 6 1% 60MnbHbIX
¢ HPTC BbISIBAANOCH OTCPOYEHHOE HAKOMEHME KOHTPACTa
no gaHHeiM MPT cepgua, BBMOY Y4ero MOXHO Mpenno-
NOXWUTb CBA3b MeXIy Hanudmvem amddysHoro drbposa
1 puckom pazsuts HPMC y naumeHToB C akpoMeranmven.

B npeacraBneHHoM HabnogeHUn Hanudne y 6onb-
HOrO BbIpaXeHHOW runepTpoduUM Mu1oKapaa, Hey-
CTOMYMBOW XeNyOo4KOBOM TaxMKapAuM U OTCPOYEH-
HOFO HaKOMMEHWUS KOHTPacTa MUOKapAoM MO AaHHbIM
MPT, cornacHo OeucTBYOLWMM Ha TO BpeMs KInHUYe-
CKVM pekoMeHAaLMrsM, ObiNo HeJoCTaTOYHO AN Npo-
BeAeHNs nepsBuyHOM npodunaktnkm BCC — mmnnaH-
Taunn kapauoepTepa-gedunbpunnatopa (MKL) [7,
14]. B 10 ke Bpems, npu ouLeHke pucka BCC no wka-
ne, pa3paboTtaHHoOW aOng GofbHbIX C runepTpodmye-
ckon kapamomuonatmen (FTKMIM) (HCM Risc-SCD) pe-
3ynerat coctaBun 4,17% B TedeHue NATV NeT, B CBA3MU
C YeM cnegoBsano 6bl paccmotpets MK T, OgHako, Mbl
He nofny4unan gaHHolx 3a TKMI no pesynsratam reHe-
TN4ECKOro TUNMPOBAHNS, @ BAUSHME Ha MPOrHO3 XM3-

1 https://professional.heart.org/en/guidelines-and-statements/hcm-risk-
calculator

354 Rational Pharmacotherapy in Cardiology 2024;20(3) / PayuoHaneHaa @apmakomepanus 8 Kapouonoauu 2024;20(3)



AKpomezasiuyeckas KapouomMuonamus u puck 8He3anHou cepoeyHol cmepmu
Acromegalic cardiomyopathy and the risk of sudden cardiac death

HW TONWMHBI MMoKapaa JIK y 6onbHbIX akpoMeranmen
He onpepeneHo.

Y paHHoro 6onbHoro npu obcnegoBaHKK ObINK Bbi-
ABMeHbl cneunduryeckmne npeamkropbl BCC: BbipaXeHHas
[TIX, oTcpodeHHOe HakomnieHre KOHTpacTa Mo OaHHbIM
MPT cepaua, CHUXEHUE CUCTONNYECKOW (DYHKLW MIO-
kapaa JIK no 9xoKI, xenyao4koBble HapyLLeHWI prUTMa,
3aperncTpMpPOBaHHbBIE Ha XONTEPOBCKOM MOHUTOpe KT,
cepaeyHad HeLOCTaTOYHOCTb. YpoBeHb N-KOHLEBOro
nponenTiaa HaTpuypeTnyeckoro ropMoHa (B-Tvna)
Obll NMOBbIWEH, OAHAKO MHTEPMPEeTaLMs ero y OOnbHbIX
C aKpomeranuen MOXeT ObITb 3aTpyfHeHa, T.K. Mo pe-
3ynbTaTamM OnMCaHUs PasYHbIX KIMHUYECKUX Habnio-
OEHU OaHHble O ero ypoBHe y NalMeHToB C akpoMera-
nmen pacxoastcs. BoipaxkeHHoCTb [T1K Hallero naumeHTa
He Mo3Bofana paccMmatpyBatb Al B Ka4eCTBE OCHOBHOWM
NPUYMHBI €e pa3BuTUA. B nuTepaTypHbIX WCTOYHMKAX
VIMeloTCa CBefieHns O ToM, 41O [TIDK MoXKeT pa3BuBaTh-
cs 'y BoNbHbIX akpomeranmen He3aBUCUMO OT Hanuyus
ATl [15]. To pe3ynsratamM MeTaaHanmsa, NpoBefeHHOro
X. GUO 1 CoaBT., ObIIO OTMEYEHO, YTO TUNepPTPOdUS Xe-
Nyno4koB BcTpedaetca y 90% OonbHbIX akpomeranuen
C ONUTeNbHbIM TedeHnem 3aboneBaHUs U MOXET JOCTU-
ratb 70% y naumeHToB 6e3 Al [15]. BO3HMKHOBEHME M-
neptpodunn Mrokapaa y 6onbHbIXx 6e3 Al 1 meTabonu-
YeCcKMX HapyLUeHW CBUAETENLCTBYET O Crielduyeckom
aKpoMeranmyeckom Kapanomuonatnmn, obycnoBneHHoM
npsMbIM BAVsHMEM 130biTka CTT Ha cepaLe.

MK MOXeT ObITb NCMOMb30BaH M5 NePBUYHOM NPO-
dunakTnkn BCC npy MWEMNYECKOW LN HEMLLIEMUYECKOM
Kapavommonatnn. C Uenblo onpefeneHns Kputepmes
ong VK Wwupoko MCnonb3yetcd nokasartenb (pakumm
BblOpoca JIK, ogHako nprMeHeHMe ToNbKOo 3TOro rnapa-
METPa MMEET HU3KYIO CNeLPUYHOCTb B OTHOLLEH Bbl-
Dopa rpynnbl NaumveHToB Ana npodunaktnyeckom K.
Kpome Toro, nogasnsiotiee 6onbwinHcteo BCC npownc-
XOOWT Y MaLMeHTOB € coxpaHHom OB [7, 14].
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