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AL-AMMNONAO03 NOCNE KOPOHABUPYCHON UH®EKLUUMN
C OCTPbIM HETUNMWYHbIM NOPAXEHWUEM CEPOLA

OI'AOY BO «IlepBsorit MockoBckuii rocyaapcTBeHHBIN MenunuHcKuil yauBepcuteT M .M. CeuenoBa» Munsapasa Poccun
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Tossnenue rpghexmugnoti mepanuu AL-amunoudosa ¢ nopadicenuem cepoya cmagum nepeo CReYuamucmom 3a0ayy Kom-
niexcHou oyeHku pucka euezantoil cepoeunou cmepmu (BCC) u ee npogunaxmuxu. K amoii npobneme ciredyem nooxooums
UHOUBUOYATLHO U PACCMAMPUBANb B03MOJCHOCTb umnaanmayuu UK/ nayuenmam c acerny0ouKkogbiMu HapyueHusMu pum-
Ma: 4acmoil IKCMpacucmonuell u HeyCmoudugoll Jcelly0oukogol maxuxapouei. Ilpu pazeumuu napyuienuti pumma u npoeo-
oumocmu y GONbHBIX € AMUTOUOO030M Cledyem UMemb 8 U0V B03MONICHOCTb NPUCOCOUHEHUsI MUOKAPOUmMA, d Y NAyueHmos,
nepeHecuiux Hogylo KOpOHAGUPYCHYIO UHDEKYUIO, — ee 03MOICHYIO POTb 8 UHOYKYUU KAK NOCTHKOBUOHO20 MUOKAPOUMA, MAK
U cobcmeenHo amunoudosa.
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cepoeunas cmepme.
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The emergence of effective therapy for AL amyloidosis with cardiac involvement raises the challenge of a comprehensive
assessment of the risk of SCD and its prevention. This problem should be approached individually and the possibility of ICD
implantation should be considered in patients with ventricular arrhythmias: frequent extrasystoles and unstable ventricular
tachycardia. With the development of rhythm and conduction disturbances in patients with amyloidosis, one should keep in
mind the possibility of myocarditis, and in patients who have suffered a new coronavirus infection, its possible role in the
induction of both post-Covid myocarditis and amyloidosis itself.
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AL-aMunon103, KOTOPBIA OCIOXHSET TeUeHHe JUMQO-
MIa3MOKJICTOUHBIX JTMCKPA3ui, B T.4. MHEJIOMHOH OONe3HH
n OosesHu BanpaeHcTpema, siBIseTcs HamOoJjiee YacThIM
BapUaHTOM aMUJIOHM]I03a Y TMAIMEHTOB C MOpaKEHHEM Cepl-
11a, Ha ero joito nmpuxoautcs 67% [1]. [Ipu AL-amunonmose
OEIKOM-TIPEIIIECTBEHHUKOM SIBIISIFOTCS JICTKUE IIETTH HMMY-
HOTJIOOYJINHOB.

TopaxeHue cep/ia penko MpoTeKaeT U30JUPOBAHHO (TTPH-
MepHO Y 5% OONBHBIX), OOBITHO HMEIOTCS APYTHUE CUCTEMHBIC
MPOSIBJICHUS 3a00JICBaHUS: HEBPOJIOTHYECKAs CUMIITOMATHKA

(monmuHeiponarus, aTpodus MBI, CHHIPOM KaprajlbHO-
T0 KaHaJla, TBUTATEIbHBIE PACCTPONUCTBA), TTIOPaKEHUE TOYEK
(TpOTenHY pHsI BIUIOTH /10 HE(PPOTHUECKOTO CHHPOMA, ITOYEH-
Hasl HEJOCTAaTOYHOCTH), IEYCHHU (TeraTOMEralns, X0JecTaTH-
YeCKUH CHHAPOM), MBI (TICEBAOTUTIEPTPODHS K MAKPOTIIOC-
CHS 3a CUET OTIOKEHHS aHOMAJIBHOTO Oelka B MHUOGUOPHII-
J1ax), Tak)Ke MHOTTIA BCTPEYAIOTCS KOKHBIE M3MECHEHHUSI B BUJIC
aMWJIONIHBIX OJSIIIEK U IepHOPONTATBHON Iy pITypHI [2].
I[Ipn AL-ammiono3e mopakeHHe cepilia UMEET KOM-
MJICKCHBI XapakTep M OOYCIOBIIEHO HEMOCPEACTBEHHBIM
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OTJIOKEHHEM aMIJIOMIHBIX MACC, @ TAK)Ke IPIMBIM TOKCHYE-
CKHM BO3JICHCTBHEM JIETKUX IENe WMMYHOTIOOYJIMHOB Ha
muokapn [3]. Ilociaennee MOXET TPUBOIUTH K pPa3BUTHIO BTO-
PUYHOTO MOBPEKICHIS MHOKapa BOCHAIHTEIBHOW IPUPO-
IibI. THIWYHBIM 115 TOPaXXCHHS CepIa IBISETCS COUeTaHue
nug¢y3HON TUIepTpohUN MHOKapIa, TUACTOTNIECKOH Tuc-
(YHKIMH 10 PECTPUKTUBHOMY THITY C AMIaTanueil mpeacep-
IIUH, a TaK)Ke TMPUCOCTUHEHIE CUCTOIUIECKON THChHYHKITNH
(0OBIYHO 6€3 BRIPAKCHHOHM MUIIATAIMH JEBOTO JKETyI04YKa);
BCTpEYaeTcs TaKKe HKCCYJAaTHBHBIA MEPUKAPIUT C HEOOIb-
MM 00BEMOM BBITIOTA. B KIIMHHMKE 3TO MPOSABISETCS MPO-
TPECCUPYIOIIEH CEpAECUYHON HEAOCTAaTOYHOCTBIO, a TaKXKe
Pa3IMYHBIMHU HAPYLIICHUSIMH IIPOBOIUMOCTH U PUTMA, B TOM
YHUCIIe JKEIYAOYKOBBIMH, IPUBOASIINMHI K BHE3AITHOW Cep-
negnoii cmeptu (BCC).

OO0s13aTeNbHBIM CTAaHIAPTHBIM METOAOM JIHAaTrHOCTHKH
aMIION103a ocTaeTcs Mopdoorudeckas Bepudpukaus (00-
Hapy»XCHHE aMIION1a B TKAHAX). B mocnenHue robl mosBu-
JIaCh BO3MOXKHOCTH KOJTMYECTBEHHOTO OIPEeNIeHHUsI CBOOOI-
HBIX JIETKHUX IeTIell HMMYHOTJIO0YJIMHOB B CBIBOPOTKE KPOBH
1 B MOYe, B CBSI3M ¢ 4eM quarao3 AL-amuionmosa crai cra-
BUTHCA Yaie. OTHAKO BEISBICHHE OelKa-peIIeCTBEHHUKA
HE OTMEHSET HEOOXOANMOCTH IPOBEICHHUS ONOTICHY TKaHEH.

HecmoTpst Ha sipkue KJIMHHYECKHE IMPOSIBICHUS U CO-
BpEMEHHBIE THarHOCTHYECKHE BO3MOKHOCTH, AHar€o3 AL-
aMUJION 1032 TO-TIPEKHEMY BBI3BIBAET TPYIHOCTH y KIHMHH-
nucToB. [Ipu 3TOM cBOeBpeMeHHas TUArHOCTHKA U OBICTPOE
HaJano crenupudeckoil Tepanmun AL-amumionmo3a WMEIOT
OoJbIIIOe 3HAYCHHE, TaK KaK 3a00JieBaHUE UMEET MPOTPECCH-
pyromuii XapakTep 1 KpaiiHe HeOIaronpusTHBINA IPOTHO3 ITPH
OTCYTCTBHH JIeUeHus, B oTmnuaue ot TTR-amunonmosa [4].

B mpexncraBieHHOM KIMHHYECKOM HaOJIOAEHUWH OTpa-
KEHBI JTanbl AudQepeHnnaIbHOl THarHOCTHKU TPH TIO-

Notes and observations from practice

CTaHOBKe nuarHo3a AL-ammionmo3a ¢ mopaXeHHEM Cepa-
1a, MPOTEKABIIEr0 OYeHb HETHIIMYHO: C OCTPHIM HAadajioM
U acCOIMMPOBAHHOTO C TMEPEHECEHHOW HOBOW KOpPOHAaBH-
pycHO# HH(DEKINeH, 4To MoTpeOoBaI0 BKIIOUEHUS B KPyT
nuddepeHTnaIbHO TUATHOCTUKA MHUOKApAWTa, a TakKKe
paccMOTpEHHUsT BO3MOXKHOM IPOBOLUPYIOUIEN pONIU AaHHOU
WH(PEKINH B Pa3BUTHU U MPOTPECCHPOBAHUN aMUIIOMI03A.
Oco0eHHOTro 00CYX/IEHUS 3aCIyKUBAET (haTaIbHOE OCIIOXK-
HeHre 3a00JIeBaHUs, MOAXOAbl K MPOQPIIAKTHKE KOTOPOTO
MIPH aMUAJION 103€ pa3paboTaHbl HEOCTATOYHO.

Iayuenum b., 61 rom, rocCIUTalIU3UPOBAH B OT/ACICHUE
Kapauosoruu (haKyJIbTETCKOH TEeparneBTUYECKONW KIMHHUKU
uMm. B.H. Bunorpamosa (®TK) 27.09.2022 1. ¢ xamobamu
Ha OJBIIIKY IPH HEOONBIINX HArpy3Kax M B TOPHU30HTAIb-
HOM TIOJIO)KEHUH, OTEKH HIKHUX KOHEYHOCTEH M MOIIOHKH,
yBEIUYEHNE KMBOTAa B 00beMe, MpubaBKy B Bece 10 6 KT
3a 1,5 roga mpu OJHOBPEMEHHOM MOXYICHUH MBIIIII (puc. 1).

Cuurtan cebs 3I0pOBBIM YEJIOBEKOM, K Bpadam He 00-
pamancs. 3aHUMAaJICsl YCTAaHOBKOHM IUTACTHKOBBIX OKOH, YTO
CBS3aHO CO 3HAYUTEIBHBIMH (U3NICCKUMHU HATrpy3KaMH.
Oxomo 8§ et Ha3aJa MPOONEPHUPOBAH MO TIOBOIY OCTPOTO
aNMeHANINTa, OCIOKHHUBIIETOCS Pa3BUTHEM NEPUTOHHTA.
B HOs6pe 2021 1. mepeHec HOBYIO KOPOHABUPYCHYIO HH(EK-
IIUIO B JIETKOH opme (cyOdebprnpHas TemnepaTypa, aHOC-
Mmusi, orpunarensHas [TI[P npu uccnenosanvu HazodapuH-
reajJbHOr0 Ma3Ka C MOCIEAYIOMHUM HOBBIIIEHHEM TUTPa aH-
tuten kinacca [gG xk SARS-CoV-2). B konte siuBaps 2022 1.
nogBIIIACH 001Ias cimabocts u cHmkenue YCC no 40 yn/muH.
Ha OKT ot 25 sHBaps TpeneTaHue MpeAcepanuil ¢ may3aMu
o 1,6 ¢, mpexonsmas AB-Omokana 111 crenenu, ot maprta
1 Jajiee — TIOJTHAsI monepednas 6j1okana (puc. 2).

[IpuHIMan MOYEroHHBIE IpemnapaThl, aCIUPUH, HA3HA-
YeHHBIE [0 MECTY JKHTENbCTBA, 0e3 3(deKTa; MoCTeneHHO

Dara/Date Hoabpb 20211/  Ausapb 2022r./ 6uona/  Asrycr/ 30 asrycra/
November 2021/ _ January 2022 July6th __Auqust August 30th
YCC/Heartrate | 40 yp./mun/40 beats/min
Opbiuka/ 44—_

Shortness of breath

3acroii B BKK/
Stagnation in SC

COVID-19 (anocmus, 37,4, MUP otp., IgG non.)/
COVID-19 (anosmia, PCR test, IgG antibodies)

n t t
eueHune/Treatmen Acnupw/Aspirin

AB-6nokapa lll ct./
Third-degree AV block

3xoKl/Echocardiogram
TN/ TRA (right atrium)
TIN/TRV (right ventricle)

Anypetuxn/Diuretics

wi
14C(/Heart rate

Duedynkuna IKY
LV dysfunction

OTeKM, aCUNT, THAPOTOPAKC,
rugponepukapn/Edema, ascites,
hydrothorax, hydropericardium

IKC peumnnarayus/

LV reimplantation

« oKl — TN w MK, [T, HKM, esinot/
Echocardiogram — TRA, RV, RVH
(right ventricular hypertrophy), NC, effusion
« Y31l eex v/k/Venous ultrasound
« MCKT nerkux/Chest CT scan
« BNP 5154,4 nr/mn
DOuypernku/Diuretics
WAN®, B-AB/ACE inhibitors

KAT/Coronary
angiography
N

Puc. 1. Anamnues 3abonesanusn (AB — ampuosenmpuxynapunasn; BKK — 6onvwoin kpyz kposooopawenusn; KAI' — xoponapoanzuozpa-
dus; JIII — nesoe npeocepoue; MCKT — mynsmucnupansnas komnvlomepnan momozpagus; ITI — npagoe npeocepoue; Y3/I' — ynp-
mpa3zeykoeas oonnepozpagusa; YCC — uacmoma cepoeunvix cokpaujenuit; IxoKI' — rxoxapouozpagus)

Fig. 1. Disease history (AV — atrioventricular; BCC — systemic circulation; CAG — coronary angiography; LA — left atrium;
MSCT —multislice computed tomography; RA — right atrium; UZDG — ultrasound Dopplerography; HR — heart rate; EchoCG —

echocardiography)
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Hapactayia onplmka. K JIeTy MOSBIIINCH OTEKH, YBEIUde-
HHE XUBOTA B 00BbeMe; 6 Wroiis ObLT MMILIAHTHPOBAH ABYX-
KamepHBI anekTpokapauoctumyisatop (OKC) Apollo DR,
TOTJIa YK€ MPOBEACHBI KOpOHapoaHTHorpadus (KOpoHaApHBIC
apTepuu UHTAKTHBI) U dXokapauorpadus (3xoKI'), mpu ko-
TOpPOH OTMEYEHa JTUIIh YMEPEHHAs! AFUIaTaus 000uX Ipe-
cepauil. Ha npoTs>keHnn Mecsana OTMEUEHO CyLIECTBEHHOE
YMEHBIIEHHE 3aCTONHBIX SBICHHH O OONBIIOMY KpYTY,
OJHAKO B AaBI'yCTE BHOBH 3a(UKCHpOBaHA OpaauKapIus
38 ya/mMuH, HapacTaHHWE CEpACYHOH HEeIOCTATOUYHOCTH.
B I'Kb Ne31 srisBnena mucdynkmus OKC (mucmoxanus
TpeICepIHOro 3JeKTpoaa?), OCyIIeCTBICHAa KOPPEKIHs Ta-
pametpoB: OKC mepeseaen B pexum VVI ¢ UCC 80/mun
(puc. 3), onHako Ha 3TOM (hOHE SBJICHHS 3aCTOS 1O OOJIBIIO-
My Kpyry mporpeccupoBanu. O6paruncs 8 MOHUKU, rae
BbITIONIHEHA peuMIuianTanus DKC ¢ 3aMeHOHN 3IIeKTPOIOB.
Torna »xe npoBeaensl DXoKI™ (qunmaTarus mpaBbIX OTIEIIOB,

e

T T J

runeptpodus npasoro xemynouka (IDK), dpakums Beidpo-
ca (®B) nesoro xexynouka (JIXK) 61%), ynerpa3BykoBas 10-
meporpadust (Y3/I') BeH HIKHIUX KOHEUHOCTEH — JTaHHBIX
3a TpoMOO03 HE TIOIYUYEHO, MYJIBTUCHUPAIbHAS KOMIIBIOTEP-
Hast Tomorpadus (MCKT) nerkux ¢ KOHTpacTUPOBAHUEM —
JIaHHBIX 3a TpomOodMOonuio yierounoit aprepun (TIJIA)
He noiy4deHo, ypoBeHb NT-proBNP coctasun 5154,4 nr/mo.
g yTouyHeHHS TPUPOIBI aclIMTa HAIIPaBJICH K raCTPOIHTE-
porory. J/laHHBIX 3a MATOJOTHIO NIeYeH! He norydeHo. C sH-
Baps 2021 1. mpubaBuiI B Bece 6 KT, HECMOTPSI Ha CHU)KEHHBIH
anmeTuT. COXpaHsIINCh aCIHT, BRIPAXKCHHBIE OTEKH HOT, 00-
JACTH MOIIOHKHU. ['ociMTanu3mpoBaH B OTAEICHHUE KapIuo-
noruu OTK.

IIpu nocrynnenuu B @TK cocTosiHue cpenHen TsKeCTH.
Poct 175 cm. Bec 85 kr. UMT 27,76 xr/m?. Temmeparypa
tena 36,6 °C. KoxHbIe IOKPOBBI CMYTIIBIE, CyXHe, OHUXOMH-
K03 kucte u cron. Oteku roneHeit u crom. [epudepude-
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Puc. 2. KT nayuenma 0o umnaanmayuu 3nexkmpoxapouocmumynamopa: A — IKI om 25.01.2022, ckopocms 3anucu 50 m/c, mpenema-
Hue npeocepouii ¢ YCC 48/mun, nayzamu oo 1,6 ¢, npexooauwian AB-onoxaoa 111 cmenenu; b — IKI no Lewis (S5) om mapma 2022 2.,
cKkopocmy 3anucu 25 mm/c, AB-onokaoa 11l cmenenu, YCC 52 yo/mun (noacnenus é mexcme)

Fig. 2. Patient’s ECG before implantation of the pacemaker: A— ECG from 25.01.2022, recording speed 50 mm/s, atrial fibrillation with
HR 48/min, pauses up to 1.6 s, transient third-degree AV block; B— ECG by Lewis (S5) from March 2022, recording speed 25 mm/s, third-

degree AV block, HR 52/min (explanations in the text)
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ckue TuM(pOoy3nbl He yBenndeHbl. [10aK0XKHBIE BEHBI BEpX-
HUX KOHEYHOCTEH, TYJOBHWIIA pacIIMpeHBl. B jerkux IbI-
XaHHUe BE3UKYIsApHOe, ociaabnennoe, xpunos HeT. YJ[/] 24 B
muH. Tonsl cepaua npuriymiessl, YCC 75/MuH, puT™M mpa-
BIIbHBIA, AJ] 110/80 MM pT. cT. SI3BIK BIAKHBIN, HE U3MeE-
HeH. JXuBoT yBenuueH B oObeMe 3a cueT aciuta. [ledeHb
YBEIWYCHA, BRICTYIIAET U3-TI0/ Kpas pebepHOit TyTH Ha 6 cM.
IToxonaunBaHue IO MOSICHUYHON 00acTH 0e300JIC3HEH-
Hoe ¢ o0enx cropoH. II[uToBuIHAS *Kene3a MpU MaabHaruu
HE yBEIHUYCHA.

B obwem ananuze xposu HOPMOXpOMHAsI aHEMUS JIeT-
koii crenenu (remornodun 106 r/m), COD 17 mm/4. B 6uo-
XUMUYEeCKOM ananu3e Kposu YPOBEHb KpeaTHHHUHA COOT-
BerctByeTr CKD o ... 63 mu/mun/1,73 M2, DIIEKTPOJIMTEHI,
IIF0K03a, TpaHCaMHWHA3bl B Mpefenax pedepeHCHbIX 3Hade-
HHM, MoueBas kuciotra 419 mMxmonw/n, obpamano Ha cebs
BauManue noseimenue ['TT mo 314 EJI/n, yto Obuto pac-
IIEHEHO KaK TPOSBJICHHE XOJiecTa3a Ha (POHE 3aCTOMHBIX
SIBJIGHUW TI0 OoybImIoMy KpyTy KpoBooOpamenus. 771 6e3
OTKJIOHEHHUW OT HOPMBI — JIAHHBIX 3a THIOTHPEO3 HE TIO-
mydeHo. Ilpu azexmpogopese benkog — BOCHIATUTENBHAS
IUCIPOTEHHEMHS,  THIIOTaMMAariIoOyIHHEMUS: anp0y-
muH 62,1% (N 55-55%); o,-rmo0ymun 7,1% (N 2,9-4,9%);
a,-rnodymue  13,4% (N 7,1-11,8%); B-rmobynaun  11%;
(N 7,9—-13,7%); y-rmoOynun 6,6%; (N 11,1-18,8%). C yueTom
nebroTa 3a00JIeBaHMs MMOCIE TICPEHECEHHONH HOBOW KOpOHa-
BHPYCHOH MH(M)EKIINH M OTHOCHUTEIBHO OBICTPOTO Mporpec-
CHPOBAHUS CHMIITOMOB CEPJACYHON HEIOCTATOYHOCTH, OBLI
BBITIOJIHEH aHAJN3 KPOBU HA AHMUKAPOUAIbHblE AHMUMend,

Notes and observations from practice

KOTOpBIE OTKAa3aJINCh B Ipeneilax HOPMAJBHBIX 3HAYCHHH,
YTO CHIIKAJIO BEPOSTHOCTh MHOKAPIUTA, OTHAKO MOTHOCTEIO
HE UCKJII0YAJI0 ero Hanu4dne. B o0meM u cyTouHOM aHanmn3ax
MOYH OTKJIOHEHHH OT HOPMBI, B TOM YHCJIE IPOTEHHYPHH,
HE BBISBIICHO.

Ha OKT (puc. 4) npu nocrymienuu putM IOKC B pexu-
Me IByXKaMmepHoH ctumyisnuu. OOpamano Ha ce0s BHU-
MaHHE OTCYTCTBHE 3yOII0B P mocie MpeacepAHbIX CHaiikoB.
[Ipu pentrenorpaduu rpyaHOH KJIETKH AaHHBIX 32 IJUCIO-
KallMIo 3JEKTPOAOB HE MOTYyYE€HO, OTMEYANNCh JIUIIb KOC-
BEHHBIC TPU3HAKH 3aCTOSI B MAJIOM KpyTe KpOBOOOpAIIEHHUS.
ITpu mposepke cuctembl DKC coOCTBEHHBI PUTM B Tpe-
CepausAX OTCYTCTBOBAJ B TOM YHCJIEe Ha (POHE MOTHON OTMeE-
HBI -0JI0KaTOPOB, YTO OBLIO PACIICHEHO KaK CHUHAPOM «HE-
MOTO» TIPEACEPaHnsL.

Ipu OxoKI' (puc. 5) JDK He pacmmpeH, MexKemy-
JIOYKOBasi MEPeropoika W 3aJHss CTEHKAa B BEpXHEH Tpe-
TH yTommeHsl A0 14 m 16 MM COOTBETCTBEHHO, (pax-
mua BeIOpoca JIDK 56%, mmacrommueckas ¢ynxmus JIK
Hapymena (E: 94 cm/c. Emed: 6,9 cm/c. E/Emed: 13,6.
Elat: 8,2 cm/c. 11,5 cm/c. E/Elat: 12,5). Pazmep mpaBoro xe-
nynouka (IDK) mHa BepxHeil rpaHHWIe HOPMEI, €T0 CTEHKa
yTomnmieHa 10 6 MM. OTMedeHa IuiaTamus 000uX mpescep-
nuii (;meBoro — a0 105 mut, mpaBoro — 10 97 mi). Cucronu-
YeCKOe JaBJICHUE B JIETOYHOU apTepun 50 MM PT. CT., HUKHSS
moJiasi BeHa paciiupena 10 2,6 cM, Ha BJOXE HE CIaJaeTcs.
BrisiBiiensr mosbitieHHas Tpabekyisprocts JIK, uTo Tpe-
00BaJI0 MCKIIOYEHUS HEKOMIIAKTHOTO MHOKapia, a TaKKe
MOBBIIIIEHHAs 3epHUCTOCTh MHOoKapaa JDK, crmoucTocTs ero

Puc. 3. KT nayuenma, 3apecucmpupoeannan nocne nepeseoeHus nekmpokapouocmumynamopa g pexcum VVI u yeenuuenus 6azogoii

4CC 00 80 yo/mun

Fig. 3. Patient’s ECG recorded after switching the pacemaker to VVI mode and increasing the base HR to 80/min
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Puc. 4. IKT nayuenma npu nocmynnenuu k @TK (noscnenus 6 mexcme)
Fig. 4. Patient’s ECG upon admission to the Cardiology Department (explanations in the text)

B M-pexume, 4TO HE MO3BOIAIIO HCKIIOUNTD AMIJIOHI03 HITH
IpyTyio 00Ie3Hh HAKOTUICHUS.

I[Ipu cyrounom mouutopupoBannu OKI' mo Xomnrtepy
cpenusst YCC naeMm coctaBuiia 65 yi/MuH, HOUBO 58 y1/MuH,
3aperucTpupoBano 16 935 MOTUTOMHBIX )KETyIOIKOBBIX IKC-
Tpacucrton, 46 TpurietoB u 2 xkopoTtkue (10 6 QRS) mpo-
6exku sxemynoukoBoit Taxukapauu (OKT) ¢ UCC mo 130 ya/
MHFH, B CBA3H C 4eM OBIJIO HAYaTO HACKHIIIEHHE aMHUOJapOHOM.

IIpoenena MCKT cepoya u 6prownot norocmu (puc. 6).
JlaHHBIX 32 HEKOMITAKTHBIM MHOKap/, CTEHO3bI KOPOHAPHBIX
apTepuil HE MOJIyYeHO, MOATBEPXKIACHA THIEPTPODUST MHUO-
kapna JDK B GasampHBIX oTmenax. Ilpu3HakoB Tpom0o3a,
CIaBJICHU S BEPXHEHN 1 HUKHEH MOJI0M BEHbI, KOTOPbIE MOTIIU
OBI IPUBECTH K 3aCTOIO0 TI0 OOIBIIOMY KPyTy KpoBOOOpartie-
HUSI, He BBIsBIeHO. OMICaHbl MPU3HAKK 3HAYUTEIHHOHN rena-
TOMETaJINH, aCIIUTa U KEITYHOKAMEHHOHN 0O0JIe3HH.

Janee ObIn MONMydYeH pe3yibTaT MMMYHOTHCTOXHMMIYE-
CKOOTO HCCIIEIOBAaHUSA OCIKOB CHIBOPOTKH KPOBH M MOYH:
METOJIOM KOJWYECTBEHHOTO OMpPEEICHUS CBOOOTHBIX JIET-
kux uened (CJIL) BergBneno yBenmuenue CJIIL-k-Tmma
no0 197 Mr/m CBIBOPOTKH KPOBH, KOHIIGHTpAIHS KOTOPBIX
B 37,8 pa3a npesbrmaina konneHTpamuio A-CJIL n ykassiBaa
Ha HaJIMYUe KJIOHA TIa3MaTHYECKUX KIETOK, MOHOTUITHYHO-
ro no k-CJIII. Tem HEe MeHEE MO MPUUHUHE OJIUTOCEKPETOPHO-
CTH KJIOH He nuddepeHupoBaics Ha neKTpodoperpamme
KpPOBH, (IIIBTPOBAJICSA B MOUY M (OPMHPOBAJ ABOHHON CiIe-
ZOBOIt M-TpaaueHT B Y-30HE TOIBKO IIPH MMMYHO(DHUKCAIIHH
moun B Bune Oenka bernc-J[>koHca k. DnekTpodope3 KpoBH
JEMOHCTPUPOBAJI HAIMYHE THIOTaMMAarioOyIHHEMUH, TTPH-
3HAKH BBIPAKEHHONW BOCHAIHTENBHOW IHUCIPOTEHHEMUH.
HecmoTpss Ha OJIMTOCEKPETOPHOCTH, MPOTUPEPUPYIOMIHIA
KJIOH TIPOSIBJISLI Ce0sl TaK)Ke TIOBBIIIICHUEM COep)aHus [32-
MHKPOTTIO0YJINHA B CBIBOPOTKE.

CoueraHrne THUIIUYHOTO YTOJIIICHHWS CTEHOK MHOKapia
U PECTPUKTHUBHON AMACTONHYECKOH MUCOHYHKIIUHA C MOHO-
KJIOHAJIBHOM raMMamnaTHed y mamnueHTa 0e3 mpeaIecTByIo-

IIETO JJIUTEIBHOTO 3a00JIeBaHUS CEepAla IO3BOJIMIIO MPEA-
MOJIOKUTh auarHo3 AL-amuionposa. J[ns Bepudukauu
OTJIOKCHHSI aMUJIONJAa B TKAHSIX BBITIOJHEHA OMOICHS TOA-
KOKHOMW >KUPOBOM KJIETYATKU U CIMU3UCTON MPSMON KHUIIKH.
Bo Bcex mpemaparax oOHapy»KEHO OTIOKEHHE TOMOTEHHBIX
aMUJIONTHBIX Macc, AAIOMUX JIBOMHOE JIydemnmpeIoMIICHHE
¢ 107109HO-3€JIEHBIM OTTEHKOM (pHC. 7, CM. 4-10 CTp. 00I0XK-
ku). Takum o6pa3om, nuarno3 AL-amunon103a He BBI3BIBAI
COMHEHUH.

Knuangecknit nuarfHo3 ObIT CHOPMYIHUPOBAH CIEAYIO-
muM obpazom: 1. [lepBuunbiii AL-aMuI0OU103 ¢ TOpaKeHH-
eM cepana (pecTpUKTHUBHO-TUNEPTpodUUecKuii GeHoTHm),
nederu (7). MoHOKIOHATbHAS CEKpEIHsl (JIETKUe e UM-
MyHorno0ynuHoB K 197 mr/n, k/A — CJIL 37,8, 6enok benc-
JIxoHca K B Moue). 2. XpOHUYECKNH MTOCTKOBHTHBI MUOKap-
nut? HoBast kopoHaBupycHast nHMEKIus ot HosOps 2021 r.,
cepokonBepcrs. DoHOBBIe 3a00€BaHHS: THUINEPTOHUYE-
ckasg Oone3nb II cragmum, 2-ii cTeneHu moBbImCHUS AJl,
puck 4. [loBeimenHas TpabeKyIIPHOCTH JIEBOTO JKEITYIOUKA.
OcCOXXHEHUS: HapyIIEeHUsI pUTMA U MIPOBOAMUMOCTH CEpALA:
aTpHOBEHTpUKYNApHas Omokama III ct., mapokcu3manbHas
(dopma MepHaHUA-TPENETaHUs MPEACEPAN, JacTas Kely-
JTIOYKOBAsi AKCTPACHCTONIHS, HEYCTONYHMBAs >KEIYZOUYKOBas
taxukapaus. Ummnaatanus 9KC Apollo DR ot 06.07.2022.
JuchyHKIIUS TpencepaHoro 3MeKTpona. PenMruiaHTanus
anekTpomoB ot 30.08.2022. CpenHetsikenas JierodyHasi TH-
neprer3us. OTHOCHTENbHAS HEIOCTATOYHOCTH TPHUKYCITH-
nanpHOro kiamaHa [-II crenenu. XpoHudeckasi cepiaeyHas
HenpoctaroaHocTh 11b ctaguu, 3-ro @K o NYHA: nepude-
pUYecKHe OTEKH, TBYCTOPOHHUH THAPOTOpaKc, acuut. CHH-
JIPOM BHYTPHUIIEYCHOHOTO XOJecTasa.

IIpoBomunace MaccuBHas nuypetudeckas (dypoce-
mun 120-240 Mr/cyT, CHIPOHOIIAKTOH 25 MT/CYT, aleTas3oia-
mun 250 mr/eyT 3/3), kapauorpomnHas (3Hamanpua 10 Mr/cyr,
O6mcomponon 2,5 Mr/cyT), aHTHapuTMHYecKas (amMuoma-
poH 600 MT/cyT ¢ mocienyomuM cHIxeHneM 110 200 Mr/cyT)
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Puc. 5. Ixoxkapouozpaghua nayuenma:

A — napacmepnanvhulii 0ocmyn no kopomkoii ocu (Ougpgysnaa zunepmpogusa u neoonopoonocms cmenok JIK); b — napacmepnans-
HblIl 0ocmyn no Onunnou ocu (cunepmpogpus JIZK, ounamayusn neeozo npedcepous); B— anukanvuulii docmyn (pacuiupenue npeocepouil
npu HOpMALHBIX pazmepax deenyoouxos); I' — M-pexcum (ymonuwienue u cioucmocms muokapoa JIZK) (nosacuenus ¢ mexkcme)

Fig. 5. Patient’s echocardiography:

A— parasternal short-axis view (diffuse hypertrophy and wall inhomogeneity of the LV); B — parasternal long-axis view (LV hypertrophy,
left atrial dilation); C — apical view (atrial enlargement with normal ventricular sizes); D — M-mode (LV myocardial thickening and
layering) (explanations in the text)

r—— e =
A4 \ ;

4 _
Puc. 6. Mynomucnupanvnaa momozpagusa cepouya (MCKT) c konmpacmupoeanuem:

A — MCKT cepoya (zunepmpogus muoxapoa JIXK 6 6azanvnvix omoenax, cmpenku); b6 — MCKT oprownoit nonocmu (2enamomezanus)
(nosicnenus 6 mexkcme)

Fig. 6. Multislice computed tomography (MSCT) of the heart with contrast:

A — MSCT of the heart (LV myocardial hypertrophy in basal segments, arrows); B — MSCT of the abdominal cavity (hepatomegaly)
(explanations in the text)
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W aHTUKOATYISHTHas Tepanus (maburatpan 300 wMr/cyT)
C Y9eTOM MapOKCH3MOB TPEIIETaHUS IPEACEPANIA B aHAMHE3e
W CHHApPOMa HEMHOro mpenacepaus. Takyke Ha3HAYaIHCh
TpenapaTsl yPCOAe30KCUXOINEBOH KUCIOTHl M TacTPOIpo-
TEKTOPBI.

B pesynprare mpoBOAMMOrO JIeYEHHUS OTMEYECHO 3HAYH-
TEITBHOE YMEHBIIICHNE 3aCTOWHBIX SBIICHHH: BeC MaI[MCHTa
yMeHbIuiICH Ha 10 KT, MpaKTHYeCKH TOJTHOCTHIO PErpeccu-
POBaJIM OTEKH HOT, MOIIIOHKH, 3aMETHO YMEHBIIUJICI B pa3-
Mepax )KMBOT. B aHanmm3ax KpoBH OTMeUeHa MOJI0KUTEIbHAS
nuHamuka B Bujae cHrkeHuss NT-proBNP nmo 413 mr/mo.
Taxoke i1 OIEHKHM MPOTHO3a OBIJIO BHITIOIHEHO OIperene-
Hue TponoHwHa T, KOTOpBI cocTtaBua 54,6 Hr/n. B obmem
aHaJu3e KPOBH IPHU BBIITUCKE COXpaHAIACh HOPMOXPOMHAas
aHeMUS JIETKOH CTeNeHH (BEPOATHO, aHEMHUSI XPOHHUYECKHX
3a00J€BaHU B pamMKaxX aMujIonz03a), B OMOXHMHYECKOM
aHaJu3e KPOBHU, HECMOTPSI HA YMEHBIIICHHE 3aCTOHHBIX SIBJIC-
HUM 110 OOIBIIOMY KPYTY KPOBOOOPAIICHH S, 0OTMEYAIOCH Ha-
pacTaHme X0JecTa3a, YTO MO3BOJIUIIO PACIICHUTD IIOBBIIIICHIE
I'TT u menouno#i ¢pocdarassl Kak MPOSIBICHUE TOPAKCHUS
niedeHus npu AL-amumongose.

[TanuenT Opi HampaBieH B kInHUKY M. E.M. Tapeesa
IUIS IPOBEACHUS aHTHUILIA3MAIUTAPHON TEPaluH C IIENBI0
SIUMHUHAIIMN aMIUIOMIOTEHHOTO0 KIJIOHAa TIJIa3MaTHYEeCKUX
kaeTok. Y manueHta n3 CRAB-kpuTepreB MHOKECTBEHHOM
MHEJIOMBI (TUIIEPKATbIIUEMHUs], aHEMU S, MTOYeUHas HElT0CTa-
TOYHOCTbH, OYard OCTEOJIN3a) UMEJIACh TOJIBKO HE3HAYUTENb-
Hasg aHEMHs, TOAHATHE B2-MHKPOrIoOyInHA HE MpEeBBIIIA-
70 3,5 Mr/n, ane0yMuH ocTtaBaica B HopMme. Takum oOpazom,
C TOYKHU 3PCHHS OIMYXOJEBOW MPOrPECCHH MAIMEHT HE MOA-
JIeKal JICYeHUI0, TIOKa3aHueM K Hadally JIedeHus ObLT Mpo-
TPECCUPYIOINNA aMIJIONI03 C NMPEUMYIIEeCTBEHHBIM MOpa-
JKCHHEM CepAlia.

[locne mpoxokaeHUs ABYX KypCOB cHenu(puueckon Te-
panmuu 1Mo cxeme OopTezomub—1ukIodochanH—mexkcamera-
30H TAIMEHT YYBCTBOBAJ C€0S OTHOCHUTENHHO YAOBJICTBO-
PHUTENBEHO — OJIBIIIKa HE HapacTajia, HO PELUIWBHPOBAIH
OTEKHU HOT, C TPYIOM IOJJaBaJIUCh KOHTPOIIO aCHUT U TH-
JIPOTOpPAKC, HECMOTPSI Ha MACCHBHYIO AUYPETHUYECKYIO Te-
panmto. 16.12.2022, Haxonsace noma, BHe3amHo ymep. 1o pe-
3yJbTaTaM BCKPBITHS CMEPTh HACTYIHIIA OT OCTPOH cepaed-
HO-COCYIHCTOW HEIOCTATOYHOCTH, MAHHBIX 3a WHCYJIBT
HE TIOJIY4YeHO.

Oocyxnenue

OnucaHHBI KIWMHWYECKHHA CIIydail MMeeT IeNbId psif
ocobeHHOCTel. Bo-mepBbIx, ne00T 3a00NeBaHMs pa3BUIICS
IocJie HOBOM KOPOHABHPYCHOW WH(EKITNH, KOTOPasi MOXKET
paccMaTpuBaTHCS M KaK MPUYMHA BO3MOXHOTO TMOCTKOBHUJI-
HOTO MHOKapAWTa, yCyryOMBIIETOo TeueHHe 3a0oyieBaHUS,
¥ KaK TPUTTEp aMUJIOUIOoreHe3a. Bo-BTOpHIX, TsDKEIbIEe Ha-
PYLICHHUS TTPOBOJUMOCTH KaK IIEPBOE MPOSBICHNE OOJIE3HH
HE OYCHB XapaKTEPHBI I aMUJION 1032 B IIEJIOM, XOTS OIH-
CaHBI, KaK M Pa3BUTHE JICKTPOMEXaHHIECKON THCCOINAIIHH,
C HEaJIeKBATHBIM OTBETOM Ha IOCTOSHHYIO KapAHOCTUMYIISI-
nuo. B-TpeTsux, Ha MEpBEIi MIaH B KapTHHE OOJNE3HH BbI-
XOMJIa TsDKENas MPaBOXKEITYAOYKOBas HEJOCTaTOYHOCTH
(OTeKH M acHT) B OTCYTCTBHE CHCTOIHYECKOW TUCHYHKITUN

JIK, 4To co3nmaBano TPyJHOCTH B ONPENEIEHUU IPUPOLBI
XCH u TpeboBano nuddepeHuaibHOi TUarHOCTHKH C 3a-
OoJIeBaHUSAMHY TICUECHH, TPOMOO30M BOPOTHOW BeHBI. M, Ha-
KOHEL|, HECMOTPsl Ha OTHOCUTEJIBHO HEBBICOKHE YpOBHU NT-
proBNP u tpononuHa T, KOTOpbIE MOXHO OBLIO PACIEHUTD
KaK MPEeIUKTOPBl OTHOCUTEIBHO OJIATONPHUSATHOTO IPOrHO3a
[5], mammenT BHE3amHO yMep, HE UMesl OOIICTIPUHATHIX TS
OONBHBIX C KAPIUOMHOMIATHSIMH (PAKTOPOB PHUCKA BHE3ATHON
CEepAEYHOI CMEPTH.

Ha cerogHsAwmHMIl OeHp B JIUTEpAType MOSBUIIOCH JO-
CTaTOYHO MHOTO CBEIECHHII 00 aMMUJIIOMIOT€HHBIX CBOWM-
CTBaxX HOBOI KOpoHaBUpPYCHOH mHekiuu [6]. [IpakTnueckn
He BbI3bIBaeT cCOMHEHUH cBsa3b COVID-19 ¢ moBbImeHHBIM
PHCKOM pa3BUTHS HEHPOJETeHepaTUBHBIX 3a00JeBaHUM, Ta-
KUX Kak 00JIe3Hb AJbITreldMepa, B OCHOBE KOTOPOM JICKHUT
OTJIOKEHHE B TOJIOBHOM Mo3re B-amumnouna [7]. TlokazaHo,
YTO 3aIyCKaTh IPOLECC aMHJIOHAOICHe3a CIIOCOOHBI S-,
E- u N-6enku Bupyca SARS-CoV-2. I'pynmoii poccuiickux
YYEHBIX IPOAEMOHCTPHPOBAHO, YTO mTaMM OMHKpPOH, KO-
TOPBIM, CKOpEe Bcero, OblI WHMUIIMPOBAH HAI TAIUCHT,
obnamaeT OONBIIMMHM aMHIOMIOI€HHEIMH CBOMCTBAMH, YEM
€ro IpeaIIeCTBeHHUKH, IIOCKOJIBKY B 00JIacTH ero S-Oenka
JIBE U3 BOCBMH aMIJIOMJIOTEHHBIX 00JacTei CyIecTBEHHO
JIIUHHEee, HeXeNn 4eM y Apyrux mrammoB [8]. Passutue
AL-amunono3za He CBS3aHO C HEMOCPEJCTBEHHON aMuIIO-
HUJOTCHHOCTHIO OENKOBBIX (pparMEeHTOB CaMOTO BHpYcCa, KO-
poHaBHpYyCHasi MHPEKINUI MOTJIa OBITH TPUTTEPOM IS pas-
Buthus AL-ammionnmo3a y obcyxaaeMoro OOIBHOTO depes
THNHYHYIO JJI MHOTUX BUPYCHBIX WH(PEKIHH CTUMYIAILIUIO
XPOMOCOMHBIX IIEPECTPOEK B INIA3MaTHUYECKUX KIETKAX.

O6pamaer Ha ce0s BHUMaHHE OBICTPOE TPOTPECCH-
poBaHHE 3a00JE€BaHHUS C pPa3BUTHEM OWBEHTPHKYISIPHOU
CEepJCYHON HEIOCTaTOYHOCTH, BBIPAXKEHHOCTh KOTOPOU
B TIOJTHOM Mepe He OOBSICHSIOT HU TOJTHAS TIoriepedHas 0J10-
KaJa, HA aMUJIonJ03. Takoe Te4eHne MOKET OBITh 00yCIIOB-
JICHO TMPUCOECIUHEHUEM MHUOKApAWUTa, KOTOPBIM, MO BCeil
BUJIUMOCTH, HMeN cMemaHHyoo mpupony: SARS-CoV-
2-aCCONMMPOBAHHBI MHOKApAUT [9] B COYETaHWUU C BTO-
PUYHBIM BOCIAJIEHHEM B MHOKapjae Ha ()OHE TOKCHYECKOTO
sa¢pdexra CJIL. B nurepatrype MMEIOTCS KaKk €IUHUYHBIC
paboTHI, TOKa3aBIIIFE BEICOKYIO YaCTOTY BOCIIAJICHHUS B MUO-
kapzne (48%) y 6onpHBIX ¢ AL-aMuII0M1030M B HEOIATOIIPH-
SITHOE TIPOTHOCTUYECKOE 3HAUCHHE Takoro BocnaneHus [10],
TaKk ¥ ONHCAHUS CIydaeB MOP(OJIOTHYECKH Bepupuuupo-
BaHHOTO OCTPOT0 MHOKApAHUTA C Pa3BUTHEM 0O0paTuMoi AB-
6mokazas! 1 JKT mpu OoXHOBpEMEHHOM BBISIBIICHUN aMUJIONI0-
3a cepana [11]. Mopdomnornueckas Bepudukanms MHOKapIH-
Ta y Hamero OOJIFHOTO HE IPOBOINIIACH BBUIY BPEMEHHOTO
OTCYTCTBHS OMOTOMOB; OJJHAKO 3TO BPSAJ JU IPUHIINITHAIIb-
HO TOBJIMSIO OBl HA TAKTUKY JICYCHHUS, TOCKOIBKY HadaTas
O6onpHOMY crienudruYecKas Tepanus aMIION103a yKe BKITIO-
gana B ce0s JeKcaMeTa30H (CTepOUIIBI COCTABISAIOT OCHOBY
JICYCHUST MUOKAPIIUTA).

Hapymenust mpoBOIWMOCTH BIIOJTHE TUIIHYHBI JJISI aMHU-
Jon03a ¢ mopaxenueM cepamna. OHE 00yCIIOBIEHBI pa3o0-
IICHWEM KapAHOMHOIINTOB U BOJIOKOH ITPOBO/ISIIEH CHCTEMBI
32 CUET OTJIIOKEHHS B MHUOKapAe MaTOJOTHYEeCcKoTro Oernka,
a TaK)Xe TOKCHYECKHUM BO3JIEHCTBUEM JIETKHUX IIeTIeH HAa MH-
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okapn [12]. B yHuKanpHBIX paboTax ¢ MPUMEHEHHEM IPH-
KU3HEHHOHN Omoricnu MHOKapaa y 60impHBEIX ¢ AB-0O1okamoi
66110 MoKa3aHo otioxenne TTR-amunonsa UMEHHO B KJIET-
Kax MPOBOASIICH CHCTEMBI, PACTIO3HAHHBIX B COOTBETCTBUU
¢ xputepusamu Monckeberg—Aschoff (menxme HCN4-
MMO3UTHUBHBIE KIIETKH, OKPY>KCHHBIE BOJOKHUCTONW MemOpa-
Hoii [13]). Onucansl eTUHUYIHBIE CITyYad OCTPOTO Pa3BUTHUS
AB-010Kanbl BBHICOKMX CTETECHEH Yy MOXIIIBIX MalMeHTOB
C TPAaHCTUPETHHOBBIM aMHJIOHI030M M BeCbMa yMEpPEHHOH
(mo 14 mm) runieptpodueii JIXK [14]. B omHOM M3 peructpon
OONBHBIX C TPAHCTUPETHHOBBIM aMHUJIOHI030M YacTOTa
nvranTauu JKC cocraBuna 36% cpennt OONBHBIX € MY-
tanusaMu B reHe TTR n 43% cpenu O6onbHBIX 0€3 MyTanuit
[15]. Hammame AB-610Kkaibl BBICOKHX CTENIEHEH acCOIMUPO-
BaJIOCHh C JOCTOBEPHO XYAIIUM IIPOTHO30M (OobIeit cmep-
THOCTBIO) Y OONBHBIX C TPAHCTHUPETUHOBBIM aMHJIOHI030M;
BEIsIBIIEHB! B MyTaiuu B rene 77TR (Thr60Ala), accoruupo-
BaHHBIe ¢ AB-0mokamoil, 9T0 MOATBEpXKIAACT MEPBUUYHYIO
mpupoxy 6JI0Kagsl y TAKMX OOJIBHBIX U CTABHUT BOIIPOC O TEp-
BuuHOH ipodrmaktuke BCC [16].

BMmecre ¢ Tem momHas momepeyHas Onokajga y HalfeH-
TOB ¢ AL-aMHJIONI030M BCTpEYAeTCs] HEYACTO IO CpaBHe-
Huto ¢ nanueatamu ¢ TTR-amunmonmoszom [12, 17]. Io Beei
BHJIMMOCTH, 3TO CBSI3aHO C T€M, YTO HAPYIICHHUS IIPOBO-
JIUMOCTH TIPOTPECCUPYIOT MOCTEIIEHHO, M ManueHThl ¢ AL-
aMMJIONI030M 33a9acCTYIO MOTHOAIOT OT IEKOMIICHCAIINH Cep-
JIEYHON HETOCTATOYHOCTH paHBIE, YeM y HHX YCIIEBAIOT
pa3BuThcst AB-Osokanel Beicokux creneneit [18, 19]. Tomb-
KO B OJTHOM PErucTpe, BKIIOYaIoNuM B cebs 344 manueHTta
¢ AL-amunonio3oM, y 240 u3 KOTOPBIX OBLTH MPU3HAKHU TO-
paxeHHs cepana, 3apuKcupoBaHo 7 ciaydaeB AB-06mokanbt
Il crenenu, npudyeM OTMEYAIOCh HapacTaHWE HapylUCHUN
MIPOBOAMMOCTH TI0 MEpe IMPOrpPecCHPOBAHUS OCHOBHOTO 3a-
6oneBanus. B 3TOM mccrenoBaHNYM OMICAaHA CBSI3b HATUYHUS
MOOBIX HapyIIeHUH mpoBognMocTr U AB-6mokan ¢ Xyamei
BBEDKMBAEMOCTBIO TAIlMeHTOB. KpoMe Toro, marueHTsl ¢ Ha-
PYIIEHUSMH MTPOBOAMMOCTH MMENH JTOCTOBEPHO 0OJEe BHI-
cokue ypoBHHU bnomapkepoB NT-proBNP u Tporonuna I, ato
TaKXKe aCCOIMHUPOBAJIOCH C INIOXUM Iporao3oMm [19]. Ciyya-
eB ne6roTa AL-aMuion103a ¢ OJTHOM MONePEeYHOM 0JI0KaIbI
MIPH HOPMAJIBHBIX IXOKapIUOTpapUUECKUX mapaMeTpax, Kak
y HaIlero manueHTa, B JINTepaType He onnucaHo. BeposTHo,
MPUYMHON TAaKOTO TEYEeHHsS OOJNE3HH SBISIETCA COUYCTAHHE
aMHJION]103a C IOCTKOBUIHBIM MUOKAPAHTOM.

Eme ogHoii cienuduaHON MpoodieMoid, KoTopask BOSHHUK-
Jla y OMHCAHHOTO NaluenTa, Opia HedddexTuBHas paboTa
nMraaTupoBaHHoro OKC, MOMHOCTRIO HE YCTpaHEHHas
Jla’ke TIOBTOPHOW MMILTaHTanuel snexktpoaa. [lpu amunon-
J103€ TUIMUYHBIM OCJIO)KHEHHEM MOJKHO CUHTATh HE MPOCTO
pa3BHUTHE CHHIPOMA c1ab0CTH CHHYCOBOT'O Y3J1a, B PAE CIIy-
gaeB ocTpoe [20], HoO BOBHUKHOBEHHUE YIEKTPOMEXaHMIECKOU
JIMCCOLMAIINH, T.€. HEBOCIPHUMYHBOCTH MHOKapa K HaBs-
3aHHBIM 3JIEKTPOCTHMYyJIaM. YacToTa TOmOOHOTO SBIICHUS
HEU3BECTHA, OHAKO OMHCAHBI CIydYau (aTanbHOI TUChYHK-
nur OKC HemocpencTBEHHO TOcie ero uMiiaanTanuu [21].
Kpaiineld cTeneHbl0 3JIEKTPUUYECKONM HEKOMIIETEHTHOCTH
MHOKapza MpeCcepauil SBIseTCS pa3BUTHE TIPHU aMUIIONI03€
TaK Ha3bIBAEMOT0 CHHAPOMA HEMOTO IMpencepans, KOTOPBIH

Notes and observations from practice

XapaKkTepusyeTcs ero MOJHON 3JIEKTPUYECKOW U MEXaHUYe-
CKOM HEaKTHUBHOCTBIO. Ero npr3HakoMm B HallIEM Ci1ydae cTa-
JI0 KaK OTCYTCTBHE OTBETA MPEACEPINNA Ha CTUMYJISAINIO, TaK
1 UCUE3HOBEHHE MTapOKCH3MOB TpETIeTaHusI TIpeacepanii (0e3
AHTHAPUTMHUYECKOW Tepamnuu). AHAJIOTHYHBIC MPOIECCHI
B JKEJIyZOYKaX MOTYT CTaTh OCHOBOH s pa3Butus BCC —
HE TOJIBKO uYepe3 (QHOPHIIALHIO KEITYyJI0UYKOB, HO U Yepe3
ACHCTOJHIO, OJJHAKO, HECMOTPS Ha CTONH CHenu(pUIHEIEC Ta-
TOTEHETHYECKUE MEXaHU3MBl apUTMHH, UX TPOQHIAKTHKA
y OONBHBIX C Pa3TMYHBIMU (hopMaMu aMUIION 1032 pa3pado-
TaHa a0COJIIOTHO HEIOCTATOYHO, TPArnIeCKON HIITIOCTPAIlH-
eif yero cray KaTaMHe3 IPEACTaBICHHOTO OOJIBHOTO.

ITpu Beimucke u3 ®TK Ha PoHe anekBaTHOM KapAUOTPOTI-
HOW W JUYPETHYECKOW TepalmuH y HAIIero IManueHTa OBIIo
JIOCTUTHYTO 3HauuTenbHoe cHHkeHne NT-proBNP, ypoBeHb
TpornoHWHA T OBLI OTHOCHTENIEHO HEBBICOKUM IS MTAI[HEH-
TOB ¢ AL-aMuJI0M1030M, OJTHAKO 3TH OMOMapKephl B OCHOB-
HOM HaIIpaBIJIeHBI Ha TPOTHO3 B OTHOIICHUH IIPOTPECCUPYIO-
el cepAeYHON HEAOCTATOYHOCTH B HE MOTYT OBITH MCIIOJIb-
3oBaHbl 1151 oneHKH pucka BCC [22]. TIpodunaktuka BCC
y 60bHBIX ¢ AL-aMHUIIONI030M SIBIIIETCS CIOXKHOI mpoobie-
Moi#. Jlo 30% marnuenToB ¢ AL-aMuI0M1030M YMUPAIOT BHE-
3amHo B TeueHne 90 mHel ¢ MOMEHTa MOCTAHOBKH IHArHo3a
[23], HO B CBsI3M C OTHOCHTEIHHO HEOOJBIIONH OXKHIAEMOI
MPOAOJKUTEIFHOCTRIO )KM3HU (MEHee To1a OT MOMEHTa I10-
SIBJICHUSI CHMITTOMOB CEPJICTHON HEAOCTATOYHOCTH [24]) To-
Ka3aHWA K UMIUIAHTALUK KapauoBepTepa-aepuopuiisTopa
(MKJ) aTo#t Tpynme manueHTOB 0OCYXIalIuch Maio. Tem
HEe MeHee Ojaromaps COBPEMEHHBIM BO3MOXKHOCTSIM CIIE-
nudugeckort Tepanuu AL-amMHION03a TEMAaTOJIOTHYECKO-
ro oTBeTa ynaercs 1o0uThes y 69%, a oTBETa CO CTOPOHBI
cepara B BUAE YMEHBIICHUS TONIIMHBI MUoKapaa — y 42%,
B pe3ynbTaTe 00mas BEDKHMBAEMOCTH OONBHBIX C IOpa)e-
HUEM cepana gocturaet 46 mecanes [25], 9TO CymIecTBEH-
HO mpeBbimaeT 1 rox. HecMoTps Ha 3TO, B OTEUECTBEHHBIX
PEKOMEHIAIMAX II0 KEIYJAOYKOBBIM HApYIICHUSIM DPHTMa
W BHE3aIHOH cepaeyHor cMepTH B pemaknuu 2020 1. yrmo-
MUHAHUA 00 aMHIIONI03€ CEPAIIa MTOJTHOCTHIO OTCYTCTBYIOT.
B pexomenmanusx Eporefickoro o0riecTBa KapaHoIOTroB,
BeIeAmnX 26 aBrycra 2022 1., B pasaeine, MOCBSIIEHHOM
PECTPUKTUBHBIM KapAMOMHUOIIATUSAM, TOSBIACTCS yKa3aHHE
Ha TO, YTO y MAIlHEHTOB C TeMOAMHAMHYECKH HECTaOUIIFHON
KT cnenyer paccmorpets nmmnanTanuio UK (I1a, C) mo-
Clle TIIATENBHOr0 OOCYXXICHHS KOHKYPHPYIOIINX PHCKOB
HEApUTMUUYECKON CMEPTH U CMEPTH, HE CBA3aHHOM C mopa-
JKeHneM cepana [26].

Hcxons w3 3TUX PEKOMEHJAALMM, Y HaUlero mnalueH-
Ta He OblIo mokaszaHui k mmmutantanuu MKJI. EBpomneii-
CKHe PEeKOMEHIAIINH OCHOBAaHBI Ha HEOOIBIIIOM HCCIEeIOBa-
Hum 2008 T, B KOTOpOE BOILIX Bcero 19 manueHToB ¢ aMuIo-
MJI030M cepiria ¢ 0OMOPOKaMH H/FIIH 9aCTOH KeTyT0YKOBON
JKcTpacucToaueil. B aToit paboTe roBOpUTCS O TOM, YTO JIUIIb
OT/ICNBbHBIC MAITUEHTHI C AMHJIONI030M CEPIla BEIUTPHIBAIOT
ot uMrmiantanuu MKJI, a OONBIIMHCTBO U3 HUX MOTHOAIOT
B pe3yibTaTe 3JEKTPOMEXaHWUYECKONW IHUCCOUHMALNH U IPY-
TUX MPUYUH, He oAaatonuxcs Tepanuu MK/ [27]. B 2021 1.
OBLTH OITyOIMKOBAHBI PE3yNIFTAaTHl HAPPATHBHOTO 0030pa pa-
6ot o poniu UK/ B mpodunakrrke BCC y manueHTOB ¢ amMu-
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JouI030M cepana. B Hero Bomu gaHHbIe 11 peTpocmex-
THBHBIX HCCIIEIOBaHUH (CyMMapHO OKoOJo 718 mammeHToB),
B pe3yJbTaTe aHaJu3a KOTOPBIX ITOKa3aHO, YTO Yy YETBEPTH
OONBHBIX OBLTM 3apUKCHUPOBaHBI aleKBaTHBIE cpabaThIBa-
Hust UK/, npuuem y 88% 3THX manueHTOB MOKH ObLTH 3¢-
(heKTUBHBI U MAIIMEHTHI BBDKUIH, OIHAKO y 68% OOIBHBIX
BO Bcell BeIOOpke Hanmmuue K]l He oka3piBajo BIMSHHS Ha
BBDKHBaeMOCTb. [28]. CymecTBEeHHBIM OTpaHUYICHHUEM 3TOTO
0030pa SBIAETCSA TO, UTO B HETO BOIIIH MAIIUEHTHI HE TOIBKO
¢ AL-amMmionzo3om, HO ¥ ¢ APYTUMHE (hOpMaMU aMHIIION103a
C TIOPaXCHUEM CEp/Ia, KPOME TOTO, B Ka)kKJIOM U3 HCCIE0-
BaHUH HCIIOb30BAINCH PA3IMIHBIC KPUTEPUH 0TOOpa 00JIb-
HBIX s umiuiantanun MK/, a B HEKOTOPBIX paboTax dTH
KPUTEpHUH HE ObLIH yKa3aHbI BOBCE.

Crpatudukanus pucka BCC tpebyer rubkoro, Kom-
IJICKCHOTO TTOIX0/1a M HE MOXKET OBITh OCHOBaHA TOJBKO Ha
camxennn OB menee 35% wiam HamWYUM TeMOJUHAMHUYE-
ckn HectabunpHOW JKT. Ha mpakThke NemaroTcs MOIBITKH
MPUMEHHUTh K OOJNBHBIM aMHUJIOMI030M Ceplla KaJbKyIIs-
top S-netHero pucka BCC, pa3paGoTaHHBIN IS THIEPTPO-
(uueckoit kapauommonatun. PacuetHwri puck BCC mis
HaIlleTo marueHTa coctaBmiI 061 3,13%, 94To coracHo peko-
MeHIanusM He TpedoBaso 661 mmmnantanuu UK. Onnako
OYEBHIHO, YTO JJIs OONBHBIX C aMHJIOMIO30M 3TOT KaJbKYy-
JATOP HE TOIXOANT — TIPEXKJE BCEro M3-3a ropasno Ooiee
CTapIiero BO3pacTa, YeM IIPU MEPBHYHOW TUIEPTpOodude-
CKOHl KaproMuomnaTuu (IIpH KOTOPOH apUTMHYECKHE COOBI-
THS YaIie TPOUCXOIAT ¥ MOJIOJBIX), BEIPAKCHHON U paHHEH
PECTPUKTUBHON NUCHYHKINH, a TAK)KEe BBUIY MPHOOpETEH-
Horo xapaktepa AL-amunonnosa (pakrop BCC B cembe 3a-
BEZOMO BBINIAJIET U3 PacdeToB). AMIIONI03, KaK M JIpyTHE
PECTPUKTUBHBIE KapAHOMHOIIATHH, TPeOyeT COOCTBEHHOTO
MPOTHOCTHYECKOT0 Moixoa B oTHomeHuu pucka BCC.

EcTb nanHble, 4TO NPUCYTCTBUE JAXKE NAPHOM KeTyq0U-
KOBOM 3KCTPAaCHUCTOIWH y MAaMeHToB ¢ AL-ammonmo3zom
SIBJISICTCS TIPEIUKTOPOM HEOIarompUATHOrO MporxHosa [29].
AKTHBHO BeIyTCsS MOMCKH dXOKapauorpaduyueckux u MP-
npeaukTopoB BCC: moka3aHo, 9TO CHM)KEHHE TPOAOILHOM
nedopMaiii MHOKapaa MOBBIIIAET PHCK JKEITYIOYKOBBIX
apUTMHHA, a TPaHCMYpaTbHOE OTCPOUYEHHOE HAKOIUICHHE
KOHTPACTHOTO IIpenapaTa W IPHU3HAKHA OTEKa acCOLUUPO-
BaHBI ¢ Oojiee HU3KOW BBDKHBAEMOCTBIO MAnueHToB ¢ AL-
ammitono3oM [30-32].

OTtex MHOKapaa — OOWH U3 MPU3HAKOB aKTHBHOT'O MHO-
KapAuTa, TMO3TOMY HEIb3s HCKIIOYHUTH, YTO y MAIMCHTOB
¢ nmpusHakamu oreka npu MPT ncTuHHON NpUYMHON yXyA-
[ICHUS] TPOTHO3a SIBJISIETCS TPHUCOCAMHEHHE MHOKapIuTa.
K coxanenuro, HameMy HaMeHTY OBLIO HEBO3MOXKHO BEI-
nonHenne MPT cepaua B cBsizu ¢ MP-HecoBMeCTUMBIM
OKC. ABTOpHI yHNOMSHYTOTO BBIIIE 0030pa JTUTEPATYPHI
MpeAIararoT HHTEPECHBIN aJITOPUTM ISl OIICHKH MTOKa3aHUH
Kk umiutantanuu UK ]l mamuentam ¢ AL-amunongozom ¢ @B
6omee 35% u ypoBHeM NT-proBNP < 1800 nr/mx B pamkax
nepBuuHO npodunakTuku BCC: oxxumaemasi Mpom0IDKH-
TEITBHOCTD JKU3HHU ATHUX MAI[MCHTOB IIPEBHIIIACT OAWH TOJ,
n uMmmuiaditanus WKJ[ pexoMeHnyeTcs mpu HallM4MM He-
ycroitunBoii XXT n/mnn oOMOPOKOB, HE CBSI3aHHBIX C OPTO-
CTATUYECKUMU SIBICHHUAMH, W/HUIN TpaHcMypansbHeiM LGE

W/WIM CHW)KEHHEM TMPOMOJIbHON nedopmaruu Muokapmia
(2D-GLS > —15%) [28].

B cOOTBETCTBHUY € 3TUM aITOPUTMOM HAIl OOTHEHON UME
moka3anus K umiutantanuu UKJ]I, omHako 3TH JaHHBIE I10-
CTPOEHBI Ha HECBA3AHHBIX JIPYT C JAPYTOM HCCIECAOBAHUIX
u, 0e3ycIOBHO, HYXIAIOTCS B IIPOCIEKTHBHON IPOBEpKE
Ha aJeKBaTHOW BBIOOpKE MamMeHTOB. EIe OJWH BaXKHBIN
acnext BCC nmpu AL-ammnonnose oOcykmaercs Tpynmon
UTAJIbSIHCKUX YYEHBIX: OHH TPOAHAIHU3UPOBATH PETHCTP
n3 66 manueHToB, § U3 KOTOphIX (12%) mepeHecnn OCTaHOB-
Ky CepAla M3-3a JKeIYIOYKOBBIX HAPYIICHUH PHTMAa CITyCTS
B CpeiHEM 6 Mec. OT MOMEHTAa IIOCTAaHOBKH AnarHo3a (4 ymep-
710, 4 BEDKMIIO O1aronaps cpabateiBanmsm UK /] nnn Hapyx-
HoOW nedpubprmmannn). YTo oco6eHHO BaxkHO, y Bcex 8§ BCC
MPOM30IIIJIa BO BPEMsI Kypca XUMHOTEpauu nuKiIopocha-
HOM, 00PTE30MHOOM U IEKCAMETa30HOM, TOIBKO y 1 00IbHO-
r'o B JajbHEWIIeM HaOII0AaINCh aIeKBaTHBIC cpabaThIBaHUS
UK]I B nepuoa pemuccuu. Mcxonst u3 3Toro, BEICKa3bIBaeTCA
MPEATIONOXKEHNE, YTO XUMHOTepanus nosbiaeT puck BCC
13-3a JOTMOJIHUTEIIFHOT'0 KapIHOTOKCHIECKOro 3 deKTa, o-
HaKo Tak)Xe HeoOXouMa IIpoBepKa 3TON TUIIOTE3bI Ha 0OJTb-
mux BeIOOpKax 0onbHBIX [33]. Bo3amoxHo, manuenTam ¢ AL-
aMUJIONI030M C JKETTyTOYKOBBIMH HAapYUICHUSIMHU pUTMa 0e3
HapyIIEHHH TPOBOIWMOCTH HMEET CMBICH WMILIaHTAIUs
noakoxHbIx MK/ Ha mepros KypcoB XMMHUOTEPAIIUH.

3akiarouenue

[osiBnenne »¢ddextuBHON Tepanuu AL-amumonmosa
C MOpakeHHWEM CepAlla MO3BOJISIET MPOIIUTH XKU3Hb 3TUM
MarMeHTaM, OIHAKO CTAaBHT IIEpe] CIEHUAJIUCTaMH 3ala-
9y KOMIUIEKCHOH oreHkHu pucka BCC u ee mpoduimakTUKH.
K »or1oii mpobieme criegyeT MOAXOIWTH HWHAWBHAYAJIBHO
U paccMaTpuBaTh BO3MOXKHOCTh uMILTaHTanuu WK]] ma-
[UEHTaM C KeIyJIOYKOBBIMH HapyIICHUSIMH PUTMa: 4YacTOU
9KCTPACUCTONMEN U HEYyCTOWUHNBOM JKENyA0UKOBOU TaXUKap-
nueil. Ctparudukanus pucka BHE3aITHOH CMEPTH y OOIBHBIX
C aMWJIOHZ030M HE MOXET CTPOHUTHCS HCKIIOYUTEIHHO Ha
OCHOBaHUH KPUTEPHEB, Pa3pabOTaAHHBIX AJII OONBHBIX C JH-
JIATAllHOHHOW W THUNEPTPOPHIECKOH KapAHOMHUOTATHSIMH,
U JOJDKHA YYUTHIBATh CICUH(DUIHBIE MEXaHU3MBI, 00yCIIOB-
JICHHBIE KaK XapakTepoM 3a0oJieBaHUs, TaK U MPOBOIUMOM
10 €ro noBoay xumuorepanueu. Ilpu octpom pa3BuTuu Ha-
PYIIEHUH PUTMa U IIPOBOAMUMOCTH Y OOJIBHBIX C aMHIIOH]IO-
30M CIeyeT UMETh B BHAY BO3MOXKHOCTH MPHCOEAHHEHUS
MHUOKapANTa, a y MalMeHTOB, IEPEHECIINX HOBYIO KOpOHa-
BHUPYCHYIO HHEKINIO, — €€ BO3MOXHYIO pOJIb B MHAYKIIUU
KaK TOCTKOBHJIHOTO MHOKapIuTa, TaK U COOCTBEHHO aMH-
Jon03a.

Kongpnuxkm unmepecos. ABTOpPHI 3asBISIIOT 00 OTCYT-
CTBHH KOH(IUKTA HHTEPECOB.

Qunancuposanue. ViccienoBaHue He UMEIO CIIOHCOP-
CKOM MOAACPKKH.
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