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AKPOMETAJINYECKASI KAPAUOMUONATUSA C AMHAMUYECKOW OBCTPYKLUMEWA BbIHOCSILLEFO

TPAKTA JIEBOIO XXENTYOO04KA

LLnsxTo E. B.1‘2, MonsikoBa A.A.1’2, CemepHuH E. H.1’2, KpyTukos A. H.2, Okcac A. E.1, Llon Y.A.Z, HDanmaTtoBa A. 5.2, Benoycosa J1. B.2,

Koctapesa A.A."? Mpuresa E.H."?, Tyakosa A. 9.

Llenb. YCTaHOBWTbL C NOMOLLbIO METOA CEKBEHMPOBAHUS HOBOFO NOKOJIEHNS reHe3
rmnepTpodum M1okapaa y NaumeHTKM ¢ akpomeranmen.

Matepuan u meToapl. MNpoBefeH CTaHAAPTHbIA KNMHWMKO-NabopaTopHbIi MUHN-
MyM, 3neKTpoKapaMorpadusi, CyTOHHOE MOHWTOPVMPOBAHME 3MEKTPOKapAMorpa-
dun, axokapamorpadusi, MarHUTHO-pe3oHaHCHas ToMorpadus cepaua, CeKBeHN-
poBaHMe HOBOro nokoneHust Ha annaparte lllumina HiSeq 2000 ¢ 0o4HOMOMEHTHbBIM
aHanm3oM 108 reHoB, acCOLMMPOBAHHBIX C MAMOMNATUYECKON rNepTpodUUecKoi
kapapnommonatven (FKMM) n pexnokonmamm FKMIM.

Pesynbtathbl. B 59 net nauneHTke Bnepsble YCTAHOBMIEH AMArHO3 aCMMETPHY-
Hoit TKMT, HeoGCTpykTBHas dopma (MexkenynodykoBas neperopopka —
19 MM, 3apHss CTeHka NeBOro xenypodka — 11 MM, rpafveHT paBneHus
B BbIHOCSILLEM TpakTe NeBoro xenynoyka (BTJIK) 25 mm pr.cT.). B 62 roga pas-
BuBaetcs NKMIM ¢ amHamuyeckoi o6cTpykumein BTIIX (rpaaveHT pasneHus
B BT/1X noebicunca go 80 MM pT.CT.), YTO NPOSIBASNOCH NPOrpeccupyloLlei
OfbILLKON MpW GU3NYECKOl Harpyake 1 NoTpe6oBano NPOBEAEHNS HEXVNPYPTU-
4eCKON peayKLuun MeXKenya04koBo neperopoaku. Mo AaHHbIM KOMMNbIOTEPHON
Tomorpadun runodmsa naumeHtke B 63 roga yctaHoBNEHa 3HOOCENNspHas
MUKpoaseHoma runodpusa (obpasosarue 6,7*7,3 MM), COMATOTPOMHBIA rop-
MOH — 53,39 MmMe/n (Hopma: 0,1-20 MME/n), nHcynuHonopobHbIn dakTop
pocta 1 — 359 Hr/mn (Hopma: 118-314 Hr/mn). OpHako, NPy PeTPOCNEKTUBHOM
aHanu3e [JOCTynHbIXx doTorpaduin yxe ¢ 40 neTHero Bo3pacTta y NauueHTKn
ONpesensioTCs YBENMYEHHbIE B pa3Mepax KUCTM, CTOMbI, XPSLLIM HOCA, YLIHblE
pPaKoBUHbI, HAABPOBHbIE AYTY U FYBbl, YTO CBUAETENLCTBYET O A/INTENILHOM TEYe-
Hun 3abonesanusi. Mo pesynbTaTam CEKBEHNPOBAHWS HOBOIO NMOKONEHWS NaTo-
re€HHble MyTaLMW HE BbISIBIEHBI.

3akntoyeHue. B npeactaBneHHoOM HabofAeHUN BeAyLLMM B KIMHUYECKOI KapTuHe
ABNAETCS PA3BUTVE aKPOMErasnMyeckon KapamoMuonaTum, UMUTUPYIOLWER nano-
natuyeckyto F'KMTI. B ocHoBe BpauebHO TakTVKM LOMKHO flexaTb CBOEBPEMEHHOE
NPOBEAEHNE 3TUOMATOrEHETUHECKO Tepanuu, cnocoBbeTBylOLE NpefoTBpaLLe-
HUIO NPOrpeccupoBaHnst 3a60oNeBaHnsi, a B psife CIyyaeB v perpeccuu runepTpo-
dumn neBoro xenypouka.
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ACROMEGALIC CARDIOMYOPATHY WITH DYNAMIC OBSTRUCTION OF THE LEFT VENTRICLE OUTFLOW

TRACT
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Aim. To explore genesis of the left ventricle hypertrophy in acromegaly patient, with
the method of next generation sequencing.

Material and methods. Standard clinical and laboratory minimum was done, with
electrocardiography, 24 hour ECG monitoring, echocardiography, magnete
resonance tomography of the heart, new generation sequencing on the llluminaHiSeq
2000 equipment with simultaneous analysis of 108 genes associated with idiopathic
hypertrophic cardiomyopathy (HCMP) and phenocopies of HCMP.

Results. At the age 59 y.o. the female patient had beed first time diagnosed with
asymmetric HCMP, non-obstructive type (interventricular septum 19 mm, posterior
wall 11 mm, pressure gradient in outflow tract of the left ventricle (OTLV) — 25
mmHg). At the age 62 y.o. she developed HCMP with dynamic obstruction of OTLV
(pressure gradient in OTLV up to 80 mmHg) with progressing dyspnea on exertion,
and required non-surgical reduction of interventricular septum. By the computed
tomography data, at the age 63 y.o. the patient was diagnosed with endocellar

hypophysis microadenoma (a tumor 6,7*7,3 mm), somatotropic hormone — 53,39
mU/L (normal: 0,1-20 mU/L), insulin-like growth factor 1 — 359 ng/mL (normal:
118-314 ng/mL). However, with retrospective analysis of her photos, even from the
age 40 y.0. there were enlarged hands, feet, nasal cartilages, ears, lips and eyebrow
arcs that witness for long lasting disease course. With the new generation
sequencing, there were no pathological mutations revealed.

Conclusion. The case represents hypertrophic cardiomyopathy as a leading clinical
sign in acromegalic cardiomyopathy that imitated idiopathic HCMP. Patient
management in such case should include on-time etiopathogenetic therapy that
works against disease progression, and in some cases even for regression of the left
ventricle hypertrophy.
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Iuneprpoduueckass Kapauommoratust (I'KMIT)
SIBJISIETCSl HauboJiee pacipoOCTPaHEHHBIM T€HETUYECKUM
3aboseBaHreM Muokapaa. CoriracHO COBPEeMEHHBIM
npeacrasineHusM, ' KMII npeacrasnaser coboit cobupa-
TEJIbHBI TEPMUH, OOBESAUHSIONIUN INMPOKUI CIEKTP
TeHETUYECKMX U HETEHeTUYECKUX 3a00JiIeBaHU, OTIMYa-
IOLIMUXCS TI0 3TMOINATOreHe3y M IMOoAXOoJaM K Teparuu.
[Ipu BEISIBIICHUM KaXXOOTO CIIydas TUIIEPTPOMUU JIEBOTO
xkenymouka (IT12K) HesicHOTO TeHe3a, COOTBETCTBYIONIEH
kputepussM 'KMII no ganHsiM EBporneiickux KInHu4Ye-
CKMX peKOMeHaaIuii 1o nuarHoctuke u jedeHuo ' KMII
ot 20141 [1], HeobxomuMO TIpoBeaeHNe T hepeHIIIab-
HOTO AuarHo3a Mexny uanonatudeckoit ' KMIT u dhero-
kornusMu 'KMII. B cymectBytomux KiaaccupuKalmsx
kapauomuonatuii B pazaeiae 'KMII He oTpaxkeHbI ciy-
yau ['JI2K, obOycioBiieHHbIE 3a00€BaHUSIMIA SHIOKPUH-
HOI CMCTEMbI, B YACTHOCTH aKpOMETaJIueN, UMUTUPYIO-
mue nanomnarndeckyro 'KMII [2-5]. B ximaccudukammm
KapauoMuonaTuii AMepMKaHCKOW KapauoJIOTMYeCKOi
acconmamyy ot 20061, mopaxeHue cepiama Ipu SHIO-
KPUHHBIX 3a00JIEeBaHUSIX OTHECEHO K pyOpMKEe BTOpUY-
HBIX KapAUOMUOIATUA.

Heob6xonumo ormeTuts, uto ['JIK npu nnmomnaruye-
ckoii 'KMII u npu akpomeraiuu UMeIoT o0IIre Mexa-
HU3MBbI TTaTOTeHe3a, 00YCIOBJIIEHHbIE BKJIAOM TOPMOHA
pocTa m MHCYIMHOIomo0Horo dakTopa pocta-1 (MDP-
1) [6, 7]. Onucanus ciaydaeB BeipaxkeHHoi I'JTIK, coor-
BeTcTBYWOILIElH omnpeaeneHuto I'KMII, B Tom umucie
¢ (GopMUpPOBaHUEM OOCTPYKLIMU BBIHOCSIIETO TPaKTa
JIEBOTO XeJayno4yka, MpU aKpoOMErajauu IpeacTaBIeHbBI
B POCCHUIACKOM U 3apyOexxHou nutepatype. I1pu nmocra-
HOBKE JMarHo3a y KaXXI0ro KOHKPETHOIro maludeHTa
KJIMHULIMCTAM HEOOXOAMMO OTBETUTh Ha Bompoc: IJTI2K
MpU aKpOMErajmu, COOTBETCTBYIOIIAsI KPUTEPUIM
I'KMII, gaBnsieTcs pe3yabTaTOM COYETaHUS IBYX MaTO-
snoruit, Takux kak nauornatudeckass [KMII u akpome-
ranusg uiad ke oOyciaosiaeHa [JI2K wuckItouuTeNbHO
B paMKax aKpoMeTananu?

B enuHuuYHBIX paboTax, MOCBSILIEHHBIX 3TOW MPO-
OiieMe, TIpOBeACH TeHETUICCKUIA aHAIN3 B 9 TeHaX, MyTa-
LMY B KOTOPBIX SBJSIIOTCS TPUYMHON MOMABISIOIETO
OOJBIIMHCTBA CJIy4yaeB pa3BUTUS UAMONATUYECKON
I'KMII, ongHako reHeTUYeCKU 1edeKT BbISIBUTh HE yaa-
Jjock. Havano BHeapeHMsT B KIMHMYECKYIO TPAKTUKY
CEeKBEHUPOBAHUSI HOBOIO IMOKOJIEHUS, ITO3BOJISIIOLIETO
MPOBECTU OJHOBPEMEHHBIN aHaIM3 OOJILIIOTO KOJUYEe-
cTBa TeHOB, accouuupoBaHHBIX Kak ¢ I'KMII, Ttak
u ¢ ¢peHokonussMu I'KMII, oTkpbiBaeT HOBBIE BO3MOX-
HOCTHM JMAarHOCTMKW M cO3AaeT OoJiee 10Ka3aTesbHYIO
0aszy 1151 OTBETa Ha MOCTaBJeHHBIN Bompoc. [IpuBoaum

ONUCaHNE COOCTBEHHOrO KIMHUYECKOrOo HAOIIONEHUS
mayeHTku ¢ T KMII.

MaTepuman n metopapl

[ManmeHTKe MPOBENEeH CTAHAAPTHBIN KIMHUKO-J1a00-
pPaTOPHBIE MUHUMYM OOCIE€AOBaHUS, 3JIEKTPOKAPINO-
rpadust (OKI'), cyrouHOe MOHUTOPMPOBAHME 3JIEKTPO-
kapanorpaduu (CMOBKI), sxokapamorpadus, wmar-
HUTHO-pe3oHaHcHasT ToMorpadus (MPT) cepmua
u runodmsa. OnpeneiaeH ypoBeHb MMPP-1 u comaro-
tportHOTO TopMoHa (CTI) B ceiBopoTKe KpoBU. CeKBe-
HUPOBaHNE HOBOTO ITOKOJICHMSI BRIIIOJTHEHO Ha aIlrapare
Illumina HiSeq 2000 ¢ omHOMOMEHTHBIM aHanmu3oM 108
TeHOB, acCOLUMUPOBAHHBIX ¢ uauonatudyeckoir I'KMII
u ¢perHoxormssmu 'KMII. Brigenenune JIHK npoussoau-
JIOCh M3 IIETBHON KPOBU C TIOMOIIBIO KOMMEPYECKOTO
Habopa FlexiGeneKit ¢ mocnmenyromeii o0paboTKoM §
TapaMu peCTPUKIIMOHHBIX PepMeHTOB (25 HT Ha peCTPUK-
IUOHHYIO TTapy), BXOMSIIINX B COCTaB Habopa IS IIeje-
Boro oborameHus (Haloplex). [Tociemxytommast aMruimdm-
Kauus IS TPUTOTOBJEHUS (DUHAIBbHBIX OUOIMOTEK
mepen CEKBEHMPOBAHWEM IIPOBONMIIACH TIPW TTOMOIIN
BBICOKOTOYHOI monuMmepa3bl Herculase II  Fusion
(Agilent). CexBenmpoBanme (2 3arrycka mo 250 mpoure-
HU) mpousBommiock Ha mpubope MiSeq (Illumina,
SanDiego, CA) ¢ mcIoiab30BaHHEM Habopa peareHTOB
Bepcuii 2 u 3.

Pesynbrathbl

Ha MoMeHT ocMoTpa Kanob cO CTOPOHBI CepAeTHO-
COCYIMCTOIM CHCTeMBI TTAIIMEHTKA He IpembsBisieT. [1pu
OOBEKTUBHOM OCMOTpE OOpalllaeT BHUMAaHWE HaJIudyue
YBEJIMUYCHHBIX B pa3Mepax KHUCTeH, CTOII, XpsIIeil Hoca,
VIITHBIX PaKOBWH, HAIOPOBHEIX YT, TYO.

AHaMHe3 3a00JieBaHMsI, a TakkKe TMHaMKKa Jlabopa-
TOPHBIX M WHCTPYMEHTAJIBHBIX ITOKa3aTelie IpelIcTaB-
JIeHa B XpOHOJIOTHIECKOM TTOpSIAKe B TadauIe 1.

N3zBectHO, uTo B 47 net (1997T) 3anmomo3peHa akpome-
TaJIVSI B CBSI3U C HAIMYMEM TUITMYHOM KIIMHIIECKOM Kap-
TUHBI 110 JTaHHBIM 00BbeKTUBHOTO ocMoTpa. YpoBeHb CTT
B KPOBH OCTaBaJICS B IpelneiaX HOPMAJIbHBIX 3HAUYCHUIA.
I1o nanueiM MPT rumnodusa natosorundyeckue oopa3oBa-
HUs He BepudunuposaHbl. [lo pe3ymsrataM peHTICHO-
rpaMMBI KOCTEH dYepelia OMNMCAHO Pe3KOe YTOJIICHUE
KocTel depena 10 2,3 cM, pasmep runodusa 14*9 mm,
09aroBOM MaTOJIOTMYECKON MHTCHCUBHOCTU HE OIIpele-
nstetcst. [1oHbII TPOTOKOII 00CIeI0BaHMIA IJTSI TIOATBEP-
XKIOCHUS IHarHOo3a aKpOMETaJIMKM BBIITOJTHEH HE OBLI.
OmHako, MPW PETPOCIIEKTMBHOM aHAaJIN3¢ TOCTYITHBIX
dotorpacmit (¢ 1988r mo Hacrosee Bpems) yxke ¢ 40
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Tabnuua 1

AHaMHe3 3a60neBaHusi, pe3ynbTaThbl 1Ja00OPaTOPHBLIX M UHCTPYMEHTaJIbHbIX 00Cef0BaHuI
3HAOKPUHHOI CUCTEMbI B AUHaAMUKe, MPOBOAMMAan Tepanus

lon PesynbTathl n[abopaTopHbix Nokasartenei
o6cnenoBaHns  Ha NpeaMeT akpoMeranuu (Hopma s
M®P-1 npuBepeHa ¢ y4eToM Bo3pacTa)
15.10.1997r:

CTT: 6,1 Hr/mn (Hopma: 0-10 Hr/mn)

akpomeranuu
19971

[aHHble MHCTPYMEHTaNbHbIX METOA0B
ANarHoCTnkun, NpoBeaAeHHbIX No NosBoay

Ha peHTreHorpamme KocTen yepena:
peskoe yTONLLEHME KOCTel yepena

MpoBoanmoe neveHve

JleyeHune He NPOBOAMIOCH

10 2,3 cm, runodus 14*9 mm

2010r 16.06.10r:
CTr: 21 mMe/n (Hopma: 0,1-20 MME/n)
N®P-1 — He nccnegosann HE BbISIBNEHbI

2011r 2.04.11r:

CTT: 53,39 mMe/n (Hopma: 0,1-20 MME/n)
17.05.11r:

CTr: 2,230 Hr/mn (Hopma: 0,1-7,0 Hr/mn)
06.06.11r:

CTT: 3,090 Hr/mn (Hopma: 0,1-7,0 Hr/mn)
N®P-1: 359 Hr/mn (Hopma: 118-314 Hr/mn)
1.03.12r: -
N®P-1: 143,1 Hr/mMn

(Hopma: 150-350 Hr/mn)

26.09.12r:

CTT: 3,79 Hr/mn (Hopma: 0,12-9,88 Hr/mn)
19.03.13r: -
CTT: 3,62 Hr/mn (Hopma: 0,12-9,88 Hr/mn)
NDP-1: 413,80 Hr/mn

(Hopma: 30-196 Hr/mn)

21.03.14r:

NPP-1: 341,8 Hr/mn (Hopma: 30-196 Hr/mn)
28.11.14r:

MMN®P-1:510,3 Hr/mn

(Hopma: 91-282 Hr/mn)

21.04.15r: -
NPP-1: 527,10 Hr/mn (Hopma: 91-282)

2012r

2013r

2014r

2015r

2016r 13.05.16r: UPP-1: 526,89 Hr/mn -

28.09.16r: UPP-1: 419,58 Hr/mn
27.12.16r:
NPP-1: 322,56 Hr/mn (Hopma: 91-282)

JeTHeTo Bo3pacTta (1988r) y malmMeHTKU OIpemelIsTIoTCs
KIMHUYIECKUE TIPOSIBJICHNS, TUITMIHEIC JUTIST aKpOMETa TN
B BUIIE YBSIMICHHBIX B pa3Mepax KHCTel, CTOM, XpsIIeid
HOCa, YIITHBIX paKOBWH, HAIOPOBHBIX AYT U I'y0, YTO CBH-
JIETETBCTBYET O UIMTEIIFHOM CYIIECTBOBAaHMHM JTaHHOTO
3a00JIeBaHUSI.

B 59 et (20071) mpu TIpoBemeHNN SXOKaparorpadumn
BHepBbIe ycTaHoBIeH auarHo3 [ KMII (ta6a. 2): acmmmeT-
pruHast TKMII, HeoOcTpykTUBHAS (hopMa (MEXKETy-
IouKoBast meperoponka (M2KIT) — 19 MM, 3amHsISI CTEeHKA
neBoro xenynouka (3CJIK) — 11 MM, rpagueHT napie-
HUS B BEIHOCSIIIEM TpaKTe JieBoro Xkemymouka (BTJIK) —
25 MM pT.cT. B mokoe). [Ipu ouepemHoM oOCIIeAOBaHUU
yepe3 3 roma (2010r) paszsuBactcst [KMII ¢ mumHamm-
yeckoit obOctpykumeir BTJIK (rpammeHT maBlIeHHS
B BTJI2K — 80 MM pT.CcT. TIpy poBeaeHUH poosl Bab-

28.06.10r: MPT runodwusa:
naTonornyeckme N3MeHeHust

1.09.11r — KT runodusa:
3HAO0CENNAPHas MUKpOaLeHoMa
runodwuaa (6,7*7,3 Mm)

KT ronosHoro mo3ra 6e3 B/B
KOHTPACTUPOBAHUSA: NaTonornieckue
06pa30BaHu1s He BbSBEHbI

BoiseneHa FKMI ¢ auHammdeckoii o6¢Tpykumeidn BTIIK.
Hexupypruyeckas pegykums MXT1 ¢ nonoxuTtensHsIM
adpdektom ot 27.10.10r. IMnnaHTMpoBaH NOCTOSHHBI
anekTpokapauoctumynatop (VVI) ot 22.10.10r

HauaTto neueHue aHanoramu comaToctaTMHa
(oktpeotua 20 Mr 1 p. B 4 Hepenw B/M)

Tepanus npexHss

Tepanusa npexHss

Tepanus npexHss

YBenuueHa Ao3a aHanoros comatoctatHa
(oktpeotnn 40 mr 1 p. B 28 gHelt B/M). BoisiBnena
renatocnieHoMeranms

OxTpeoTng 40 mr 1 p. B 28 oHeilt

CaJIbBBI), YTO TIPOSIBIISUIOCH ITPOTPECCHUPYIOIICH OIBIIII-
KOI mpy PM3MIECKOI HATpy3Ke W ITOATBEPXKIAIOCH TaH-
HeiMu MPT. pe3ko yrommena MXII (mo 22 MM B nma-
CTOJIYy), IIEPEAHSIS CTEHKA 10 16 MM, YMEPEHHO YTOJIILIEHbI
ookoBasg (11-12 mMm), HmkHIT (12-13 MM) U 3amgHSIS
(11 mM) cTeHku. BepxyllleuHble CETMEHTBI HE YTOJIIIEHDI.
Muokapna B oonactu M2XKIT u apyrux creHok JIK numeer
BBIPAXKCHHYIO HEPETYISIPHOCTH cTpoeHMsI. CTEeHKU TIpa-
BOTO XeJIyIoYKa He yrommeHbl. Kamepsl cepaiia He pac-
mupeHbl. OTMEYeHO MepeaHe -CUCTOIMIECKOE IBIDKCHIE
TepeaHeil CTBOPKU MUTPAIBHOTO KJIallaHa, IIPUBOISIIEE
K CyxXeHMIO BBIHOcsIIero Tpakra JIK. B wmrone 2010r
MMOBTOPHO BHIIIOJHEHO ompeneneHne ypoBHs CTT
B KPOBH, BEISIBJICHO TTOBBIIIeHNE 10 21,1 MME/n (HopMma
or 0,1 mo 20 MME/n), peKoMeHIOBAaHO IIPOXOJIKUTH
o0ciemoBaHre Y SHIOKPUHOJIOTA.
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JAvHamMmuka axokappguorpaduyeckux napameTpos

Moka3atens/Mata (Bo3pacr) 05.07.07r 03.06.09r
(59 ner) (61 rom)

MXTM, Mm 19 19

3C JIX, mm 15 1

VMM NIX, r/m° - 163

TonwwmHa cterkm MX, mm 4 8]

KAP, MM 41 47

KCP, mm 27 33

KOO, mn 105 -

KCO, mn 49 -

JN, mm 36 39

MHpekc obvema M, Mn/M2 - -

®B, % 53 57

I'paguenT B BT JIX B nokoe, MM pT.CT. - 25

I'paawvenT B BT JIX npum npo6e - -

Banbcanbsbl, MM pT.CT.

CLOJ1A, MM pT.CT. - 32

Ta6nuua 2
15.06.10r 20.12.10r 25.05.15r 2.06.17r
(62 ropa) (62 ropa) (67 ner) (69 ner)
20 16 13 13-17
(B BEPXYLLEYHOM
cermenTe MXI)
10 12 12 12
- - 191 171
3 - 4 3,5
45 46 55 57
30 30 - 40
- 130 137 145
- 60 58 60
39 40 44 44
- - 52 53
68 68 55 59
25 3,5 3,8 6,0
80 7,5 14,9 15
23 - 33 33

CokpaueHust: K — npasblii xenynoyek, KAP — KOHe4HO-amacTonuyeckuii paamep nesoro xenynoyka, KCP — KOHEYHO-CHUCTONNYECKUI pa3Mep NIEBOr0 XEeyA04Ka,
KAO — KOHEeYHO-AMacTonM4eckuii 06bem nesoro xenyaodka, KCO — KoHEYHO-cMcTonmnYeckuini 06bemM NeBoro xenynoyka, JiN — neesoe npeacepave, B — dpakuus

BblOpoca, CAJIA — cpeaHee AaB/eHWe B IErO4HOM apTepun.

B okTta6pe 2010r B cBSI3M ¢ HapacTaHWEM rpajgueHTa
nasiaeHus B BTJIK u mosiBieHneM KJIMHUKU XpOHUYE-
CKOU CepIeYHOI HEIOCTATOTHOCTHI OIIpeIeICHBI ITOKa3a-
HUS I TIPOBEACHUS HEXNUPYPTAUECKON pemyKIINU
runeprpodupoBaHHoro otaeiaa MKII.

Hcxomno Ha DKI pernctprpoBajcs CHHYCOBBIN pUTM
¢ yacToToii cepaeuyHbix cokpaieHuii (UYCC) 65 B MUHYTY,
ITOJTHAsT OJI0Kada JIeBOM HOXKM ITyduka [iica.

ITo ganaeiIM CMOKI BBISBIEHBI HAPYIIEHUS ITPOBO-
IUMOCTHU B BHIIE YepeHOBaHMS ITOJTHON OJIOKAIBI JIEBOM
HOXKH ITydKa Iiica ¥ moJIHO# OJIOKAmbl TIPaBOil HOXKU
mydka [i1ca, TpaH3UTOpHASI aTPUOBEHTPUKYJISIpHAS 0J10-
Kama 1 crereHn.

Io pesymbraraMm KopoHapoaHTHOT padH, BEITOTHECHHOMN
Tepe IpoBeACHNEM HeXupyprudeckoit pemykimm MXKIT,
TEMOIMHAMNYCCKNA 3HAYMMBIX CTEHO30B HE OOHAPYKCHO.
B c¢Bs131 ¢ pa3sBUTHEM TOTHON aTPHOBEHTPHUKYIISIPHOI OJI0-
KaIbl TIPH TIPOBEICHNI KOPOHAPOAHTHOTPahrI TAMEHTKE
YCTAHOBJIEH 3JIEKTPOJ, BPEMEHHOIO 3JIEKTPOKApAMOCTU-
MYJISITOpa ¢ TIOCTICAYIONICH MMIDIAHTAIICH ITOCTOSIHHOTO
aekTpoKaparocTuMyisiTopa (VVI — omHoOKaMepHasT JKelry-
IoukoBast cTuMyIstust). 27 okrsiops 2010r BeImoirHEHA
addexTrBHas Hexupypruueckas peaykuust M2XKIT ¢ noso-
KATETPHOM TWHAMUKOW IT0 JAaHHBIM 3XOKapauorpaduu.
Tak, B ITOC/ICONepalliOHHOM IIEPHOAE OTMEYACTCS YMEHB-
menne TomuyHel MXKIT ¢ 19 MM 10 16 MM, cHIDKeHHE
rpaguenTa naBiieHust B BTJI2K ¢ 80 MM pT.cT. 10 7,5 MM pT.CT.
IIpY TIPOBEICHNHY ITPpOOKI BabcaabBe (TAOMI. 2).

B 201 1T B cBSI31 C BHISIBIICHHBIM IOBHIIIICHHBIM YPOB-
HeMm CTT mammeHTKa MOBTOPHO 0OpaTUIIACh K SHIOKPH-

HOJIOTY TSI JOOOCIeIOBaHUS Ha MpeaIMeT aKpOMEeTaInu.
B cBsI3u ¢ HEBO3MOXHOCTbIO BbINOJHeHUS MPT rurmo-
(b13a 13-3a UMILUTAHTUPOBAHHOTO IIOCTOSTHHOTO 3JIEKTPO-
KapAUOCTUMYJIITOpAa PEKOMEHJOBAHO MPOBEICHUE KOM-
MBIOTepHOIT TOMoTrpadum rumodmsa, IO pe3yabTaTaM
KOTOPOTO YCTAaHOBJICHA SHIOOCEIUISIpHAsT MUKpoOamzeHOMA
runodusa (obpazosanue 6,7*7,3 mm). Takum oOpaszomM,
Mo pe3yiabTaTaM ITOBTOPHBIX OOCJIeIOBaHWII BIICPBBIC
BepuduumpoBana CTI-mpomyumpyrommas MHKpoaue-
HoMa runodusa ¢ UHPpanapaceUIIPHBIM POCTOM.
[NanmeHTKa KOHCYIBTUPOBAaHA HEMPOXUPYPTOM. YUUTBI-
Bast HEOOJIBIIIME pa3MepEl HOBOOOPa30BaHMsI, HEBBICOKHE
MmoKa3aTeil aKTUBHOCTHM COMATOTPOITMHOMEI DPEIICHO
TIPOBOIUTH KOHCEPBATHUBHOE JICUCHNE, HAYaTO KypCOBOE
JICUCHUS aHajlorTaMM COMAaTOCTaTHMHA IIOA KOHTPOJIEM
CTI u UDP-1 (okrpeorun 20 mr).

Ha cdone mpoBommmoro jaedeHust (okrpeotun 20 mr)
T0KAa3aTe I OCTaBAJIMCh B IIpeeIaX HOPMaJIbHBIX 3HAUC-
Huit mo 2013r. C 2013 r peructpupyercs TOBBIIIEHUE
N ®DP-1 Boimie pedepeHTHBIX 3HAYEHU, OIpeaesieMbIX
B COOTBETCTBHM C BO3pacTOM. AKpomeraamdecKas Kap-
THOMMOITIATHS XapaKTeprU30BajIach JATbHECUIIINM CHITKE-
aueM tommuasl M2KIT mo 13 MM, 3CJIK — 6e3 cytecT-
BCHHOU DWHAMUKM, YBSIMYCHHEM KOHEUHO-ITHACTOJIM-
yeckoro pa3mepa JIK ¢ 45 no 55 MM, JIeBOTo npencepans
¢ 39 MM 110 44 MM, cHIXKeHHEM (dpaKL BeIOpoca ¢ 68%
10 55%. OcranbHble MoOKa3aTeau — 0e3 BbIpaXKeHHBIX
n3MeHeHnH (Taor. 2).

B 2015r mammeHTKa MOBTOPHO TOCIMTAIM3WpPOBaHA
Ha OTHeJICHNE SHIOKPUHOJIOTUM UIST OICHKM TCUCHMS
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KINMMHWYECKWE CNYYAN

3a00J1cBaHUS B TWHAMUKE W 3(DHOEKTUBHOCTH IIPOBOIM-
Moro sedeHus. [IpoBemeHO oOcemoBaHMe, HaIlpaBIcH-
HO¢ Ha BBISIBJICHHEC OCJIOXHEHUMA aKpoMeTallnu,
IO pe3yJbTaTaM KOTOPOTO OOHAapy:KeHa TelaTOCILICHO-
merammst. Ha DKI coxpansercs cuHycoBblii putM ¢ YCC
64 B MuHYyTY, II0JIHas OJ10Kaa JieBOi HOXKHM mydka [iica.
ITo manueiM CMOKI peructpupyercsl XenymouyKoBas
BKcTpacucTonus 2 rpagannu mo Ryan. [1pu nmpoBeneHnm
aXoKapauorpaduyu OTMeJaeTCs HapacTaHWE TOJIIUHBI
creHok: B 2016r mo 14 MM u B 20171 1o 17 MM B Bepxy-
megyHoM cermeHTe MXKII (tadm. 2). Cucrommdeckast
1 IACTOIMYecKast (byHKIIMH JIEBOTO XKeJIyI0UKa, a TAKKe
OCTaJIbHBIC TIOKA3aTeIM — Oe3 OTpUIATeIbHON HWHA-
MUKU. BEIsSIBIIEHA HEOOCTATOYHOCTD Tepariuy (OKTPEOTHI
20 MT), B CBSI3M C UYeM yBeJIMUCHA 1032 aHAJIOTOB COMAaTO-
cratrHa (oKTpeoTun 40 Mmr).

M3 comyTcTBYOIIEH SHIOKPHUHOJIOTUYSCKOM MaTOJIO-
WU y TTAIIMEHTKH UMeeT MeCTo 00J1e3Hb [peliBca, TOCTUT-
HYT 3yTHpPeo3 Ha (OHE IMPOBOAMMON THPEOCTATUUECKOM
teparmmu (ripormmiit 50 mr: 1 Tabmetka — yrpo, Y2 Tab-
JIETKM — Bevep).

Jra nckmouenns nanomnatndeckoir 'KMIT u deno-
konuii FKMII mauueHTKe BBIMOJIHEHO CEKBEHUPOBAHUE
HOBOro ToKoJieHns Ha armapare Illumina HiSeq 2000
C OMHOMOMEHTHBIM aHaau30M 108 reHoB, BKITIOYAOIINX
TeHBI, KOOMPYIOIINE BBIPAOOTKY CapKOMEpPHBIX OCIKOB,
a TakKe OTBETCTBEHHBIX 3a pa3zButue peHokonuit [ KMII.
ITo pe3ympraTaM IIPOBEACHHOTO TeHETUUECKOTO aHaIl3a
IMAaTOTeHHBIC MyTalllM HE BBISIBJICHEL.

Takum 06pa3oM, y MAIIMEHTKU MMEET MECTO CIICAYIO-
M1 KJIIMHUYECKUN I1UarHo3s;

OcnoBnoii: CTT' — mponmynupyroast agzeHoMa THITO-
¢u3za ¢ uHdppanapaceaasIpHEIM POCTOM. AKPOMETaINsl.

OclokHeHHe: AKpoMeTaTndecKasi KapaIuoMUOIaTHs.
IenaTtocnmenomeranusi. BropuuHbiii caxapHblii nua0erT.
Junabetnueckas HeppomnaTusi, CTaAus MUKPOAUTLOYMUHY-
pun. XpoHmdeckast 0oje3Hp modek ClA2 (CkopocTh
KJIy00ouKoBO# dunsTpauuu — 94 min/mun/1,73 M2).

ConyrcTByomas martojorusa: IumeproHmYIecKas
6one3nsb I11 cT., puck 4. CenranbHas CIIMPTOBAs A0S
ot 27.10.2010r. ITomHast O0Kama JIeBO HOXKH ITydKa
Iiica m TpaH3WTOpHAs IIOJHAS ATPHOBCHTPUKYJISIPHAS
6iokana ot 21.10.10r. UMIutaHTanius BpeMEHHOTO DJIeK-
TpokapauocTuMyisitopa ot 21.10.10r. MMmiaHTams
IIOCTOSTHHOTO  3JIeKTpoKapauoctuMyiasaTopa (VVI)
ot 22.10.10r.

OcTpoe HapyIIeHHE MO3TOBOrO0 KpOBOOOpAaIIeHUS
B BepTeOpo-0a3misipHoM bacceiite ot 20081, ocTpoe Hapy-
IIeHe MO3TOBOIO KPOBOOOpAIIeHUs B OacceitHe mepem-
Helr mosroBoii aprepun oT 2010r. Otockirepo3 III ct.
[meproHmYecKast aHTHOIIATHS ceTYaTKU. HagaapHas nBy-
CTOPOHHSIA KarapakTa. HapyineHme KpoBooOpalmeHUs
JIEBOTO 3pHUTENIBHOrO HepBa oT 1997r. KpoBomsmmsHme
B CTCKJIOBUIHOE TEJIO JICBOTO IJa3a. KiamaHHBIN pa3phiB
cetgatku. [Tepudepraeckast XopuopeTHHATbHAS TUCTPO-
dus1. bapeepHast nmaszepKoaryasamusa cetdatku ot 2008

bonesns IpeiiBca, ayTupeo3 Ha (poHe TUpeocTaThye-
CKOM Tepalni. XpOHNISCKUI racTPOAYOICHHUT, BHE 000-
cTpeHusi. JAuBepTUKYIe3 CUTMOBUIHONW KUIIKU. Muoma
MaTKu. MouyekaMeHHasl 00JIe3Hb, XpOHNICCKUI ITHEII0-
Hedput, BHe obocTpeHUs. [ereHepaTUBHO-IUCTPODIIe-
CKoOe 3a00JIeBaHNe TTO3BOHOYHMKA.

[IpoBommmas Tepamnusi: aHaJIOTH COMaTOCTaTHHA, cap-
TaHBI, OJIOKATOPHI KaJIbIIMEBBIX KaHAJIOB, A¢3arpeTaHThI,
OUTYaHWIBI, TUPEOCTATUICCKIUE TIPEITapaTH.

O6cyxaeHue

B mipeacTaBieHHOM KIIMHAYECKOM CIIydae IIpOIeMOH-
CTPUPOBAHO pPa3BUTHE Y MALIMCHTKH C aKpOMeTaJanei
TUIIepTpOUN MHOKapaa, MOTpeOOBaBINCH ITPOBEICHMS
nrddepeHIIMATEHOTO IMAarH03a MEXK Iy MANOITATHICCKOM
T'KMIT u I'JI2K B pamkax akpoMeraandeckKoi KapauoMmnuo-
natun. B 3apy0OeXHOM TUTEpaType UMEETCS PSIT CXOXKUX
KIIMHUYICCKUX HAOMIOICHNI, OIMMCHIBAIOIINX (POPMUPO-
Banue [JIK, umutupytomeii nauonatudeckyro I'KMIT,
TIpY aKpPOMETaJINH.

Tak, Abdelsalam MA, et al. (2016r) mpeacraBuIn
IeMOHCTpanu mamueHTta 50 JIeT ¢ YCTaHOBJICHHBIM
nuarHo3oM akpomeranuu u I'JIK (tommumna M2KIT —
18 MM), Y KOTOPOTO IIPH IIPOBEICHNH CTPECC-3XOKAPINO-
rpacduu ¢ TOOyTaMIHOM OTMEYaI0Ch Pa3BUTHE TMHAMM-
yeckoit obctpykumu BTJI2K. Tuneptpodusi muoxapma
nMela CHMMETPUYIHBINA XapakTep, IpH ImpoBeaeHn MPT
JMAHHBIX 332 HAJIMINE YIaCTKOB OTCPOICHHOTO KOHTPACTH -
poBaHusl, xapakrepHoro mist TKMII, He nonydeHo, 4To
TO3BOJIMJIO ABTOPaM CHEJIaTh BHIBOI O TOM, UYTO Kapamo-
MUOITIATHS TIPH aKPOMETaIUd MMHUTHPYET MIHOIaTHIC-
ckyro 'KMII [2]. B pabote Hradec J, et al. (1988r) moka-
3aHO, YTO Y ITAIIMEHTOB C aKpOMETaIEH ¥ TTOBHITIICHHOM
aKTUBHOCTBIO TOPMOHA POCTa MMEET MECTO YBEIMICHUE
nHAeKca Macchl Muokapma JIK (MMM JIXK) 3a cueT yBe-
JTNIeHUST KOHEYHO-IWACTOJIMIECKOTO pa3Mepa JICBOTO
KeJyooYKa, B TO BpeMs KaK y ITallieHTOB ¢ aKpoMera-
JINeit B COUeTaHUH C apTepUaIbHOU TUIIepTCH3NEH IIpeu-
MYIIECTBEHHO YTONIIAoTCcs cTeHKU JIXK 1Mo cpaBHEHUIO
C KOHTPOJIPHOM TPyMITON. Y MallMEHTOB ¢ HOPMAaJIbHBIM
YpPOBHEM aKTMBHOCTHU TOPMOHA pOCTa HE BBISIBJICHO YBe-
mmaenve UMM JIXK [4].

Y Hameit MaIMeHTKHW IJIATEIHLHO CYIICCTBYIOIIAsS
aKpoMeTajanusl 0e3 CBOCBPEMEHHO IPOBOOUMON CITeIIN-
(brgeckoit Tepanmmy BBI3BajJa pPa3BUTHE TUIICPTPOGUU
MHOKapaa ¢ IMHAMAYECKOil OOCTPYKIIME BBIHOCSIIIETO
TpaKTa JICBOTO KeJIYI0YKa U MOSIBIICHNE KIIMHUKU XPO-
HUYECKOU CepIedyHOil HemTOCTaTOYHOCTH, YTO IIPUBEIIO
K HEOOXOIMMOCTH BBIIOJIHCHUS HEXUPYPTUICCKOMU
penykuuu MXKII. Tlocne mpoBeneHUsi onepaTUBHOTO
BMEIIIaTeIbCTBA 1 Havyajia Tepallii aHaJloTaMH COMAaTO-
CTaTMHA OTMeEYajiach pPeTrpecCHUsl TUIICPTPODUHM MHUO-
Kapma B TIocleollepallioHHOM Tiepuome. OmHaKo,
B HACTOSIIEE BpeMsI, B CBA3M C HEYIOBICTBOPUTEIBHBIM
KOHTPOJIEM YPOBHSI TOPMOHA POCTA, BBISBIISICTCS IIPO-
rpeccus TUIepTpoun MroKapma. AHaJIN3 JTUTESPaTypPhI
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MIpUBEJI K OOHAPYXKECHHWIO aHAJOTHMYHBIX 3apyOesKHBIX
nyOoauKaIui.

Tak, Tokita N, et al. IpeacTaBUIN CITy4ad Pa3BUTHS
BeIpaxkeHHOU [JIXK ¢ manpHeWIMM IporpeccupoBaHUEM
XPOHMYECKON CepIedHO HEMOCTATOYHOCTH Y MAIlIeHTOB
¢ akpomeranueil. Ilociae TpoBemeHUs ameHOMIKTOMUU
rurorsa ¢ HOpMaIM3allleil ypoBHS TOpPMOHA pOCTa
0 HOPMAJIbHBIX 3HAUYCHUII OTMEUYCHA PETpecCHsl TUIIep-
Tpoduu muokapaa [8]. Viveiros Monteiro A, et al. (2016r)
ONucaIn KIMHUYECKUI ClTydaid pa3BUTUSI OOCTPYKTUBHOM
dopmer TKMII y mammeHTKr 73 JIeT ¢ aKpOMeTalIHei,
00YCJIOBIICHHON MMKpPOAICHOMOW TUTIO(U3a, IIPOOIICPH-
pOBaHHOM XHUPYPIMYECKMM IIyTeM B Bo3pacte 38 Jer,
HO ¢ peIIMINBOM 3a00JIeBaHMS U TIOCTICIYIOINIEH peorrepa-
mueit. B Bo3pacte 50 JIeT MOCTEIIEHHO YXYAIIMIACH TOJIC-
PaHTHOCTH K (PU3MICCKIM Harpy3KaMm, TIOSIBIJIACH OIBIIITKA
¥ OPTOITHO?, HECMOTPS Ha ONTUMAJIBHYIO MEINKAMEHTO3-
Hyto Tepanuio. I[lo maHHbIM 3XxoKapauorpaduu u MPT
cepala BbIsIBIeHa 0Oa3anbHag rtuneptpodpuss MKII
(19 mm), obcrpykumst BTJIK ¢ rpagueHTOM HmaBieHUs
70 MM PT.CT. B mokoe 1 120 MM PT.CT. IpU MPOBEICHUN
IpoOBI BabcambBEI, CUCTOMYECKOE IBYDKCHUE TICpEaHEH
CTBOPKM MUTPAJILHOTO KiaraHa. [IpoBemeHa HeXMpypru-
yeckas peaykunst M2KIT ¢ mosoXuTeabHbIM pe3yabTaToOM.
ABTOpaMM OBIJIO OCYITIECTBIICHO TEHETUIECKOE TECTUPOBa-
HHE U NCKITIOUCHUST HanboJIee YacThIX (POPM MAMONIaTH-
YeCKOM TUIepTpodmIecKoii KapauoMuoraTuu |[3].

B wHameit paboTe HEBO3MOXHOCTb ITOJHOCTBHIO
UCKJIOYUTh Hanuuue y nmauveHTku 'KMII ¢ Heycra-
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HOBJICHHBIMU MYTaIlASIMH, Ha HOJIO KOTOPOM IIPHUXO-
mutcst 25-30% B ctpyktype 'KMII B cooTBeTcTBUM
¢ EBpomneciickuMmy KIMHUYECKHAMH pPEeKOMEHIAIUSIMU
no muarHoctuke u jJedeHuio ['KMII ot 2014r [1], ipm-
BEJIO K HEOOXOIMMOCTH BBITIOTHEHUSI CEKBCHNUPOBAHMUS
HoBOTrO TIOoKoJieHUS. [lo cBemeHMSIM JUTEpaTypH,
MOMOOHBIC WCCIIENOBAHMSA paHee HE BHIIIOJHSIINCH
y MaIIMEHTOB ¢ akpoMeTanueit u hopmupobanneM [TIK,
cootBeTrcTByomieii kpurepusim I'KMII. [eHetuueckue
nedeKTH B IpOaHAIM3UPOBAHHBIX T'e¢HaX He OOHapy-
JKEHBI, YTO UCKII0YAeT Y MAIlMEeHTKY INMArHo3 MOUOTa-
tnyeckoir 'KMII u co3zmaeT 6osbliylo n10Ka3aTeJbHYIO
0a3y B IMOJIb3Y HAJTMYMS aKPOMETATMICCKOM KapIHOMUO-
MaTUM.

3aknoueHme

Takum oGpa3omM, B mpeAcTaBIeHHOM HaOIIOAeHUU
BEIYIINM B KIIMHNYECKOM KapTUHE SIBIISIETCS pa3BUTHE
aKpOMeTaJINIeCKOM KapaINOMMUOIIaTUN, UMATUPYIOIICH
uanonatudyeckyro 'KMII. AHanu3 TedyeHus 3aboseBa-
HUS ¥ JTaHHBIC JTUTCPATYPHI ABIISIOTCSI OCHOBAHUEM JIJIST
MPAaKTHICCKUX PEKOMEHIAIINI, TPEeOYIOIMINX MOHUTO-
PHUPOBAHUS COCTOSHHUS CEPACYHO-COCYIMCTOM CHC-
TeEMBbI TIpU akpoMeTranuu. B ocHOBe BpaueOHON Tak-
TUKNA JOJKHO JieXXaTh CBOEBpEeMEHHOE IpoBeAcHUE
STUOIIATOTCHETUYECKON Tepamuu, CIOCOOCTBYIOIICH
MpenoTBPAlIEeHUIO TIPOTPECCUPOBAHUS 3a00JIEBaHUSA,
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