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KnuHuyeckoe npumeHeHnue knaccudpukaumm MOGE(S) npu nposegenumn pudpdepeHumnanbHoOro
AMarHo3sa mexay nguornarn4yeckon runeprpodpuyeckon kapguomuonarumen u ee ¢eHokonuamm

MonakoBa A.A.1'2, KpyTtukos A. H.2, CemepHuH E. H.1’2, Koctapesa A. A.1'2, l'yokosa A. F|.1'2

Llenb. YCTaHOBWTb COOTHOLUEHWE MAMONATUYECKON rMnepTPOdUYECKOn kapamo-
muonatum (FKMIM) n denokonuin FKMI, a Takxe n3yunTb STUONOMMYECKYIO CTPYK-
Typy dpeHokonuin FKMM y nauneHntoB CeBepo-3anagHoro pervoHa Poccum B pas-
HbIX BO3PACTHbIX rPynnax.

Martepuan n metoabl. B uccnenosatue BkaoyeH 321 naumeHT ¢ runeptpoduei
NeBOro xenyaoyka 215 MM No AaHHBIM axokapAvorpaduyeckoro NccnefoBaHus.
MpoBeaeHbl BCe HeOOXOAMMblE KIMHUKO-1abopaTOpHbLIE Y UHCTPYMEHTaNbHbIe
MeToabl AvarHocTukun ansa sepudukaummn F’KMIM n dpeHokonuin FKMI. Mpu dpopmy-
NIMPOBKe AMarHo3a ncnonb3osaxa knaccudukaums MOGE(S).

Pesynbratbl. B ctpyktype KM B MON0ZOM BO3pacTe Ha 400 UANONATUHECKON
'KMMM npuxoautcs 92% (n=62), deHokonun MKMI amarHoctpoBaHbl B 8% cny-
yaeB (6onesHb [laHoHa (n=1 (2%)), N301MPOBaHHbI capkounaos cepaua (n=1(2%))
1 cUCTEMHBI AL-amunonnos (n=3 (4%)).

Mnmonatnyeckas FTKMI ycTaHOBNEHA Takxe Y NoaaBnsioLero 60/bLUMHCTBA naum-
€HTOB CpefiHero Bo3pacTa, B 85% ciyyaes (n=86). ®eHokonuu TKMM (15%) umenn
MEeCTO Npu U30NMPOBaHHOM capkoupo3e cepaua (n=3 (3%)), cuctemHbix hopmax
amunongosa (n=12 (12%)) — AL-amnnonzo3 ¢ NpevmyLLeCTBEHHbIM NOPaXeHNeM
cepaua (n=11, 11%), HacneACTBEHHbIN TPAHCTUPETUHOBBIN amunonaos (n=1, 1%).
113 153 o6cnenoBaHHbIx naumeHTos ¢ FKMI B BospacTe 260 net y 85% nauyeHTos
(n=131) pmarHoctuposaHa uauonatuyeckas KM, deHokonum FTKMIT BbisBNEHbI
B 15% cnyyaes (n=22). B atnonornyeckoii ctpyktype dpeHokonumii TKMI TpaHcTupe-
TUHOBbI ammnono3 coctasun 10%, Npy 3TOM HEHACNEACTBEHHbIN TPAHCTUPETHHO-
Bblii amunonao3 — 6% cnyyaes (n=9), HacneACTBEHHbI TPAHCTUPETUHOBBI aMUNO-
nno3 — 4% (n=6); AL-amnnonpos — 4% (n=6). Y 1 naumeHTkn BepnduumpoBaHa
akpomeranuyeckas kapavomuonatvs (1%). B aaHHol ctatbe npeacTtasnsiem 3 k-
HUYECKUX CAyYasi, LEMOHCTPUPYIOLLMX TPYAHOCTU npoBefeHus anddepeHumans-
HOro AviarHosa mexay nauonatunyeckoi FKMI n paznnynbimm dperokonmramm FTKMIT.
SaknoueHue. Bo Bcex BO3pacTHbIX rpynnax npeobnagaeT uamonatmnyeckas KM,
JInzocomanbHble 601e3HN HAKONEHSt OTHOCATCS K peakvM 3abonesaHvam. sonupo-
BAHHOE MOpaXeHVie cepaLa amuionto30M 1 CapkoMA030M BCTPEYaeTCs Halle, Yem
[AvarHocTtupyetcs. O6HapyxeHa BbICOKas HacToTa M30/IMPOBAHHOTO NMOPaXeHWs cepaLa
aMunomao3om B Bospacte A0 45 net. Atmonormnyeckas cTpykTypa deHokonuin FTKMI
B MOXW/IOM BO3pacTe NpeacTasneHa NpenMyLLECTBEHHO TPAHCTVPETMHOBLIM Kapayio-
MMONATUYECKVIM aMIOMA030M HACNEACTBEHHOIO 1 HEHACNIEACTBEHHOIO TUMOB.

KnioueBblie cnoBa: naponartuyeckas runeptpoduyeckas kapgmommonarusi, GeHo-
Konuu rvnepTPOdUYECKoin Kapanomvonati, 6one3Hb [laHoHa, M30MMPOBAHHLIN
capkonzo3 cepaua, AL-ammnonzio3 ¢ npenMyLecTBEHHOM MOpPaXeHWeM cepaua.
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The clinical use of the MOGE(S) classification in the differential diagnosis between idiopathic

hypertrophic cardiomyopathy and its phenocopies

Polyakova A. A.1’2, Krutikov A. N.z, Semernin E. N.1'2, Kostareva A. A.1’2, Gudkova A.Ya?

Aim. To determine the relation between idiopathic hypertrophic cardiomyopathy
(HCM) and HCM phenocopies, as well as to study the etiological pattern of HCM
phenocopies in patients of the North-Western region of Russia in different age
groups.

Material and methods. The study included 321 patients with left ventricular
hypertrophy >15 mm according to an echocardiography. All the necessary clinical,
laboratory and instrumental diagnostic methods for verification of HCM and HCM
phenocopies was carried out. In the diagnosis, the MOGE(S) classification was used.
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Results. At a young age, idiopathic HCM accounts for 92% (n=62), HCM
phenocopies — 8% (Danon disease (n=1 (2%)), isolated cardiac sarcoidosis (n=1
(2%)) and systemic AL amyloidosis (n=3(4%)).

Idiopathic HCM is also found in the vast majority of middle-aged patients — in 85% of
cases (n=86). HCM phenocopies (15%) were in isolated cardiac sarcoidosis (n=3
(3%)), systemic amyloidosis variants (n=12 (12%)) — AL amyloidosis with predominant
cardiac injury (n=11,11%), hereditary transthyretin amyloidosis (n=1,1%).

Of the 153 examined patients with HCM aged >60 years old, 85% (n=131) were
diagnosed with idiopathic HCM. HCM phenocopies were detected in 15% of cases
(n=22). In the etiological pattern of HCM phenocopies, transthyretin amyloidosis
was 10%: non-hereditary transthyretin amyloidosis — 6% (n = 9), hereditary
transthyretin amyloidosis — 4% (n=6); AL amyloidosis — 4% (n=6). In 1 patient,
acromegalic cardiomyopathy (1%) was verified. In this article, we present 3 clinical
cases that demonstrate the difficulty of differential diagnosis between idiopathic
HCM and various HCM phenocopies.

Conclusion. In all age groups, idiopathic HCM predominates. Lysosomal storage
diseases classify as rare diseases. Isolated cardiac injury with amyloidosis and
sarcoidosis is widely met but less often diagnosed. We determined a high frequency
of isolated cardiac injury with amyloidosis under the age of 45 years. The etiological
pattern of HCM phenocopies in the elderly is represented mainly by transthyretin
cardiomyopathic amyloidosis of hereditary and non-hereditary variants.

Tuneprpoduueckas kapauomuonatust (I'KMII) sB-
JISIeTCSl HanboJiee pacIpoCTpaHeHHOM CpeIy BCeX KapIruo-
muonaTtuii. Bctpewaemocts TKMIT cocraBnsger 1 Ha 500
YEeJIOBEK BO B3POCIION OIS,

Xoporio n3BectHO, uto 3tronorust ' KMII rereporenHa
W B COOTBETCTBUU C KIMHWYCCKAIMM PEKOMCHIALIMSIMU
EBporelickoro oO1iecTBa KapAuojoroB IO AUArHOCTUKE
n iedeHrio 'KMIT ot 2014r mpuHATO BLIAETSATEH 2 OCHOBHBIE
rpyrmbel: uapornatudeckyio T'KMIT n ¢pernokormu 'KMIT
[1]. ITpu atom Ha nomo 'KMII, oOGycnoBieHHO reHeThye-
CKVMMHU BapvaHTaMU B Te€HaX, KOMUPYIOLIMX BbIPAOOTKY Oen-
KOB capkoMepa, rpuxonutcst 60% Bcex ciydaeB, a (heHOKO-
ru [TKMIT cocraistior 5-10% [1]. ComiacHo 3apyGexXHBIM
IMyOIMKAISIM B STHOJIOTMUCCKOM CTPYKTYpe (PEHOKOITHIA
I'KMII mnpeBanupyioT cucTeMHble (DOpPMbI aMUWJIOWIO3a
C BHEKJICTOUYHBIMH OTJIOXKCHUSIMIA aMmionna (AL-amwron-
103, HaciencTBeHHbI (AT TP(mt)-aMimionmos) 1 HeHacen-
ctBeHHBIN (ATTP(Wt)-aMiiionmo3) TpacTUPEeTHHOBBIIA aMu-
JIon03), 6OJIe3HN HAKOIUICHMSI IIMKOTeHA, XapaKTepU3ylo-
muecst (PoOpMUPOBAHMEM BHYTPUKIICTOUHBIX IETIO3UTOB
¥ MUTOXOHIPHAITLHBIC 3a00JIeBaHIsI, 00YCIIOBJICHHBIC HAPY-
IIeHNeM DBHepreTudeckoro obmena [2]. Bepmdpukamus
¢enokormit 'KMII BaxHa mis omnpeneiaeHUs] CTpaTeruu
CKPUHMHTA CEMbH, OIICHKH PHCKa HeOIarompusITHBIX COOBI-
TUI ¥ TIPOBEICHIST STHOIATOTCHETIUCCKOM Teparmi, pa3pa-
0OTaHHOII B HACTOsILIEEe BpPEMsST IS MHOTUX HO3O0JIOTHIA.

B Hacrosimiee BpeMsT yIOOHBIM MHCTPYMEHTOM, ITpHMe-
HSIEMBIM B KJIMHUYECKOM TPaKTUKE, SIBJISICTCS KlacCudrKa-
mst MOGE(S), koTtopast oxXBaThIBacT OBICTPO PACTYIIIHC
3HAHUS O TCHETHMIECKNX BapHaHTaX, IPUOOPETCHHBIX TIPH-
YHaX (BUPYCHBIC MH(PEKIINNI) M IPYTUX COCTOSIHUSIX, CBSI-
3aHHBIX C pa3BUTHEM KapIMOMUOIIATHI (HATIPHIMEP, Kaparo-
TOKCMYHOCTB). OcHOBY HOBOI1 cuctembl MOGE(S) cocTaB-
JITIOT TISITh KJTFOUEBBIX TTO3ULINIA: MOP(O-(hyHKITMOHATBHAS
xapakteprctika (M); omeHKa mopaxeHus opraHoB (O)
W CHCTEM; TeHETHUYCCKUI/CeMEITHBIM BapyaHT HacJIemoBa-
Hus (G); stmonormueckas mpuamHa (E) ¢ mmompoOHOIA

Key words: idiopathic hypertrophic cardiomyopathy, phenocopies of hypertrophic
cardiomyopathy, Danon disease, isolated cardiac sarcoidosis, AL amyloidosis with
predominant cardiac injury.
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nH(pOpMALIFEit 0 TEHETIMYECKOM Ae(eKTe WK Ipyroit OCHOB-
HOM TIpWuMHE OOJIe3HM; IOIOJHUTEIBHAS WH(MOPMAIIS
0 (YHKIMOHATBHOM COCTOSTHUM (S) ¢ MCTONb30BaHUEM
OIICHKU CTamnu cepredHoit HenocTatouHocTn (ACC/AHA)
n dyHKIIMoHaBHOTO Kitacca (PK) mo NYHA [3].

HecmoTpst Ha nMerolmecs MyOoaMKaluum 3apy0esKHbBIX
aBTOPOB, B Poccuy HEMOCTaTOYHO CBEEHMIT 00 STHOJIOTH-
yeckoii ctpykType peHokonuiit ' KMII, uro u onpenenuio
aKTYaJIbHOCTh TIPOBENCHUS HACTOSIIETO HCCICIOBAHMSL.
Takmm 06pa3oM, IIeNTbI0 PaOOTHI SIBIJIOCH YCTAHOBJICHHE
cootHomreHus1 mauorarmdeckoir T'KMIT u deHokommi
I'KMII, a Takke yTOUHEHHUE STUOJOTMYECKON CTPYKTYPHI
dernokormmit 'KMII y manmmeHTOB pa3HBIX BO3PACTHBIX
rpyrn CeBepo-3amagHoro pernona Poccum.

Matepuan n metogbl

B nccnenosanme BKiodeH 321 MAMEHT C TUIIEPTPO-
dueit neBoro xemymouka (IJI2K) >15 MM mo maHHBIM
axoKapauorpapuueckoro ucciaemoBaHus. IlammeHTHI
pacIpenesIeHbI IO TPEM BO3PACTHBIM I'PYIIIaM: MOJIOIBIC
(n=67) — ot 18 no 44 net, cpenHuii Bo3pact (n=101) —
ot 45 o 59 net, moxuisle (n=153) >60 nert. [1IpoBeneHa
OIIcHKA XXaJ100, aHAMHECTUICCKIX CBEICHUI, IIpOaHaI-
3MPOBaHBI 0COOCHHOCTH KIIMHUYECKOI KapTUHBI 3200J1¢-
BaHWSI, BEHIIIOJHEHBI CTaHOAPTHEIC JIAOOpPaTOpHEIE
¥ MHCTPYMEHTAIbHBIC METOIbI TUATHOCTUKM, TIPEICTaB-
JIeHHBIe B Tadnute 1.

I1pu nomo3penun Ha ¢peHokonuu 'KMII 6su1u ipu-
MEHEHBI JOTIOTHUTEIbHBIC METOIBI MCCICIOBAHNS:

— MPOTEHMHOTIPaAMMa;

— YpOBEHB Kalllia-, JITMO/1a IIeTIeil B CBIBOPOTKE KPO-
BU 1 Moue (MeTomoM free light chain assays);

— 0Oenok benc J/IxxoHca;

— aKTHUBHOCTh (bepMeHTa airb(da-TaJakTo3umasbl A
(cyxue msiTHa KpOBH);

— OHOIICHS MOTKOXHO-KMNPOBOM KIICTIATKH;

— TpemnaHOMOIICHUSI;
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— 3JIeKTpoHeiipoMuorpadus;

— TEHEeTWYEeCKUIA aHAIN3 (TeHBI TPAHCTUPETIHA U aJTb-
¢da-ramakTo3Mmasbl A);

— KOHCYJIBTAIlASI TeMaToJiora M HEBPOJIOTa;

— MAarHUTHO-pE30HaHCHAasI ToMorpadus cepaiia ¢ KOHT-
pacTUpOBaHUEM TaIOJTUHUEM;

— cumHTHTpaduUd cepaa.

IIpoTtokon ucciaegoBaHusi ObUT OMOOPEH 3TUYECKUM
KOoMHUTEeTOM. Jl0 BKIIIOUCHUSI B MCCJICOOBaHHE Y BCeX
YYaCTHUKOB OBIJIO MOJYICHO MMMChMEHHOE MHMOPMUPO-
BaHHOE coTacue.

PesynbTtaTthbl

CootHomenne uanonatudeckoirt 'KMII n ¢peHOKO-
nuii TKMII B pa3HbIX BO3pacTHBIX IpyIax MpoaeMOH-
CTPUPOBAHO Ha PUCYHKE 1.

B Momomom Bo3pacTe Ha HONIO HOWOMNATAYECKOMN
I'KMII npuxomutcs 92% (n=62), denokornuu 'KMII
cOCTaBIISIOT 6% cilydaeB, 4TO MPEACTABICHO HA PUCYHKE 2.

Cpennt peHoxkormmii ' KMIT BeIsIBIeHBI 6071€3Hb JlaHOHA
n=1 (2%)) u cucremusbiii AL-amunouno3 (n=3 (4%)).
TvmepTpoduaeckuit heHOTHIT 0OHAPYKEH IIPU M30JIUPO-
BaHHOM CapKOMI03€ cepilia y OqHOro namueHTa (2%).

Junarno3 nauornarndeckoidi 'KMII yctaHOB/IEH Takke
V IOIABJISIIONIETO OOJIBINMHCTBA IMTAIIMEHTOB CPSTHETO BO3-
pacta, B 85% ciyuyaeB (n=86). B aTHonornyeckoii CTpyk-
Type ¢deHokonuit ['KMII npeBaaupyloT CHUCTEMHBbIE
dopmbl amuionnosda (n=12 (12%)). Y naiueHToB cpel-
Hero Bo3pacTa Hambosee JacToil (popMoil aMmIonmo3a
spisiercst AL-amunonnos (11%). Y omHoit mauueHTKu 58
neT BepudunpoBad ATTP(mt)-amunonnos (1%). [umep-
TpopmaecKnit (peHOTUTT BBHISIBJICH TIPH HU30JMPOBAHHOM
capkoungo3e cepaua B 3 ciyyasx (3%). DTuosioruyeckas
crpykrypa (eHokormit 'KMII y mammeHTOB cpemHero
BO3pacTa IPOIEeMOHCTPIPOBaHA Ha PU-CYHKE 3.

W3 153 obcnenoBannbix narmeHTos ¢ [ KMIT B moxxuiom
Bospacte y 131 marmenTa (85%) OuarHOCTMpOBAHA WIVO-
marmdeckast ['KMII, ¢enokormm 'KMIT Bepudmmmpona-
HbI 'y 22 niaumeHToB (15%), 4To MpencTaBIeHO Ha PUCYHKE 4.

B stuonormnyeckoit ctpykrype deHokonuii 'KMII
B Bo3pacte >60 jer mnpeobiamacT TPAaHCTUPETHHOBBIM
amuonno3 (10%), kak ATTP(mt)-amMmumonnos, TaK
u ATTP(wt)-amunounos. Ilpu stom B 9 caydasx (6%)
YCTaHOBJIEH MPWXXU3HEHHBIN nuarHo3 ATTP(wt)-amuio-
umosa, y 6 maumeHTtoB (4%) — ATTP(mt)-ammionnosa
(y 2 oompHBIX Val30Met-ammionno3 U B 4 cirydasx
He Val30Met-ammmonmo3). Bropoit mo gacrore heHOKO-
et TKMIIT sasnstetcs AL-amumonnos (n=6, 4%). V 1
MMAIMEHTKY NMeIa MECTO aKpOMeTaImdecKasl KapIuOMIO-
natust (1%), umutupytomas TKMII [4].

B manHHOI1 cTaThe TIpencTaBiIsieM 3 KIIMHUICCKIX CITY-
qast, IEMOHCTPHUPYIOIINX TPYTHOCTH HpoBeneHUs mrudde-
PEeHLMAILHOTO IUarHo3a Mexxay unronartuueckoit 'KMIT
1 pa3mmuHbeMu peHokonusaMu ['KMII, ocobenHo mpu
cTepToli BHecepneuHoi cumriromaruke (Ne 1) v uzonu-
poBaHHOM TTopaxkeHnu cepama (Ne 2, Ne 3).

Ta6nuua 1
KnuHuko-nabopartopHbie
M MHCTPYMEHTanbHble MeTOAbl ANarHOCTUKU

KnuHuko-nabopaTtopHble MeToabl  WHCTPyMEeHTanbHble METOAb!
KIr

CyTo4Hoe MoHuTOpUpoBaHue SKI

OugeHka xanob

AHaMHECTUYeCK1e CBefeHNs!
MoCTpOEHMEe POLOCNOBHbIX Oxokapanorpadpus
KnuHnyeckuin aHanma KpoBsm PeHTreHorpadus opraHoB rpyaHoin KNeTku
O6Lwumii aHanM3 Mo4u Harpy3ouHble npo6bl (Mo nokasaHusim)

Buoxvmmyecknii aHanma kposu KopoHapoaHrmorpadus (no nokasaHmsam)

Mosonoii Bo3pact
8%

[l Yanonartnieckas

FKMII (n=62)
®enokonuu 'KMIT
(n=5)
92%
Cpennuii Bo3pact
15%
. Wnnonatudeckas
TKMII (n=86)
®enokonuu TKMIT
(n=15)
85%
IToxunoii Bo3pacT
15%
[l Yavonartnyeckas
TKMII (n=131)
®enokomnuu 'KMIT
(n=22)

85%

Puc. 1. CooTHOWeEHME nanonaTnyeckor rmnepTpoPuYeckoit kapamommonaTtim
1 peHokonmiA rmnepTpoPrHecKoi KapanoMmnonaTm B pasHbix BO3PACTHLIX rPym-
nax (%).
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20%

60%

20%

[l Bosnesunb Tanon (n=1)
[ VizonmposaHHsbIit capkonnos cepama (n=1)
AL — amumonnos (n=3)

Puc. 2. 3tnonornyeckas cTpykTypa GeHoKonmii runepTpopuyeckoin kapamommo-
naTum y NaLMeHToB MON0JO0ro Bo3pacta (%).
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73%

Il ATTP (mt) — ammmonnos (n=1)
[l VzonupoBaHHsIit capkonnos cepaua (n=3)
AL — amunongos (n=11)

Puc. 3. 31nonorvyeckas cTpyktypa GeHOKOnuin runepTpopryeckon kapanommo-
naTum y NaLmneHToB cpepHero Bo3pacta (%).

Kymnnyeckwnii cygaii Ne 1

YV nmarmmenTa 21 rona OCHOBHBIMH XKaj100aM1 HA MOMEHT
oOpalieHus SIBISIIOTCS: TIepedou B paboTe cepiia, CUHKO-
MTaJTbHBIC COCTOSIHUS, OIBIIIKA TIPY YMEPEHHOM (hU3Mde-
CKol1 Harpy3ke. 113 anaMHe3a 3a00ieBaH1sI M3BECTHO, YTO
C POXIEHMS BBICIYIIIMBAJICS CUCTOJINYECKHUIA 1IIyM B cepli-
me. C 2-JeTHero Bo3pacTa 1o JaHHBIM 3XOKapauorpadum
OTMEYAJINCh TIPU3HAKN TUIIEPTPOPUH JICBOTO KeIyIOUKa
(I'I2X). B Bo3pacte 8 jerT ycTaHOBJIEH OMArHO3 CUMMeE-
tpuaHoit [ KMII, HeobcTpyKTrBHAS hopma.

IIpu c6ope HacaenCTBEHHOTO aHaMHe3a BBISICHEHO, YTO
MaTh TalMeHTa yMepJia BHE3aITHO B BO3pacTe 28 JIeT, IS
10 MaTepUHCKON JIMHUY CTpamall HEM3BECTHBIM 3a00JIeBa-
HHMEM cepara TakKe C JIETAIBHBIM HMCXOOOM B MOJIOIOM
BO3pacTe, ABOIOPOOHBIIM OpaT mauueHTta crpagaetr I KMII.

Ha momeHT oOcienoBaHusI TIpY TIPOBEICHUN 3XOKap-
mrorpadyM y IMalyeHTa Takoke ObUT OOTBEPKICH THUTICP-

27%

5%

[l ATTP (mt) — amwionnos (n=6)
[ ATTP (wt) — amumonmo3 (n=9)
AL — amunonnos (n=6)
Bl Axpomeranmnueckas kapauomuornatust (n=1)

Puc. 4. Stnonoruyeckas cTpykTypa GeHoKomnuin runepTpoduyeckoii kapamommo-
naTtuv y naumentoB >60 net (%).

Tpodmdeckmit (peHOTHUII, COOTBETCTBYIOIINI KPUTCPUSIM
T'KMII: mexckenmynoukoBast mreperoponka (M2KIT) 14 mm,
3aIHSISI CTeHKa JieBoro kenymouka (3C JIXK) 15 MM, mHIOEKC
Macchl MMOKapia JIeBOTO XKeyl0uKa (UMM JIX) 144 r/
M neBoe npencepnue (JIIT) 28 mm, mHoeke oowema JIIT 17
MJ'I/M KOHEYHO-INACTOJIMIECKII pasMep JICBOTO KeITy-
mouka (KIP JIXK) 48 mM. ¥ manmeHTa UMeeT MECTO Xpo-
HUYecKasl cepmedyHas HemocratodHocTh (XCH) c coxpa-
HEHHOM (bpakieil Beidpoca jgeBoro xemyaouka (OB JIK
o Simpson — 56%), cootBercTBytoias I1 @K mo NYHA.

Benymmmmmi B KITMHIYECKO# KapTUHE SIBIISTIOTCS KaJI00BI
Ha Imepedou B paboTe cepalia M CHHKOIAIBHBIC COCTOSTHUS.
ITo manueiM DKI BepuduimposaH cuHapoM Bobha-
IMapxurcona-Yaitta (WPW-cuanpoMm): ykopouenune PQ
(0,9 Mcek), nesbTa BojiHa, yimupeHue koMiriekca QRS (160
Mcek). Ilo pesymbraraM CYTOYHOTO MOHHTOPHPOBAHUS
anekrpokaparorpaMMbl (CMBOKI') Takke BBISIBICHBI TIPH-
3Haku WPW-cungpoma. Kpome Toro, 3aperucTpupoBaHbl
HEYCTOMYMBEIC TMApOKCH3MbI (DHOPWIISILIAN TIPEICePIrii
C 9acTOTOM cepleUHbIX coKpanieHuii 112-154 B MuH.

W3 BHecepmeIHbIX TIPOSIBIICHUIT 00palaeT BHUMAHMUE:

* HaIM4¥e y MallFieHTa ¢ IeTCTBAa MBIIICUYHOI c1ado-
ctu. Paboynmu mmarHo3amMu, COIJIACHO BEIITMCHEBIM
crpaBKaM, ObLTU: Muomiatust betnema, “BropnaHbie” MU-
TOXOHAPHUATbHBIC HAapYyIICHUS, HeiipOMEIIIICYHEIE 3200-
JieBaHMsI. BBUIO BBIMIOJHEHO 3JIEKTpOHEeiipoMuorpadu-
YecKoe MCCIeNOBaHNe, TT0 JaHHBIM KOTOPOTO OIIPEIes-
JINCh YMEPEHHBIC MIOTCHHBIC HAPYIIICHNS,;

* KOTHUTWBHEIC HapylleHHs (0OydeHHEe B KOppeK-
IIMOHHOI IITKOJIE);

* MO pes3yiabTaTaM JaO0OpaTOPHBIX HCCIICIOBAaHUMA
YCTaHOBJICH IINTOJUTHYCCKHUIT CMHIPOM: BBICOKHIT ypO-
BeHb TpaHcaMHMHAa3 (aJlaHMHaMUHOTpaHchepasza — 221
En/n, acnmapratamuaoTpancdepasa — 424 En/mn), moBbI-
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meHne KpeatnHdochoknHassl 10 1570 Ex/x (mpu HopMe
24-195 En/n). IlammeHT KOHCYJIBETUPOBAH TeIIaTOJIOTOM,
BBICKA3bIBAJIOCH IIPEIITOIOXCHNE O HAIMINU XPOHMIC-
CKOTO TeImaThuTa HEYCTAHOBICHHOM 3THUOJIOTHU.

[IpoBencHMe CEKBEHHMPOBAHMSI HOBOTO TMOKOJCHUS
MMO3BOJIMJIO BBIIBUTL TeHeTmueckmii BapmaHT V3101
B reHe LAMP?2 (lysosome-associated membrane protein
2 — TIIMKOTIIPOTENH JIU30COMAIbHOM MeMOpaHbI), XapakK-
TepHLIH 1151 6oe3Hu JlaHoHa.

B cootBerctBUM ¢ Kimaccudukamueit MOGE(S)
y IaliieHTa UMeeT MECTO: MH[WPW]OH +M+MRGXLEL AMP2V3IOD)
SO”, e MH[WPW] — tuneprpodudecKmiit Mopdo-hyHK-
LIMOHaNbHBIN deHoTtun, WPW — cunapowm; O]_I MAMR
cepame + MBIIIEYHAs] CHCTeMa + YMCTBEHHAas OTCTa-
JIOCTB; GXL — CEeMEMHBIM BapuaHT, CBSI3aHHBIN ¢ X-Xpo-
mocomoit; E AMP2V3IOD LAMP2(V310I) (rmukompoTenH
JM30COMANIBHON MeMOpaHbl); S | — CTamusl CepAeYHOM
HenoctaTouHOCTH C (10 ACC/AHA), I1 @K (mo NYHA).

Kimnnyeckmii ciygaii No 2

IManmenTKa 47 1eT ObUIA TOCTIMTAIM3NPOBAaHA HA OTIC-
JICHUE KapOUOJOTUH B CBSI3M C SIBJICHUSIMU OBICTPOIIPO-
rpeccupytonieii 6uBeHTpUKyIsspHoii XCH. ITo maHHBIM
BXOKapIHOTpadUIecKoro WCCICHOBAHUS YCTaHOBIICH
CMEIIaHHBIN (EHOTUI runeprpodudeckuit  +
PECTPUKTHBHBIN: JieTKast auiataumst npencepmmit (JIIT
36 MM, nHzaekc oobéma JIIT 35 MJ'[/Mz, TIpaBoe Ipencepane
(ITIT) 41/51 mm), tunieprpodust muokapma I12K (mepen-
Hsis1 CTeHKa 6 MM), Muokapn JIXK HeomHOpOmHOM CTpyK-
TYpBI, C SPKUMHU THUIICPIXOTCHHBIMU BKIIOUCHUSIMU,
creHkn JIK 3HAYUTENIPHO CHUMMETPHYHO YTOJIICHBI
(MZXKIT 17 mm, 3C JIXK 16 mm). UMMJLX noBeiies 120
r/Mz. Konuenrpuueckass I'JIZK. I'mobanbHast cokpatu-
Moctb JIK cumxena (OB JIXK=46%) 3a cuet nuddy3Hoit
TUTIOKWHE3NH. MoHOMa3HBII TPAaHCMUTPAIBHEBINA TOK.
CokpatuTenbHast CITocoOHOCTh MHoKapaa 12K cHikeHa
(TAPSE =15 MM, S° =9-10 cM/cek). Immponepukapm
(pacxoxmeHne JUCTKOB IIepuKapla 3a 3agHeil CTeHKOit
JIK — 10 9 mmM, 3a ITIT — g0 6 MM, 3a OOKOBOI CTEHKOM
I2K — mo 4 mMm). O6patniaeT BHUMaHNE HI3KOAMIUIATY]I-
HBII XapakTep djeKTpoKapauorpammbl (DKI'), otcyr-
crByeT npupoct 3youa R ¢ V 1 mo V5. ¥V nmauumeHtku
3aII0M03PEHBI CUCTEMHEBIE (DOPMBI aMIUIONI03a. YPOBEHD
Kalma- W JIIMOma- JIETKUX IIereil MMMYHOITIOOYJIMHOB
B CBIBOPOTKE KPOBM OCTaBaJICS B IIpeaeiaX HOpMaTbHBIX
3HaueHMii. [Ipu mpoBeaeHM OMONICUM MOIKOXHO-KUPO-
BOI KJIETYATKN aMIJTOMIHBIC MacChl He BBISIBIICHBI. JlaH-
HBIX 34 BOBJICUCHHE B ITATOJIOTHYECKUIT IIPOIIECC IPYTUX
OpTaHOB M CHCTEM TaKKe He MmojyueHo. I1o pesymsrataM
MarHUTHO-PE30HAHCHOI ToMorpaduy cepiila CKIIambl-
BaJIOCh BIICYATICHUE O HAJIWYUM WHOWIBTPATUBHOTO
3a00JIeBaHMSI MUOKapaa. beIIo perieHo mpoBecT SHI0-
MHMOKapIUaJbHYI0 OMOIICHIO, ITO3BOJIMBIIYIO ITONTBEp-
IWTHh HaJIW4IWe y ManneHTKu AL-aMmmionmosa: aTpodus
MBIIIEYHBIX BOJIOKOH, MEJKHE IJIBIOKM OelKa BOKPYT
COCYIOB WM MBIIICYHBIX BOJIOKOH. IIpM OKpacke KOHTO

KPacHBIM YCTaHOBJICHO IIEPUMYCKY/ISIPHOE M TICPUBACKY-
JIIpHOE OTJIOXKECHUE aMUJIOWIA, KOTOPBIl IIPHCYTCTBYET
¥ B COCYIUMCTOI cTeHKe. I1pn BRIMOTHEHUH TOJISIPU3aliH-
OHHOI MUKPOCKOITMY BEISBJICHO SIOJIOYHO-3€JICHOE CBE-
YeHHEe MEJKAX aMIJIOMIHBIX Oerno3uToB. [lo maHHBIM
NMMYHOTHCTOXUMHYECKOTO MCCIICTOBAHNUS BEPUDUIIH-
pPOBaHHI JIETKHE IS UMMYHOIJIOOY/IMHA, KaIlla-Bapy-
afT. [Ipu mpoBeneHNY TeHEeTHYECKOTO aHAIM3a MyTally
B I¢HE TPAaHCTUPETUHA HE YCTAHOBIICHBI.
®opMynmmpoBKa OHar€Hosa II0 KJIacCHDUKAIINKI
MOGE(S): MH+R(¢ECG voltages) HGNEA—LSC—IV’
rme MH YRUECG voltages) runepTpoduIecKnii + pecTpuk-
TUBHBIN (EHOTHUII, CHYXCHHBIH Bosbrax OKI; O, —
cepaue; G, — oTcyrcTBHE CeMeiiHOro aHamHesa; E
AL-ammionnos; S
Hoctu C, IV ®K.

AL

.y — CTAIusI CepIeYHOI HefoCTaTou-

Kmamgeckwnii coxygaii Ne 3

BemymmMun xamobamu y naumeHTKH 50 JIeT, TocuTa-
JIN3UPOBAHHOU B OTHEJICHHWE peaHWMAallud, SBJISIINCH:
pa3BUTHE ITOBTOPHBIX ITPECHHKOITAIBHBIX COCTOSHUIA
Ha ¢GOHEe TMPUCTYIIOB YYAUIEHHOTO CepAleOneHus,
OIBIIIKA TIPA YMEPEHHO# (DM3MIECKOM Harpy3Ke.

[Tpu ipoBeacHNN 3X0KapaUOorpadIecKOro NCCieno-
BaHMSI YCTAaHOBJICH THIIEPTPODUICCKUN (DEHOTHUII, COOT-
BeTcTBytommit Kputepusim I'KMIT: M2XKII 17 mm (Heom-
HOPOTHOM CTPYKTYPBI C MEIKHMHU THUIIEPIXOTC€HHBIMU
prioueHussMu ), 3C JI2K 10 mm, UMM JIX 118 F/Mz, JITT
29 MM, nHAeKe oobema JIIT 24 MII/MZ, KIP JIXX 39 MM,
KOHEYHO-IUACTOJIMUYEeCKU 00beM JIEBOTO Keaydouyka
(KOO JIXK) 59 mn. YV manmentku mumena mecto XCH
¢ coxpanennoit ®B (®B JIXK mo Simpson — 56%).
ITo pesynbratam CMOKI ObIIM 3aperucTpUpOBaHBI
JKEJTyITOYKOBBIC HAPYIICHWS PUTMA BBICOKWX Tpamallvii.

Ha crammmonapHOM 3Tare IIOBTOPHO pa3BUBACTCS TEMO-
MUHAMWYECKNA 3HAYMMBIA TTAPOKCU3M YCTOMYMBOU MOHO-
MOP(MHOI XKeTyTOYKOBOM TaXMKApOIUU C YaCTOTOM COKpa-
meHust XkeynodkoB 200 B MuH. Briia BEITIOTHEHA MTOITBITKA
BOCCTAaHOBJICHUSI CHMHYCOBOTO PHWTMa BBedeHHeM 150 mr
KopnapoHa — 6e3 addekra. CMHYCOBBII pUTM OBUT BOCCTa-
HOBJICH IIyT€M IIPOBENCHUSI 3KCTPEHHOM 3JIeKTPUYEeCKON
kapnuoBepcun. IlauueHTke ObUla BBIMOJHEHA paadoda-
CTOTHas abialus o4ara XeayIOYKOBON TaXUKapauu.

IIpu sxokapmrorpad®m4ecKoM WCCICIOBAHUM Yepe3
10 mHEl OT MOMEHTa TOCIUTAIU3alNU 3adUKCHUPOBaHA
runokuHe3ust M2XKII, rmobanbHast cuctonuueckast GyHK-
s JIZK Ha HUXKHEH TpaHK1le HOPMBI, BBITOTA B MOJIOCTU
nepuKapaa Her.

Cmryers 13 mHEi OT MOMEHTA ITOCTYIUICHUS B CTAIlO-
Hap oOHapyxKeHo pa3BuTue ruro-akmHesnu MKII, pac-
XOXIIEHUE JTMCTKOB Ttepukapaa Buoib I1I1 6-7 MM, BooIb
I2K, 3agHeit u 60koBoii cteHku JIXK 4-6 MM, oTMedaeTcst
CHIDKEHHE COKpaTuTeabHOIl crocooHoctn JIXK (PB
JIK — 38%). I1pu oLieHKe KJIMHUYECKOM KapTUHBI 00pa-
IIaeT BHUMaHWe HapacTtadue nposiineHuit XCH, 1o maH-
HBIM PEHTT€HOTPAMMBI OPTaHOB TPYTHOM KJIICTKHU BEISIB-
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JICHO YCWJICHWE JIETOYHOI'O PHCYHKA B HIDKHMX OTIEIax
JIETKUX, HEOOJBIIOe KOJUYECTBO XUIKOCTH B CHHYCaX.

Ha 14 meHp 1ipy IpOBEICHNUM TTOJTHOTO ITPOTOKOJIA 3XO0-
KaparorpapmuIeckKoro MCCIenoBaHUsI OTMEYAeTCs] MCTOH-
yeHue creHoK JI2K: M2KIT — 7 MM, 3C JIK — 9 MM, yBe-
mmaenne pasMepa JIIT mo 34 mm m KAP JIK mo 50 Mm,
camkenne OB JIK mo 23%. CoxkparurenbHass CII0co0-
HOCTh MroKapaa JIK cHIbKeHa 3a cueT aKmHE3WH IIepPero-
pOIKH, TIepeIHE CTCHKH, TUTIOKMHE3UH OCTATEHBIX OTIIe-
110B. PacxoxneHnue n1cTkoB nepukapna 4-6 Mm. Kinnnnye-
ckue nposieinennst XCH napacrator go IV @K o NYHA.
Ha peHTreHOrpaMMe opraHoB TPYIHOM KJICTKH COXpaHSI-
eTCS YCWICHHNE COCYIHMCTOTO PUCYHKA, XXUIKOCTh B YMe-
PESHHOM KOJIMYECTBE B IDICBPAIBHBIX ITOJOCTSIX.

YpoBeHb TPOIIOHMHA HAa MOMEHT TOCIHTAIU3aINN
cocraBwi MeHee 0,0001 Hr/mi1, 6¢3 HapacTaHUS B IWHA-
MUKE 3a BeCh IIEPHO CTAIIMOHAPHOTO JICUCHMSI.

YUuTEIBast OCTpOE Havyajao 3a00JIeBaHMUS C TIOSIBIICHUS
KEIYIOYKOBBIX HAPYIICHWIT pUTMa BBICOKMX Tpamaruii,
HaJIM9¥e TIPOTPECCUPYIONIEH CepIedyHON HEeTOCTaTOUHO-
CTH, OBICTPYI0 OWHAMHUKY DPEMONCIMPOBAHUS CEpAIa,
IUATHOCTUICCKUU MMONCK OB HAIIpaBjIeH Ha BepudrKa-
110 MUuoKapauTa unu ¢peHoxkonuii F'KMII.

IIpu BBITOMTHEHNM MarHUTHO-PE30HAHCHOM TOMOTpa-
¢un cepmia BBISIBICHBI M3MEHEHUSI, XapaKTCPHEIC IS
OCTPOTO TCUCHHS BOCHIAJIUTEIILHOTO TIPOoIiecca B MUOKapIe.

C menpio mpoBeneHus audbepeHINaTbHOTO ITHa-
THO3a ObLIa BEITTOTHEHA 3HIOMMOKAapAaIbHas ONOTICHS,
10 pe3yJIBTaTaM KOTOPOii 0OHapy:KeH aKTUBHBIM HeKa3e-
O3HBII rpaHyJIeMaTO3HEII MuoKapauTt. [lameHTke ycTa-
HOBJICH ITWATHO3 M30JIMPOBAHHOTO CApKOMIO3a CEepilla.

Cormacuo kinaccudpnkanun MOGE(S) y manueHTKn
IIepBOHAYATLHO MMEJI MECTO TUTIePTPOoGUIeCcKIit (heHo-
THIL: MHOHGNEM&lrcoi dosisS o © TPaHChopMaLueit B Apy-
roit Mop(o-PyHKIMOHAIbHBIN (PEHOTHUIT: MNSOHGNEMi
warco dosisS ey T MNS — Hecrneuupuyeckuit GHeHOTHUII;

4 — cepate; G — OTCYTCTBHME CEeMEfHOTO aHaMHesa,
Mesarcoidoss — MUOKapIuT (capkonmos); SciI — cragus
cepneuyHoit HegoctatouHocT C, IV OK.

INanmeHTKe HayaTa Tepamusl TTTIOKOKOPTUKOCTEPOU-
maMu, Ha (poHEe KOTOpOM HAOII0maiach MOJIOKUTEIbHAS
IWHAMHWKA B BUOC YIYYIICHUS CAMOYYBCTBHS, YMEHBIIIC-
HUS KOJIMIECTBA U TSLDKECTU XKeTyIOYKOBBIX HAPYIICHUH
putMa cepmaua, KomreHcanuu XCH Ha yposHe 111 K
n yBenmuennss OB JIK.

\%

OGcyxpeHune

B mpakTrueckoit KapauoJIOTUH B HACTOSIIEE BpPeMs
IIHPOKO IIPUMEHSIETCST ITOIXOI, 3aKTIOYAOIINIACS B OTHE-
cenun kKaxpgoro ciaydast [KMII k omHOMY 13 IByX Bapu-
antoB: uauonarmueckoii I'KMII unu deHokonusm
I'KMII, npenioxeHHbIH B KIMHUYECKUX PEKOMEHIA-
X EBpomneiickoro od1ecTBa KapanuoJIOroB IO JUATHO-
ctuke u nedenuto 'KMIT ot 2014t [1]. OmHako HEKOTO-
pBIe 3a00JIeBaHMSI, B YaCTHOCTH, CAPKOMIIO3 CEPIIIA 1 PSII
SHIOKPUHOJIOTHIECKUX TATOJIOTHIA, COIMPOBOXIAIOIIIX-

Cs pa3BUTHEM TUIIEPTPOPUUIECKOTO (DEHOTUTIA, HE MOTYT
OBITh KJIACCU(UIIMPOBAHBEI B COOTBETCTBUHM C JAHHBIM
TOKYMEHTOM. B 3THX cirydastx ymoOHBIM MHCTPYMEHTOM
sapisgercss cuctema MOGE(S), nmpemmoxennas B 2013r
Bcemupnoit denepannmeit cepaua [3], n oobequHsIONIAS
TIIPVHIINIIBI, JISXKAaIlIie B OCHOBE KiacCupUKammii Ame-
PUKAHCKOM accouuauuu cepaua ot 2006r (reHoTuImye-
ckuit) m EBporneiickoro oomecTBa Kapauoaoros ot 2008t
(beHOTUIIMIUECCKMIA).

[IpencraBiaeHHBIE B HAHHOM CTaThe KIMHUYCCKUEC
IpUMeEpHl IEMOHCTPUPYIOT 0COOCHHOCTH KITMHUYIECKOTO
TEUeHMs, aJITOPUTMBI TUATHOCTUKN Hauboyiee pacIpo-
crpaHeHHBIX (eHokonuiit 'KMII, a takke ymoOGCTBO
npumMeHeHnsI hopmyasl MOGE(S) mipu BemeHUM Talm-
€HTOB C Pa3IMIYHBIMHA KapINOMUOTIATUSIMHU.

[MpuBeneHHBII KITMHMYICCKIHA TpuMep Ne 1 Tipemcras-
Jser ogHy u3 penkux ¢eHokonuii 'KMII — 6o1e3Hb
HaHoHa, xapakTtepusyloinywocs: popmupoBanuem [J1K,
pa3BUTHEM TepUDEPUICCKON MHOTATUN, ITUTOIUTHIC-
CKOT0O CMHAPOMA U KOTHUTUBHBIX HApYIIeHUH [5].

Xopomio n3BecTHO, uyTo npossiaeHnsd XCH u Hapytie-
HUS pUTMa CepAlla MOTYT SBJISTHCS MEPBEIMHU KIIMHUYC-
CKMMH CHUMIITOMAaMHU IEJIOT0 psiia HEeNPOMBIIICYHBIX
3abosieBaHMil [6], MCKITIOYEHNE KOTOPHIX TAKXKE IMPOBE-
IIEHO y HaOI0oaeMoro HaMH TTallieHTa.

PasButne ximmavkn XCH u Hapymenwuit putMa cepi-
ma (mapoKCcU3Mbl PUOPWUISILINY TIPEICEePONii), peTucTpa-
must WPW-cunnpoma, BeisgBieHue ['KMII ¢enoruna
0 JaHHBIM 53X0KapauorpadmUIecKOro MCCACIOBAHMS
B COYECTAHWU C TUITMIYHBIMHA BHECEPICTYHBIMU TIPOSBICHM -
SIMH TIO3BOJIMJIN 3aII0NO3PUTh 0O0JIC3HN HAKOIICHUS TN~
koreHa. [IpoBeneHMe CeKBEHMPOBAHMS HOBOTO ITOKOJIC-
HUS ¢ BKIIIOYCHUEM B TTaHEJIb MccienoBaHus TeHoB LAMP2
n PRKAGZ2 (ramMa-2 cyObemMHAIA aleHO3MH-MOHOMOC-
(bar-akTHBHpPYEeMOiT MTPOTEHMHKWHA3BI) IIOATBEPIMIIO
HaJIMIMEe COOTBETCTBYIOIIETO TEHETHMYECKOTO BapHaHTa
B reHe LAMP2 — V3101 (rs104894858), nmeroriiero maro-
TeHHOE 3HadyeHWe COITIaCHO peKOMEHIAlMsIM AMepuKaH-
CKOTo o0lIllecTBa METUIIMHCKONM reHetnku ot 2015t [7].

Y mammenTkr Ne 2 0COOCHHOCTH KIIMHUYIECKOM Kap-
TUHBI 3a00JIeBaHUSI B BUIC OBICTPOIIPOrPECCHUPYIOMICH
ouBeHTpuKyssspHoit XCH, HapacTtaHue TOJNIIUHBI MHO-
Kapaa ¢ (hOpMUPOBAHNEM COYETAHHOTO MOP(hO-(hYHKIIHO-
HaJIBHOTO (beHOTUITa (TUIePTPOPUIeCKI+PEeCTPUKTUB
HBII) TI0 JAHHBIM 3X0KaparuorpachIecKoro NCCIeIOBaHMS,
¥ B TO Xe BpeMsI HI3KOBOJIBTaXXHBIH XapakTep DKI, To ecTh
aHOMAJIbHOE COOTHOIIICHWE MAacca/BOJIBTaX, TO3BOJIIIIN
TIPEIITOIOXKUTh HATMYKE aMuyIonao3a cepama [8-12]. Ipo-
BeIeHNE COBPEMEHHBIX JTOITOTHUTSIBHBIX METOIOB OOCITEe-
IoBaHWS (MarHUTHO-pE30HAHCHAsT ToMorpacdus Cepila,
SHIOMUOKApIUATbHAS OMOIICHSI, TCHECTHMUCCKUIT aHAaJIM3)
TIPUBEJIM K TTOCTAHOBKe MrarHo3a AL-aMmionmosa.

OCOOEHHOCTRIO OIMMCAaHHOTO KIMHWYECKOTO Ha0JIIo-
IeHUS SIBIISICTCST N30JIMPOBAaHHOE ITOpaKeHNE cepara IIpu
AL-amuiionnose, 4YTo NpeacTaBisieT HAMOOIbIINE CTOX-
HOCTH TIpM TIpoBeAcHUM TuddepeHIIMAaIbHOTO THarHo3a
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npu ¢peHokorusgx 'KMII. Kpome Toro, gomoJHUTEIb-
HYIO CIIOXXHOCTH B YCTAHOBJICHUM AMArHO3a BHOCHIIO TO,
YTO YpOBEHb CBOOONHBIX JSIMOmA- M Kamla — JIETKUX
mmerneifi UMMYHOIJIOOYJIMHOB B CHIBOPOTKE KPOBHU OCTa-
BaJICS B TIpeIeiaX HOpMAaJbHBIX 3HAUCHUA.

Kmammgeckoe Habmomenre Ne 3 meMOHCTPUpPYET Ipo-
rpeccuio XCH, pa3BuTre ommacHBIX WIS 3KMN3HU KeTyI0IKO-
BBEIX HapyIICHWI CcepoeyHOro pWTMa Ha (hOHE OTHOCH-
TEIIEHO OBICTPOTO PEMOICIMPOBAHNSI CEPIIIA B BUIE NCTOH-
yeHus creHok JI2K, yBemuuenus npencepmuii u KIP JIK,
camkennss @B JIK. T1poBenenne MarHUTHO-pE30HAHCHOM
ToMorpachuu cepiia MO3BOJIMIIO TIPEATIONOXUTh HATTMIVE
y MaIMeHTK MUoKapauTa. Isi OKOHYaTeTbHOM Bepudu-
Kalln¥ OWarHo3a WM30JIMPOBAHHOTO CapKOMIO3a Cepilla
ITOTPeOOBAJIOCH TIPOBENCHNEC WHBA3WBHOTO AMATHOCTHYC-
CKOTO MeToIa — SHIOMHOKAPINAIEHOM OMOIICHM.

M3zommpoBaHHOE TOpaXXeHUE Ceplia IIPU CapKOUI03¢e
MIPEACTaBIsIeT COOOI CIIOXKHEIN TUAarHO3, BCTPEIACMOCTh
KOTOPOTO B COOTBETCTBUU C JIMTEPATYPHBIMU HAaHHBIMU
BapbUpYyETCS B IIMPOKUX Mpeaenax — ot 27% no 54%
[13]. B Bepupmkammm n301mpoBaHHOTO CApKOMI03a CepIiia
MIPUMEHSIIOTCSI COBpeMEHHBIC HEWHBAa3WBHBIC (MarHHUT-
HO-pe30HAaHCHasg ToMorpausi M TO3UTPOHHO-3MUC-
CHOHHast ToMorpadus cepaiia) M MHBa3UBHEIC (3HIOMMO-
KapouaabHas OWOIICHS) METONBl TWarHOCTHKU [13-15].

CiremyeT OTMETUTh, YTO THUIIEPTpOGIIeCKIit (heHOTUIT
TIpY capKoOMI03¢e cepara He MOXeT OBITh OTHECEH K (DeHO-
xormusiM 'KMII B cootBeTcTBUM ¢ EBpomneiickumMu Kiu-
HUYECKVMMU PEKOMEHIALMSIMU TI0 AUArHOCTUKE U Jieue-
Huto 'KMIT ot 2014t [1]. [IpuMeHeHne KiaaccupuKalum
MOGE(S) mo3BonsieT pemmTh 3Ty 3agady M HamISIIHO
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