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"310 90,;104HO-3€eJIeHOoTro IBeTa" . KIImMHNYeCcKuit
cayyau

Adaynosa A.P., Koposuna O.O., Macuuxkos P.I1., Maaatos H. 3. KAPANONOIUA

OI'BY "HanyoHaAbHBIT MEAMMHCKII MCCAEAOBATEABCKIII [IEHTpP Tepanuy i IpoduAaKTIHIeCKOi MeAnIyHbl" Muu3apasa Pocenn.
Mocksa, Poccns

C Hayana BbIIBNEHWS NOAO3PEHMS HA amMWUIONL03 4O YCTAHOBNEHNS  OTHOLUEHUS U [eSATENIbHOCTb: HET.
TOYHOrO AMarHo3a NPOXOAUT HE MEHEEe HECKOJbKUX MECSLLEB, YTO OT-

KnagplBaeT Ha4yano cneunduyeckon tepanuu. Auardoctuka amunon-  Moctynuna 10/05-2023

[03a J0/XHA 3aK/i04aTbCsl He TONbKO B nmpoBedeHun auddepeHum-  PeueHsus nonyvena 17/05-2023
anbHOro AvarHo3a v NoATBEPXAEHUM AnarHo3a, Ho U B onpefeneHun  MpuHsaTa k nyonukaumum 09/06-2023
TMna amunonposa. KnnHnyeckmin cnyyai MHTEPECEH TEM, Y4TO Npu na-

60paToOpPHOI U MHCTPYMEHTASIbHON ANArHOCTUKE ONPEAENANACh KIMHN- m:

yeckasi kKapTuHa, xapaktepHas ana ATTR-amunongosa ¢ nopaxeHnem _

nepudepryeckor HEPBHOW CUCTEMbI N cepaua, a Takxe kapTuHa AL-

ammnnonaosa ¢ NPenMyLLLECTBEHHLIM NOPaXEHNEM MoYek. s okoHya-  [Ana umtupoBanusa: AdayHosa A. P., KoposuHa O. 0., MacHukos P.T1.,
TE/bHOI MOCTAHOBKM AMarHo3a TpeboBanocb HeoaHokpaTHoe npose-  MagaToB H. 3. "310 96104H0-3e1eHoro upeta”. KnnHuyeckuin cnyyai.
[leHve Groncuy ¢ NocnesyLLMM TUMMPOBAHUEM aMUIONAA. KapaunosackynspHasi Tepanusa v npo¢unaktmka. 2023;22(7S):3632.
KnioueBble cnoBa: AL-amnnonzos, ATTR-amunonaos, MOHOKIOHanb-  doi:10.15829/1728-8800-2023-3632. EDN YSSLAO

Has CeKpeLms, MHOXECTBEHHas Muenoma, 6enok beHc-IxoHca, CLMH-

Turpadus MMoKapaa, UMMYHOXVIMUYECKOE UCCNIEA0BAHME KPOBU 1 MO-

4u, AMArHOCTMKA.

"Apple green evil". Case report

Afaunova A.R., Korovina O. 0., Myasnikov R.P., Madatov N.Z.
National Medical Research Center for Therapy and Preventive Medicine. Moscow, Russia
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and confirmation of the diagnosis, but also in determining the type
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OTKJIAIIBIBAIOIIMECS B COCTABE aMWJIOWIA B Pa3TMIHBIX
opraHax, BbI3bIBag ux auchyHkumio'. Ilpossienus
aMUJIOUJ03a Pa3HOOOPa3Hbl U 3aBUCIT OT JioKaiu3a-
LM aMUJIOWIHBIX OTIIOKEHMIA. B mpakTrke aMuionio3
JIUArHOCTUPYETCST TIO3THO M3-3a OTCYTCTBUS CITELIM-
(bUYecKUX CUMMTOMOB M KIMHMYECKOM MUMUKDPHHU.
HecBoeBpeMeHHOE BBISIBJIEHUE TAaHHOTO 3a00JIeBAHUS
BEJIET K OTKJIaAbIBAHUIO Havyalla Teparuu, 4To, B CBOIO
o4epesb, OTPULIATEIEHO BIIMSIET HAa TIPOTHO3 MAIlMEHTOB
¢ amuiouno3oM. Ui BbISIBIEHUS TaHHOTO 3aboJieBa-
HUS TpeOyeTcsl BHUMATENbHBIN cOOp Xanob, aHaMHe-
3a UM BBICOKAsI CTEMEeHb HACTOPOXKEHHOCTH K "KPacHBIM
(bmaram", KoTOpBIEe, HECMOTPST HA OTCYTCTBUE CTICII(DU-
YeCKUX CUMIITOMOB, TIOMOTAIOT BpayaM pasIMYHbIX CITe-
LMATbHOCTEH 3aM0N03PUTh aMUIIOUI03.

Onucanue KJIMHAYECKOro Cydas

[ManueHT 65 net ¢ mepcucTupyrouieit hopmoit
bubpunnsauuu npeacepauii, TaXMCUCTOIMYECKOTO Ba-
puanTa rocriutanusupoBaH 10 oktsaopst 2022r B ®I'BY
"HMMWLI tepanuu 1 npodmIaKTUIECKON METUIIMHBI"
(HMHUILI TIIM), B cTalilmoHape BOCCTAaHOBJEH CHUHY-

1

Knunnueckune pekomeHpaumu: CuctemHbiii AL amunonpos, Acco-
upaumsa conencTBms Pa3BUTUIO remMaTonorMmn 1 TPaHCNIaHTON0r K
KOCTHOro Mo3ra "HauuoHanbHOe remaTonormyeckoe obuecTso”,
2022 rog.

IManuent B., 65 aer

COBBII PUTM METOJOM B3JIEKTPOUMITYJIbCHOI Teparuu
(pucyHox 1).

B anamuese: ¢ 2020r oTMeyas OABIIIKY MpU Hu-
3MYeCcKOll Harpys3ke, ¢ MOCTETIEHHBIM IPOTPECCUpPO-
BaHueM. C guBaps 2021t mocie nepeHeceHHOH HOBOM
KOPOHABUPYCHOM MHGpEKIMN 0e3 TopakeHUsl JIETKUX
(KT-0) ormevan ycunenue oawiiiku. Ilpu obcneno-
BaHuUU B gHBape 202Ir Ha 3JeKTpoKapauorpamme
BIIEPBbIE 3apeTUCTpupoBaHa GUOPMIUISILIMS TIpeacep-
NN, CyObeKTUBHO HapyllleHUe pUTMa MalMeHTOM He
omrymanach. ITOMbITOK BOCCTAHOBJIEHUSI CUHYCOBOTO
putMa He Obu10. Ha dhoHe Ha3zHaueHUs GucompoJio-
Jla 5 MT/CyT. aMOy/IaTOpHO OTMEYajoCh BEIpaXkeHHOE
CHUXEHME apTepuaibHOro masieHust mo 80/60 mm
PT.CT., TIperapat OTMEHEeH CaMOCTOsITeJIbHO. B HosI-
O6pe 2021r BriepBbIe MOSIBUJIKCH KAT00Obl HA TUCKOM-
dopt 3a rpynuHO pyu (GU3NIECKOM HATPY3KE U OTEKU
HWDKHUX KOHeuHocTel. Oxokapauorpadus 11.2021r —
dpakuus BwoiOpoca 46%, nuddy3HBIN TUITOKUHE3
MHUOKapaa JeBOTro ejynouka Ha ¢oHe (puOpuLis-
MU TIPENCePANiA, TOMIIMHA MEXCKETyTOUKOBOM Tiepe-
roponku Il MM, CUCTOIMYECKOE NaBJICHUE B JIETOU-
HO#l aprepuu 32 MM PT.CT., KUIKOCTb B TepUKapie.
Crpecc-axokapauorpadpus 02.2022r — orpunareib-
Hasl Mmpo0a Ha BBISIBIEHUE CKPBITON KOpOHApHOW He-
JIOCTaTOYHOCTH.

AHAMHE3 3ABOJIEBAHUSA

| 2020r 01-02.2021r 11.2021r 02.2022r 10.2022r
Kano6et COVID-19
Tocnuranusanus
OapImka B HMUI TIIM
Juckomdoprt
32 rpyAMHOI —
OTexkH HUKHHUX
KOHEeYHoCTel
O6caenroBanus DKTI': OIT ¢ YKC | IxoKI': IxoKI': OB JIXK 52%, CIUIA 31 mm pr.ct., KIAP JIK 46 mm,
75-100-110 OB JIX 46%, KCP JIK 30 mm, KJ10 JDK 87 mu, KCO JIXK 42 min, 3HJIC ner.
YA./MHH. b dy3HbIHi rHIOKHHE3 Crpecc IxoKTI': npoba Ha BbISBICHHE CKPBITOH KOPOHAPHOM
muokapaa JOK, HEJIOCTATOYHOCTH OTPHULIATENIbHAS.
CJUIA 32 mm prcT,, XMDOKT (6ucomnpomnon 0,625 mr/cyT.): B Tedenue cytok OIT
JKMJIKOCTb B IIEPUKapJIE. ¢ YKC 58-76-97 yn./mun.
Jleuenue Buconposion Anuxcaban 5 mMr/cyT.
5 mr/eyT. Buconposon 0,625 mr/cyT.
c Po3sysacrarun 2,5 mr/cyT.
CcaMOCTOSATeTbHOI Topacemun 2,5 mr/cyT.
OTMEHOI.

Puc. 1 BpemeHHas mKaia Te4eHUs 3a00eBaHUS.

Ipumeuanue: 3HJIC — 30Ha HapylIeHuUs JToKaTbHOI cokpaTuMocT, KJIO — KoHeuyHblil nuactoauyeckuii oobem, KJIP — KoHeuHBblii tnactonnye-
ckuit pazmep, KCO — koHeuHblit cuctonnueckuii 0obeM, KCP — koHeuHblil cuctoimueckuii pasmep, JIXK — neBbiit xkenynouek, CAJIA — cucronu-
JyecKoe JaBJieHue B JierouHoii aprepun, @B — dpakuus Beiopoca, OI1 — bubpmisims npencepauit, XMOKI — xontepoBckoe MOHUTOPUPOBAHHUE
seKkTpokapanorpammbl, Y2KC — yactora xenynoukoBbix cokpaiienuit, DKI' — anekrpokapauorpacbus, DxoKI' — axokapauorpacdusi.
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Kapouonoeus

IIpu monpobGHOM cOope aHamMHe3a U 00ciieno-
BaHUU oOpaiiaer Ha cebs BHUMaHUE: XaloObl Ha
OHEMeHMEe HUXHUX KOHEUHOCTEi, CHUXEHHE IPO-
NOJIbHOM AedopMaliu MUOKapaa Ha YpoBHe 0a3ajib-
HBIX U CPETHUX CETMEHTOB C COXpaHeHueM nedopma-
IIMA BEPXYIIKU JIEBOTO XeJynouKa, MepuKapaIuaib-
HBI BBITIOT, HU3KUII BOJIbTaxX KoMIuiekcoB QRS Ha
ajieKTpoKapauorpamme, nporeunypust no 0,74 t/m,
rumnonporenHemMust 1o 62,0 r/ia, oprocraTudeckasi
TUTIOTEH3Us, TOBBIIIEHUE YPOBHS IN-KOHIIEBOTO
ITPOMO3TOBOTO HATPUMYpETUYECKOTO TMENTHUIA 0
2116 nr/mMa — TakuM 00pa3oM, UMEETCsT HECOOTBET-
CTBUE TSKECTH CEepPAEYHOM HETOCTAaTOUHOCTU PEMO-
JeTMPOBAHUIO CEPIla, YTO MO3BOJIUIIO 3aIOA03PUTh
cucTeMHOe 3aboJjieBaHME 0OJIe3HEW HAKOTUICHUS —
ammiouno3. beuta mpoBeneHa nuddepeHuraTIbHaS
JIUAaTHOCTUKA MEXIY 4YacTO BCTPEYAIOIIUMUCS THU-
namMu amuiaougo3a B Hameidl momynsuuu: ATTR-
amuiaounoszomM, AL-amunougozom [1]. CumHTHUIrpa-
(ug muokapna ¢ nupodochatrom — cumHTUTpaduye-
ckag kapTuHa, xapaktepHas miag ATTR-amunounosa.
MMMyHOXMMUYECKOe MCCIeI0BaHNE KPOBU U MOYM —
BbIsSIBJIeHAa MOHOKJOHabHas cexkpeuust IG D A (ner-
Kux uemneit), 6enok beHc-J/IxkoHca B MOUYM, UTO Xapak-
TEPHO JUTSI TIAlIMEHTOB C MHOXECTBEHHOI MMEJIOMOIA,
MePBUYHBIM aMWIOUIO30M U APYTUMU MOHOKJIOHAJb-
HBIMU Tammamnarusimu. [Ipu mpoBeneHUn ooOCiienoBa-
HUS UCKJIIOUeHa MHOXECTBeHHas1 Muenoma. buoricus
TTOAKOXHO-KUPOBO# KJIETYATKN — BBISIBJIEH aMUJIOU]T
(TTipu IpocMOTpe B TOJSIPU3ALMOHHOM MUKPOCKOIIEe
MpeaBapuTeIbHO OKPAIIeHHBIIT KOHTO-KPAaCHBIM TIpe-
rmapat u3MeHsIeT KpacHBII 1IBET KOHTOMUIbHBIX OTJIO-
JKEHUM Ha s16J104HO-3eIeHbli). [JIs1 OKOHYaTEIbHOTO
YCTaHOBJIEHUsI TMAaTHO3a MPOBENeHO UMMYHHOTHUCTO-
XMMUYECKOE TUTTMPOBAHUE aMUJION 1A, TIe TTONTBEePXK-
neH AL-amuionnos.

Kinnnyecknii 3aK/I109MTEIbHBIN TUATHO3

OcHoBHoe 3a00seBanune: CrcreMHbIil AL-amunon-
J03 C IOpaXXeHUEM CepIla, MoYeK, nepudepudecKoit
HEPBHOU CUCTEMBI.

CoueranHbie 3200/1eBaHUS:

Atepockiiepo3 aopThl, OpaxuonedanbHbIX apTe-
puii. Tunepnunuaemus Ila.

OcJ10:XKHEeHHs1 OCHOBHOTO 3200/1eBaHusl: XPOHUYECKAsT
ceprnevyHas HepoctatoyHocTh IIA cTamuu ¢ coxpaHHOM
(paxkuuu BeiOpoca seBoro xeaymouka, II dpyHkmo-
HanbHbIM Kaacc mo NYHA. JlerouHast rumnepreH3ust
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1 cTeneHu.

Hapymienus putma cepaua: napokcusMajabHas
dopma GubpuIIAIMU TOpeAcepAnil, TAXUCUCTOINYE-
CKUil BapuaHT. Puck TpoM003MOOJIMYECKUX OCIOX-
HeHuit o mkane CHA2DS2-VASc 2 6anna, puck
kpoBoTeueHuit o mkane HAS-BLED 1 6an.

XpoHuueckas 60Jyie3Hb Moyek 3A ctaguu (KJIu-
peHc kpeatuHuHa 1o Koxkpodry-Tonty 46 wmi/
mun/1,73 M?)

IMepudepuyeckass moIUHEUPOTIATHS.

Ucxon

[TanmeHT mocie MOATBEpPXKACHUS NUarHo3a Ha-
MpaBjieH B MPOMUIbHBIN IEHTP [JIs WHUIMALWU
cneuuduueckoii repanuu AL-amuiionnosa.

O06cyxaeHue

Mwmes nannble 3a ATTR-amuionnos ¢ xapaxkrep-
HOI CLHUHTUTpadUUECKON KapTUHOU, MopakeHUeM
nepudepruyeckoil HepBHOI cUCTeMBbl, NaHHbIe 3a AL-
AMUWJIOUII03 C MOHOKJIOHAJIbHOW CEKpELMEN JIErKUX
1erneit UMMYHOTJIOOYJIMHOB, TTOpaXKeHUeM IOoYeK, M-
MYHHOTUCTOXMMUYECKOE TUITMPOBAHUE aMUJIOUIA T10-
3BONIWIIO MoaTBepauTh AL-amunonnos. I1o pesynasratam
MOCJIEIHUX UCCIENOBAHUI MOKAa3aHO, YTO MPUMEPHO
B 30% ciydyaeB y maLreHToB ¢ AL-aMUIOUI030M MOXET
ONPENENSIThCS JIOXKHOMOMOXUTEIbHBIN pe3ybTaT CLIUH-
turpacduu Muokapaa [2]. B tom uucne y 23% mnanmeHToB
¢ ATTR-aMunonmno3oM BBISIBJISIETCS COMYTCTBYIOLIAS
MOHOKJIOHAJIbHasl TaMManaTtus. B aToil cBsa3u Tumm-
poBaHMe amujiouaa obs3aTeIbHO BO BCexX ciaydasx [2].

3akiouenue

KnuHudeckuit cirydyaii 1eMOHCTPUPYET BaKHOCTD
BHUMaTEJBHOTO cOopa kanob, aHaMHe3a W BBICOKOU
CTETIEHW HACTOPOXEHHOCTH K "KpacHbIM haraM”, He-
00XOAMMOCTh 3HAHUS KJIMHUYECKUX OCOOEHHOCTEH
aMWJION03a, KOTOPbIe, HECMOTPSI Ha TPYAHOCTHU JMa-
THOCTUKM B PYTUHHOW MpaKTUKe M3-3a Pa3MBITOCTU
MPOSIBJICHUI, TTO3BOJIMIN 3arlON03PUTh aMWJIOUI03
U B JajbHEHIeM TONTBEPAUTh NWATHO3 C Ha3Haye-
HUEM CBOEBpEMEHHON cneuududeckoit Tepanuu AL-
aMWJIONI03a.

OTHoOUIEHUS U IeITETbHOCTD: BCE aBTOPHI 3asIBIISIOT
00 OTCYTCTBUM TOTEHIIMAIIBHOTO KOH(IMKTa UHTEPE-
COB, TPEOYIOIIETO PACKPBITUS B TAHHOM CTaThe.

cardiomyopathy (ATTR-KMP or transtyretin amyloidosis of the
heart). Therapeutic Archive. 2022;94(4):584-95. (In Russ.)
TepeuweHko C. H., Xupos U.B., Mouceesa O.M. n ap. Mpaktu-
4eckme pekoMeHZaLMmn No AMarHoCTUKE TPaHCTUPETUHOBOM aMu-
nowgHon kapauommonatum (ATTR-KMI nav TpaHCTUPETUHOBOIO
amunounnosa cepaua). Tepanestuyeckuin apxus. 2022;94(4):584-
95. doi: 10.26442/00403660.2022.04.201465.



