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AHHOTaums

Henpodubpomartos (HD) — 310 HacAeaCTBEHHOE 3a60AEBaHME, XapakTepusytoleecsi 06pa3oBaHMEM M POCTOM AOOPOKAYECTBEHHBIX OMYyXOAEH
HEMPOIKTOAEPMAABHOTO MPOUCXOXKAEHMS. PazAMUaIOT TP OCHOBHbIE HO30AOTHYecKMe thopmbl: HDT, HD2, HD3. Cuntaertcsi, 4to 3aboaeBaHme
AeOIOTMPYET B AETCKOM BO3PacCTe U 3HAUMTEABHO COKPALLAET MPOAOAKUTEABHOCTb XM3HU naumneHToB. OCHOBHOM MPUUMHON CMEPTU B CPEAHEM
BO3PACTE SIBASIIOTCSI CEPAEUHO-COCYAMCTbIE 3a00AEBaHUS M 3A0KAUYECTBEHHbIE HOBOOOGPa3oBaHus. MIMeloTcs eAMHuuHble nybAmkaumu npo HO
y nauveHToB ctaple 60 AeT. Bzaumocsssb HD 1 kapAMOpeHaAbHOrO CMHAPOMA M3y4deHa HeaocTaTouHo. OnMcaHo pas3BMTHE BACKYAMTA C Ba-
CKyAOMaTUeEN, YTO MPUBOAUT K CY>KEHMIO M OKKAIO3UM KOPOHAPHbIX, MOYEYHbIX, MO3TOBbIX M APYTMX apTepuit. B cTaTbe npeacTaBAeHO onmcaHue
naumeHTa 85 Aet ¢ HD 1 pa3BuTMEM KAapPAMOPEHAABHOIMO CUHAPOMA.

KAloueBble cAOBa: HeipohnOPOMaTo3, reHeTnyeckoe 3ab0AEBaHME, OMYXOAb HEMPOIKTOAEPMAABHOIO MPOUCXOXKAEHUS!, KOXKa, CEPAEYHO-COCY-
AUCTbIE 3a00AEBaHMS
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Abstract

Neurofibromatosis (NF) is a hereditary disease characterized by the formation and growth of benign tumors of neuroectodermal origin. There are
three main nosological forms: NF1, NF2, NF3. It is believed that the disease debuts in childhood and significantly reduces the life expectancy
of patients. The main cause of death in middle age are cardiovascular diseases and malignant neoplasms. There are isolated publications on
NF in patients over 60 years old. The relationship between NF and cardiorenal syndrome has not been sufficiently studied. The development of
vasculitis with vasculopathy is described, which leads to narrowing and occlusion of the coronary, renal, cerebral and other arteries. The article
presents a description of an 85-year-old patient with NF and the development of cardiorenal syndrome.
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Heitpogubpomaros (H®) - renermdeckoe 3abojeBaHiue,
XapaKTepusyIoliieecs MOsIBIeHIeM MHOXXeCTBEHHBIX OITyXOJIelt
KOXXU U HEPBHOIT cucteMsl [1-3].

3aboneBaHme NMeeT ay TOCOMHO-JOMMHAHTHBII TUII HAC/le-
HTOBAHUS C CUIbHO M3MEHUYMBOI (PEHOTUIINIECKOI IKCIIPECCH -
eit. B HacTos1ee BpeMs BBIJE/IAIOT TPY HO30IOTMIECKUX POp-
mbl HO: HO1, HO2 n HP3 [4].

H®1 (60me3up don PeknmuurxayseHa) — ato Hauboree 4a-
CTBIIT BapMaHT, BCTpedaeTcs: B 96% ciydaes [5]. Knnundeckas
KapTHHA XapaKTepU3yeTcs MOsBIEHMEM BUAVMBIX Heilpodu-
6pOM KOXI U TOfIKOXKHOI KJIETYATKM, MHO)XeCTBEHHBIX IIIO-
CKMX CBET/IO-KOPUYHEBBIX ILITeH (ILITHA 1IBeTa «Kode ¢ MOIo-
KOM»), BECHYIIIEK Ha KOXXHBIX CK/IafIKaX, Y3€JIKOB Ha pafjyXKKe
(ysenxu Jlumra) 1 I/1MOM 3pUTEIbHOTO Hepsa [1].

Heitpodubpomsl — [06poKadecTBEHHbIE OMYXOMU U3 KIe-
TOK 00607104eK HepBOB. Makpockomudecku Heiipopubpoma
npepcrasisieT coboi ysen BemmunHoMi ot 0,1 [0 HECKONMBKMX
cantuMeTpoB [6]. ITarorHomonnuneiMu gns HO1 saBnsior-
cs1 mekcudopMHble HelpopubpoMbl — TOOpPOKauecTBEHHbIE
OIYXOJIM, COCTOSIIIIE U3 IIBAHHOBCKMX KJIETOK, aKCOHOB, (u-
6p0o6/1acTOB, TYYHBIX KIETOK, MaKpO(aros, eprHEBPaIbHBIX
KJIETOK ¥ KOJUTareHa [7].

H®1 Bcrpevaercsas y 1 u3 3000-4600 HOBOpOXXAEHHBIX',
B paBHOJI CTeNeHN y MY>K4MH U JKEeHIIVH, He 3aBUCUT OT paco-
BOJI TpUHAANEXHOCTH. B Poccum KaXpplil TOf, pOXFAIOTCSA
okosno 530 geteit c HD1.

Ienetnyeckoit ocHooit H®P1 ABnsAeTcsa maTonmorusA reHa
NF1, pacrionoxxeHHOro Ha y4acTke 17q11.2 xpomocomsr 17 [1].
Ten kopmpyet obpasoBanue 6enka HeripodubpommHa [3]. My-
tauus B reHe NF] BbI3bIBaeT 0OpasoBaHme «He(YHKIIMOHAIb-
HOro» Genka HeitpodubpomMuHa U pocT HeltpoduOpoM BEOIBb
HepBHBIX CTBONIOB [4]. YacToTa BOSHMKHOBEHMA MY TalWil B TeHe
NF1 - onHa 13 HanboIee BBICOKNX IIPY BCEX M3BECTHBIX 3a0orTe-
BaHIX YeroBeKa. B pesybrare 6omee 80% 13 HUX HabmoOnaeTCs
HOJTHOE OTCYTCTBME Oelka b0 CMHTe3 HedYHKIIMOHATbHOTO
IpofiyKTa (HOHCEHC-MYTAIM, KPYITHbIE Jie/el[VIV, OXBaThIBAIO-
II{/ie BeCh TeH VIV er0 3HAYUTENTbHYI0 YaCTh, MUCCEHC-MY Tallii,
3aTparuBaomiue GyHKIMOHATBHO BaXKHbIE YYaCTKH, 1 Ap.) [6].

B 50% cryuaeB 3abo/eBaHume CBSI3AHO CO CIOHTAHHOI My TaLluell
de novo, a fpyras HOJOBMHA JMIMEET ayTOCOMHO-IOMUHAHTHBII
TUII HAC/MefOBaHUA. VIeHTUPUIMPOBAHO HECKOIBKO THICAY
IIATOTEHHbIX BapMAHTOB MyTauuii B reHe NFI, KoTopble oIpe-
[ETAIOT CTETIeHb TSHKECTU KIMHUYECKOIT KapTVHbI 3a00/IeBaHus
(mnexcudopMHbIe HelipoduOpPOMBI, CIMHATbHbIE Heltpodur6po-
MBI, T/IIOMBI 3pUTEIbHOTO HepBa, CKeJIeTHbIe AUCIUIA3UM U 3710-
KavyecTBeHHasA TpaHchopManus)'. Bomee TOro, TodeqHbIe MyTa-
LM BBI3BIBAIOT crergdeckoe mopaxeHne reda NFI, KoTopoe
HeJICTBYeT KaK HeraTMBHBIN PETyIATOp IPU MUETOAUCIIACTH-
YeCKUX CUHIPOMAX, OCTPOM MMefoneiikose [7].

H®1 o6pr4H0 mporpeccupyer ¢ TedeHneM BpeMeH!, HauiHast
C meTcTBa. B HacTosiIee BpeMs He CYILECTBYET CIOCO0a IIpefoT-
BPaTUTb WM BbUIEYUTD 3a007IeBaHMe. VI3BECTHO, YTO y AlIEeHTOB
¢ H®1 oxupaemasd mpofo/DKUTENbHOCTD XKM3HY CHIDKAETCSA Ha
15 y1eT 110 cpaBHEHMIO ¢ 0O1Lel momy/sinyert [8]. 3mokadecTBeHHbIE
OITyXO/IN LIEHTPa/IbHOM HEPBHOM CUCTEMbI 1 COCYAMCTBIE 3a007Ie-
BaHMA Y 607bHBIX ¢ HP1 B 3HaUNTEIBHOI CTeIIeHN 00yC/IOB/INBa-
IOT IIpeX/ieBPeMeHHYI0 CMepTh B Bo3pacTe Jio 40 et

H®2 - 3aboneBaHMe, XapaKkTepusylolljeecsi pasBUTUEM
MHOXXECTBEHHBIX OIyXO/ell C BOBJIEYEHUEM ILI€HTPaTbHON
HepBHOII cycTeMbl. OTIMYNTEIbHBI IPU3HAK 3a00/IeBaHMA —
IABYCTOPOHHME IIBAaHHOMBI BeCTUOY/IO-KOX/IEAPHOTO HepBa,
AMarHocTupylorca y 90-95% manyeHnTtos. 3aboneBaHne uMeeT
ayTOCOMHO-JJOMMHAHTHBII TUII HAC/Te[OBAHN, CBA3AHO C MY-
tanueit B rede NF2, 06bI4HO BBI3bIBAET IOTEPIO CTyXa U BECTHU-
6ynapnyo puchynkmyio [9]. IlpumepHo B 50% crydaes Ha-
6momarorcss Mmenunrroms! [10]. Ha HO2 npuxopurcst 3% HO.
Ox BcTpevaercst mpumMepHo y 1 u3 25 000-87 410 yenosex [11].

I'en NF2 nokanusyeTcs Ha /IMHHOM IlIede 22 XpOMOCOMBI
22ql1 u xopupyeT CUHTe3 Mep/nHa. MepnuH — 3To 6eIoK Kile-
TOYHOI MeMOpaHBl, sIB/sIETCST OHKOCyIpeccopoM [12]. B Ha-
crosiee BpeMs MneHTM(bML(MPOBaHO oxo710 200 MyTanmii, CBSI-
3aHHbIX ¢ HO2 [4].

Y nanuentos ¢ HP2 HabmopaoTcs IIyM B yIIaX, IOTeps
Clyxa, TPYJHOCTY C paBHOBeCHeM. Y IALMEHTOB C YCEYEHHBIM
OenKoM Mep/IHOM 3a60/IeBaHMe HaYMHAeTCs B 60/Iee MOIOfIOM
BO3pacTe U BbIllIe PACIPOCTPAHEHHOCTD omyxoneii [13].

!Cristina Victorio M. CrnpaBounuk MSD. Ilpodeccnonansuas Bepcus. Heitpodubpomaros. IIposepeno/mepecmorpeno Hoa6ps 2023. Pexxum gocryma: https://www.
msdmanuals.com/ru/professional/neguarpus/HeitpokyTaHHbIe-CUHAPOMBI/Helipodubpomaros. Cepiika akTuBHa 06.04.2025.
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Puc. 1. BHemnnit BUA KOXM y nauneHTa 85 aer:

a — o6wmit BuA. OKpYrAble Y3eAKM MSIFKO-2AACTUUYHOM
KOHCUCTEHLIMM, PACMIOAOXKEHHbIE Ha M/MAM B TOALLE KOXM,
CUHIOLIHO-KPACHOTO M/MAM LIBETA HOPMAABHOM KOXM.
MsTeH uBeTa «kodpe C MOAOKOM» HET; b — yBeAnyeHue.
MHoxecTBeHHbIE HEMPOPUOPOMBI C IKCKOPUALIUSIMU,
reMopparM4eckMmMm KOPoUKamu.

Fig. 1. Appearance of the skin in an 85-year-old patient:
a — general appearance. Rounded nodules of soft elastic
consistency, located on and/or in the thickness of the skin,
bluish-red and/or the color of normal skin. No “cafe au
lait” spots; b — enlargement. Multiple neurofibromas with
excoriations, hemorrhagic crusts.

H®3 (we-H®2, mBanHOMaro3) - camast pepgkas Qopma
H®, na xoTtopyio npuxopurca <1% pcex cnydaeB H®, xapak-
TepU3yeTCcs MHOXXeCTBEHHBIMM IIBAaHHOMAaMMU IIPY OTCYTCTBUU
ABYCTOPOHHVX BeCTMOY/IAPHBIX IBaHHOM [4]. CpenHee Komu-
YecTBO OITyXOJIeil COCTaByAeT 4, a cpefHUI 06beM OITyXorel
Bcero tenma — 39 mn [11]. Yacrora H®3 cocrasnger ot 1 Ha
40 Tbic. 0 1 Ha 1,7 MH 4dermoBek. CpefHMIT BO3pacT IOCTa-
HOBKU AmarHosa — 40 mer [13]. 3aboneBaHue CBA3aHHO C My-
tanyamu B reHax SMARCBI wiu LZTRI, kOTOpble ABJIAIOTCA
TeHaMI-CYIpeccopaMy OITyXOJIeil ¥ PacIoOKeHbl Ha XPOMO-
coMe 22, oueHb 6/usKo K reny NF2 [14]. Knunnyeckas kapTuHa
H®3 xapakTepusyeTcs MOsABIEHUEM JIBYX WU OojIee IIBAHHOM
B CIIHHOMOS3TOBBIX U TleprdepuuecKnX HEPBHBIX BOTOKHAX.
KimmHndeckn nposiBisioTcs B 60/iee paHHEM BO3pacTe BbIpa-
JKEHHOI 0O0JIbI0, OHEMEHIeM, MOKAJIbIBaHMEM U CTaboCThIO.
Bonb HOCUT JIOKa/IbHBII Wiy fUQQY3HBIT XapaKTep, He Koppe-
JIMPYET C PacIIONoXKeHNeM [IBAHHOM I AIMTEbHOCTDIO 3a007Te-
BaHyA. [Tpofgo/mxmTeIbHOCTD XX13HM HOpMasbHasl. [[IBaHHOMa-
TO3 Yallle HOCUT Criopagudeckmit, B 20% cny4aeB — ceMeNHbIN
xapakrep [5, 6]. B 5% cny4aeB pasBuBatoTcs MeHMHIMOMSI [10].

BsauMocBA3b KapfinopeHanbHOro cuHppoma u HO nsyuye-
Ha HeJIOCTaTOYHO.

KAMHMueckuni cAyuan

My>xunHa, 85 net, moctymun 8 AnBaps 2024 r. B peaHnMaLu-
OHHOE OT/Ie/IeHNE C )Ka/I06aMM1 Ha TIOBBILIEHHYIO Y TOM/IIEMOCTD,
00111y10 c71aboCTh, OABILIKY B 1OKoe. [TatyeHT guTensHOe Bpe-
M CTpajial TMIIePTOHNYECKOI 60/Ie3HbI0, CaXapHBIM /i1abeToM,
XpoHMYecKoit 6onesHbio movek (XBII). B 2015 u 2023 r. mepenec
nngapkrsl Myuokapza (VIM). C 2023 1. IOABUINCH CUMIITOMBI 1
IIPU3HAKM XPOHMYECKON CephevyHoi HefmocTaTogHocTH. Ilomy-
4ajI /IeKapCTBEHHYIO TepaIliio, Ha3BaHNe MPEerapaToB He MOM-
HNUT. B fleHb TocrmTammsary OTMETW IIOSB/IEHME [ABSALINX
6orteit 3a IPyAVHOI C Mppafualuell B IEBYIO JOMATKy B IIOKOE

TEPATTEBTUYECKMM APXMB. 2026; 98 (4): 243-250.

HPOJO/DKNUTENTBHOCTBIO 30 MIH, B CBSI3M C YeM BbI3Basl Opuragy
CKOPOJ MEAVIITHCKON ITOMOIIM, TOCIIUTAa/IN3UPOBaH.

VI3 aHaMHe3a U3BECTHO, YTO B BO3pacTe 68 JIeT AUArHOCTUPO-
BaH H® ¢ KOXHBIM 3y70M, IPEVMYIIIECTBEHHO B HOYHOE BPEMAL.

ITpy moCTyIUIeHNM: COCTOSHME TSDKENIOe, HOPMAIbHOIO IIN-
TaHuA, pocT — 182 cM; Macca Tema — 72 KI, MHEKC Macchl Tesma —
21,7 xr/m?. Temmeparypa Tena — 36,5°C. LIBeT KOXXHOTO MOKpPOBa
6I1eHbII, BTaXHOCTh KOKM HOpMasIbHasA, TYProp cHipkeH. Ilato-
JIOTMYIECKMII TIPOLIeCC Ha KOXKe IPEfCTAaB/IeH MHOXKECTBEHHBIMIU
y3/maMy MATKO-37IaCTMYHOM KOHCUCTeHIM pasmepom ot 0,1 mo
3 M (HertpoduOPOMBI), IKCKOPHALMAMY, TeMOPParndecKuMu
Kopoukamu. Hanborblliee Konm4ecTBO Heitpo¢pubpoM CKOHIeH-
TPMPOBAHO Ha KOXKe CIIMHBI 1 KOHe4HOCTelt. I]BeT Herpodubpom
BapbUpyeT OT 1IBeTa HOPMAIbHOI KOXU [IO CHHIOLIHO-KPACHOTO
(puc. 1). Oteku roneHeit u cror. I[Ipy aycKy/IbTalum JIETKKX Jbl-
XaHMe KeCTKOe, HOOOYHBIX JbIXaTe/IbHbIX LIyMOB HeT. Carypa-
s — 92%. Yacrora JpIXaTeNbHBIX OBVDKEHWII — 22 B MUHYTY.
AprepuanbHoe fasienye — 170/86 MM pr. cT. YacToTa ceppedHbIX
COKpallleHMit 1 Mynbc — 66 ya/muH. IIpu ayckynbranum cepp-
Ija PUTM NIPaBWIBHBIIL, Oc/abneHne I ToHa Ha BepXyIlIKe, aKL}eHT
II ToHa Ha aOpTe, KapAMa/IbHBIX ¥ SKCTPaKapAUa/IbHBIX IITyMOB HeT.
JKuBot npu majbmanyy Msrkuit, 6e36omesHeHHbI . CYMITTOMBI
pasfpaxkeHVst OPIOIINMHbI — OTPULIATeNTbHbIE. [ledeHb pacronoxe-
Ha y Kpas pebepHoit gyru. O6/macTb II0YeK BU3Ya/IbHO He M3MeHe-
Ha, CUMIITOM IOKO/IAYVMBAHVSI OTPULIATE/IBHBIA C 00ENX CTOPOH.
DyBHOTIOrMYecK e OTIIPAB/ICHIS — B HOPMe.

Anexrpokapayorpamma (9KI) mpu mocTymieHum mpep-
CTaBJIeHA Ha pucC. 2.

ITo faHHBIM Ta6OPATOPHBIX MCCIEHOBAHMII CKOPOCTb OCe-
HaHWUs 9pUTPOUUTOB — 32 (37ech U Aajnee B CKOOKaX yKasaH
IOVMAmasoOH HOPMAaabHBIX 3HAYeHWUIT — 2-15) MM/4, JTeKOIu-
ThI — 11,43 (4,0-9,0)x10°/11, sputporutsl — 3,5 (3,5-5,4)x10'%/1,
remornobuH — 101 (120-145) 1/, s03unodunst — 6 (0,5-5) %.
C-peakTuBHblit 6e/10K — 20 Mr/71, TpononuH I: ot 08.01.24 - 0,025
(0-0,1) ur/mi, ot 09.01.24 (02:00) - 9,265 ur/mm, o 09.01.24
(10:00) - 6,695 Hr/mMn. N-TepMUHaTbHBIN MO3TOBOI HaTPUIi-
ypetudecknii mentug — 100,23 (0-133) mr/mr, Kanmit 061mmit —
5,8 (3,4-5,6) mmonb/, HaTpuit — 133 (135-148) Mmornb/1; MO-
4yeBrHa — 26,61 (2,8-8,3) MMoOmb/71, KpeaTuHnH — 363,53 (45—
115) MKMOJIB/1T; T/II0KO3a HaToIak — 12,62 (3,9-6,4) MMonb/i,
xenezo - 13,3 (12,5-32,2) mxmonb/n. CKOpOCTh KIyb6OUKO-
Boit ¢unbrpauyu nmo CKD-EPI 12 mn/mun/1,73 Mm% MDRD
14 ma/mun/1,73 M2

ITo manubiM 3xokappuorpadum (I9xoKI') o6HapyskeHbI
(puc. 3) ynnoTHeHMe CTEHOK aOPThI, CTBOPOK K/IAIIAHOB, KajIb-
I[UHO3 CTBOPOK a0PTa/JIbHOTO ¥ MUTPA/JIbHOTO K/IAIIAHOB, a0p-
TaJIbHasA HEJOCTATOYHOCTD 1-11 CTeTeHN, MUTpabHast HeJOCTa-
TOYHOCTb 2-Jf CTelleHU, TPUKYCIU/aMbHasA HeJOCTATOYHOCTD
2-3-11 CTeNeHN, AWIATALVIS JIEBOTO TIPeRCePANs, TnepTpodus
MUOKappa 1eBoro >xenygouka (JIK), HapyiieHne 10KaabHOI 1
CHIDKeHMe II00aIbHOI CHUCTOMMYECKON (PYHKIUM MUOKappa
JIX, pracronudeckas puchyHkuua. OT IpoBefeHNs 9KCTpeH-
Holt kopoHapoaHruorpaduu (KAT) 601bHOI 0TKa3aICA.

KoHCy/IbTHpOBaH [epMATO/IOrOM: MHOXXECTBEHHbIE Y37IbI
pasmepom ot 0,1 10 3 cM 1o THIY HeltpodrObPOM C IKCKOPH-
anMAMHU U TeMOPParn4ecKuMy KOpOYKaMy He IIPOTMBOpEYaT
nuarnosy HO. KoncynbriposaH ncuxmarpom: GMKCUpOBaH Ha
npobieMe KOXXHOTO 3y/1a, KOTOPBIT 6eCIIOKONUT MOCTOSHHO, B
TOM 4YMCIIe, IO MHEHMIO MAI[MIeHTa, ABJIAETCA OFHOM U3 IPUYUH
HapylleHNs CHa; BHMMaHMe HECKOTbKO paccesAHHOe, 3aTpyH-
HeHa KOHIIeHTPaIysi BHUMAaHsA, HO KOTHUTUBHbIE (QYHKIINY B
L1e/IOM He HapyILIeHbL; KPUTUKA K CBOEMY COCTOSIHUIO MIMEeTCs,
IVMarHOCTHPOBaHa OpraHMYecKas MHCOMHUS.

C y4eToM KIMHNYECKOIT KapTUHBI IIOCTaBIeH Anaraos. Oc-
HOBHOe 3abojieBaHue: niemmndeckas 6onesus ceppua (VIBC):
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Puc. 2. KT nauneHTa 85 AeT: a — CTaHAAQPTHbIE OTBEAEHUS OT
KoHeuHocTen. P: 0,12 c; PQ: 0,19 c; QRS: 0,09 c; QT: 0,38 c.
PUTM CHMHYCOBbIN. YacToTa cepaeUHbIX COKPALLEHWA — 67 YA/MUH.
[op130oHTaAbHOE HanpaBAeHME SAEKTPUYECKON OCH

cepala; b — rpyAHble oTBeaeHUs. EAMHUYHas KeAayaoUuKoBas
aKcTpacucToAa. MpusHaku runeprpodmn AXK. M3meneHus
MHokapaa 60koBoi cteHkn AXK.

Fig. 2. Electrocardiogram of an 85-year-old patient:

a — standard limb leads. P: 0.12 sec; PQ: 0.19 sec; QRS:

0.09 sec; QT: 0.38 sec. Sinus rhythm. HR 67 bpm. Horizontal
direction of the electrical axis of the heart; b — chest leads.
Single ventricular extrasystole. Signs of left ventricular
hypertrophy. Changes in the myocardium of the lateral wall
of the left ventricle.

octpeiit IM (OVIM) 6e3 mogbema cermenTa ST ot 08.01.2024.
IMocTrHapkTHLI Kapanockiaepos (2015, 2023 r.). ®oHoBoe
3aboreBaHme: rumneproHudeckas 6Gomesun III crapum, merme-
BOJI YPOBeHb apTepMabHOIO HABJECHNUA He NOCTUTHYT, PUCK
CepAeYHO-COCYAMCTBIX OCTOXKHEHMII OYeHb BBICOKMIL. [luc-
mumpemust. CaxapHblit fuabeT 2-ro THUIIA, L{e/IeBOI YPOBEHDb
DIMKMPOBAaHHOrO reMornobuHa mexee 8%. HO. OcnoxHeHus
OCHOBHOTO 3a00/IeBaHNA: XPOHMYECKas CepiedHas HefoCTa-
TOYHOCTb CO CHIDKEHHOU ¢pakiueir Boibpoca 39% I cragum
PKO - Poccniickoro Kapanonorndeckoro o6mectsa, I1I ¢pyHk-
nuoHanbHOro kmacca NYHA. MurpanbHas HeJOCTaTOYHOCTD
2-11 crenenu. TpukycnupanbHas HESOCTATOYHOCTD 2-3-i1 cTe-
nenn. XBII 5. XpoHndeckass HOpMOXpOMHasA HOPMOLUTAapHAas
aHeMusl JIeTKoit creneHn (remornmobus — 101 r/m). ComyTcTBy-
folye 3ab0/IeBaHNsL: IiepeOpOBaCKy/IsipHast 60/Ie3Hb; XPOHUYe-
CKas MIIeMUsA TOJIOBHOTO MO3Ta; XpPOHMYECKMiT MuenoHepuT,
CTaiuA 060CTpeHNA; XPOHUYECKIUIT IIPOCTATHT, CTAJVA PEMIUC-
CUM; CTPUKTYPaA YPeTpBl; OpraHndeckas MHCOMHISL.

ITpoBeneHO nevyeHNne: NBOITHASA AHTUTPOMOOTIYECKas Tepa-
M, CTATYHEL, B-a/jpeHO6I0KaTOPbI, MHIMOUTOPBI IIPOTOHHOI
HOMIIBI, MHIMOUTOPBI aHIMOTEH3VMHIIPeBpalljaoiero GepMeH-
Ta, AUYPETUKY, CaXapOCHIDKAIOIIYE TIpeIIapaThl.
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Ha ¢one mpoBopmmoit Tepammm COCTOsIHME CTaOUIM3N-
POBAJIOCh, aHTMHO3HBIe OO/IM He pelMAMBIPOBATIN. 16 AHBapA
2024 1. BBINNCAH B YIOBAETBOPUTEIBHOM COCTOSHUI.

[ManmenT rocnuranusuposan 10 mas 2024 1. ¢ >xanobammn
Ha VHTEHCVBHbIE, JaBsIIye U OKMMAIe 60/ 3a TPYAMHOIL,
6ecnokomsie ¢ 05:20 yrpa. Ha 9KT - aneBarus cermenra ST
B orBefienusx I, AVF po 1,0 mm, senpeccus cermenta ST B V1-
V6 mo 2,0 mm. ITpu ob6cnenoBanun tpomnonuH I ot 10.05.2024
(11:22) - 0,0461 (0-0,019) ur/mi, ot 10.05.2024 (19:00): 60m1ee
40,0 ar/mn. Iuarnoctuposad nosropHbii VIM ot 10.05.2024.
ITpu KAT - cTBOJ 71€BOJI KOPOHAPHOII apTEepPUM CTEHO3MPOBAH
Ha BCeM NPOTKEHUM Ha 75%, MepefHssa MeXOKemylodKoBas
BETBb CTEHO3MPOBaHa Ha 75%, IMaroHanabHasA BETBb — Ha 90% B
yCTbe, orubamliias BeTBb — XPOHUYECKAs OKK/II03MsI B TIPOKCHU-
ManpHOI TpeTu Rentrop 3 (puc. 4); mpaBas KOpoHapHasi apTe-
pus cTeHosupoBaHa Ha 60%, B IMCTa/IbHOM TPETH — CTeHO3 99%
C IpU3HAKaMy HeCTaOWIBbHOCTM. YCTAaHOBJIEH cTeHT Resolute
Integrity (DES Zotarolimus) 4,0x15 MM B AUCTalIbHYI TpeTb
npaBoit kopoHapHoi apTepun. ITo ganHbpIM Ox0KI' 06Hapyske-
HO JIOKa/IbHOe CHIDKeHne cokparumoctu JDK, rmobanpHas Ha-
cocHas ¢yskiys JDK He cHiDKeHa.

Ha 3-11 genb rocnmuranusanmu y 60/IbHOTO OTMEYeHBI OTPU-
LaTeNbHasA JUHAMMKA C HApacTaHUeM KpeaTMHMHA JI0 524 MK-
MOJIB/ 1, IuIepKanueMus. Yepes 2 mHA — OsBIeHUE apTepyUab-
Holt runotoryy 80/60 MM PT. CT., IafieHNe B IajaTe, I€PEBOJ
B peaHMMAlUIO, MCKYCCTBEHHas BeHTUIALUMA erkux. Ilpnm
KOMIIBIOTEPHOI TOMOrpaduy OpraHoB TPYLHON KIeTKY — Kap-
TUHA IBYCTOPOHHe}I IIHEBMOHUM B 6asanbHbIX oTfenax. [Ipu
KOMIIBIOTEPHOII TOMOrpadmy OpraHoB OPIOIIHOI IIOIOCTH C
KOHTPaCTMPOBaHMEM — CTEHO3bl IIOYEYHbIX apTepuil B MPOK-
CMMaJIbHOI YacTH C ABYX CTOPOH (cIpaBa jo 50% Ha mpoTsiKe-
HuM 4 MM, creBa o 80% Ha IPOTSDKEHUM 3 MM), HUCTAJIbHbIE
OT/Ie/IbI Ce/Ie3€HOYHOI apTepyy B 00/IaCTI HIDKHETO CeTMeHTa
Ce/le3eHKY He KOHTPACTUPYIOTCS, IAPeHXMMa B TaHHOI 06/1a-
CTV TUIIOJEHCHOI ITIOTHOCTH, B OPIOLIHOI IIOTOCTH U IOTOCTHU
MaJjIoro Ta3a — IMOSIBJIeHME >KUIKOCTY, ITeTIY TOHKOW KUIIKU
YMepEeHHO [THeBMaTU3MPOBaHbl, pacUIMpeHe IOXaHKY ITPaBoil
TIOYKM, eIMHIYHbIE KUCTDI JIEBOII MOYKM. 3aK/II04eHne: KapTh-
Ha MOXXET COOTBETCTBOBATDb OKKJIIO3UY CeTIe3€HOYHOI apTepun
B IMCTA/IBHBIX OTHENAX C IPU3HAKaMI BEPOSTHOTO MHGpAPKTa
celie3eHKU B 00IaCTU HIKHETO cerMeHTa. JIoKaIbHble CTEHO3bI
[TOYeYHbIX apTepuil. [JaHHbBIX 32 aHEBPU3MY OPIOIIHOTO OTHe-
JIOB aOPTBI, PacCTIOEHNE WV pas3pblB Ha MOMEHT JICC/IEfiOBa-
HUA HeT. PacuiypeHne T0XaHKM NPaBOJ IOYKYM COXPAHAETCH.
Kucter mouex. JlereHepaTuBHO-AUCTPOUUIECKIE M3MEHEHNS
TIOSICHUYHO-KPECTIIOBOTO OTZe/a II03BOHOYHMKA.

HecMoTpsl Ha IPOBOAMMYIO TEPAINIO, TI0 3TE€KTPOKAPAUO-
MOHUTOPY 3aperUCTPUPOBAHO YpeXKeHNe CEePAEeYHOro pUTMa
1o 30 ya/MMH ¢ IOC/IefyoIMM MepexofoM B acucronuio. Pea-
HMMALJIOHHbIe MePONPUATIA UM B TedeHue 30 MuH 6e3 -
dexra. 16.05.2024 KOHCTaTHPOBaHA CMEPTh.

ITo pesymbraTam ayTOICUM, IMICTOTIOTMYECKOrO MCCTIENOBA-
HUA C IPYIMEHEHUEM IONONHUTENbHBIX METONOB OKPAIIVMBaHMA Y
maryeHTa auario3 HO moarBepsx/ieH, KpoMe TOro, 0OHapy>KeHbI
NPU3HAKM BaCKy/IUTa, PELMAVBUPYIOIIET0 TPOMOO3a KOpPOHAp-
HBIX, TIOYEYHBbIX apTepuii, TpoMbo3a aprepyn cenesenku, OVIM,
ocrporo noveynoro nospexaenust (OI1IT) Ha pone XBIT (puc. 5).

OO6cyxaeHne

H® - 3aboneBaHue, uMeloliee CBOJ XapaKTePHBI KIMHU-
YecKmii mopTpeT. JIMarHocTuka HeCTOXXHasd, COCTOMT U3 BbI-
SIBJIEHMs XapaKTePHbIX HelpopuépoM — moO6poKadecTBEHHbIX
omyxoselt (BBIPOCTOB) CBETIO-KOPUYHEBOTO IIBETa KOXKHOTO
IPOUCXOXKEHMA, KOTOPble HOCAT PAcIPOCTPAHEHHBIN Xapak-
Tep, TOKa/MM3YIOTCA Ha TYNIOBMINE ¥ KOHeYHOCTAX'. KmuHige-
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Puc. 3. 9xoKT y naumenta ¢ H®: a — B-pexxum napactepHaAbHas No3uums No aAAnMHHon ocn AXK. ATepockaepoTuyeckune

M3MEHEHMSI CTEHOK aopThl. CTBOPKM MUTPAABHOTO KAAMaHa KaAbLMHUPOBAHbI; b — MMIYAbCHO-BOAHOBAsI AOTIIAEpOrpadust.
TpaHCMUTPaAbHbIN MOTOK. [TPU3HAKM AMACTOAMYECKON AMCPYHKLIMM AXK MO TUNY HapyLeHUs peAakcalmu; ¢ — anmKaAbHas
yeTblpexkamepHas no3uums. Pexxmnm LIBETOBOro AOMMAEPOBCKOro KapTMPOBaHUs. MUTpaAbHast peryprutaumst 2-i cteneHu.

Fig. 3. Echocardiography in a patient with neurofibromatosis: a — B-mode 2-chamber position along the long axis of the

left ventricle. Atherosclerotic changes in the aortic walls. The mitral valve leaflets are calcified; b — pulse-wave Doppler.
Transmitral flow. Signs of diastolic dysfunction of the left ventricle by the type of relaxation disorder; ¢ — apical four-chamber
position. Color Doppler mapping mode. Mitral regurgitation of the second degree.

Puc. 4. KAT Ao creHTMpOBaHus: Geaast CTPeAKa — CTBOA
AEBOM KOPOHAPHOM apTepun CTEHO3UPOBAH Ha 75%; yepHas
CTPEAKA — OKKAIO3USI B MEPEAHEN MEXKKEAYAOUKOBOM BETBU
AEBOM KOPOHAPHOM apTePUN; CUHAA CTPEAKA — OKKAIO3US

B MPOKCUMAAbHOM TPETU Ornbalollen BETKU ACBOM
KOPOHAapPHOM apTepuu.

Fig. 4. Coronary angiography before stenting: white arrow —
the left coronary artery trunk is 75% stenotic; black arrow —
occlusion in the anterior interventricular branch of the left
coronary artery; blue arrow — occlusion in the proximal third
of the circumflex branch of the left coronary artery.

ckast kaptuHa H® pocrartouHo crmenmdudHa, YTO MI03BONISET
IIOCTaBUTH IIpeBApUTEIbHBIN [UArHO3 Ha OCHOBE BHEIIHETO
OCMOTpa.

XapakTepusys JJAHHBII CITy4ait, CIeiyeT OTMETUTD, YTO Ha-
marie H® B moXXmIoM Bo3pacTe 3HaUNTENbHO MOBBIIIAET PUCK
cocypucToit matonoruu [1], IOCKONMbKY caMy OIMYXOIM 3KTO-
IepMaIbHOTO IIPOVCXOXKIAECHUS COYETAIOTCS C TIOPaXKEHNEM CO-
CYAMCTON CTEHKU apTepuil pa3MMYHOro fuamerpa [15].

Ocobennoctoio HO sBiseTcs ero sHauyuTeNbHOE BIIVSA-
HIe Ha CEeP/IeYHO-COCYAUCTYIO CUCTEMY, 0COOEHHO B MOTIOZOM
Bo3spacTe. CBA3b MeXJY HeifpodubpoMaMu U COCYRUCTHIMU
3a00/IeBaHMAMM II0KA He [0 KOHI[A M3y4eHa, 0COOEHHO Y /NI
IIO>KMJIOTO BO3PacTa, OFHAKO Npepmonaraercs, yro HO siuser
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Puc. 5, a. HeitpodpmGpomarosHbii y3ea. Mukpockonmsi.
Aepma 1 npuaexatume TKaHU 3amelleHbl BepeTeHO0Opa3HbIMM
KAETKaMM C BOAHUCTBIMM SIADAMU, MECTaMU B BUAE

My4YKOB, NEPUHEBPUHAABLHBIX, PUOPOOBAACTONMOAOBHBIX U
LUIBAHHOMOAOGHbBIX KAETOK 6€3 MPU3HAKOB aTUMMK, C PbIXAbIMM
BOAOKHaMM MEXAY HUMM M aMOP(PHBIM BELLECTBOM, CXOAHbIM
C 9AEMEHTaMM aKCOHAAbHbIX OTPOCTKOB U KOAAAr€HOBbIM
MaTPUKCOM. [EMaTOKCMAMH M 03MH, MacliTabHasi AMHeKa Ha
MUKpodroTorpadomu.

Fig. 5, a. Neurofibromatous nodule. Microscopy. The

dermis and adjacent tissues are replaced by spindle-shaped
cells with wavy nuclei, in places in the form of bundles,
perineural, fibroblast-like and Schwann-like cells without
signs of atypia, with loose fibers between them, and an
amorphous substance similar to elements of axonal processes
and a collagen matrix. Hematoxylin and eosin, scale bar on
micrograph.

Ha CTPYKTYPY, PYHKLUIO U BOCIATeHUE COCYAUCTON CTEHKMU,
IPUBOJA K PAa3sBUTUIO PA3IMYHBIX KapAMOBACKY/IAPHBIX pac-
crporicts [16].

Cor/1IacHO CTaTMCTMYECKMM IAHHBIM KapAMOBacKY/IApHbIE
pacctporictBa Habmiopaorca y 15,3% 6ompubix HO, cpemu
HUX TUIIMYHBI TaKue, KaK CTEHO3 KJIallaHa JIeTOYHOl apTepun,
IPOJIATIC MUTPATIBHOTO KJIAIlaHa, IPYTUe BPOXKIEHHbIE IOPOKU
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Puc. 5, b. OINI Ha ¢pone XBI1. MarokpoBue npUHOCSLLMX
KarUAASIDHBIX METEeAb KAYOOUKOB, BaKYOAbHAst AUCTPODMS
HedpOTeAUs, OTEUHOCTL CTPOMBI, CETHATbIE MACCh

B psiae KaHaabueB. [MpusHaku XBIT — 13 AByX KAYGOUKOB
OAMH MOAHOCTbBIO CKAEPO3UPOBAHHbINM, MEAKOOHArOBas
AMMdoMakpodparaAbHas MHPUABTPALIMS MHTEPCTULIMS
(cnpasa v B LleHTpe npenapara), cAabO BbIPaXKEHHBIM CKAEPO3
MHTePCTULMS. [eMATOKCUAMH M 2031H, MacluTabHasi AMHEeRKa
Ha MuKkpodoTorpadmm.

Fig. 5, b. Acute kidney injury in the context of chronic
kidney disease (CKD). Anemia of the afferent capillary loops
of the glomeruli, vacuolar degeneration of the nephrothelium,
edema of the stroma, reticular masses in a number of tubules.
Signs of CKD — of two glomeruli, one completely sclerotic,
small focal lymphomacrophage infiltration of the interstitium
(on the right and in the center of the preparation), mild
sclerosis of the interstitium. Hematoxylin and eosin, scale bar
on the micrograph.

Puc. 5, c. Peunamusupylommii TpoM603 NouevHoON apTepum,
reMaToKCMAMH M 303MH, MacIITabHas AMHEKa Ha PUCYHKe.

B o6AacTv pazaeAeHusi MoYeUHoM apTepmm B NpoCcBeTe
OAHOM M3 CErMEeHTapHbIX BETBEN MPUCTEHOUHO PACTOAOXKEHbI
rEMOAM3MPOBAHHBIE TPOMOOTUHECKME MACChI C MPUMECHIO
AEMKOUMTOB, C BpacTaHunem hmbpobAacToB, Makpodharos,
remocuaepodaroe. B Tpombe Takxke npeactaBAeHb
HEreMOAM3UPOBAHHbBIE IPUTPOLIUTDI.

Fig. 5, c. Recurrent renal artery thrombosis, hematoxylin
and eosin, scale bar on figure. In the area of division of the
renal artery in the lumen of one of the segmental branches,
hemolyzed thrombotic masses with an admixture of
leukocytes, with the ingrowth of fibroblasts, macrophages,
hemosiderophages are located parietal. Non-hemolyzed
erythrocytes are also present in the thrombus.
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Puc. 5, d. Tpomb603 ceae3eHOUHOI apTepum. ApTepus
YTOALLEHA, CKAEPO3MPOBAHA, C HAAUUMEM B UHTUME
OAsILIKM U3 (PUOPO3HOM TKAHU, MACC MO TUIMY AMMUAOB,
KPUCTAAAOB XOAECTEPHHA, MEHWUCTIX MAKPOdaros,
MbIAEBUAHBIX 6A30UABHBIX KaAbLMHATOB. K BAsiLKe
npuAexar TPOMOOTUUECKME MACChl M3 FEMOAM3MPOBAHHbIX
SPUTPOLIMTOB, CETUYATOTO, YNAOTHEHHOIO (hMBpHHa,
AEMKOUMTOB, C PbIXAbIM BpacTaHuem prbpobAaCToB,
MakpodaroB Co CTOPOHbI MHTUMbI, MEAKME CKOMAEHMSI
HEMTPOPUAOB, KPYTAOSIAEPHBIX KAETOK B CTeHKe. CBepxy
CrnpaBa oT apTepuu — PParMeHT CEAE3EHOUHOM BEHbI.
BblaeaeHHast 06AACTb MPEACTABAEHA Ha PUCYHKe 5, €.
[eMaTOKCMAMH M 303MH, MaclTabHasi AMHENKA NPEeACTaBAEHA
Ha CHUMKe.

Fig. 5, d. Thrombosis of the splenic artery. The artery

is thickened, sclerotic, with the presence of a plaque of
fibrous tissue, lipid-type masses, cholesterol crystals, foamy
macrophages, and dusty basophilic calcifications in the
intima. Adjacent to the plaque are thrombotic masses

of hemolyzed erythrocytes, reticular, compacted fibrin,
leukocytes, with loose ingrowth of fibroblasts, macrophages
from the intima, small clusters of neutrophils, and round-
nucleated cells in the wall. Above, to the right of the artery, is
a fragment of the splenic vein. The highlighted area is shown
in Figure 5, e. Hematoxylin and eosin, the scale bar is shown
in the image.

Puc. 5, e. BacKyAuT ceae3eHO4HOI apTepumn. AetaAb
mukpodotorpacpun 5, d. AndpcpysHas BeipaxeHHast
NpeACyLIecTByioLas AMMpoMakpodarasbHasi UHPUABTPALIUS
MEAMM, AABEHTHLIMU, NEPEXOASILLAS HA AABEHTULIMIO BEHbI U
COCYAUCTYIO KAETHATKY.

Fig. 5, e. Vasculitis of the splenic artery. Detail of
micrograph 5, d. Diffuse, pronounced pre-existing
lymphomacrophage infiltration of the media, adventitia,
extending to the adventitia of the vein and vascular tissue.
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Puc. 5, f. OUM. TpaHCMypPaAbHbIA HEKPO3 KAPAMOMMOLIUTOB
B y4aCTKaX MAAOKPOBMSI COCYAUCTOrO PycAa C MPU3HaKamu
HAYaAbHOM MMOMAASILIMK (FEMOPPArMYeCcKon AECTPYKLMM)
CYO3HAOKAPAMAABHOTO OTAEAA CTEHKM cepaLia. [eMaTOKCUAMH
M 303MH, MacluTabHasi AMHeRKa NPEeACTaBAEHa Ha CHUMKE.

Fig. 5, f. Acute myocardial infarction. Transmural necrosis
of cardiomyocytes in areas of vascular anemia with signs
of initial myomalacia (hemorrhagic destruction) of the
subendocardial part of the heart wall. Hematoxylin and
eosin, scale bar is shown in the image.

ceppua min runeprpodudeckas kappuomuonarya [17]. B 20%
H® compoBoXxiaeTcst MOABIEHNMEM KOXXHOTO 3y7ja, KOTOPBIIl
3HAYMMO HapYyIIaeT KaueCTBO JKM3HM, KaK y HalIero 60/1bHO-
ro [1]. B 16-19% BcTpevaercs aprepuanbHas TUIIEPTEH3Ws'.
B 6% cny4aeB 3aboneBaHye MpOTEKaeT C BACKY/IOMATHUEN U
MOXKET OC/IOXHATBCA CTEHO30M MOYEYHBIX apTepuit, KOapKTa-
Lyelt aopThl, Hecrelu(puIecKuM apTePUUTOM C HOpPaKeHM-
€M BeTBell OpIOIIHOI aOpThI, Ha (POHE KOTOPBIX Pa3BUBAETCH
BTOpMYHAs apTepuanbHas runepreHsus [4]. B 2% cnydaes B
pesy/bTaTe BacKy/IUTa pasBUBAIOTCA IBYCTOPOHHME MHTEp-
CTUIVIaTbHBIE TOPAXEHN JIETKMX, MOTYT TOABIATbCA Hepo-
¢$ubpoMmsI 1erkux, Oy/esHas smpusema. B 8% ciyuaes numeer
MECTO 3/I0Ka4eCTBeHHbII XapakTep TedeHuss HO, Haubornee ya-
CTO BCTPEYAIOTCS OMYXO/IM TOJIOBHOTO MO3Ta, KOXXU, KOCTHOII
cucremsl [10], Bcrpevatorcst Takxke rugpounedanus (7,7%) n
smmnencus (5,4%) [11]. Bce atu penkume ocnoxxHeHUst TpebyIoT
CBOEBPEMEHHOII IMATHOCTHUKI M afleKBaTHOTO JIeYeHMA.

ITyckoBBIM (aKTOPOM B PasBUTUU OCTPOIL COCYUCTON Ma-
TOJIOTUM, IT0 MHEHMIO PsAZia aBTOPOB, ABAETCA IIOSABICHNE Ba-
CKY/IMTa C BACKY/IONATHell CepHevHbIX, IOYEUHbIX I MO3TOBBIX
apTepmil, YTO MOXKET IPUBOIUTD K UX CTEHO3Y M OKKIIIO3UIL.

OTCyTCTBUE €AVHOTO IIyCKOBOTO (paKTOpa B pPasBUTUU
cocypucroit maronoruu npu HO® cBuaeTenbcTByeT o MHOTO-
¢daxTopHOI Hpupofe TOro 3aboneBaHus, Ifie TeHeTHIecKas
IPelpacIoNOKeHHOCTb UTPAeT BaXKHYIO, HO HE e[IHCTBEHHYIO
ponb. [lanbHeiline UCCIefOBAaHNA HEOOXOAMMBI [/ TIOTTHOTO
MOHMMAaHMA MEeXaHU3MOB PasBUTUA COCYAUCTBIX OCTIOKHEHWIT
npyu HO u paspabotku 60see 9¢(eKTMBHBIX METOROB IIpOodu-
JTAKTVKY U JIeYEHNUA.

B mpepcTaBIeHHOM HabMIONEHUN MTOPaXKeHIe COCY/0B 3a-
TPOHYIIO COCYABI CEPAIIa, TOYEK U CeNIe3eHKI, YTO B CITydae TM-
HOTETUYECKOTO HePeXXMBAHNA OCTPOrO COCTOSHMA (K IMpyMe-
Py, nH(papKTa Ce/le3eHKN) MOXKET IIPUBECTU K IOC/IENYIOEMY
ee CaMOIIPOM3BONILHOMY PaspbIBY WM IPYTUM OCIOKHEHVAM.
CrefoBate/ipHO, IpY XKanobax MaljieHTa MOKUIOT0 BO3pacTa
¢ H® Ha 60711 B )XMBOTE HE/b3sI MCKIIOYNTD PA3TNIHOTO PO
OCTPYI0 OKK/IIO3MIO, B TOM 4YVC/Ie apTepMil OPraHOB 3a0pIol-
VMHHOTO IIPOCTPAHCTBA, T.e. 3TO MOXET OBITb IIPU3HAKOM He
TONBKO abpomyHanbHOi Gopmbl VIM. IlopaxkeHne KopoHap-
HBIX apTepyil y Halllero MalyeHTa IPUBOANIO K MOBTOPHBIM
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VIM, BOB/IeYeHNe MOYEUHBIX apTepuil — K TuIonepysumn mo-
yek ¢ pasputyeM XBII u OIIII, 4To 1eKUT B OCHOBE Pa3BUTUA ¥
60IbHOTO Kap/iOpeHaTbHOTO CUHAPOMA — COYeTAHNUA Cepfey-
HOJ ¥ TIOYeYHOI HegocTaTouHocT [18].

B 2023 1. J. Corona-Rivera u coaBT. npepcTaBumu 063op
17 omy6nukoBaHHbIX cny4aes Hanyentos ¢ HO1 u MIBC. Jan-
HO€ COYeTaHMe JUATHOCTMPOBAHO Yy MAallMIeHTOB Mojoxe 40 et
(oxommo 60%), BO3pacT caMoro MOJIOOro 6ObHOTO Ha MOMEHT
IMOCTAHOBKM [AMAarHo3a cOCTaBiAn 13 mer. Y 6GonplmHCTBA
(76%) maLMEHTOB KIMHUYECKM HAOMIONANUCh aHTMHO3HbIE
601, mo ganHbIM KAT 06Hapy>XuBaIUCh pas3nNyHble aHOMa-
7MY OTXOXKJIeHMsI, OOCTPYKLUM, cerMeHTapHble Wi fuddys-
HBIe JIVIATal[uy, HETUINYHOE CTPOeHNUe, U3BUTOCTb U IIepe-
ri6bl KOPOHAPHBIX apTepuit [19]. B HeCKOMbKMX KIMHMYIECKUX
CTy4asx BbIABIIEHA CBA3b MeXJY reHoM NFI 1 06CTpyKTUBHOI
u/mnn anespusmarudeckoit VIBC [20]. S. van Gelder u coasr.
B 2024 r. onmcanyu penxoe BOsHUKHOBeHue VIM y manmenra
25 netr ¢ H®1 n sk3ormyeckoit popmoit UBC B codeTannu ¢
abeppaHTHOI aHATOMUeI KOPOHAPHBIX apTepuit [15].

3akAloueHue

Onucan xmmHMyYeckuit cnydait H® y manmenta 85 ner ¢
KapIMOpeHaIbHbIM CUHIPOMOM, PAaCCMOTPEHBl MeXaHU3MbI
B3aMMOCBA3M IATOJIOTUM CEPAEeYHO-COCYAMCTON CUCTEMBbI U
[OYeK C JaHHBIM 3ab0/ieBaHIEM. BefjeHNe TakMX MaIeHTOB
TpebyeT yd4acTusi MYIbTUAUCLUIUIMHAPHON KOMAHABL Kap-
IMOTIOTOB, HeppOIOTOB, IepMaTONIOTOB, OHKOJIOTOB, HEBPOJIO-
roB, o)TaIbMOJIOroB, Heilpoxupypros u ap. Ilaunenter ¢ HO
HY>KAIOTCSl B PETY/ISIPHOM [VICIIAHCEPHOM HAOMIONeHUN s
CBOEBPEMEHHOIT [UATHOCTUKM MATONIOTUM, NPOQIIAKTUKY U
7IedeHN s TATOIOTUM CePALIA U TTOYeK.
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CTBME ABHBIX U ITOTCHIMA/IbHBIX KOHCl)}H/IKTOB MHTEPECOB, CBA-
3aHHBIX C IIy6IUKaLMell HACTOAILEl CTaTbIL.

Disclosure of interest. The authors declare that they have
no competing interests.

Bxnag aBTOpOB. ABTOpBI [IEKTAPUPYIOT COOTBETCTBUE
CBOEro aBTOPCTBa MeXAyHapomHbiM Kputepusam ICMJE. Bce
aBTOPBI BHECNM CYIIECTBEHHbIl BK/IaJ B MOATOTOBKY PabOThI,
HpOWIN ¥ OROOpMIN PUHATIBHYIO BEPCUIO CTAThU Hepen My 6/m-
kauueit. E.B. PesHuk: npiest, pyKOBOACTBO, OpraHu3aLyst paboTol,
pelaKkTHpOBaHIe PYKOINCH, IPOBEPKa I YTBEP)KAeHME TEKCTa
cratey; T.A. Tajiiuna: [epMaTonorMyeckoe KOHCYIBTUPOBA-
HIe, MpoBepKa Tekcra cTaThy; E.A. KomblioBa: HeBponormye-
CKOe KOHCY/IbTMPOBaHNe, PeJaKTUPOBaHMe, IPAaBKU PYKOIIUCH;
[1.B. TopHOCTaeB: TOATOTOBKA M ONNMCAHME MJTIOCTPATUBHOIO
MUKpOMaTepuana, CyfAe6HO-MeUIMHCKOe KOHCYIbTHPOBAHIE;
C.B. Illurees: cymne6HO-MeOMIIMHCKOE KOHCY/IBTUPOBAHME, pe-
maktuposaHue pykonucy; F0.10. Tony6es: anamus my6nukarui
IO TeMe, MOTy4eHMe ¥ aHa/mM3 PAKTUUECKUX NAHHBIX, HAIM-
caHMe TeKcTa KamHu4eckoro cmydas; H.B. IOpraesa: xapmmo-
JIOTMYeCKOe KOHCY/IbTMPOBaHUe, PefaKTUPOBaHNME PYKOINCH;
L1O. MjeHKo: opranusanus paboThl, IpeACTaBIeHNe KIVHUKA
3aboreBaHsA, peffakTupoBaHue pykorucy; C.9. Apakenos: mpo-
BepKa CTaTbl, yTBEP)K/ICHME TeKCTa CTaThIL.

Authors’ contribution. The authors declare the compliance
of their authorship according to the international ICMJE cri-
teria. E.V. Reznik: idea, supervision, organization of the work,
editing the manuscript, checking and approving the text of the
article; T.A. Gaydina: dermatological consultation, checking
the text of the article; E.A. Koltsova: neurological consultation,
editing, manuscript corrections; D.V. Gornostaev: preparation
and description of illustrative micromaterial, forensic medical
consultation; S.V. Shigeev: forensic medical consultation, edit-

TERAPEVTICHESKII ARKHIV. 2026, 98 (4): 243-250. 249



KAMHHUYECKOE HABAIOAEHME

https://doi.org/10.26442/00403660.2026.04.203586

ing the manuscript; Yu.Yu. Golubev: analysis of publications on
the topic, obtaining and analyzing factual data, writing a clinical
case study; N.V. Yurtaeva: cardiology consultation, editing the
manuscript; G.Yu. Ishchenko: organization of the work, presen-
tation of the clinical case, editing the manuscript; S.E. Arakelov:
checking the article, approving the text of the article.

Ucrounnk ¢punaHcupoBanus. ABTOPbI HeKIapUPYIOT OT-
CYTCTBHMe BHeIIHero (pMHAHCHPOBAHMs [/Is1 IPOBENEHNUs UC-
CTIe[OBAHMS U Iy OIMKALIVY CTATBIL.

Funding source. The authors declare that there is no
external funding for the exploration and analysis work.

VudopmMmupoBaHHOe cormacue Ha MyOIMKaLuio. ABTODbI
HOMYYM/IM TIMCbMEHHOE COTZIaCHe 3aKOHHBIX IIpeficTaBUTeNel
IaIyieHTa Ha aHa/IU3 U ITyOMMKaLUI0 MEAUIIMHCKIX JAHHbIX 1
dororpadmit.

Consent for publication. The authors obtained the written
consent of the patient's legal representatives for the analysis and
publication of medical data and photographs.

Cnmcok cokpaumeHmri

VIBC - nuremmndeckas 60/e3Hb ceparia
VIM - nupapKT MIoKapia

KAT - xopoHapoaHruorpadus

JIK - neBbiii xemynodex

H® - Heitpodnbpomaros

OVIM - ocTpsiit MH(APKT MIOKapAa
OIIII - ocTpoe noyeyHOe NOBpeX/eHne
XBII - xpoHndeckas 60/1e3Hb MOYEK
IKT - anexTpokappyuorpaMma

9xoKT - sxokapanorpadmst
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