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Acute Cerebrocardial Syndrome: What’s New?

Pesome

MeMnYecKknin MHCYNbT U CepAEYHO-COCYANUCTbIE 3ab0/1eBaHNA UMEIOT MHOXECTBO 061X GpakTopoB pucka. COOTBETCTBEHHO, MaLMEHTbI, Y KOTOPbIX
MMetoTCA obLne TPUrTephbl, NOABEPMKEHbI BICOKOMY PUCKY PasBUTUA HapyLLeHU B ocu «Mo3r-cepaue». C 2018 roga B CTPYKType Liepebpo-Kkapau-
a/ibHbIX B3aXMOOTHOLLEHWI BbIAENAETCA CUHAPOM «UHCYNbT-cepaue» (stroke-heart syndrome), Brk/atovarowwmii nto6ble HOBble HApYLLEHUA CO CTO-
POHbI CEpALA UK YXY/ALLeHUe UMEIOLMXCA paHee 3aboneBaHuUii cepALa, HabnlogaeMble B TeyeHne nepsbix 30 AHel MOCne OCTPOro ULLEeMUYECKOro
MHCY/IbTa, MUK Pa3BUTUA KOTOPbIX MPUXOAMTCA Ha NepBble 72 Yaca Noc/ie HeBPOOrnyeckol kaTacTpodbl. MaToreHeTUYECKME MEXaHU3Mbl 3TOFO CUH-
ZPOMa B HacToslLee BpeMs aKTUBHO M3yyatoTcs. OCHOBHOM NMPUYMHON NOBPEXAEHUA CepALia Ha GOHe MHCY/IbTa cYMTaeTCs AUCPYHKLUA aBTOHOMHOWM
HepBHOW CUCTEMbI, KOTOpas NPOABAAETCA B CHUKEHWUM NapacMMNaTU4eCKoM U YCUAEHUM CUMNATUYECKON aKTUBHOCTU, YTO MPOABAAETCA B CHMKEHUN
BaprabenbHOCTU CepAeYHOro puTMa 1 bapopeLienTopHOro pedsiekca. MIHCYbT TaKKe COMpOBOXKAAETCA aKTUBaLMel rmnoTanaMo-runodpusapHo-
Ha/no4Ye4YHNKOBOM OCK U CMMMaTOaZpPeHaIoBOM CUCTEMbI, Pa3BUTUEM CUCTEMHOW BOCMA/IMTENbHOW peakLmMm 1 runepkoarynaumn. HegaBHue gaHHble
CBUAETE/NIbCTBYIOT O TOM, 4TO B LiepebpoKapAmnaibHOM B3aUMOAENCTBUN UrpatoT poib MUKPO-PHK 1 KuwweyHas MukpoburoTa.

B 0630pe onuncaHbl coBpeMeHHble NpejCcTaBAeHUs O NMPOABJAEHUAX JaHHOMO TUMA OCTPOro LiepebpoKapAnaibHOro CUHAPOMa, BO3MOXHOCTAX ero
KnaccuduKaLmm 1 nomnbITKax GeHOTUNMPOBAHUSA, @ TaKXKe NpUBeAEHbI COBPEMEHHbIe dNneMmnoiornyeckme ceegenunn. ObcyxaatTcsa guarHoctmye-
CKMe BO3MOXHOCTU PYTUHHbBIX 1a60PaTOPHO-UHCTPYMeHTa/IbHbIX 06C/1e0BaHM, a TaKKe NMepCcrneKTUBHbIE METO/AbI, TPebytolne JONONHUTEbHBIX
NCCAef0BaHNN.

KntrodeBbie cnoBa: cuHdpom «uHcynbm-cepoye», UHCYbMHOKapOUanbHbIll CUHOPOM, OCb «MO32-cepdye», ueMuyeckKull UHCyabm, cepdedHas
HedocmamoyHoCcMb
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Abstract

Ischemic stroke and cardiovascular diseases have many common risk factors. Accordingly, patients with common triggers have high risk of developing
brain-heart axis disorders. Since 2018, the stroke-heart syndrome has been distinguished in the cerebrocardial relationships structure. It includes
any new heart disorders or worsening of existing heart diseases observed during the first 30 days after acute ischemic stroke, the peak of which
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occurs in the first 72 hours after the neurological catastrophe. The pathogenetic mechanisms of this syndrome are currently being actively studied.
The main cause of heart damage against the background of stroke is the autonomic nervous system dysfunction, which is manifested in a decrease
in parasympathetic and an increase in sympathetic activity, which is presented as a heart rate variability and baroreceptor reflex decrease. Stroke is
also accompanied by the hypothalamic-pituitary-adrenal axis and the sympathoadrenal system activation, the systemic inflammatory response and
hypercoagulation development. Recent data indicate that microRNA and intestinal microbiota play a role in cerebrocardial interactions. The review
describes current concepts of this type of acute cerebrocardial syndrome manifestations, the classification possibilities and attempts at phenotyping,
and also provides current epidemiological data. The diagnostic capabilities of routine laboratory and instrumental examinations are discussed, as well
as promising methods that require additional research.

Key words: acute cerebrocardial syndrome, stroke-heart syndrome, brain-heart axis, ischemic stroke, heart failure
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BNP — mosrosoit Harpuitypetndecknii nentus, NTproBNP — N-TepMunanbHbIil HparMeHT MO3TOBOTO HaTpuitypetndeckoro nentuma, BCC — BHe-
3amHas cepfeyHas cMepTb, IBC — nmemudeckas 6onesHb cepana, IV — umemmaecknit nucynst, IKC — nHcynbTHOKapauanbHbli cuugpom, HPC —
HapymeHnsA putMa cepaua, OVIM — octpsiit mHpapkT Muokappa, OKC — octpsiit koponapssiit cuapom, OHMK — octpoe HapylieHne M0o3roBoro
kpoBoo6pautenns, CH — ceppeunas HegocTarouHocTb, CC3 — cepaedno-cocyauctslie 3aboneBanus, CT — cunppom rakouy6o, TVIA — TpansutopHast
nmemnyeckas ataka, @B JDK — ¢pakumsa soibpoca nesoro sxenypouka, PII — pubpumnanmsa npencepanit, XCH — xpoHundeckas ceppiedHas HeJoCTa-

To4HOCTD, LIKC — nepebpoxapananpuslit cuappoM, IKI' — amexrpokapamorpadust

AKTyaabHOCTH

B 2022 rogy B Poccun ot 60resHeit cucteMsl KpOBO-
obpaieHns ymepno 831,6 Thic. 4demoBeK. B crTpykrype
CMEPTHOCTHM [0 JaHHBIM 3aboeBaHMAM Ipeobmafa:
niemudeckas 6omesup cepaua (VIBC) (451 Thic.) u 1epe-
OpoBackyyspHble 6omesnu (248,9 toic.) [1]. ITo maHHBIM
BcemupHO OpraHmMsanuyu 3JpaBOOXpaHEHUA, CPElM He-
nH}eKIMOHHbIX 3ab0eBannit B 2021 rogy VIBC 3anumana
IEPBYI0 CTPOYKY PENTHHIA OCHOBHBIX IPUYMH CMEPTHO-
CTU; OZHAKO IIPY aHa/IN3e IMOATPYIII B CTPaHAX C YPOBHEM
TOXOfa BbIIle CPeJHEro M HUSKUM MHCYIbT oborHan MIBC
I10 JAHHOMY IIOKa3aTesio [2].

BHenpsiemble Mepbl IPOQUIAKTUKY, YCOBEPIIEHCTBO-
BaHME METOfIOB AMArHOCTMKM U JIeYeHUSA U, C JPYyroi
CTOPOHBI, CTapeHUe HaceJleHV OKAa3bIBAIOT BJIMAHNE Ha
HONY/LILNIO MAIMEHTOB C CEepAeYHO-COCYRUCTBIMU 3a60-
neBarmaMu (CC3). DTo oTpakaeTcss B IPOTHO3UPYEMOM
CHIDKEHMM CTaH[JapTM3MPOBAHHON II0 BO3PAcTy CMepT-
HocTy oT CC3 k 2050 rofy ¥ OTHOCUTE/ILHO HEM3MEHHYIO
pacnpoctpaneHHocTs CC3. OgHAKO 1O 9TMM >XKe IPUIN-
HaM B OmDKaiflline ReCATUIETUS HY)XHO OXIAATb POCT
o6ueit cmepraocty ot CC3 [3]. Kpome Toro, B ocnennme
TOZBI OTMEYAETCsT TAKXKE POCT 3a00/I€BaeMOCTI MHCY/IbTA-
MU Y ofeit Momoxe 55 et [4].

®unanoM mM0OO0ro CceppevyHO-COCYRUCTOro 3aboseBa-
HUs sABJseTCsl cephedHas HepocrarouHoctb (CH). Pac-
IPOCTPAHEHHOCTb XPOHMYECKON CepfievHOil Hef0CTaTou-
Hocti (XCH) B Poccuu ¢ 2002 no 2022 rop yBenmnumnach
Ha 2,1 %. ITaunenTsr ¢ XCH umerot 6071ee BBICOKYI0 KOMOP-
6UIHOCTD, yeM maruenTs ¢ CC3, Ho 6e3 XCH [5]. B wacr-
HOCTH, Y 6ompabBIX ¢ CH PUCK MHCY/IbTa Bbllle B 2-5 pas
II0 CpaBHEHMIO C 001Ieit nonysinueit [6, 7]. 3aBucuMocTb
pacnpocTpaHeHHOCTM MHCynbTa oT Tskectu CH ocraer-
CA CHOPHOI: OTHM MCCIEfOBATe/MV HAIUIM CTYIEHYATYIo

3aBUCMMOCTb OT (YHKIMOHAJIbHOrO Kiaacca mo NYHA,
IpYyTVe HUKAKOI 3aBYICMMOCTY He OTMETVJIN, YTO, BepOAT-
HO, CBA3aHO C 0COOEHHOCTAMM M3ydaeMbIx rpynm. Heco-
MHEHHA Ba)XHasi POJIb MOXXI/IOTO Bo3pacTta u Gpubpumis-
uyu npencepauit (OIT) B passutuu nHcynpra [8, 9].

AKTYyaJIbHBIM TPEHJIOM SIB/IACTCS U3YUeHUe MEeXKOPraH-
HbIX B3anMogpericTeuit mpu XCH: xapauopenanbroro [10],
KappuonyipMoHanpHoro [11], remarokapanansHoro [12],
Kappauorepebpanbaoro [13] cuaapomos. Hacto nmocnenHmit
paccMaTpmBaeTCs Kak IOpa’keHue T'OJIOBHOTO MO3Ta Ipu
CC3, cBsi3aHHOE I7IaBHBIM 06pa3oM ¢ OCTPOIL MU XPOHMU-
YecKoll runonepdysueil eHTparbHO HEPBHON CUCTEMBI
[13]. C ppyroit cTOpOHBI, B HEBPOTOTMIECKOI IPAKTUKE
nepebpoxapauanbublil cunppom (LIKC) paccmarpusaert-
cA KaK IOpaKeHNUe Cepilja BCISHCTBIE HEBPOIOTMYeCKUX
katacTpod. CC3 SABIAIOTCS BTOPOII IO YaCTOTE MPUYMHOIL
CMepTH MALMeHTOB C MHCY/IBTOM, YCTYIast INIIb HEIIOCPes-
CTBEHHO IOBPEX/IEHNIO MO3TOBOJ TKaH! BCIIELCTBUE KPO-
BoM3/MMsIHMA min uHpapkTa Mosra [14]. B HemaBHeM pe-
TPOCIIEKTVBHOM KOTOPTHOM VICCIEOBAHNM, BKIIOYaBIIEM
365 383 yenosex, y 27,6 % MallieHTOB BO3SHUK/IN OCTIOXKHE-
HJISI CO CTOPOHBI CepAilia B TeUeHNMe Mecslia IIOC/Ie MHCY/IbTa
(cpeput HuX: ocTpblit KopoHapHbIi cuagpoM (OKC) 11,1 %;
@IT 8,8%; CH 6,4 %; TsaKenmble >KeTyJOYKOBbIe apUTMUMI
1,2 %; cungpom Takory6o 0,1 %) [15].

3a4acTyio B PeasbHONM KIMHNYECKOI IMPAKTHKE HEBO3-
MOXXHO HaBepHsAKa OIpele/NTb HMEePBONPUYNMHY U CIIef-
crBue. CJIOXKHOCTYM MOIYT OBITH CBA3AaHBL C OTCYTCTBYUEM
IOCTOBEPHOTO aHAMHe3a, HE[JOCTATKOM 3HAHMII O Iarore-
HETHYECKVX B3a¥MOJIEIICTBIAX B OCY «MO3T-CepJiLie», a TaK-
e OTCYTCTBUEM JOKa3aHHOI'O METOZQ, KOTOPbIii OBl IIOMOT
YCTaHOBUTD MOCTIEOBATeNbHOCTb TopaxkeHus1. Hecsoespe-
MeHHas AMarHOCTMKA IIOBPEXJICHUA CepAlLia MOXeT ObITb
006yC/IOB/IeHa TaK)Ke OTCYTCTBMEM KIMHIYECKUX IIPOsIBIIe-
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OB3OPHBIE CTATbHU

it CC3 n3-3a HEBPONIOIMYeCKOro geuipura win Hapy-
IIeHNns Co3HaHuA [16]. BoleniepeuncieHHBIMI BOIIPOCAMU
3aHMMAETCs KapAMOHEBPOIOrus, Kotopas chopMmpoBa-
J1ach KakK OT/eNbHasA HayKa B cepenyHe XX CTONeTus.

Omnpepenenue,
NCTOPUYECKAs CIIpaBKa

B 1947 ropy Byer E. et al. Buepsbie coobumm o cBo-
MX HaOMIOeHMAX, YTO LiepeOpOBacKy/IpHbIe 3a00/IeBaHIS
MOTYT IPUBOAMUTD K HapymeHusMm purMma ceppua (HPC)
U HOBpeXxaeHno Muokapzpa [17]. B 1949 romy, H. K. Boro-
nenoB omycan IJKC B Buze anomniektiudopMHOTO CUHAPO-
Ma rpy ocTpoM nHpapkre Muokappa (OVIM) [18]. B 60-70-
€ IT. OH NIPOJOJ/DKWJI M3y4aTh BOIIPOCHI KaPAMOHEBPOIOT M,
Hanpumep, Bbigenna knnHudeckue BapranTbl LIKC (ue-
pebpoBackyapHble nusMeHenus npu OVIM, kapauanbHble
HapYyIIeHNs Iy LepeOpanbHOil KaTacTpode, OTHOBPEMeH-
Hoe passurue OVIM 1 uncynbra), ormerws, 4to LIKC nme-
eT pas/IMYHble NPOSIB/IEHNsI B 3aBUCHMOCTHU OT JIOKa/In3a-
1y yHCynbTa [18, 19]. B manpHeiimeM KapaOHeBpOIOT s
nuddepeHpOBaIACh Ha 1BA CAMOCTOATE/IbHBIX TeUCHNA:
M3ydeHye KapayManbHOI MaToloruy, GopMupyroIencs: Ha
(hoHe IIOpa)keHMsI MO3Ta, I TATOJIOT UM LIeHTPaIbHOIL HepB-
HOIJI CCTeMBbI, BO3HMKarIel B ycnopuax CC3.

B 2018 ropy Scheitz J.E. et al. Boigenunu B cTpykType
1[epeOpOKapAMaNbHBIX B3aMMOJENCTBUIT CUHPOM «IH-
CYIBbT-CepALe» WIM «MHCYIbTHOKAPAMAIbHBII» CHHAPOM
(B opurmHampHBIX MCTOYHMKax: stroke-heart syndrome),
BK/IIOYAIOINIT /I00ble HOBbIE HAPYLIEHMSI CO CTOPOHBI
cepALa WM YXy/AlIeHNe UMEIOIIXCs paHee 3a60meBaHmil
ceppua, HabmOfaeMble B TedeHue nepBbix 30 mHeN mocie
octporo nuemndeckoro uHcyasra (VIM). Coobmasnocs,
YTO NPYMEPHO Y YeTBepTU nanyuenTos ¢ VIV passuBarorcs
paHHIE CepIeYHO-COCYANCThIE OCIOKHEHNUA; MK UX Pas-
BUTHS IIPUXOJUTCS Ha IIepBble 72 4aca ¢ MOMEHTA HUIINN-
pyroiero cobpitus [20].

ITo panabiM PpaMMHIEMCKOTO MCCIeNoBaHMs, 3a60-
JIeBaHMsI CepAlia SIB/ISIOTC 3HAYMMbIM (aKTOPOM pUCKa
VIW: puck yBennumBaeTcs B [iBa pasa y maumenTtos c VIBC,
B TPM — Yy TIALIMEHTOB C apTE€PUA/IbHOI TUIIEPTOHMEN, B Ye-
tipe — y ;ny; ¢ CH u B mats — y nurg ¢ OIT [21].

XoTs 4acToTa WHCYIbTHOKAPAMATbHOTO CHHAPOMA
(MKC) pmocTturaer mmka B TeueHMe IIEPBBIX 3 JHEN IOCIe
MHCY/IBTA, PUCK CMEPTH YBeIM4YMBAETCA ¢ 60Iee MO3THUM
ero HayajioM. OKC, moBpexxpieHne Muoxapaa, JUChyHKIVA
neBoro xenygouka u OII He3aBUCHMO CBsI3aHBI CO CMep-
ThIO0 B TeueHue 90 nueit mocne VIV [22]. Kpome Toro, pas-
Butne VIKC acconmmpyercs ¢ HOBBIIIEHHBIM 1-7TeTHUM pu-
CKOM Pa3BuUTHs feMeHLuu [23].

BapunaHTBI MHCYABTHO-
KapAHUaAbHOTO CUHApOMaA

B nureparype onmcplBaroTCA 5 TUIIOB CEpAEYHON JC-

¢dyuxuym npu VIKC [20, 24]:

1) Ocrpoe noBpexpeHNe MMUOKapja MIIEMUIECKON MWIN
HeMIIeMIYeCcKoil Hpuponsl (¢ M3MeHeHMeM YPOBHS
Cep/IeYHOro TPOIOHMHA B JMHAMMKE; 4aCTO NMPOTEKaeT
6€eCCHMIITOMHO)

2) Ocrpblit KOPOHAPHBI CHHAPOM (BCIENCTBME CHIDKe-
HIisI KOPOHApHOTO KPOBOTOKA WIM [eCTabumsanuu
KOPOHApHOI O/ISIIIKN)

3) Cucrommdeckass U [UacTONMYecKas ANCYHKIMA Te-
BOTO JKeTy[J04YKa, BK/II0Yasl IIOCTMHCY/ILTHBIN CUHIPOM
taxonyoo (CT)

4) JIw6bie usmenenns IKI, HPC, B Tom uncne OII, o6Ha-
PY>KeHHbIe II0CTIe MHCY/IbTa

5) Buesamnnas ceppeunas cmeptsb (BCC).

Oy BapMaHTBI MOTYT OBITb M30/MMPOBAHHBIMIU, 160
COYeTaTbCA Y OJHOIO IALMEHTa, 3a4acTyI0 He VIMEIOIEero
HOATBEP>KAEHHOTO aHAMHe3a CTPYKTYPHbIX MIn PYHKIIHO-
HaJIbHBIX MI3MEHEHWIT CO CTOPOHBI cepaua [20].

OcTpoe mOBpeXAeHNe MMOKapAa MIIeMUYecKoil
VWIM HeMIIeMIYecKoil MpUPpoasl (C M3MeHeHNeM B [iyHa-
MIUKe YPOBHS CEpHEeYHOr0 TPOIOHMHA; 4acTO IPOTeKaeT
6€eCCHMIITOMHO)

IToBBIIEHHBII YPOBEHb TPOIIOHVHA MOXKET OBITH BBI-
3BaH Pas/IMYHbIMI KOPOHAPOTE€HHBIMI U HEKOPOHAPOTEeH-
HBbIMU cocTostHUAMM [25]. TToBBIIIEHNE TPOIIOHMHOB IIPU
HeJpOTeHHBIX 3a00/IeBaHMAX OBIZIO [TOKa3aHO BO MHOTMX
nccnepoBanuax [26-31]. Ipun VIV mexaHm3M MOBBILIEHVISI
[aHHOTO MapKepa He 10 KOHIja u3ydeH. B kauecTBe OCHOB-
HBIX TUIIOTe3 pacCMaTPMBACTCA aKTMBALMA CHMIIATOA[pe-
HAaJI0BOIT CHCTeMBI, nilleMyst Muokappa, CH u xpoHndeckas
60s1e3Hb MoYeK [25].

[ToBbIIIEHHBINT YPOBEHD BBICOKOYYBCTBUTEIBHOTO TPO-
HOHMHA CBSI3aH C BBICOKMM PUCKOM Pa3BUTUA MHCY/IbTA
B o0melt momyAnym u cpepy nanuenTos ¢ OII [26], a Tak-
)Ke ¢ HeOTaronpysTHBIM IPOTHO30M IOCTIE [iepebpanbHOI
KaTacTpodsl [27, 31].

B uccnepoBanuu Scheitz J.E et al. (2021) nmepBuuHble
KOHEYHbIe TOYKM (ITOBTOPHBI MHCYNbT, OVIM, cMepTh OT
MIOOBIX IPUYMH) Yallje HaOMI0aIUCh Y HalleHTOB C IIOBBI-
IIEHHBIM TPOIOHMHOM T IIOC/Ie MHCY/IbTA 110 CPABHEHUIO
¢ rpymort 6e3 nosbimenus (27,3 % vs 10,2 %; ckoppekTu-
poBaHHOe oTHOILIeHMe puckoB 2,0; 95% IV 1,3-3,3) B Te-
JeHIe TPEX/IETHETO Meprofa Habmonens [28].

IIpy peTpOCIEKTMBHOM CpaBHEHMM YPOBHEN TpOIO-
HUHA y 565 IAaLMEHTOB: 73 ¢ TPAaH3UTOPHOI MIIEMUIECKON
araxoit (TVIA) u 492 ¢ OCTpbIM HapylleHVeM MO3TOBOIO
kposoobpamennsa (OHMK)) ypoBenb TporonuHa Obut 3Ha-
4UTEIbHO HIDKE Y MaiyeHTos ¢ TVIA, camble HU3KIE YPOBHU
TPOIOHMHA 6bUIN 06HAPY>KeHbI B rpymmax TVIA u nakyHap-
HOTO MHCY/IbT, I3MEHEHVE YPOBHSA TPOIIOHNHA (IIOBBIICHYIE
u cHIDKeHMe) 6osiee yeM Ha 30 % BO BCex BapMaHTaXx IO KJIac-
cndmkanmy maToreHerwdeckux noprunos TOAST, xpome
KPUIITOT€HHOTO MHCY/IbTa. KpoMe TOro, HOBBIIIEHVe TPOIIO-
HIMHA aCCOLIMMPOBAIOCH € 607Iee CTapILIIM BO3PACcTOM 1 bojee
BoicokuM NT-proBNP [32]. B post-hoc ananmse nccnemoBa-
nuss HEBRAS (HEart and BRain interfaces in Acute Stroke),
U3yYaBIIeM YPOBHMU CepHieYHBIX 6MOMapKepoB 1 MOKasaTeu
MPT cepalja, IOBBIIIEHHBI YpoBeHb TporonnHa T (y 21%
u3 233) GBI aCCOLMMPOBAH C BBLIBIEHMEM MaTOIOTMYECKIX
msMeHeHMit (ogaroBoro ¢ubpo3a) mpy KOHTPACTHPOBAHMU
ra Io/IHIEM, CO CHIDKEHIeM (paKuui BBIOPOCa JIeBOTO JKe-
nynouka (OB JDK) n Hanmunem runeprpodun JDK [29].

OmnpeperneHne ypoBHell CepAeYyHOro TPOIOHMHA B IMU-

HaMIKe MCIIO/Ib3YETCA, 4TOOBI OTIAUYUTD XPpOHNYECKOE

407



408

REVIEW ARTICLES

The Russian Archives of Internal Medicine ® Ne 6 e 2025

MOBpeX/ieHne MuoKapya ot ocrporo. ITo ganubiM Scheitz J.E.
et al. (2014), ocmenHee cBsi3aHO C 6OJIee BBICOKOI KPaTKO-
CPOYHOI CMEPTHOCTBIO, & TIOPOTOBOE 3HAYEHIE TPOIIOHIHA,
HOCTIe KOTOPOTO PUCK HEO/IArONPUATHOTO IIPOrHO3a BO3pac-
Taj, cocTaBuio 16 ur/m [31].

Onnaxko Buccnenosauny PRAISE-DZHK191 DZNEB001
(Prediction of Acute Coronary Syndrome in Acute Ischemic
Stroke) 661710 TPOLIEMOHCTPUPOBAHO, YTO Y IaLeHTOB ¢ VI
M3MEHEHVe BBICOKOYYBCTBUTEIBHOTO TPOIOHMHA B [N-
HaMIIKe He cBsi3aHO ¢ passutiieM OVIM, 1 TONbKO ypOBHU
BBICOKOYYBCTBIUTE/IBHOTO TPOIIOHMHA B 5-10 pa3 mpessIia-
I0lI[Ile HOPMY ObLIM IOJIeSHBI Il HPOrHo3upoBanms VIM
1 turma [30].

Hecmotpst Ha Bce IpOTUBOpeUsi, OIpefie/ieHIIe YPOB-
HS TPOIIOHMHA TP NOCTYIIEHN BXOOUT B AMepIKaHCKIe
peKOMeHaIuy 10 JiedeHno nHCynbra [33]. OpgHako ero
M30/IMPOBAHHOE TIOBBIIIIEHIE He TI03BO/IsIET KOHKPETHO TO-
BOPUTD O KAKOM-/TNOO0 OIpeRe/IeHHOM IIOPKeHNN CepALia
U TpeOyeT IIPOBeEHNs [JOIIOTHUTEIbHBIX MCCIENOBAHNIA
u 6071ee TIIATENBHOTO KOHTPOJISI TAKMX MTAIVIEHTOB.

OcTpblit KOPOHAPHBIN CHHAPOM (BC/IECTBIUE CHIDKE-
HIis1 KOPOHAPHOTO KPOBOTOKA WM JIeCTaOMIN3aLum KOpo-
HApHOI O/IAIIKY)

ITo maHHBIM KpPYIHOIO MeTAaHa/nn3a, BKIIOYABIIEIO
6onee 131 Toic. yemoBek, puck OVIM moce nHCymbTA CO-
ctasuin 1,67 % B rof, HO pu 3TOM noBTOpHbI VIV aBnanca
6oree yacToit mpuunHON cMepTi, yeM VIM [34]. B gpyrom
KpyImHOM uccnefopanuy MV 6bin He3aBUCHMMO CBsi3aH
¢ BbicoknM puckoM MACE, 0co6eHHO B TedeHIe IIepBBIX
30 gHeit moce HeBpomormueckoit katractpodsr (OP 25,0,
95% IV 20,5-30,5), ¢ OC/IeAYIOMWUM CHYDKEHUEM B Tede-
Hue roga [35]. OmHUM U3 IOTEHIMANbHBIX MEXaHU3MOB
passutusa OKC mocne MHCynbTa sABIAETCA KOPOHApPHBIN
aTepoTpoM003, BBI3BAHHBIN IIOBBIIICHHON HeCTAOWIbHO-
CTBIO OrisitiieK Ha OHe CHCTEMHOTO BOCIaIeHust [36].

Cucronmyeckast M guacTonmyeckas mucyHKIus e-
BOTO JKeTYA04YKa, BKIIOYaA MOCTHHCYIBTHBIN CHHAPOM
TaKoIy6o

VlccnenoBaHys Ha >KMBOTHBIX MOJE/IAX (MBIIIN, KPBI-
CbI) TIOKA3a/lM, 4TO SKCIIEPMMEHTANbHO BBISBAHHbIN 00-
mmpHbI VIV conpoBoXXancsa TpaH3UTOPHBIM CHYDKEHVEM
@B JDK B TeyeHue 2 Hefienb, a TaKXKe KPaTKOBPEMEHHBIM
HOBbILIEHNEM BBICOKOYYBCTBUTEIBHOTO TPOINOHMHA, Opa-
OVIKapyyeil, CHYDKEHIEM MacChl MMOKapAa ¥ MpU3HAKaMMI
arpodun xapguommonntos [37, 38]. B gpyroit pabore de-
pes 8 Hefle/b IOC/Ie KPaTKOBPEMEHHON OKK/IIO3UM CpefHeit
MO3TOBOI1 apTepNM y TPbI3YHOB pa3BuBanach Kaptuaa XCH
co cumxenneM OB JIDK Ha 15% 1o cpaBHeHMIO C IPYIIION
KOHTPOJIA, ¢ 60/Iee BBICOKOI YaCTOTO CepfieYHbIX COKpa-
IIeHWI1, yBeTndeHeM KOHEYHOTO CUCTOMNYECKOTo 1 Aya-
cronmmdeckoro oo6vemos JIDK [39].

PacmpocTpaHeHHOCTb CHMCTOMMYECKON ¥ AMACTO/NMIe-
ckoit pucyukuyn JDK B MOCTHHCYIBTHOM HEpHOze B VC-
CTIeIOBAaHMAX C YYacTUeEM JII0fieil CUIbHO BapbUpyeT B pas-
HBIX nccnefoBannAx. Hanpumep, B uccnegosanum SICFAIL
vacToTa BelABAeHN:A CH y manneHToB ¢ MieMnyecKuM MH-
cynbroM cocrasuia 5,4 % (CHc®B — 4,35 %) [40]. Hacrora
BoistBienuss CH ¢ muskoit @B JIK cocrasnsna ot 0,78 mo

15% [40, 41]. Inacromndeckas fUCHYHKIVA BBIABIACTC
IO PAa3HBIM JAHHBIM Yy 23,3-59 % maruenTos [40-42].

B nacrosmee BpeMs HEACHO, ABAETCA M OOHapy-
JKEHHasl B IIOCTMHCY/IbTHOM Iepuofe amchynkumsa JDK
IeICTBUTE/IBHO TPAHSUTOPHON M BOCCTAHABIMBAETCS /U
OHA CO BpPEMEHEM WJIM HPUBOJAUT K PasBUTHUIO CHMIITOM-
Hoit XCH B 6ygymiem [14]. Hanpumep, B mccmegoBaHum
Sposato L.A. et al. (2020) y nmanuenTtoB 6e3 CC3 B aHaMm-
Hese puck CH uepes 1 rop nocne nepsoro OHMK 6b11
B 3,3 pasa Bblllle, YeM Y COITOCTABYIMOJ IPYIIIBI TAIVIEHTOB
6e3 OHMK (95% JIM: ot 3,1 mo 3,7) [35]. MHorue uccie-
TOBAaHMS HE MPEFOCTAB/IIOT JaHHBIX O HAIWMYIUN VIN OT-
cyrcrBun CC3 10 MHCYNIbTA.

[TporHoCTMYECKN 3HAYUMMbIMK (PAaKTOpaMM pUCKa pas-
Butys u TspKectn aucyukunn JDK mocnre OHMK siBrs-
10TCs: ool Bospact, CC3 B aHaMHe3e, IOBBILIEHHbIE
ypoBHU cepuedHoro TpornoHuHa [40], BNP u NT-proBNP
[43], a Taxxe pasmep oyara u ero ynokanusanys [44]. B pa-
6ote Dieplinger B. et al. (2017) ypoBan NT-proBNP 6buu
HE3aBMCHMMO CBS3aHBI CO CMEPTHOCTBIO OT BCEX IPUYNH
B TeyeHue 3 Mecsles [45].

KparttHe peKoit 1 CTIOXHOI 7L {UATHOCTYKY HaXOIKO
ABnAeTca NOoCTUHCYNbTHBIN CT, puck pa3sBUTHA KOTOPOTO
HOBBIIIIEH Y JINL] eBPONEOHOI PACh, Y KEHIINH, Y IOXKMU-
nbIx [40, 46, 47]. Ero BcTpedaeMOCTb, 10 JaHHBIM PasHbIX
uccnemoBanmit, cocrasisier 0-0,42 % [15, 40, 46, 47]. [lan-
HBIIl CUHIPOM OOBIYHO PacCMATpPUBAETCS KaK TPaH3UTOP-
Has gucdynkius JDK ¢ mocTeneHHbIM BOCCTAHOB/IEHUEM
B TeYeHMe HeCKONbKuX Mecsues [48]. Kpymuble uccneno-
BaHMsI Ha OCHOBE PErMCTPOB MPOAEMOHCTPUPOBAIIN, YTO
OCTpbIe HEBPOIOTMYECKIIE COCTOSHMUS COCTABIIIIOT CAMYIO
6onburyro rpynny ¢usudeckux tpurrepos CT ¢ Hamxyn-
MMMV KITMHIIECKMMU UCXOTaMu 11 60riee Mefi/IeHHBIM BOC-
craHoBrteHueM ¢yukunu JDK [48].

Pas3BuTHe BTOPUYHOIO II0 OTHOLIEHMIO K MHCYIbTy CT
SIB/ISIETCS IPEUKTOPOM IUIOXOrO IIPOTHO3a, BBICOKOI JIe-
Ta/JIbHOCTH, B TOM 4JCJIe TOCIIATA/IBHOM, ITIOXUM QYHKLIU-
OHA/IBbHBIM ucxofoM [49, 50], a TakKe CBsI3aHO C PUCKOM
TaKUX OC/IOKHEHMII, Kak KappauoreHHsii mok (O 8,84,
IO 4,07-19,17, P < 0,001), ocranoBka cepaua (OII 3,17,
OV 1,57-6,42, P = 0,001) n BeHO3Hass TpoM60IMOOMIS
(OIII 1,68, VI 1,14-2,47, P = 0,008) [49].

Tounsle marodmsnonornyeckne Mmexaumsmbl CT He
YCTaHOBJIEHBL. B Hacrosiiiee Bpemsi Haubosee BEpOSTHO
IPEACTABIACTCS TUIIOTe3a O HeIOCPENCTBEHHOM KaTeXo-
JIAMVH-VHIYIMPOBAHHOM TOKCUYHOCTY U BBI3BAaHHOM €I0
criasMe MMKPOCOCYAMCTOTO Pyc/ia KOPOHApPHBIX apTepuil
[49]. BbIIO yCTaHOBIIEHO, YTO Y MALMEHTOB C JAHHBIM CHH-
OPOMOM YPOBHM KaTe€X0/IaMIHOB B KDOBM B 2-3 pasa BbIlLE,
yeM y nanueHtos ¢ OVIM, u B 20 pa3 Bblllle, YeM B KOH-
TponbHoli rpymie [50]. Oco6eHHOCTbIO IOCTUHCYIBTHOIO
CT 4acro aBnsercs 6eccuMnToMHOE TedeHne [51].

JTro6b1e usmenenus JKI, ceprednble apuTMum, B TOM
qicite GUOPIUIALSA Npecepanit, 00HapyKeHHbIe IOCTe
VHCYIIbTa

Namenennsa IKI nocre OHMK BcTpedatoTcs mo maH-
HBIM PasHBIX aBTOPOB OT 46 10 79% cimyuaes [52, 53],
HO OonmpmmHCTBO OTKIOHeHUt OKI sBsIOTCSI TMpexo-
OAIIMMI U cYe3aroT B TedeHue 14 gueit [53]. Cambimu
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pacIpoCTpaHeHHBIMY AaHOMA/IUAMY ABJIAIOTCA: YIIMHEHNe
unrepsana QTc (20-65 %), usmenenHas Mopomnorus 3yo-
1a T (16-40 %) n usmenennsi cermenta ST (15-25 %), apurt-
vy (28-36 %) [52-54]. BONbIIMHCTBO MAIMEHTOB UMEIOT
nBa 1 6ojee marosorndyeckux nsMeHenus [52]. Ectb maH-
Hble, yTo anoMamm IKI koppemmpyior ¢ ucxogamn. Tak,
yanuHeHHblt QTc mo pesynbpTataM perpeccMOHHOrO aHa-
nmm3a u DKI-npusnaku umemnn (p=0,044) mokasanu cebs
He3aBUCHMBIMU IIPEANKTOPAMIU IJIOXOTO IPOTHO3a BO Bpe-
M ocTpoit dassl nucynpra [55]. IIpu 607ee fOIrocpouHoOI
OLIeHKe II0 pe3y/IbTaTaM MHOTrO(aKTOPHOIO aHa/lIn3a Ipo-
THOCTMYECKMMNU (aKTopaMu cMepTu B TedeHre 90 mHel
6pm: OII, aTpuOBeHTPUKY/sIpHas O70Kaja, M3MEHEHMs
cermenTa ST n muBepcus 3ybua T [56].

B cpepHeM OKOIO TpeTH OT BCex meKTpoKapanorpadu-
YeCKMX M3MEHEHUII COCTAB/ISIOT apuTMun 53], camas Bbl-
COKasl BEpOATHOCTb BOSHMKHOBEH NS KOTOPBIX IPUXOIUTCS
Ha IepBble CYTKM Iocye uHCynbra [57]. EcTb maHHbBIE, 4TO
npepuxropaMy Bo3HukHoBeHusa HPC B TedeHue nepBbIx
3 [Heil 1OC/le MHCY/IbTA ObUIM ITOXKUIION BO3PACT U BBICO-
Kuit 6asu1 1Mo 1kase MHCynbra HamyoHanpHOro MHCTUTYTA
snpaBooxpanenus (NIHSS) [57]. OtmedeHo, yto aput™Mnn
C yBeIMYEHNEM YaCTOTBI CEPIEYHBbIX COKpAIlleHMil BCTpe-
4awTcs 4aile, yeM Opagukappum [52, 57]. Yacrora BO3-
HukHoBeHus OII nocne MV, no pasHbIM gaHHBIM, 5-32%
[52-54, 57, 58].

Ina o6osnauennsa OII, BBLABIEHHON IOCIe MHCY/IbTA
win TUIA, B 3apy6eXHBIX MCTOYHVMKAX BCTPEYAETCS Tep-
muH AFDAS (atrial fibrillation detected after stroke and
TIA). B ary xareroputo Bxoput ®II kak BO3HUKIIAs BO
BpeMsI WIN IIOC/Ie VHCY/IBTA, TaK U, BEPOSATHO, CYIIeCTBO-
BaBIlIas paHee, HO BBIABIEHHAS TOJBKO IIOC/IE VHCY/IbTA
[59]. ITaumentsr ¢ DII, BHLABICHHO IIOC/IE MHCY/IbTA, 110
HEKOTOPBIM JaHHBIM, IMEIOT 60JIee HU3KMIT PUCK peLinan-
Ba MHCY/IbTa, pexxe cTpapaoT CC3 B aHaMHese [60, 61].

MssectHO, yTO 50% Bcex PII y manuentos ¢ OHMK
n THIA BrepBble BBIABJIAIOTCA IIOC/TE HEBPOIOIMYECKUX
cobpITnit, B 6onpmmHCTBe crydaeB atn HPC mporekator
6eCcCUMIITOMHO ¥ IIOZIOBMHA MAPOKCU3MOB [IUTCSI MeHee
30 cex [59]. Otum o06ycnoBIeHa HEOOXOLVMOCTD JIU-
TenibHOro MouuropyHra OKI' B paHHeM IOCTMHCY/IBTHOM
nepuoyze.

VIMeroTcA JaHHBIE O TOM, 4TO JIOKA/IM3ALUA MHCY/IbTA
B IIPABOIl OCTPOBKOBOII 107Ie CBsI3aHa C 60/Iee BBICOKOII a-
croToit BosHukHOBeHnA DI, yem B neBoit (39 vs. 4%) [62].

@I, obHapyx)eHHas nocine VI, MoxXeT IMeTb Kapauo-
TeHHBII1, HelfpOTeHHBIN MU CMelllaHHbI XapakTep. K kap-
[MOTeHHBIM (PaKTOpaM OTHOCATCS YoKe CYILIeCTBYIOLINe
CC3 u pemopennpoBaHye Npefcepanii, He BbIABICHHbIE
panee smmsonst OI1. Hertporenubsle MexaHU3MbI 00YCIOB-
JIEHBI M3MEHEHVSIMM JIEBOTO IIpeficepaus Ha GoHe cucTeM-
HOTO BOCIHAJIEHMs M AVMCQYHKINM aBTOHOMHOI HEPBHOI
cuctembl B pamkax OHMK [63].

Hecmotps Ha TO, uto 60mbInHCTBO M3MeHeHUit KT
MMeIOT TPAH3UTOPHLIIT XapakTep, ®II moce nHCYyIBTA MO-
JKET IIePeXOAUTD B IEPCUCTUPYIOLIYIO 1 TOCTOSHHYIO (hop-
MBI [64].

Fan X. et al. (2024) mpuiunm K BBIBOAY, YTO HEOOXORUMO
onpepermth perornisl nanyenTos ¢ OII nocne VN ¢ pas-
HOJ CTEIEHBI0 PUCKA, YTOOBI BBLICHUTD HEOOXOAUMOCTH

u 00beM AHTUKOATY/ISIHTHOI TEPANI y 9TUX [AI[MEeHTOB.
[t aTOr0 HEeOOXOAMMO NPOBefeHNe JaTbHEeNIINX MCCTIe-
JoBaHUII OMOMapKepoB U IATTEPHOB HePOBM3Yyajn3a-
iy [64]. [Ina OII mocie MHCY/IbTA K HACTOAIIEMY BpEeMEHN
paspaboTaHO HECKONIBKO IIPOTHOCTMYECKMX Mofeneit [65,
66], a TaxKe MY/JIbTVMONA/IbHBIN IIOAXOJ], BK/IIOYAIOMINI
Busyanusanuo, DKI' u 6uomapkepsr (NTproBNP, ranex-
tnH-3, ST2, ocreonporereput) [58], ogHako HeOO6XOAMMO
MIPOBEEHNE NabHENINNX MCCIENOBAHMIA I YTOYHEHNA
UX IIPOTHOCTUYECKON 3HAYMMOCTH.

Bue3sannas cepaeuynas cmepts (BCC) — aro HeHa-
CUJIbCTBEHHAsA CMEPTb, PasBMBILIAACA MOMEHTAJIbHO WU
HACTyNMBIIAas B TeYeHJE Yaca C MOMEHTAa BO3HUKHOBE-
HIIsI OCTPBIX M3MEHEHUIT B KIIMHUYECKOM CTaTyce OObHO-
ro. Teopernuecku, BCC aBnserca ogaum n3 Bugos VKC.
Ho ma nmpaxTuke pasnuinTb BHE3AHYIO CEPAEIHYIO 1 Hell-
POTEHHYIO CMEPTU BO3MOXKHO IIOC/IE ITOJTHOTO IIaTOJI0roa-
HaTOMMYECKOTO MCCIEOBAHMA MO3Ia M CEpAlld, a TakKxke
IIpM YCIOBMM MMEIOIIMXCS 3aperucTpupobaHHbix OKI.
Cnydan ¢ passutuem BCC nocne MHCYy/IbTa MOTYT YCKOJb-
3aTh OT HaOMIOMEeHN 13-32 OCOOEHHOCTEN A3aliHa UCCIIe-
nmoBaHuit [24].

ITarorenes NKC

Uucyner nu CC3 nmerot obuye gaxTopsl pucka [67]:
apTepuajbHas TUIEPTEH3Ns, aTEPOCKIEPO3, HAPYIIEHNUs
JTUINIHOTO 0OMeHa, CaXxapHbIil AnabeT, OKUpPeHNe, a TAKXKe
KypeHne, 3/I0yloTpebyeHie ajIKoroleM, HUSKII YPOBEHb
¢usKIecKoit aKTUMBHOCTH, cTpecc U fp. COOTBETCTBEHHO,
IIALMEHTHI, Y KOTOPBIX MMEIOTCA 06liye TPUITEpHl, HOA-
BEpP)KEHBI BBICOKOMY PUCKY Pa3BUTV HAapYLIEHUII B OCU
«MO3T-Cepp1ie».

ITatorenernueckne mexanusmbl VIKC B Hacrosmee
BpeM: NIPOfIO/DKAIOT aKTUBHO M3y4arbcA (puc. 1). Ilpu VI
IPOUCXOIUT KaK UCTMHHOE IOBPeX/eHe KapAOMIOII-
TOB, TaK U PeaKTVBHOE, IIOTEHI[aJIbHO 0OpaT!MOe 13Me-
HEHMe UX CTPYKTYPbI 1 PyHKINN.

OCHOBHOJI IIPUYNHOJ MOBPeX/eHNA cephua Ha QoHe
VHCY/IbTA CYNTAETCS AMCQYHKIM aBTOHOMHO HEPBHOIL
CHUCTEeMBI, KOTOpasi MIPOSBIAETCA B CHIDKEHNH TTapacyMIIa-
TUYECKON M YCMJICHUY CUMIIaTUYeCKOil akTUBHOCTeN. [Tpn
9TOM MapacuMIaTideckas fucyHKLus Oomee BbIPaKEHa,
4yeM CHUMIIaTH4YecKas TUMIEPAaKTMBHOCTb. OTU M3MEHEeHUs
PasBUBAIOTCA B OCTPOIL (ha3e MHCY/IbTA U COXPAHAIOTCA [0
nonnyroga [68]. CoBur BereTaTuBHOTO 6anaHca B CTOPOHY
CMMIATIYECKOTO JOMIHVPOBAHMs B OCTPOII pase miemu-
YeCKOTO VIHCY/IbTA MPOAB/IAETCA B CHIDKEHUY Bapuabesb-
HOCTH CepAiedHOTO PUTMa 1 6apopeLenTopHOro pedrekca
[68] v moBbINIeHVeM TOTPEGHOCTY MIOKAP/a B KICIIOPOJE.

BenepcTBre ycuIeHMsI CUMIIATUYECKUX BIMSHUI Ha
cepilie TIPOMCXOAUT BBIOPOC KaTeXONaMUHOB, UTO OIIOC-
penyeT 9/MeKTPOIUTHbIE U MeTabomndecKye HapyLIeHMs
B KapAMOMMOLUTAX, YXYALIEHNE IIPOLECCOB pelaKcalny
[20]. B axcriepyMeHTa/IbHBIX )KMBOTHBIX MOJEIIAX MHCYIIb-
Ta HanbosIee 3HAYMMbIe N3MEHEHIsT MIOKapaa 6bum o6Ha-
PY>KeHbI B 00/1aCTIM JIEBOTO IPefCepAns BOKPYT JIETOYHBIX
BeH, IJie HAXOJUTCSA 30HA HaMOOJIbIIEr0 CUMIIATUYECKOrO
BIMsAHUA [69], 9T0 MOXeT criocobcTBOBaTh passutnio OII.
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Picture 1. Heart-stroke syndrome pathogenesis.

Jpyrue MBIIIMHbBIE MOMEIN MHCYIbTA IPOJEMOHCTPUPO-
BaJIy, YTO MOBBILIEHHAS HeprdepudecKas CUMIaTIIecKast
aKTMBHOCTb acconuupoBaHa ¢ passutueM VIKC mo tmmy
CH co camxkennem ®B JDK u punatanun JDK B TeyeHne
2 Mecsnes [39].

OHMK compoBoXpmaeTcss aKTMBaIMell TUIIOTalaMoO-
runo¢u3apHO-HAAMOYEYHNKOBOM OCH U CUMIATOAfpe-
HaJIOBOJ CUCTEMBI, YTO IPYBOANT K ITOBBIIIEHNIO YPOBHS
TOPMOHOB CTPeCCa, BK/I0Yasg KAaTeXOMTAMUHBI ¥ KOPTU3OT
[68]. BblIO MOKA3aHO, YTO YPOBEHDb CHIBOPOTOYHOIO KOP-
TH3071a KOPPEMPYeT C TAKECTbIO MHCYIbTA U IPOTHO30M,
KaK KpaTKOCPOYHBIM, TaK ¥ JOITOCPOYHBIM [70].

Kak ycnmeHne cuMmaTnaeckoir akTMBHOCTH, TaK U CH-
CTeMHasl BOCIIaNUTeIbHAs PeaKIVsl MOTYT aKTUBMPOBATbH
IPOLIECCHl  IMIEPKOATY/ISIMY, YCUIEHVUS] aKTUBHOCTH
TPOMOOLUTOB U HENTPODUIOB, ArONTO3a IUMQOLNUTOB
¥ SHIOTeNMNAIbHON auchyHKumnM [71-73].

OTHOCKTEIBHO HEABHO MOSIBUJINCH Pe3Y/IbTATHI paboT,
HOJYePKMBAIOIIIe PO/Ib BOCIIA/IUTENbHbBIX PeaKInii B BO3-
HukHoBeHun VKC. Kpome rtoro, mpu MM sHaumrenbHO
yBeIM4IMBAeTCsE MaKpodaraabHast MHGUIBTPALUS Cepred-
HOI1 MBIIIIIBI, HAPACTAIOT YPOBHU BOCIIATUTEIbHBIX IINTO-
KIHOB, CBSI3aHHBIX C MAaKpodaramy, 4T0 B UTOTE IIPUBORNT
K pasButnio ¢pubposa u runeprpodun Mmuokapaa (74, 38].
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B xauecTBe HOBOTO MapKepa CHCTEMHON BOCTIA/IUTE/TbHOM
peaxkuyy B HACTOsIIee BpeMs aKTVMBHO M3Y4YaeTCsl MHAEKC
CHCTeMHOro MMMyHHoro Boctanenns (SII, ¢popmynma pac-
vera: [(Heitrpoduabl X TpombonyTsy/mumdoruTer)/1000]),
KOTOPBIiT IIOKa3ay cebs KaK He3aBYICYMBII IIPEFUKTOP pas-
BuTHs paxa [76]. B HemaBHem mccnepoBanuu Hao X. et al.
(2024) maHHBIL MHIEKC IO pe3y/libTaTaM MHOTO(AKTOPHO
JIOTMCTUYIECKOI perpeccuy IMPOJEMOHCTPUPOBAT TIPEH-
kropHylo neHHoctb g VIKC (cxoppexruposannoe OILI
5,089 (95% OM 1,981-15,74, p = 0,002) [77]. A B uccnego-
Bauyy Weng Y. et al. (2021) ungnexc SII npu nmemmdeckoM
MHCY/IbTe OBUI CBSI3aH C (PYHKIMOHAIBHBIM MCXofoM [78].
OpHako TpebyeTcsi Gonbliee KOMMYECTBO MCCIEHOBAHMUIA
B Le/ISAIX MOATBEP)KIEHNSI €r0 MPOTHOCTUYECKON 1IeHHOCTI
mia VIKC.

HepaBHue maHHBIe Takoke CBUETENBCTBYIOT O TOM, YTO
B IiepeOpOKapAMaIbHOM B3aMMOJENCTBUNM WUIPAIOT POb
mukpo-PHK [79] u knieynas myukpo6uota [80]. [TomydyeHsr
HaHHbIe, 4yTO feduunt Mukpo-PHK-126 TecHo cBasan ¢ CH,
@II, M u, BepoATHO, C MOCTUHCYNIBTHBIM IOpPa’KEHUEM
cepaua [81].

CucTeMHOe BOCIIaJIeHMe YBeIMYMBAET IPOHUIIAEMOCTD
KIIIEYHNKA M CIIOCOOCTBYET TpaHCIOKALmM OaKTepui
Y SH[JOTOKCVHOB B KPOBOTOK, YTO YCYTYO/IAeT CUCTEMHYIO
BOCIIQ/INTE/IBHYIO PeaKIVI0 U PUCK MMOKap[VaIbHbIX Ha-
pywenmit. Y maumentoB ¢ VMV BbIpaKeHHasd KuUIIEYHas
AUChYHKIMA HPOAB/IAETCA YBEIUYEHMEM KONMMYecTBa YC-
JIOBHO-IIATOT€HHbIX OaKTepuit U yMeHbIIIeHNEM KOITINIeCTBa
Ipo61oTHKOB. TeM He MeHee, TOUHbIE MEXaHM3MBI BIIVISHIIS
KuievHoi MuKpo6moTst Ha VIKC ocTaroTcst He 10 KOHIA 13-
yd4eHHbIMU [64].

Crparudpukanmusa pucka MKC

C y4eToM OpeMeHM CepfieqHO-COCYAUCTBIX 3a00/IeBaHNUI
Y HEBPOJIOTITYIECKIIX KaTacTPOd Ipo6ieMa MOCTUHCY/IBTHOTO
HOPa’KeHV Cep/ilia ¥ AMHAMMKY IIPOTPECCUPOBAHNA yIKe Cy-
mectBytomux CC3, ABsAeTcA ocTpoakTyanpbHol. HecmoTps
Ha HAKOIUICHHble K HACTOAIeMy BPeMeHN 3HAHUA O B3au-
MOJIEJICTBUM OCU «MO3I — CEpJilie», MHOXKECTBO BOIIPOCOB
OCTAIOTCsI HEPELIeHHbIMI U TPeOyIomMMy GOMIbIIEro KO-
JyecTBa OPUTMHAJIbHBIX MccefoBanmit. [ToMumo TepmmHoo-
IUY U KIaccuuKanyy, cTpaTuduKanmy pyucka 1 IporHosa,
HpefiCTaB/IIeTCS HeOOXOVIMBIM OITICaHMe OTHENbHBIX (peHo-
TUIIOB Cpefy MauyeHTos ¢ paspuBmMca VIKC.

VIHTepecHble pe3y/IbTaThl MpPefOCTaB/IsAeT PeTPOCIeK-
TUBHOE MCC/IeOBaHME C MCIIONb30BaHMEM 3/IeKTPOHHOI
6a3pl ganubix VISTA. B Hero Bouin 6omee 12 ThiC. maim-
eHToB. C IIOMOIIBIO MepapXN4ecKoro KIaCTepHOIO aHaIl-
3a OHM OBUINM pasfie/ieHbl Ha 5 Mpodueil B COOTBETCTBUN
¢ umeromymucs ¢axropamu pucka MKC u pucka pas-
Heit cmeprHoctr mocie OHMK: IIpodmns 1 («mosxmmoit
¢ ®II»), [Tpodus 2 («<MOIOROIL KYpUIbILMK»), [Tpoduns 3
(«monopoit»), IIpopunp 4 («c comyrcrByromumy CC3»)
n [Ipodunb 5 («c apTepmanpHON TUIIEPTOHMEN U aTepo-
cKkyepo3om»). IIpodunn 4 1 1 noxasanu camblil BBICOKUI
puck MIKC (ckoppextnposannoe OP (95 % [111): 2,01 (1,70-
2,38) u 1,26 (1,05-1,51), COOTBETCTBEHHO, ITO CPABHEHMIIO
¢ [Ipodunem 3). [Tpodunu 5 u 2 uMenu yMepeHHBI PUCK,
a ITpodmnp 3 — cambrit Huskuit. IIpoduns 5 nmern cambrit

BBICOKMIT PUCK OCTAHOBKIM CEPALIA I AbIXAHIIS (CKOPPEKTH-
posanrnoe OP (95 % [IV): 2,99 (1,22-7,34)), a camblif BBICO-
kit 90-THeBHBII PUCK cMepTHOCTU Habmopancs B IIpodu-
nsax 5 u 4 [82]. Takoe fjeeHne manueHToB Ha IPOGIIN MIN
(heHOTUIIBI MOXET ObITh MO/IE3HBIM /IS PaspabOTKI aro-
PUTMOB [JMaTHOCTUKY U TIOAXOMOB K JIEYEHNI0, HO TpebyeT
607bIIIelt JOKa3aTebHOI 6asbl ¥ MPOJO/DKEHMs PabOThI
B 9TOM HAlIPaB/IeHNU.

JakArueHue

Takum 06pasoM, JaHHbIe AaHAN3A MyOIMKALINIT TOfUep-
KMBAIOT, YTO MHCY/IbT — 3TO He U30NMPOBAHHOE MOBPEX-
JieHIe MO3ra, a MY/IbTUCUCTEeMHasl IIpobieMa, Tpebyromas
KOMIUIEKCHOTO TIOfIXO/]a B Ka’KIIOM KOHKPETHOM CITydae.

K HacTosImeMy BpeMeHV MHOXECTBO BOIIPOCOB, Kaca-
IOIUXCST yXYALIeHus PyHKumu cepana Ha ¢oue VM, ocra-
I0TCSA HepelIeHHbIMU: OTCYTCTBYeT eiViHasA TepMUHOIOT A,
HeT yTBepXJeHHO! Knaccudukanuu. Kpome toro, Tpedy-
eT BHMMaHMs pa3paboTKa IIKaI /sl CTpaTuUKaLuu piu-
CKa U OIIpefieieHle aITOPUTMOB JIe4eH)s B COOTBETCTBUM
¢ pasubimu ¢penorunamu VIKC. Heobxopmumo nposezeHme
6071bI1IETO KOMMYECTBA PAOOT C [INTE/IbHBIM TEPHOJOM Ha-
6/mofe IS, IOCKO/IBKY OCTAaeTCs HeSICHO, B KaKMX CIydasx
VIKC orpaHndeH 1o BpeMeHH I perpeccupyeT, a B KaKUX —
IIPOTPeccUpyeT ¢ pasBUTHEM TsKENBIX OC/IOKHEHMIl, Ha-
npumep, cumnromHori XCH. Bepoarno, mo anamorum
C KapAVOpeHAJbHbIM CHH/IPOMOM, BO3MOXKHO [IeJIeHIe
VIKC Ha ocTpblit ¥ XpOHUYECKUIA.

Jna coxpaieHus mpo6eoB B 3HAHMAX M YCOBEPIICH-
CTBOBaHMA TAKTUKMU BefeHN: IAlMEeHTOB C MOpaKeHNeM
cepaLa MOoC/Ie MHCY/IbTa He0OX0MMBI COBMECTHBIE YICCTIe-
IOBaTe/IbCKIe MHUIUATYUBBI IO, PYKOBOLCTBOM MEXJIVIC-
LUIIMHAPHBIX KOMaH/[| KapAMOIOroB U HeBPOJIOTOB.
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AHHOTauua

Llenb. MccneqoBanock BansHMe BbiGOpa TUMa TPEHUPOBKM (KOHCEpBaTUBHAA HepapMaKoIor1yecKas Tepanus NepBoi AMHUM NPY HEaNKOr0bHOM
uposoi 601e3Hu nevenn (HAXKBIT)) Ha y/yuleHne nokasaTeneit GepMeHTOB nedyeHu. MpoBeAEHO CPABHUTE/IBHOE UCC/IEA0BAHME, HAaMpaBieHHoe
Ha OLieHKY oTBeTa pEepMEHTOB NeYeHU Ha MMpaMUAA/bHbIE YNIPaXKHEHUS C MOBBILLAIOWEHCA MHTEHCUBHOCTbIO (MHTEpBa/IbHbIE) B CPABHEHUM C Hemnpe-
PbIBHBIMM @3PO6HBIMU YNPAaXKHEHUAMM Y NaLMEHTOK XeHcKoro nona ¢ HAXKBI. MaTtepuanbl n MeTogbl. 38 yyactHuy, ¢ HAXKBI paHaoMusnpoBanm
B rpynmny nMpamuzasbHbix TPEHMPOBOK (N=19) 1 rpynmy HenpepbiBHbIX TPEHUPOBOK CPeAHei nHTeHcBHOCTM (N=19). YyacTHULp! 06enx rpynn co-
6n04anm paccumTaHHylo Ha 12 Heenb AMeTy C HA3KMM NoTpeb/ieHMeM Kanopuil U BLINMONHAAN YNpaXKHeHMA Tpu pasa B Hegento. B gononHeHne
K M3MepeHuto nHaekca Maccbl Tesnia (MMT) u okpyxHoctv Tanum (OT) y naumeHTok ¢ HAXKBI onpeaensiv ypoBHM CbIBOPOTOYHOM anaHUHTpaHCaMu-
Hasbl (AT), wenouHoi pocdarassbl (L), iMnonpoTtenHos Beicokoi naoTHocTy (JINBIM), acnapratamuHoTpaHcdepassl (ACT), Tpuravuepugos (TT)
1 rammaraytamuHTpaHcdepassi (IT) Ha MCXOAHOM YpoBHe 1 Yepes 12 Hegenb. Pesy/ibTaTbl. [0 3aBepLueHun 06enx nporpaMM TPEHUPOBOK Habto-
Aannchb 3aMeTHble yy4leHusa. NupamuaansHbie a3pobHbie ynpaxHeHUa NpuBe/n K 6o/1ee CyleCTBEHHbBIM U 3aMeTHbIM Y/TyuYlleHUAM NoKasaTtesieit
M0 CPaBHEHMIO CO BTOPbIM TUMOM TPEHUPOBOK (a3pO6HbIE TPEHUPOBKM YMEPEHHOI MHTEHCMBHOCTM). 3aKtoueHue. O6a Tvina TpeHNPOBOK (a3pobHbie
TPEHUPOBKU YMEPEHHOMN MHTEHCMBHOCTY U/IN MMPaMUAA/bHbIE YIIPAXKHEHMA) CyLLeCTBEHHO YyHLWmnAmM nokasatenn AT, UMT, ACT, JINBM, ITT, LL®,
OT n TT y naumeHTok ¢ HAXBIT, npu 3ToM npaMuganbHble TPEHUPOBKM OKazanncb 60s1ee 3¢p¢peKTUBHLIMU MO CPABHEHMIO C HEMpPePbIBHbIMU YIpaX-
HeHNAMU yMEPEHHOIZ UHTEHCUBHOCTU.

Knro4yeBbie ca0Ba: MupamudansHbie ynpaxHeHUs, a3po6HbIe ynpaxxHeHUs, hepMeHmMbI neyeHu, AUNUdHbIL NPOPUAL, HeaNKO20/bHAS KUPOBaHUS
60/1€3Hb Ne4eHu

KoH$AuKT nHTepecos
ABTOpr 3aABNAKOT, YTO AaHHaA pa60Ta, eé TeMa, npeaMeT U cogepxaHue He 3aTparMBaloT KOHKYPUPYOLWNX UHTEpeCcoB

McTo4HMKM puHaHCcMpoBaHuUs
ABTOpr 3aABAAIOT 06 OTCYTCTBUN ¢MHaHCI/IpOBaHMFI npu nposejeHnn nccnenoBaHna

CooTBeTCcTBUE npuvHLMNaM 3TUKU

Bbino nonyyero cornacue naumneHtok ¢ HAXKBI Ha y4acTve B nccneaoBaHU, MeAULMHCKOR/KAMHNYECKOe UCCej0BaHMe 0406pPeHO 3TUYECKNM KO-
mutetom (P.T.R.E.C/012/004669), TaKKe NPUMEHSANNCb YHUBEPCA/bHbIE PEKOMEHAALMM XeNbCUHCKOM Aeknapaumu. B aTom nccnegosannm HAXKBM
Nepuog, pacCuUTaHHbIil ANs MPOrpaMMbl TPEHUPOBOK (MMpaMuUAanbHbie U HerpepbiBHble a3po6Hble TPeHWPOBKM), cocTaBun ¢ 1 aBrycra 2024 r.
no 28 ¢espana 2025r.

Cratba nonyyena 10.03.2025r.
OpobpeHa peujeHzeHToM 30.06.2025 .
MpuHsaTa k ny6amkaumm 08.07.2025 r.

Ana unTupoBaHUA: Anv Moxames Anm Uiemaun, Cannam Aam C.CannaM, M6parum Abgenspades Canem u ap. ®EPMEHTbI MEYEHW MPU HE-
AJIKOTO/IbBHOW YKMPOBOW BOJE3HWM NEYEHW: OTBET HA MUPAMUAA/IbHYKO ASPOBHYHO TPEHWPOBKY B CPABHEHWW C HEMPEPBIBHOW
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Abstract

Purpose: The effect of choosing the type of exercise — the first-line conservative non-pharmacological therapy in managing non-alcoholic fatty
liver disease (NAFLD) — on improving liver enzymes has not been fully investigated.: This was a comparative trial aimed to examine the response of
liver enzymes to pyramidal progressive-intensity (interval) versus continuous moderate-intensity aerobic training in NAFLD women. Materials and
Methods: Thirty-eight NAFLD women were randomized into a pyramidal training group (n=19) and a group of continuous moderate-intensity exercise
(n=19). Both groups followed a reviewed 12-week low-calorie diet and received exercise training thrice weekly. Besides body mass index (BMI) and
abdominal circumference (AC), NAFLD patients’ serum alanine transaminase enzyme (ALTE), alkaline phosphatase enzyme (ALPE), high-density
lipoprotein (HDL), aspartate transaminase enzyme (ASTE), triglycerides (TGs), and gamma-glutamyl-transpeptidase enzyme (GGTE) were assessed
before and after 12 weeks. Results: Significant improvements in all outcomes occurred after finishing both training forms. The pyramidal aerobic
form produced more significant and pronounced improvements in the tested outcomes compared to the other form of exercise, moderate-intensity
aerobic exercise. Conclusion: Both training forms, moderate-intensity aerobic exercise or pyramidal training, significantly improved NAFLD patients’
ALTE, BMI, ASTE, HDL, GGTE, AC, ALPE, and TGs, but the pyramidal form of exercise is more efficient than the continuous moderate-intensity form.

Key words: pyramidal exercise; aerobic exercise; liver enzymes; lipid profile; non-alcoholic fatty liver disease
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BeBepenue

HeankoronpHas xxnpoBas 6onessp nevenn (HAXKBII)
IpefcTaBisieT co60ll TOKaIbHOE OTIOKEHNE B TeMaTOL-
Tax Ie4eHM KMUPa, KOMMIECTBO KOTOPOTO MpeBbIImaet 5 %
Macchl rematonuToB. Jrarnos HAYKBII sepudunupyercs
[PV Ha/IMYMHU SKMPOBBIX BKIIOYeHMIT (cTeatos3a) B Goree
4yeM 5 % medeHOIHbIX K1eTok [1-3]. ITo oueHkam, pacipo-
crpanennocts HAJKBII cocrapnsier 47 cnyvaes/manueH-
ToB Ha 1000 yenmoBek [4].

[MTatorenes HAJKBII moxer ObiTh cBsidaH ¢ (akTo-
paMy TeHeTMYeCKOll IpeRpacloloKeHHOCTN 1 (mm)
TaKVMU KIVMHUYECKMMY YCIOBUAMU, KaK MHCYIMHOpe-
3MCTEHTHOCTb, MeTa0ONMMYEeCKUII CUHJPOM, OXKVPEHNe
U caxapHblit guabet 2-ro Tuma [5]. Takue ycmoByst MOTyT
YCKOPUTDb HAaKOIUIEHMe KPYIIHOKAIIeIbHOTO XKUpa B rella-
TOLIUTAX, YTO MOXKET COIIPOBOX/JATbCA MECTHBIM BOCIIA-
JleHueM, moBpexxpeHueM u pubposom nedenn. Oubpos
HapyllaeT HOPMa/JIbHYIO apXUTEKTYpy HeYeHU U IpPUBO-
aut K eé puchynkuun. BoisBanHoe ¢pubposom mopaxe-
HIe MIeYeHU MOXKeT CIHOCOOCTBOBATb PasBUTHIO IIMPpPO3a
IIeYeHN Y MOBBIIIATh PUCK 3JI0KA4eCTBEHHO TpaHCcdop-
Maluy B relaToK/IeTOYHYI0 KapuHOMY [6].

[TpuHuMass BO BHMMaHue OTCYTCTBMe 3¢ deKTus-
HBIX/Ol00pEeHHBIX JIeKapCTBeHHBIX NpenapaTos, HAYKBII,
6e3 JedeHMs MOXET YCKOPUTb PasBUTHE CePHeYHO-CO-
CYOUCTBIX ¥ MeTabOIMYeCKMX HApYLIeHUN, NPUBECTU
K CHIDKEHMI0 PabOTOCHOCOOHOCTM M KauyecTBa >KU3HU
HalMEeHTOB, a TAK)Ke K BOSHMKHOBEHUIO YyBCTBA YCTATIO-
cru/ucromenns [7].

BHeceHue n3MeHeHMit B 06pa3 XU3HU (BBIIIOTHEHNE
YIOpaKHEHMII CO CHIDKEHVEM KOomu4ecTBa IOTpebinse-
MBIX Ka/JIOpUil MIN HOTpebIeHNeM TOro ke KOIM4ecTBa
Ka/JIopuii) CYMTAeTCs HAYaJbHBIM U OCHOBHBIM IIArOM
B nevenun HAJKBII [8]. YupakHeHus1, Kak OCHOBHOE 13-
MeHeHue oOpasa xnsHu ajst nedenns HAJKBII B HacTos-
Ijee BpeMs IPUMEHSIOTCA B OCHOBHOM B BHJIe a9POOHBIX
TPEHUPOBOK [9]. AspoOHbIe yIpa)KHEHUA, B YaCTHOCTHU
Xofp0a, SABJSIOTCS HEZOPOrMM HeapMaKoIOrM4ecKnM
BapMaHTOM, IPOCTBIM MHCTPYMEHTOM TPEHUPOBOK, HO-
crynabiM nanuesTam ¢ HAJKBII, xotopble MOXXHO BbI-
HO/MHATh He3aBUCMMO Oe3 IpUBA3KM K MecTy. Takime
YIpa>KHeHMs CIIOCOOCTBYIOT YIYYIIeHNIO IIPU CepHiedHO-
COCYIVCTBIX OCTOXHeHMAX, cBA3aHHbIXx ¢ HAJKBII. He-
CMOTpS Ha TaKue XOpOIIVe XapaKTePUCTUKM adPOOHBIX
YIpa>KHEHUI, BbIIIO/IHEHME YIIPAXKHEHUI B CTAHAAPTHOIA,
HeNpepbIBHOM GopMe MOXKET BBI3bIBATH OBICTPOE YTOM-
neHye MM BUCKOMPOpPT (BCIe[CTBME UCTOLIEHMS 3a-
[IacOB ITIMKOTeHa M (WIM) Ype3MEepHOrO MCIIONb30BaHMA
MeJI/IeHHO COKPAIIAOIIMXCs MbIIIEYHBIX BOJIOKOH) U TI/IO-
X0e COOJIofIeHNe peXXuMa TPEeHMPOBOK B JOITOCPOYHON
nepcrextuse [10].

C ppyroit CTOpPOHBI, NMpaMUJaabHbIE TPEHMPOBKU
(dpopma aspo6HBIX yrpa>kHEHMIT, KOTOPbIe BHIIIOTHAIOTCA
C IepepbIBaMIL C IIOCTENICHHBIM YBeIN4YeHeM MHTEeHCUB-
HOCTYM OT HU3KOJL JJO BBICOKOJl B paMKax OJHOTO 3aH:i-
THA) — 9TO OTHOCUTENTHLHO HOBBIN TUII YIIpaKHEHMIA, KO-
TOpbIe MOTYT MCIIONIb30BATbCSA ISl CHIDKEHMS (PaKTOPOB
ceppedHo-cocypucroro ucka. CoueTaHmeM HM3KON MUH-
TEHCUBHOCTM (HAIlpaB/IeHa Ha JCIIOJIb30BaHIE MECTHBIX

3aI1acoB XXMpa B KaueCTBE MCTOYHVKA SHEPIMM) U BBICO-
KOJi MHTEHCMBHOCTM (HampaB/ieHa Ha MCIIOIb30BaHME
YITIEBOZIOB B KaueCTBe MCTOYHMKA SHEPIMU U M30OeraHue
Ype3MEepPHOTO UCHOIb30BaHUA MEJIEHHO COKPAI[AIOINX-
Cs1 MBILIEYHBIX BOJIOKOH) OODBACHSAETCA IIpefIouTeHIe
VICIIONIb30BAHNUA MMPaMUJANbHON TPEHNPOBKU IO CPaB-
HEeHMIO ¢ fpyrumy GopmMaMm yrnpakHeHMiT (Hampumep
YIpa>KHeHMsI HU3KOJ WM yMEpeHHO! MHTEHCUBHOCTM)
B CHIVDKECHUY CePIeYHO-COCYANUCTHIX PaKTOPOB PUCKa, Ta-
KMX KaK OXMpeHue u gucnunupemus [11].

Opnako Hambonee s¢deKTMBHbIE XapaKTePUCTUKU
yrnpaxHeHnit (He0OXOgMMasi 4acTOTa, TUIL, MHTEHCHB-
HOCTb U 00I1as IMPOJO/DKUTEIbHOCTh TPEHUPOBKMU) IS
ynyamenns coctossHua npu HAJKBII ocrarorcsa Hesc-
HbIMU. bojee TOro, y4uTbIBasA BBICOKYIO pacIpOCTpaHeH-
HOCTb CEpAeYHO-COCYAUCTBIX 3a00IeBaHMIl, BBI3bIBAIO-
mux HAXBII, Bansnue Boibopa Tuia yrnpakHeHWT Ha
dbepMeHTBI IeYeHN He OBINIO M3YYeHO B JOCTATOYHOI CTe-
MeHy, 0COOEHHO YTO KacaeTcsl MMPaMUAIbHON TPeHU-
poBku. TakuM 06pa3om, 1e/Ib ITOTO CPABHUTENBHOTO VIC-
C/IeOBaHMs 3aK/II0Ya/Iach B M3y4eHNN OTBeTa (PEPMEHTOB
Ie4eHN Ha MMpaMufaIbHble YIPAKHEHNA [0 CPaBHEHNIO
C HeTpepbIBHBIMM a9pOOHBIMU TPEHVMPOBKAMU CpemHeN
MHTeHCUMBHOCTH Y nanyenToB ¢ HAJKBII.

Marepuanbl 1 METOABI
Aunzarnn
PaH,[IOMI/I3I/IpOBaHHO€, KOHTpOIMpyeEMOE MNCCIefoBa-

HIle IMPaMIIA/TbHBIX VIIPOKHEHNUIT B CPABHEHNUN C a39P06-
HBIMJ TPEHMPOBKAMMU.

Mecmo nposedenna

AmOynaTopHOe TepaleBTUYECKOe OTHeIeHNe Ipu
6ompanIie Mut-Tamp.

Kpumepun éxarouennsa

Huarnos HAJKDBII nopTBepk/ieH racTpO3HTEPOIOrOM
VI Bpa4oM JIy4eBOJ JMArHOCTUKY 110 Pe3yIbTaTaM BbIION-
HeHus Y3 6promHoit monoctu. Y3V moxasano Hammdme
SKMPOBOTO renaro3a 6e3 mpu3HaKOB BTOPUYHBIX IPUYNH,
TaKMX KaK IOTpeb/ieHne aKOro/st MIN BUPYCHBIN rera-
TIT. [ y9acTusi B MCCIEROBAHMYU OBUIM IIPUITIAIICHDI
manuenTky (38 )KeHIIMH) B Bo3pacTe ot 37 et 70 51 ropa
c unpexcom maccol Tena (VIMT) ot 30 xr/m? 1o 35 kr/m2.

Kpumepun nckarowenns

Hannune opromeguuecknx omnepannit, gedopmanuii
U TpaBM, KOTOPbIe OTPAaHMYMBAIOT TOYHOE BBLITIOTHEHIE
yIpa’KHeHMI1, He TO3BOJIAIO MaljieHTaM IPMHMMATh y4a-
CTHe B 9TOM MCCIENOBAaHNUM TPeHUpoBOK. Kpome Toro,
He JIONYCKaauUCh K yYacCTHIO NAIVIeHTK!U, HeJJaBHO IIpU-
HIUMaBIINe VIV NPYHMMAIOIME YIacTie B UCCIeSOBaHU-
SIX TPEHUPOBOK MO0 B MCCIIEOBAHMIX C IIOTEpeil Beca.
CepredHO-COCYRANUCTBIE, MeTabomuYecKme, CUCTEMHBIE,
SH/IOKPVHHBIE, ayTOMMMYHHBbIE, IICUXNYeCKUe, HEBPOJIO-
IM4YecKye, Io4YeuHble, BUPYCHbIE MM 3/I0Ka4yeCTBEHHBIE
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3a60/IeBaHNs He TO3BOIS/IN HAL[MEHTaM IIPUMHIMATD yda-
CTHe B 9TOM MCCHefoBaHUM ympaxHeHuit. Kpome rtoro,
aBTOPbI MCKTIOUMIN y4acTHe OepeMEeHHBIX WIN KOpMH-
X >KeHIIVH.

Panodomusauns

3amevaTaHHble KOHBEPTBI C MMEHaMM M paMuImnamu
yuactHun, ¢ HAXKBIT 6putn moprorosyieHsl ¢usnoTepa-
IEeBTOM, KOTODBIl He IMPMHUMAJ y4acTue B MCIBITaHUM
B KayeCTBe aBTOpa U He ObII 3aMIHTEPECOBaH B BBLACHE-
HUJ TPUYMHBL PAaHZOMM3ALNY SKeHINMH. ITOT Gusuo-
TepaneBT CIy4YailHBIM 00pasoM pacHpefenun >KeHIINH
¢ HAJKDBII B rpynmy nupaMupanbHeIX TpeHrpoBok (PTG,
n=19) u TPyNIy HEUPEPHIBHBIX adpOOHBIX YIPaKHEHMI
(GCAE, n=19) (pucynox 1). 3ausatus B o6enx rpymnmax
NPOBOAUINCH TPU Pa3a B HEHENI0 B TeyeHue 12 Hepelb.
Kpome Toro, yyacTHMIBI 06€UX IPYNII CIeOBaNNU Iepe-
CMOTpPEHHOJ HU3KOKanopuiinoi puerte. Ilepen Hadamom
MPaMUAIbHON TPEHUPOBKI MIIN HENIPEPbIBHBIX a9p06-
HBIX yIpa’KHeHMII He3aBMCUMBbII MCC/IeOBaTeNb BCKPBIT
3are4yaTaHHbIe KOHBEPTHI.

Bmewameawvcmea

Husxoxaropuiinaa dnema

Y4yacTHMIIBI TPUAEP>KMUBAINCh HU3KOKAIOPUITHOM Ivie-
TBI, IPOBEPEHHOI MOCTEeHNM aBTOPOM, ITOC/IE BLIYUTAHUA
500 KmmoKajopuil 13 mokasareneil ypoBHA MeTabommaMa
B mokoe (RMR) y xenmun. YpaBuenue Xappuca — bene-
IUKTa — ypaBHeHue s oueHkn RMR — ucnonbsosa-
mm cnepyomym obpasom: RMR = 655,1 + (9,59 x macca
tera sxeHmnH ¢ HAJKBII, kr) + (1,85 X pocT >XeHIINH
¢ HAXKBII, cm) — (4,67 x Bospacrt xenmus ¢ HAXKBII,
net) [12]. ITomumo >xupoB (20-30%), B cocTaB HU3KOKa-
nopuitnoit gueTsl xeHIuH ¢ HAJKBII BXopnmm yrineBopsl
(55-65%) u 6enku (10-15%) [13].

[Manuentkam ¢ HAJKBII 6pU10 peKoMeH/{0BaHO HMUTh
607bII0e KOMMYECTBO MUTHEBOI BOABI MM CBEXUX Ha-
IUTKOB C HU3KUM COJep>KaHMeM YITIeBO#oB. Bcem ma-
nuentkaM ¢ HAJKDBII paspgamu Tabmuusl ¢ ykasaHUeM
YPOBH:A/KONMNYECTBA YITIEBOJOB B PA3TMYHBIX IPOAYKTAX,
TaKMX KaK OBOIIM ¥ MOJIOYHble IpopyKThl. IIpemocras-
JIeHHbIe TAOMNIIBI COfepP)KaHMsI YIIEBOOB B BapMaHTaxX
U IJTaHaX NUTaHUA COOTBETCTBOBANM MHAMBULYaTbHBIM
npexpnouTeHrAM nanuenTox ¢ HAJKBIIL.

Aapobran mpennposxa

(nenpepuvigrvie ynpasxcnenns

_)/MQ/)QHHO% %Hﬂl@HC%@HOCﬂl%)

Xomb6a Beimonaanach xkenmaamu ¢ HAJYKBIT Ha anek-
TPOHHOM 0EroBOM TpeHaXXepe M COCTOsIa U3 PasMUHKNU
(mepBas dasa xoab6bI, BbIIOMHAEMAas Ipy 40-60 % OT Max-
CMMAJIbHOI YacTOThl cepaedHbix cokpamennit (MYCC)
xeHuyH ¢ HAJKBII B TeueHne 5 MUHYT), cpenHeil paspt
(Bropas ¢asa xombObl, BbimonHsAeMas mpu 60-75% oOT
MUCC xenumun ¢ HAJKBII B Teyenne 50 MunyT) 1 dasnt
3aMUHKM (TpeTbsl M 3aKII0UNTeNbHast pasa XORbObI, KOTO-
pasi UMUTHPOBAJIA Te XKe XapaKTePUCTUKIA, 4TO U (asa pas-
MUHKN) [14].

Inpamndarvnas mpennposra

[IupamupanpHas TPeHMPOBKA MPORO/DKUTEIbBHOCTBIO
42 MUHYTBI — YCKOpEHHas VHTEpBajJbHaA TPEHUPOBKA
C YBeIMYMBAOLILICSA MHTEHCUBHOCTBIO — BBINOHANACH
B BUJE ABYX KapAMOTPEHMPOBOK IPOJO/DKUTEIbHOCTBIO
21 MMHYTY KaX[as Ha 3JIeKTPOHHOI 6eroBoil JOpPOX-
Ke ¢ 10-MUHYTHBIM OTHBIXOM MEXJY YIPaKHEHVUAMU
M MHTEHCUBHOCTBIO OT 25 mo 100% oT MakcuManrbHOI
4acTOTHl CepievHbIx cokpameHnit (MYCC) xeHIuH
¢ HAJKDBII [12] (pucyHok 2). TpeHupoBKa IpOBOAMIACH
B COOTBETCTBUM C PACYeTOM YacTOTHI CEepHeYHBbIX CO-
Kpamennit mo ¢opmyne Kapsonena. [lecATuMMHyTHas
pasMuHKa (Ilepep IMMpaMMIaAbHON TPEHUPOBKON) M He-
CATUMMHYTHas1 3aMMHKa (IOCIe MMPaMUIabHON TPEHN-
POBKI) IPOBOANUINCE B popMe jterkoro Oera u (vn) ner-
KIX YOpaKHeHU! Ha pacTAKKy [15]. CnegyeT oTMeTHUTS,
YTO IepeJi HayajioM IepBoii MMpaMMaIbHON TPEHUPOB-
K KaXKIOJl HalJeHTKe, BBIIOTHAIMell NpaMyjjaibHble
yIpaXHeHMsI, ObIIO MPOBELEHO KapAUOIyIbMOHAIbHOE
UCIBITaHNUe, YTOOBI MPEOTBPATUTh BO3MOXKHbIE T1060Y-
Hble 3¢ (eKThl BBICOKOMHTEHCYBHBIX YIPaXKHEHUIL.

Pesyavmamui

YpoBenb ¢epmenrta amaHmHTpancamuHassl (AJIT)
B cpiBOpoTKe KpoBu manueHTok ¢ HAJKBII musmepann
B o0eux rpymnmax. ABTOpBI MCCIefOBAaHUA MUCIONIb3O-
Baau 3TOT (epMeHT B KayecTBe OCHOBHOIO pe3yJbTa-
Ta 9TOTO KJIMHUYECKOTO MCCIeJOBAHNUA YIPaKHEHMUIL.
BropnyHbIM pe3ynbTaToM OBLI ITOKa3aTeNlb COleP>KaHUA
B cbiBOpoTKe kpoBu manueHTok ¢ HAJKDBII menounoit
¢docdaraspr (IIP), MUIONPOTEMHOB BBICOKON IIOT-
Hoctu (JIIIBII), acmapraramuuorpancgepasst (ACT),
rpurnunepusos (TT) um ramMma-TIyTaMunTpaHCHENTH-
nasel (I'TT). Kpome Toro, mnmekc maccol tena (VIMT)
u okpy>kHOCTb Tanuu (OT) oueHnBanuCh KaK aHTPOIO-
MeTpuyecKye BTOPUYHbIE Pe3y/NbTaThl 3TOTO0 KIMHMIYe-
CKOT'O UCCIeOBAHMS.

3acaenrenne

Bpau mnm accucteHTH 1a6OpaTOpMU  KIMHUYECKON
6I/IOXI/IMI/II/I, KOTOpre HPOBOI[I/UII/[ AHA/IN3 COHep)KaHI/IH
(dhepMeHTOB IeYeH! B CHIBOPOTKE KPOBe, He 3HAIN JeTajlei
3TOT0 NCCIIENOBaHMA.

Pasmep evibopxn

JIna mpoBefieHMA 3TOTO MCCAENOBAHUA NUpPaMUIAb-
HBI U HEIPEPHIBHBIX TPEHMPOBOK TPeOOBAIOCh TPU/LIATH
yuactHukoB ¢ HAJKBIL. Bemmumua sddexra amammisa
G*power coctauna 0,94 u paccUUTHIBANIACh AA YPOBHA
AJIT B cpiBopoTke KpoBu manyentok ¢ HAJKBII (ocHoB-
HOIl pe3y/bTaT 9TOr0 KIMHUYECKOTO MCCaefoBanus). s
ynpasnenusa aHanmusom G*power (mpu momgHoct 80 %)
ObUIO MPOBEIEHO MIIOTHOE MCIIbITaHME Ha BOCHBMM Tali-
entax ¢ HAJKBII B kaxxpmoit rpymme. ABTOPbI 3TOTO MCCTIe-
TOBaHVs NMVPaMUNAIBHBIX ¥ HEIPEPBIBHBIX TPEHUPOBOK
yBemuam Komrdectso yuyactHukos ¢ HAJKBII no 38 ma-
nyentoB ¢ HAJKBII (cooTHolleHMe IpenmnonaraeMoro
yBenudenusa yucna nanuentos ¢ HAJKBII cocraBumno 25 %
C y4eTOM BO3MO>KHOTO BBIOBITIS).
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Bkawuyenue B
HCCIeI0BaHNe

Onenka xeHumH ¢ HAYKBIT Ha cooTBETCTBHE KPUTEPHAM
(n=70)

VICKJIFOYCHBI  OKCHIIMHBI,  OTBEYAOLIHC
KpuTepusaM uckitouenus (n=20)

¥ - OTkaszanuch NPOXOIUTH  TPEHHPOBKY
(n=12)

PannomusnpoBanHble ydacTHUKH (n=38)

!

v

P
19 xenmmn ¢ HAXBIT BoimonHsin l Pacnpenenenue ] L J
NHpaMHIaIbHbIC YIPaKHEHNs (HHTEpBaIbHASL 19 xenumn ¢ HAYBIT Beimosnmsim adpobHbie
TPEHHUPOBKA C MIOCTETICHHO YBEIMYHBAIOLICHCS yIpaskHeHUs (HenpepbIBHAs TPEHUPOBKA
MHTEHCHBHOCTBIO) 3 pa3a B HEJIENIO B TEUECHHE CpE/IHEH MHTEHCUBHOCTH) 3 Pa3a B HENENIO B
12 Henenb, MIIC HU3KOKAJIOPUHHAs UeTa TeueHue 12 Heaenb, III0C HU3KOKAIOpUitHas
nuera

[ Tocienyomee ]

v Ha0JI0/1eHne L 4

Vuactaunpsl ¢ HAXGBII, yuactByromme B Vuacthunet ¢ HAXGBII, 3apepumpuiue
[IMpaMUIATbHBIX TPEHHPOBKAX (n=0) HENpPEPBLIBHYIO a3POOHYIO0 TPEHHPOBKY
YMEpPeHHOH HHTEeHCUBHOCTH (n=0)

Y

AHaamn3 ] v

()

Bxmodeno B ananus (19 xenniun) Bxuroueno B ananms (19 sxeHmmH)

Pucynox 1. bnox-cxema scenujun ¢ HAJKBIT

[ Enrollment ]

Assessed NAFLD women for eligibility (70 women)

Excluded women due to presence of
exclusion criteria (n=20 women)

A 4

- Refused the idea of training (n=12)

Randomized participants (n=38)

(
l Allocation ]

v

19 women with NAFLD received pyramidal

v

(progressive accelerated intensity of interval 19 women with NAFLD received aerobic
training 3 times weekly for 12 weeks plus low exercise (moderate-intensity continuous
calorie diet) training) 3 times weekly for 12 weeks plus

low calorie diet)

v

il [ Follow-Up ]

NAFLD participants who ended pyramidal NAFLD participants who ended
training (n=0) continuous moderate-intensity aerobic
training (n=0)

A 4

R

Analysis ] v
Analysed (19 women) |

Analysed (19 women)

Figure 1. Flow chart of women with NAFLD
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ber B reuenue 60 ¢ na 100 % ot M‘{CC]

1200 \I 120 ¢ J
[ Ber ia 85 % or MUCC l

120 ¢ 120 ¢
Ber na 75 % or MUCC
| 120 ¢ |
i-/ Ber na 50 % or MUCC !

b Y
120 ¢ | 120 ¢ |
Ber na 25 % or MUCC

Y Xopwba Ha 25 % or MUCC

Pucynox 2. IIpomoxon 8binonHeHHOL NUPAMUOAIbHOL MpPeHUPosKU

l 60-sec running at 100% MHR J

120 sec \1 120 sec |
| Running at 85% of MHR I \

| 120 sec I 120 sec

120 sec 120 sec
Running at 50% of MHR
120 sec 120 sec
Running at 25% of MHR

120 sec | 120 sec
Walking at 25% of MHR

Figure 2. The protocol of the executed pyramidal training

Running at 75% of MHR

CTaTHCTquCKHH aHaAUn3 TaHUA. ABTOpI)I VICTIO/Ib30OBAIV IIPVIMEHEHHDBIE CTAaTUCTIIE-

cKye Kputepnu (apHbIe VIV HellapHbIE MCIIBITAHNA) U3-32
HOPMAa/bHOTO paclpefie/IeHNs UCIIBITYEMBIX JaHHBIX.

SPSS 18 m mapHBII KpUTEpUil MCIONb3OBANINCh [T
OLIEHKV 3HAYMMBbIX M3MEHEHNII IO BIIMsIHIIEM BbIOPAHHBIX
ynpaxxuennit Ha VIMT, OT, II®, ITT, ACT, AJIT, JIIIBII
un TT B rpynnax. Yrto kacaeTcsa mapurera JJaHHBIX MEX[Y
rpynnamu go wm nocne nedenus (OT, IO, ITT, ACT,
AJIT, JIIIBIL, TT n IMT), 3HaunMyto pasHuIy IIpOBeps-

Pe3yabrarsl

Ilepen HavasoM NMMpaMuIaNbHO TPEHUPOBKN VI He-

JIVL C IOMOIIBIO HEMAapHOTo MCIbITaHMA. BospacT (opmH us
rokasaresieil leMorpadu4ecKux AaHHBIX) COIOCTABIISUIN
IO BBIIOMHEHNUS 00OMX TUIIOB YIPAXHEHWS [/IsI OLEHKU
3HAYMMON PasHUIIBI C VICIIOJIb30BAHMEM HEIapHOTO UCIIBI-

IPEPBIBHBIX a9pPOOHBIX YIPaKHEHMII HapUTeT BO3PACTa,
AT, IMT (ta6muuna 1), AJIT, ACT, I'TT, I®, JIIIBIT u TT
y nanyuenTok ¢ HAJKBII no neyenns He ABNANCA 3HA4YM-
MbIM (Tabmmna 2).

Tab6nuya 1. [lemozpaguueckue 0antvle 00 HAANA AIPOOHBLX YNPaAKHHEHUTI

Table 1. Demographic data before aerobic exercises

I'pynna nupamupganbHoi I'pynna HenpepbiBHOI
JanHbIE TPEHMPOBKI a3p00OHOIT MOATOTOBKM P-sHaueHme
Data Group of pyramidal Group of continuous P value
training aerobic training
Bospacr (et)/Age (years) 45.15+4.19 47.10+4.74 0.187
Vupgexc Maccel rena (kr/m?)/Body mass index (kg/m?) 31.95+1.43 32.91+1.54 0.054
OxkpyskHOCTB )uBOTa (cM)/Abdominal circumference (cm) 110.52+8.03 116.47+11.27 0.069

Ilpumevanne. [JanHble (BbIpaXkeHHbIE KaK CpefiHee 3HadeHMe + SD) aToit Tabmuiel (Tabmuia 1) He sIBIsI0TCS 3HAYNMBIMM (3HadeHe P >0,05)
Note. Data (expressed as mean+SD) of this table (Table 1) are non-significant (P value >0.05)
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Tab6nuya 2. Pesynvmamoi (pesynvmamot mpeHuposok)
Table 2. Outcomes (results of training)

I'pynna I'pynna 3Hauenne P (Mmexpy
Pesynsrathi NMpaMuAanbHOM Hel‘[p“epblBHOf/'I TPEHMPOBAHHBIMI
TPEHMPOBKI 23pO6HOI IOATOTOBKYM rpynnamm)
Results of outcomes . .
Group of pyramidal Group of continuous P value (between
training aerobic training trained groups)
2

Mupexc Ma?cm tena (kr/m?)/ Mean + SD Mean + SD
Body mass index (kg/m?)
Tlo Tpenuposku/Before training 31.95+1.43 32.91+1.54 0.054
ITocne Tpenuposku/After training 29.74+1.36 31.74+1.51 0.001*
p-3HaquM.e (l?HYTpII/I TPEHMPOBAHHOI IPYIIIbI)/ < 0.001* < 0.001*
p-value (within trained group)
OKPY}K,HOCT]: ramuit (c)/ Mean + SD Mean + SD
Abdominal circumference (cm)
Tlo Tpenuposku/Before training 110.52+8.03 116.47+11.27 0.069
ITocne Tpenuposku/After training 100.63+7.28 110.10+10.61 0.0028*
p-3HaquM'e (l?HYTpII/I TPEHMPOBAHHOI IPYIIIbI)/ < 0.001* < 0.001*
p-value (within trained group)
Anaﬂ.unonaﬂ Tpa.l-lcaMMHaaa (E/m)/ Mean + SD Mean + SD
Alanine transaminase (U/L)
Tlo Tpenuposku/Before training 44.73+£5.49 48.10+6.22 0.0851
ITocne Tpenuposku/After training 33.63+5.40 41.89+5.91 0.0001*
p-3HaquM'e (l?HYTpII/I TPEHMPOBAHHOI IPYIIIbI)/ < 0.001* < 0.001*
p-value (within trained group)
AcnapTaTTpchalv'mnasa (Em/m)/ Mean + SD Mean + SD
Asparate transaminase (U/L)
Tlo Tpenuposku/Before training 35.9446.01 39.42+5.42 0.069
ITocne Tpenuposku/After training 28.05%5.32 34.84+5.41 0.0004*
p-3HaquM'e (l?HYTpII/I TPEHMPOBAHHOI IPYIIIbI)/ < 0.001* < 0.001*
p-value (within trained group)
Ilenounas ¢pocdarasa (Eg/m)/

M +SD M +SD
Alkaline phosphatase (U/L) ean$ eant$
Tlo Tpenuposku/Before training 168.21+17.31 178.15%15.33 0.0691
ITocne Tpenuposku/After training 150.68+15.10 168.89+15.32 0.0007*
p-3HaquM'e (l?HYTpII/I TPEHMPOBAHHOI IPYIIIbI)/ < 0.001* < 0.001*
p-value (within trained group)
TFamma-rnyramunrpancdepasa (IT'T) (E/m)/

Mean+SD Mean+SD
Gamma-glutamyl transferase (GGT) (U/L) ean ean
Tlo Tpenuposku/Before training 38.68+5.74 42.31+6 0.064
ITocne Tpenuposku/After training 31.78+4.82 38.57+5.77 0.0004*
p-3HaquM'e (l?HYTpII/I TPEHMPOBAHHOI IPYIIIbI)/ < 0.001* < 0.001*
p-value (within trained group)
Tp.nrnnu.epunm (mr/mm)/ Mean + SD Mean + SD
Triglycerides (mg/dl)
Tlo Tpenuposku/Before training 173.05+23.14 189.52+31.76 0.076
ITocne Tpennposku/After training 150.52+22.42 175.47+32 0.0085*
p-3HaquM'e (l?HYTpII/I TPEHMPOBAHHOI IPYIIIbI)/ < 0.001* < 0.001*
p-value (within trained group)
}Ilfmonpm'enn'm BbICO](.OM mroTHocTH (Mr/pm)/ Mean + SD Mean + SD
High-density lipoprotein (mg/dl)
Tlo Tpenuposku/Before training 43.57+4.32 40.94+4.15 0.0636
ITocne Tpennposku/After training 49.63+4.20 43.36+4.34 0.0001*
p-3HaueHue (BHYTPU TPEHMPOBAHHOI IPYIIIIbI)/ < 0.001* < 0.001*

p-value (within trained group)

SD: cTaHgapTHOE OTK/IOHEHNeE; *: JaHHbIe 3HAUNMBI (3HateHne P < 0,05).
SD: Standard deviation; *: data are significant (P value < 0.05).

421



422

ORIGINAL ARTICLE

The Russian Archives of Internal Medicine ® Ne 6 e 2025

Kpome Toro, mocrie 3aBepiiieHys IMpaMyJanIbHON Tpe-
HYPOBKM VIV HEIIPEPBIBHBIX a9POOHBIX YIIPAXKHEHNIT BHY-
TPU I'PYIIIBI HAOMIONATIOCh JOCTOBEPHOE YIydYlIeHMe IO-
kasarenenn OT, UMT, AJIT, ACT, I'T'T, lI®, JITIBIT u TT.
YpoBeHb ynyulleHms Iokasareneir B rpymme PTG 6bun
BhIlIe, 4yeM B rpymnie GCAE (Ta6nmma 2).

Kpome Toro, mocnme 3aBepuieHus NMpaMMUaabHON
TPEHVPOBKM WM/IM HENPEPbIBHBIX a9POOHBIX YIPasKHEHMI
MEXJy TPyIIaMu HabIolamoch JOCTOBEPHOE YIydIlIeHIe
nokasarenei OT, IMT, AJIT, ACT, I'TT, III®, JITIBIT u TT
B nonb3y rpynnsl PTG (tabémima 2). Pesynbrars uccneno-
BaHNA II0Ka3a/IM 3HAUUTEIbHOE Y/Iy4IleHye OC/Ie BBIIO-
HeHVs1 000MX TUIIOB YIIPaXXHEHMI, IPY 3TOM Pe3y/IbTaTbl
IMpPaMMIaIbHBIX TPEHUPOBOK OKa3a/IiCh JTyYlle.

O6cyxpeHue

9T0 KIMHMYECKOe MUCCIefOBaHNe YIPasKHEHUI IOof-
TBEpAWIO POIb NMPAMUJAIBHBIX JIN HeEIPepbIBHBIX
a9pOOHBIX YIIPAXKHEHNIT CPefHell MHTEHCUBHOCTU B YIyd-
meHun pucnunupeMmun, cesasanHonn ¢ HAJKBII, n nmoBsi-
LIeHNN TI0Ka3aresell pepMeHTOB IIe4eHN; IpaMIIaIbHas
a9poOHast TPEHMPOBKA IIPOJAEMOHCTPUPOBAIA TYqIINiL pe-
3y/IbTAT 110 CPAaBHEHVIO C HEIIPEPBIBHBIMIY YIIPKHEHNUAMU
CpenHell MHTeHCUBHOCTIL.

Yro KacaeTcsi YNydIeHWs IIOKasaTelell (pepMeHTOB
HeYeH) II0C/Ie BBIIOJIHEHM IIPOrPaMMbl YIIPa>KHEHUI
CpelHell MUHTeHCYBHOCTHU B 9TOM MCCIefOBaHNN, UMMYHH-
TeT, PEryasApHOe BBICBOOOXJEHNE IMPOTUBOBOCIIANNTEND-
HBIX/aHTMOKCUJAHTHBIX MapKepoB M YCWIeHHas 6opbbOa
C JaJIbHETIIINM BOCIIa/IeHMeM MM OKMC/IUTEIbHON Harpys-
KOV HOBBIX TelaTOLMTOB [14] MOryT OOBACHUTD CBA3aH-
HOE C yIpaXHeHuAMN yryuiienne nokasateneir [TT, AJIT,
ACT n IID.

Koppexuns BbICOKUX YpOoBHel pepMeHTOB IIe4eHM yKa-
3bIBaeT Ha CHIDKEHIE TeMIIOB IIPOrpecCpPOBaHNA IellaTo3a
u 1ypposa. OrpaHnyYeHne cTeaTosa/Ipposa nedeHn CBs-
3aHO CO CHIDKEHUEM CepfieYHO-COCYAUCTBIX (PaKTOPOB pu-
CKa B JIOIIOJIHEHJe K KOHTPOJII0 HaPYIIEHHOTO JIUIIMIHOTO
obmena [14].

Yro KacaeTcs yIydLIeHNs MCCIeAyeMbIX JNINL0B [0-
CJIe BBIIIOJTHEHV JBYX PeTy/IAPHBIX IPOrpaMM yIIpakKHe-
HUJL B 9TOM MCCIEJOBaHMMU, UCIIONb30BaHMe BUCLEPaIb-
HOTO JKIpa B KadecTBe MCTOYHNMKA 3HEPIUMM BO BpeM:d
YIpaKHEHWIT YBeIM4YMBaeT obliee 11 IOKaJIbHOE CKUTaHUe
XKVIpa//IMIOMN3 33 C4eT HOBTOPHON CTUMY/LALVN CUMIIATH-
YeCKOJT aKTMBHOCTY M BBIPAOOTKM TOPMOHOB (Hampumep,
rOpMOH pocra). Dusyyeckue yrIpaKHeHMs YBeIU4yBa-
10T BBIPAGOTKY (pepMEHTOB (HAIpuUMep, TUIONpOTerHa A
¥ JIMIONPOTEVH/INIIA3bI), KOTOPbIe He TONbKO YCUIVMBAIOT
KaTa0o/I13M TPUITINLEPUOB, HO 1 YIY4IIAIOT UX YHATeHe
13 KPOBOTOKA /LA MICTIONIb30BaHMsA CKeIe THBIMI MbILIIIAMMY
BO BpeMsI TpeHMpOBKM [16-18].

Panee coobmjanoch 0 6omee 6aronpusATHOM BO3Jelt-
CTBUM YIIPa)KHEHUII BbICOKOJ MHTEHCUBHOCTH IO CPaBHe-
HUIO C VIPOKHEHUAMM CpefHell MHTeHCUBHOCTI Ha CHU-
JKEHIE PUICKA CePHeTIHO-COCYANCTDIX 3a00/IeBAHMIT 32 CUET
ynyuienus nokasateneit OT, TI, JITIBIT n xoMIoHeHTOB
MeTtabonmmyeckoro cuHapoma [19]. 3agBnsgemoe ymydiie-
HIfe MeTabO0IMYeCcKOro CHHPOMAa MOXKET CHM3UTb TEeMII

IPOrpecCHpoOBaHMsl CTearosa IledyeHM (CTeaToreraTuTa)
U ero nokasareny (IOBBIIICHHbIE MOKa3aTeny (epMeHTOB
[eYeHn).

AHaJIOTMYHO HPEACTaB/ICHHbIM Pe3y/IbTaTaM MUpPaMU-
Ta/IbHOI TPEHNPOBKM, BBITIOJTHEHNUE 3TOI (HOPMBI yIIpaXK-
HEHUII B TeyeHNe BOCbMM Hefle/lb TPEHUPOBOK Yy erUIeT-
CKMX JKEHIIUH C O)KMPEHMEM IPUBEIO K 3HAYUTEIBHOMY
ynydumenuo nokasareneit JIIIBII, TT, MMT u OT [12].
B gpyroMm HeaBHO IIPOBOAMBIIEMCS MCC/IEHOBAHUY Pery-
JIIPHOE BBIMIOJIHEHME NMMPAMUMIANIBHBIX a9POOHBIX YIIPaXK-
HEeHUI B TedeHUe BOCBMU HeJeNlb II03BOIMIO OOpPOThCA
C pasBuTHeM 3a00/IeBaHMII [IEYeHN Yy MAI[MEHTOB C caxap-
HbIM fnaberoM 2-ro THma (IOCPEICTBOM JOCTOBEPHOTO
cHmwxenns yposaeit AJIT u ACT) [20].

B cooTBeTCcTBMM C BBILIEYIIOMAHYTOM Uie€il O IIPEBOC-
XOJICTBE BBICOKOMHTEHCUBHBIX (IHTEPBA/IBHBIX) TPEHIPO-
BOK HaJl TPEHVPOBKAMU CpefHell MHTEHCUBHOCTI B KOH-
TPOJIE CepAevIHO-COCYAMUCTBIX (AaKTOPOB pPUCKA, HETaBHO
IIPOBOAUBILEECS UCCIENOBaHME IOATBEPAVIIO 3TO IIPEBOC-
XOACTBO TOC/Ie 60JIee BBHIPAXKEHHOTO YIyYILICHUSI YPOBHS
AJIT, mumpaoB, KOMIOSULIUY Te/a 1 IIPOIIeHTa KUpa B Op-
raHU3Me Y CTYIEHTOB C OXupeHyeM [21]. Yirydiienne crea-
To3a 1 pubposa (06a COCTOAHMSA CIUTAIOTCS IPOrPECCHPO-
BanyeM HAJKBII) 6b110 607ee 04eBUHBIM Y NALVIEHTOB
¢ HAJKEBII, xoTopble BBIIOMHANN BbICOKOMHTEHCUBHBIE
(uHTepBasbHBIE) YIPa>KHEHNA, [I0 CPABHEHNUIO C TEMI, KTO
IPOXOAVI HEIIPEePbIBHbIE TPEHUPOBKI YMEPEHHOI MHTEH-
cuBHOCTU [22].

OTa ujes TakXke HalIa HOATBEPXKJIeHUE B KCIIEPU-
MEHTa/JIbBHOM MCCIeJOBaHNY, B KOTOPOM COOOIanoch
0 TOM, YTO BBICOKOMHTEHCUBHbIE HTEpPBa/IbHbIE TPEHNU-
POBKI IIPUBOZIAT K 60/IbIIEMY CHUXEHUIO BUCLIePaTbHOTO
JKUPa M JIOKaJIbHOTO HAaKOIUICHMS XXUPA II0 CPAaBHEHNIO
C HeNpepbIBHBIMU TPEHMPOBKAMM HU3KOV MHTEHCUBHO-
CTM Y CaMOK KPBIC, IIOJIY4aBLINX PALVIOH C BBICOKUM CO-
mepxkaHMeM Xupa [23]. B mpyrom skcnepumeHTalIbHOM
MICCTIEJOBAHNM COOOIIIAIOCh O 3HAYUTETbHOM YTyUIIeHUN
JIMIUTHOrO IpodUIA U IOoKa3aTenell pepMeHTOB IeYeH!
(AJIT, ACT, ITT u II®) y gnabeTndecknx KpbiC, KOTO-
pble HOMy4Yany TPEHMPOBKY BBICOKON MHTEHCUBHOCTH,
II0 CPaBHEHMIO C KpbICAMM, KOTOPbIE BBIIIOJIHAIN Helpe-
PBIBHBIE YIIPpOKHEHVsI HUSKOI MHTeHCUBHOCTH [24]. Eme
B OJJHOM 9KCIIEPMMEHTAJIbHOM JCCIeLOBAaHUM COO00Ia-
JIOCh O TOM, YTO BBICOKOMHTEHCUBHBIE (MHTEpBa/IbHbIE)
TPEHUPOBKM ObIIN 60rtee 3 PeKTUBHBIMM 110 CPABHEHNIO
C TPEHMPOBKAMM CpeiHell MIHTeHCUBHOCTY B IIPeNOTBpa-
I[EHNY WV KOHTPOJIe HAKOIIJIEHVSI )KMPA B TIEY€HN Y KPBIC
C OXKMpEHMEM, BBI3BAHHBIM IMTaHMEM (IIyTE€M BIIVSHISI
Ha MPHK, ydyacTByromux B jmmoreHese medenu) [25].
Croco6HOCTh  BBICOKOMHTEHCUBHOM  (MHTEpPBa/IbHOI)
TPEHUPOBKJ KOHTPOJMPOBATD WU YMEHBIIATh HAKOIJIe-
HIe XIpa B IedeHN Oojiee 3aMeTHA, YeM yMEHbIIEHIUE,
TOCTUTHYTOEe B pe3yJbTaTe BbINOTHEHMA YIPaXKHEHMI
cpepueit nHTeHCHBHOCTH Y Kpbic ¢ HAJKBII [26]. Kpome
TOTO, Y KPBIC C OXKMPEHNUEM, YIaCTBOBABIINX B 12-Hefjenb-
HOJI TpeHMPOBKe, ynyuienye yposus JITIBII 6pi10 6onee
3HAUNTE/IbHBIM IIPY BBIIOIHEHUN TPEHUPOBOK B BIJE
BBICOKOMHTEHCHMBHBIX (MHTEPBA/IbHBIX) YIPAXXHEHUIT I10
CPABHEHMIO C HENPEePHIBHBIMIU YIPAKHEHUSIMY HU3KOM
VHTEHCUBHOCTH [27].
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OPUTMHAABHBIE CTATHU

Teopust 6b1a elie pas MOATBEP)K/eHa B HEFABHO MIPO-
BOJMBIIEMCSI MCCIEOBAHUM C y4acTUeM JeTeil ¢ 130bI-
TOYHBIM BECOM WM OXKMpeHMeM. B aToM mccregoBaHumu
COOOILINIOCH O TOM, YTO MHTEPBa/IbHbIE YIIPAXKHEHNS BbI-
COKOIl MHTEHCUBHOCTU OKa3bIBAIOT 6oJiee IOTOKUTENb-
HOe BO3JEICTBYE II0 CPAaBHEHMIO C YIPaKHEHUAMIU He-
NIPEPHIBHOM ¥ YMEPEHHONM MHTE€HCUBHOCTY, IIOTOMY 4YTO
BBICOKOVHTEHCUBHBIC MHTEPBaJIbHbIE YIIPaKHEHMS IpU-
BOAWIN K GOJIBIIIEMY YIYYIIEHNIO II0OKAa3aTelell TNINA0B
CBIBOPOTKH Y JieTelt C M36BITOUHBIM BECOM MM OXKIPEHN-
eM [28].

Kpowme Toro, y ydacTHukoB B Boszpacte 19,5 + 0,6 roga
8-HefleNIbHbIe TPEHUPOBKY (YIPa>KHEHNA BBICOKOI MIHTEH-
CMBHOCTM Ha BeJIOTpeHa)Xepe) OKa3hIBaloT Ooree IOIO-
xxurtenpHoe BausiHye Ha OT, cooTHoMeHNe 06beMa Tamnn
K 00beMy Oenep 1 obliee KOMMYECTBO KOXKHBIX CKIAJOK,
4YeM HeIIpepbIBHbIC YIIPaKHEHNSA CpefHell MHTEHCUBHO-
CTH, BBINOJIHsAEMBbIE Ha BeloTpeHaxepe [29]. Y moppocrt-
KOB JKEHCKOTO II0/Ia C OXKMpPEHMEM BBICOKOMHTEHCVBHBIE
MHTepBa/IbHble TPEHUPOBKYU IO3BOJIVIIY IOCTUTHYTDb JIy4-
IIero yrydileHys Iokasareneit mummunos, OT u npouenra
JKUpa B OpraHU3Me I10 CPAaBHEHMIO C YIIPa>KHEHUAMIU Cpefi-
Helt mHTeHcuBHOCTH [30].

Hecmotps Ha cxoxee morpebieHne sHepruy, OKuCe-
HIe >KUPOB I IIOKa3aTeIy TPUITIMLEPUOB IIOC/Ie IpreMa
MY 3HAYUTENIBHO YIY4IIMIOCh, IIPY 9TOM OTMEYasCH
6oree BBICOKMII IPOLIEHT IIOCIe OHOI CecCUM BBICOKO-
VMHTEHCUBHBIX YIPa>KHEHMII 110 CPAaBHEHUIO C OJIHOM cec-
cuell yrpaKHeHUI cpefjHell MHTEHCUBHOCTH Y 3[J0POBBIX
MOJIOABIX y4acTHMUKOB [31]. Ilo cpaBHeHUIO ¢ TpeHMPOB-
KaMI CpefiHell MHTEeHCUBHOCTY BbICOKOMHTEHCUBHAs (MH-
TepBajbHasA) ¢opMa ympaxHeHuil 6omee a¢ddexTHBHA
JUIS JIOKQ/IBHOTO 1 OOIIer0 YMEHbIIEHNS JKIPA Y XKEHIINH
C OXKMPEHNEM, OTYACTH 13-32 BHI3BAHHOTO MHTEPBA/IbHBI-
M TPEeHMPOBKaMU OOJIbIIIETO BBICBOOOKIEHNS MM BBIPa-
OOTKI TUIIOTUTNIECKIX TOPMOHOB [32].

Y MaJONOJBIKHBIX B3POCHBIX C M30BITOYHBIM BECOM
VIN OKUPEHMeM He HabMoaeTcst pasHuIbl B 9 peKTus-
HOCTH CHYDKEHMA 3aI1aCOB >KIpa B IIeYeHN VIV BYCIlepaib-
HOTO K/pa B 3aBUCUMOCTY OT JO3bI VIV THTEHCUBHOCTH
8-Hefle/IbHBIX A9POOHBIX yIPAXXHEHNIT 13-32 HEOOIBIIOTO
4JC/Ia MPOLIEAIINX TPEeHUPOBKY B3pocnbix [33]. Hecmo-
Tps Ha IIPOTUBOpEYME Pe3y/IbTaTOB, XOTA HAOMIONAIOCh
3HAUUTENTbHOE yIy4lleH)e IIPOLeHTa XXIpa B OpraHu3Me,
maccsl, VIMT u OT, 12-HemenbHble a9pobHble yIpakHe-
HusA (6er) He ymyummmm noxasatenn ACT u AJIT y He-
aKTMBHBIX MPAHCKUX >KEHIIVH C O)XMPEHNEeM, BO3MOXKHO,
M3-32 OTHOCUTE/IbHO HMU3KVUX 3HAUYEHMII 9TUX (PEPMEHTOB
no nedenus [34]. Kpome toro, B oT/im4me ot 3TOr0 MCCe-
moBaHusA, 06e GOPMbI TPEHMPOBKM (BBICOKOMHTEHCYBHbIE
(MHTepBa/JbHBIE) U HEHpepbIBHbIE YIPaXHEHUA HU3KOI
VMHTEHCMBHOCTM) He II0Ka3ajIM 3HAYVMO PasHMLBI VN
YIy4IleHNs Y B3POCTIBIX C OKMPEHNEM 13-3a OTHOCUTE/b-
HO KOPOTKOTO IlepMofa IpOBeJeHUsA yIpaKHeHui (Bo-
ceMb Heflenb) [35].

Orpannienna
B saTom knmHMYecKoM MCCNIENOBAHNN BETOCH IIOCTIENY-

Iollee HabmoneHue 3a pesynpratamu (AJIT, IMT, ACT,
JITIBIL, TTT, OT, II® u TT), mostomy mx HeoOXOAMMO

usy4nts B Oyayumx nccnegosanmsix HAXKBIIL. Heobxonn-
MBI JIOIIOJTHUTE/IbHbIE MCCTIEIOBAHMS IS TOATBEPXKACHNSA
IIPEeMMYIIECTB MMPAMUAATbHON TPEHNPOBKY Y MAIMIEHTOB
¢ HAJKBII myTeM usydyeHns MOIEKy/IAPHbBIX O0OMapKepoB,
IIpoBefieHNs 60sIee [INTETbHbIX MHTePBEHIVIOHHBIX YICCTIe-
JIOBAHMII VI U3Y4YeHMsI 6O/Iee INPOKIX Pe3y/IbTaToB.

3aknOueHUue

PeSy)’IbTaTbI IIPOBENEHHOI0 MCCIENOBaHMA JOCTOBEDP-

HO CBUAEIBCTBYIOT O 0o0jlee BBIPAKEHHOM O/1aromnpusir-
HOM 3¢ dekTe mUpaMmUmaTbHON a3pOOHOI TPEHNPOBKH TI0
CPaBHEHUIO C HEIIPEPBIBHOI TPEHMPOBKOI CpefiHel MHTeH-
CMBHOCTH B KOHTPOJIe (PepMEHTOB ITeYeHI I TUINOB Y IIa-
nuentos ¢ HAJKBII.

Bknap aBTopoOB:
Bce aBTOPbl BHEC/IN Cylu.eCTBeHHbIﬁ BK/1a4 B NOArOTOBKY pa60TbI, npoynn

1 04,06punn GpuHaNbHYIO BepCuio CTaTbk Nepey nybankaLvei

Ann Moxameg Ann Mcmann UHac: KoHUenTyanvsauus, aHaams/uHTep-
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HAXBI 1 nposepka pykonucu
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KAVMHUKO-IIMUAEMUOAOTMYECKUE
OCOBEHHOCTHU TYBEPO3HOI'O CKAEPO3A
B PECITYBAUKE BAIIIKOPTOCTAH

R.N. Mustafin

Bashkir State Medical University, Ufa, Russia

Clinical and Epidemiological Characteristics
of Tuberous Sclerosis

in The Republic of Bashkortostan

Pestome

AKTyanbHocTb. Ty6epo3Hbiit cknepos (TC) — 3TO HacC/eACTBEHHBIN OMyXO/EBbI CUHAPOM C ayTOCOMHO-AOMWHAHTHBIM TUMOM Hac/leA0BaHwA,
BCTpeyatowmmnca ¢ yactoton 1:6000 — 10000 HoBOpOXAeHHbIX B MMpe. bone3Hb xapaKTepusyeTca TAXKe/NbIMU KJAMHUYECKMMU MPOABAEHUAMMU
B BM/le aCTPOLMTOM rO/IOBHOIO MO3ra, pab4oMMOM cepALa, aHTVIOMUO/IMIOM MoYeK, IMMbaHTMONeOMMOMaTO3a IerKUX U aHrMOPUOPOM KOXMN.
MockonbKy AN neveHus 6onesHn paspaboTaH I$PeKTUBHbIM METOZ NedeHns nHrmbutopamm mTOR, aKkTyaslbHO CBOEBPEMEHHOE BbIIBIEHWE Na-
uunerToB ¢ TC. Llenb nccnepgoBanus. OnpegeneHne KAMHUKO-3NMAEMUONOrNYecknx ocobeHHocTeln TC B Pecnybanke bawkoptoctaH. MaTtepuassl
1 MeToAbl. [poBe/ieH peTPOCNEeKTUBHbIA aHaNN3 AaHHbIX U UccnesoBaHue naymenTos TC B Pecny6inke bawkopTocTaH. PesynbTaTsl. B Pecnybanke
BawkopTocTaH 3apeructpuposaHo 86 nauuneHtos TC 13 82 ceMeld, 4acToTa BcTpeyaeMocTu coctaBuna 1:47048 yenosek. CpeaHuii BospacT na-
umeHToB coctaeun 18,5 net (ot 1roga go 61 neT). XapaktepHble Ana TC naTHa genurMeHTaumm onpegenerbl y 90 % naumeHToB, aHrMopuEpombl
mua — y 56 %, ¢pnbposHble 6a1LWKM ronoBbl — y 33 %, WwarpeHesble 6AWKN — Y 36 %, cy63neHAMMasbHble Y3/1bl FOJIOBHOTO Mo3ra — y 66 %,
cyb3neHANManbHas rMraHToK1eToYHas actpounToMa — y 19 %, aHrMoMnonnnomel novek — y 43 %, ammMearHrnommomatos nerkux —y 1,2 %. Kor-
HUTUBHBIN AeduumnT BoifBeH Y 47 %, anunencua —y 67 %, aytnsm — y 1% naumentoB TC. O6cyxaeHne. CpaBHUTE/IbHBIN aHan3 0CobeHHOoCTel
KAUHMYeckux nposenennin TC y naumeHToB n3 Pecrny6mkn BallkopToCTaH C MMPOBLIMM AaHHLIMM NOKa3an 3HauynuMo 6onee peskoe BbifBNEHUE
aHrMopubpoM nua, onyxonei Nerkunx, NoYek N roJIOBHOro Mo3ra, KOrHUTUBHBIX HapyLIeHWi 1 ayTusma. B Pecny6avke bawkopToctaH 8 nauuen-
TOB C MAEHTUPMLMPOBaAHHBIMM MyTaumnamMun B reHax TSC1/TSC2 nonyyatoT neyeHve nHrnbutopom mTOR. 3akntoueHue. [onyyeHHble pe3yibTaThl
CBMAETEe/IbCTBYIOT O HU3KOW YacToTe 3aperncTpMpoBaHHbIxX ciyvaeB TC B pecrnybavke no CpaBHEHUIO C MUPOBLIMU AaHHbIMU, B CBA3M C YeM He-
06X0AMMO 03HaKOM/IeHMe Bpayeit BCcex crelunanbHoCTel 0 Heo6X0AMMOCTU HanpaBeHNA NaLMeHTOB C CUMNTOMaMu, XapakTepHbiMu ana TC, Ha
Me/MKO-TreHeTUYECKYI0 KOHCY/IbTauuto. [1f 4OCTOBEPHOTO BbIABJEHUA OMyX0/ell FON0BHOrO MO3ra U BHYTPEHHUX OPraHOB HEOBXOANMbI UHCTPY-
MeHTa/IbHble NCCIeAl0BaHMA B ANHAMUKE, OLL@HKa NCUXO/IOrMYeCKMX HapyLweHunii y nauneHTos TC ¢ KOHCyNbTaumen NCuXoTepaneBToB, HEBPO/IOTOB
1 MCUXO/NOTOB.

KnroyeBbie cn0Ba: aHzuomuoaunomsl noyex, acmpoyumomi, 2eH TSC1, 2en TSC2, AumpaHzuoneomMuomamosa Ae2Kux, NAmMHa denuzmeHmayuu,
paboomuombl cepoya, mybepo3sHsbill CKAepo3, Yacmoma BcmpedaemMocmu.
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Abstract

Relevance. Tuberous sclerosis (TS) is a hereditary tumor syndrome with autosomal dominant type of inheritance, occurring with frequency of
1:6000 — 10000 newborns worldwide. The disease is characterized by severe clinical manifestations in the form of astrocytomas of the brain,
rhabdomyomas of the heart, angiomyolipomas of the kidneys, pulmonary lymphangioleomyomatosis and angiofibromas of the skin. Since effective
treatment with mTOR inhibitors has been developed for TS, timely detection of patients with TS is important. The aim of the study. To determine
the frequency and clinical features of TS in the Republic of Bashkortostan to improve organizational and therapeutic and diagnostic approaches in
providing medical care to patients with TS. Material and methods. Determination of clinical and epidemiological features of TS in the Republic of
Bashkortostan. Results. In the Republic of Bashkortostan, 86 patients with TS from 82 families were registered, the frequency of occurrence was
1:47048 people. The average age of patients was 18.5 years (from 1 year to 61 years). Depigmentation spots were found in 90 % of patients, facial
angiofibromas in 56 %, head fibrous plaques in 33 %, shagreen plaques in 36 %, subependymal nodules of the brain in 66 %, and subependymal giant
cell astrocytoma in 19 %, renal angiomyolipomas in 43 %, pulmonary lymphangioleiomyomatosis in 1.2 % of patients. Cognitive deficit was found
in 47 %, epilepsy in 67 %, and autism in 1% of patients with TS. Discussion. Comparative analysis of TS clinical manifestations in patients from the
Republic of Bashkortostan with global data showed a significantly lower incidence of facial angiofibromas, lungs, kidneys and brain tumors, cognitive
impairment and autism. 8 patients with identified mutations in the TSC1/TSC2 genes are treated with an mTOR inhibitor. Conclusion. The obtained
results indicate a low frequency of registered cases of TS in the republic compared to world data. Therefore it is necessary to familiarize doctors of
all specialties with the need to refer patients with symptoms characteristic of TS for medical genetic consultation. For reliable detection of tumors
of the brain and internal organs, dynamic instrumental studies are necessary; assessment of psychological disorders in TS patients is necessary with
consultation of psychotherapists, neurologists and psychologists.

Key words: renal angiomyolipomas, astrocytomas, TSCT gene, TSC2 gene, pulmonary lymphangioleomyomatosis, depigmentation spots, cardiac
rhabdomyomas, tuberous sclerosis, frequency of occurrence
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Pb — Pecniy6rmka bamkoprocran, IAM — mumdanrnoneiiommnomaros nerkux, MI'HII — Menuko-reHerideckuit HayuHblii nenTp, PAC — paccrpoii-
CTBOM ayTUCTUYECKOTO criekTpa, PMI'T] — Pecriy6nmkanckuii Meyko-reHeTndecknii nenTp, COI'A — cy6aneHManbHas TUTaHTOK/IETOYHAA aCTPOLIN-

Toma, COY — cybanmengumanbublil ysen, TC — Ty6epOosHbIil CKIepos.

Beepenue

Ty6eposusiit ckaepos (TC) — 310 ayTOCOMHO-TOMM-
HAHTHOE MY/IBTUCUCTeMHOe 3aboneBaHue [1] u3 rpymmsl
HACJIECTBEHHBIX OIYXO/IEBBIX CHIPOMOB, BCTpeUarolee-
¢ co cpegHelt yacroroil B Mupe ot 1:6000 go 1:10000 HO-
BopoxaeHHbIX [2]. Ilpmunmuoit TC sBIAOTCS MHAKTH-
BUpYIOL[Ye MyTalMy B TeHAX CYIPECccopax OIyXOsei
TSCI n TSC2 (nHasBaHMe 00pa3oBaHO OT abOpeBMATYpHI
Tuberous SClerosis). Han6onee gacto (8 70 — 90 % ciy4a-
eB) MyTauuu obHapyxmBaiT B reHe 1SC2 [3]. MyTaun
B rerax 1SCI n TSC2, BusbiBatomux TC, xapakrepusy-
I0TCsI YPE3BBIYAITHBIM Pa3HOOOpaseM I OTCYTCTBUEM TO-
pAYMX TOUYEK MyTareHesa. MeTa-aHaaM3 pe3yabTaToB MO-
JIeKY/ISIPHO-TeHeTMYEeCKUX MCCIEfOBAHNII PasHBIX CTPaH
He BBIABII CYIECTBEHHBIX PA3MuMil B TUIIAX MYTallnil
u reHo-peHoTunMYeckux Koppeauuii [4]. TC xapakrepu-
3yeTcst pasHOOOpasyeM KIMHIIECKIX IPOsIBICHNUIT B pas-
JIMYHBIX OpPraHax U CUCTeMaX, PasBUTMEM raMapToM (THIl
106pOKaYeCTBEHHBIX OITYXOJI€lT) Ha KOXKe, B JIETKNX, TO/IOB-
HOM MO3Te, Cepjlle, II0YKax 1 meyeHn [3].

Y manyenTtos TC yxe ¢ poXX/ieHNs ONPeeNAOT IATHA
[eNUTMeHTALUY, KOJMYECTBO ¥ Pa3Mepbl KOTOPBIX IO-
cTemeHHO yBemmumBaoTcs [5]. IlaTHa genmrmeHTanyu

BBIAB/LAIOT ¥ 90 % mmanuenTos [2, 5]. C Bo3pacra 3 — 4-xj1eT
HAYMHAIOT pa3BuBarbcs crenudnyeckue g TC anrnodu-
O6pOMBI NuIla — YIC/IO HOPaXKeHWIT YBeIMYMBAETCA B HOf-
POCTKOBOM BO3PACTe I CTAHOBUTCS CTAOM/IBHBIM B 3PeIOM
BO3pacTe. AHTMOGUOPOMBI OIPENENSA0T ¥ 83 % MaleHTOB
TC. OHM TpoABNAIOTCA MAITyIaMM CKY/IOBBIX O6MacTelt,
CIIMHKM HOCA, HOCOTYOHOI CKIafKu, n6a um mopbopopka
0T (MONETOBOTO HO HOPMAIbHOTO I[BeTa (B 3aBMCUMOCTH
OT IIpeoOIaianist KPOBEHOCHBIX cocynos). Crapure 20 et
y manuertoB TC 06Hapy>XMBalOT OKOIOHOTTEBBIE PrOPO-
MBI, Hatb0JIee 4acTo — Y >KeHIMH Ha Iajblax Hor. Pubpo-
MBI JieceH pas3BuBaloTcsay 20 — 50 % B OCHOBHOM B3POCTIBIX
narueHTos [5]. [HlarpeHeBble OIAIIKY HOSBIAITC B TIep-
Bble 10 et >xy3HM U 0O6Hapy)UBaOTCA ¥ 50 % IalMeHTOB
TC, rorpa xak ¢pubposHble O/sAMKN Yepera (IIABHBIM 00-
pasom, Ha 16y) HaxopaT v 25 % [2].

IToMMMO BHEIIHMX IPOABJICHU, [/ HarueHTos ¢ TC
XapaKTepHO CUCTEeMHOE OIYXO/IeBOe IOpa’keHMe pasjmd-
HBIX OPTaHOB M TKaHell. Y 6onpumHCTBA HanueHToB ¢ TC
OIIpefe/LIIT IIOPaXKeH e TOIOBHOro Mo3ra: y 90 % — cy6a-
nenuManbHable y3ibl, y 80 — 90% — KopTuKaabHbIE TY-
6epnl, y 5 — 20 % — cy0aneHaMManbHas IUTAHTOK/ICTOY-
Hag actpoumtoma. Y 75% manmentos ¢ TC ompenensior
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QHTMOMMO/IUIIOMBI TI04Y€K (ZOOpOKadeCTBEHHBIE OIYXOJIN,
COCTOSIIINIE U3 KPOBEHOCHBIX COCY/IOB, IJIAZIKOI MYCKY/Ia-
TYpPBI M XXMPOBOII TKauM) [6]. PabgommoMel cepaua (zo6po-
KadeCTBEHHAasl Me3eHXVMaJIbHasl OIyXOJIb, COCTOSIAsT 13
MUOLMTOB cepaua) onpegersaor y 90 % pereit ¢ TC B Bos-
pacre f10 2 yet. OOBIYHO CIIOHTAHHASI perpeccust pabpomu-
OM Cepplla MPOUCXOAUT B TedeHMe IePBOrO rofa >KMU3HU
nanueHToB ¢ TC, I03TOMY ¢ 2-7IeTHEr0 Bo3pacra 4acToTra
BCTPEYAEMOCTI 9TOI OIyXomy cHiKaercs fo 20% [3].
Y 40 % nannentos ¢ TC BbIABIsAeTCA TUMGAHTUONEIOMMU-
omaros nerkux [5, 6]. B ornomenun TC BbiienieHa OTHenb-
Hasl KaTeropusi OIYXOJIeil MOYeK CO CBOMM COOCTBEHHBIM
HasBaHMeM «accoumupoBanHas ¢ TC mo4eqHO-KIeTouHas
KapIITHOMa, KOTOpas SABIACTCA 903MHO(IUIBHON COMUHO-
KICTO3HOIT TI0YeYHO-K/IETOYHOI KapIHOMOI [7].
dnunencus BeIABAAETCA y 63 — 93 % manuenTos ¢ TC
¢ 1e6I0TOM B Te4eHMe IIepPBOro rofa KU3HU, U UMeeT Tec-
HYI0 B3alMIMOCBA3b C HapyIlIeHMeM HelPOKOTHUTUBHOTO
pasButua. Y 90% maumentos ¢ TC pasBuBarTCA Heil-
porcuxmarpudeckue paccrporictsa [3]. ITpoBepeHHBbIi
B 2020 rogy meTa-aHanms Imnokasasn, 4ro 30 % manyueHToB
¢ TC cTpamaoT pacCTpoiCTBOM ayTUCTIYECKOTO CHEKTpa
(PAC), cpenn xoTopbix y 90 % oIpefiensieTcsi MHTeIeK-
TyanpHbll peduunt [8]. Bblia BbIABIeHa BbIpa>keHHas
acconmanya Mexpgy cygoporamu n Hammanem PAC y ma-
menToB ¢ TC, 6e3 BIUAHMA FeHOTUIIA, KOJIMYECTBA 11 IOKa-
mmsanuy omyxoneit [9]. CornacHo mpuHATHIM B 2012 rogy
KpUTEPUAM [IMAarHOCTUKM, NPUHATHIM MeXIyHapogHoii
KOHCEHCYCHOJI TPYIIIOJT 0 KOMIIIEKCY TyOepO3HOTO CKIIe-
po3a, I1A MoCTaHOBKM Anaruosa TC [0CTaTOYHO HAMM4IuA
2 6onpumx Wiy 1 607bLUIOTO 1 2 ManblX KPUTEPUEB [ya-
rHocTuky (Tabmuua 1). K 6onplmm KputepyusM OTHOCAT-
cs: 6oriee 3 IATEH TUIIONUTMEHTALMY JIaMeTPOM He MeHee
5 mMm), anrnodubpomsl muna (6onee 3) nnn GubposHsie
O/SIIIKM TOMOBBI, HOrTeBble prbpombl (6oree 2), miarpe-
HeBble OJIALIKY, MHOXKECTBEHHBIE ITOYEYHbIe IaMapTOMBIL,
KOPKOBbIE JIUCIIa3MH, CyOSIeHAVMMANbHbIe Y37Ibl, Cy03-
[eH/[IMa/IbHASsI TUTAHTOK/IETOYHAsI aCTPOLUTOMA, Pabyo-
MIOMBI CepAla, MMM(paHTHOIeIOMIOMATO3, AHTVIOMIOTIN-
nombl (6ortee 2). Masble KpUTepUY BK/IIOYAIOT IOMTMKICTO3
II0YeK, BHEIIOYEYHbIe FaMapTOMBbI, aXpOMaTIYeCKIIe Y4acT-
K Ha ceT4yarke, puOpomsl monoctu pra (6onee 2), IMKM
Ha 3y6HoiT aManu (6osee 3), KOOKHbIE IIOPAXKEHNUA B BUJIE
«koHPerT» [2]. B Poccmiickoit Penepanym coob1amoch
06 nccnegosanuu 202 manyentos TC B Menguko-redernye-
cKoM Hay4HOM IeHTpe uMenn H.II. boukoBa, B pesynbrare
KOTOpPOro ObM 0OHApPY)XeHbl MyTauuu y 96,5% manmeH-
TOB (M3 HuUX 6,7 % — mnpoTrspKeHHble fienerun) [10]. Takxe
ONVCaHbI KIMHNYecKre ocobeHnoctu 71 mannenTos ¢ TC
u3 [ocyzapcTBEHHOTO aBTOHOMHOTO YUPeX/eHMs 3[paBo-
oxpanenusi CepyyoBckoit obmactn «ObmacTHas merckas
K/IMHIYIecKas 6obHNIAY, ropofa Exarepunbypra [11].
[Tockonbky myTanuu B rerax TSCI u TSC2 [3] ycrpa-
HAIOT MHTMOMpOBaHME MUIIEHM pPalaMUIMHA MJICKOIN-
rafomyx (MTOR — mammalian target of rapamycin), ato
IOPUBOAUT K HEKOHTPONIMPYeMOil Ipomdepanuy HOp-
MaJIbHBIX ITOKOSIIUXCs KaeTOK [1]. COOTBETCTBEHHO, i
nedenns TC ucnonpsyror narnburopst mTOR. CormacHo
IIPOBEJICHHBIM MeTa-aHa/IM3aM, palaMULUH (CHUPOIUMYC)
U ero aHa/IOTM YMEHDIIAIT Pa3MepPbl aCTPOLUTOM TO/IOB-

Tabauua 1. Kpumepuu ouaeHocmuxu my6epo3Hozo
CK7Iep03a U 4acmoma ux pazsumust npu 6osesHu
Table 1. Diagnostic criteria for tuberous sclerosis
and their frequency

Kpurepuii Yacrora ABTOp
Criterion Frequency Author
H}IT.Ha REMUTMEHTALIMI Ha KOXKe 90% (5]
Depigmentation spots on the skin
AHrMO¢M§p0MbI LA 83% (5]
Faces angiofibromas
®ubposHbIe ONAMIKY TOTOBBI 25% 2]
Heads fibrous plaques
Hl.arpeHeBme O/MAIKM Ha KOXe 50% 2]
Skin shagreens plaques
HI/IM(i)aHI‘I/IOIIeIZOMI/IOI\./IaT(.B TeTKHX 40% [5,6]
Pulmonary lymphangioleiomyomatosis
90% y nereit
PabpoMuoMel cepiia o 2 ner, (3]
Heart rhabdomyomas 20% —
crapiue 2 1eT

Cy6ameHnManbHas TMTaHTOK/IETOYHA S
acTpoINTOMA 5-20% [6]
Subependymal giant cell astrocytoma
Cy6ameHnManbHbIe Y3/Ibl 90% (6]
Subependymal nodes
KOPKOBI)IC'J:[I/ICHTI&ISI/H/.I 80-90% (6]
Brain cortical dysplasia
MHO?KeCTBeHHbIe HOYeYHbIe TaMapTOMBI 75% (6]
Multiple renal hamartomas
Dubpombl recen

20-509 5
Gingival fibromas o Gl
ITonukucros nouex 30% ;3]

Multiple renal cysts

HOTO MO3Ta, aHTVIOJINIIOM II0YeK [6] ¢ JOCTOBEPHBIM COKpa-
I[eHMeM YacTOT Cyfopor [12], B TOM 4ucre y feTeii B BO3-
pacte oT 1 rofa B OTHOIICHUY aCTPOLIUTOM, aHIMOPUOPOM
NI, OMyXOJeil 3puUTeNbHBIX HepBoB [13]. Bomee Toro,
npueM uHrK6uTopoB MTOR GepeMeHHBIMM XKEHIMHAMY
npy Hamnaun y ux mwiopa TC ymenbnan pasmeps! pabmo-
muoM ceppua [14]. IlposenenHsiit B 2024 rony MeTa-aHa-
I3 TIOATBEPAN JaHHble 06 9¢pPeKTUBHOCTY paraMUIHA
upu TC [1]. Ins nedenns anrnopubpom nuira 6pu1u mpo-
TeCTMPOBAHbl PAa3NMYHble KOHI[EHTPAI[MM TONNYECKOro
cuponumyca. COITTacHO MeTa-aHaau3y, IOCIe HaHeCEeHMs
PasIMYHBIX KOHILIEHTPALMI TOMUYECKOrO CUPOIMMYCa
KoaduimenT pucka cocraBun 3,34 s 1% mpemapara,
4,43 — nna 0,2%, 2,7 — pna 0,1%, 3,87 — mra 0,005 %.
PaHroBbIT aHanMM3 MOKa3as, YTO JYYIINI Pe3ynbTaT Mpo-
memoHcTpuposan 0,2 % ronudeckuit cuponumyc [1]. Han-
6oree 9¢(HeKTUBHBIM MIPOTUBOCYLOPOXKHBIM IIPENapaToM
npu TC saBnseTcsa speponmuMyc (IIPOU3BOJHOE CHPOIIUMY-
ca), Taxke sBsonuics narnénropom mI'OR [15].

IHeanb uccarepoBaHU S

Oupepienenne KIMHUKO-IIMEMIOTIOTNYECKIX 0COOEH-
HOCTeil TyOepo3Horo ckjeposa B Pecrry6mike Bankopro-
crau (PB).
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Marepuanbl 1 METOABI

IIpoBenen aHanmm3 paHHBIX manueHToB ¢ TC m3 PD,
COCTOALIMX Ha y4eTe y Bpaya reHeruka B I'BY3 «Pecmy-
ONMMKAHCKMIT MeRMKO-TeHeTHdeckmit ueHTp» (PMIT)
¢ ycTaHoBNIeHHBIM iuarHo3oM TC. B ncciegoBanue 6bu1u
BKJIIOYEHBI 86 mareHTOB (48 MyXuuH 1 37 >KEHIINH)
B Bospacte oT 1 o 61 ner (25 (21; 33) net) ¢ ycTaHOB-
JIEHHBIM BpadaMu-TeHeTMKaMy puarHosom «Tybepos-
Hbll ckiepo3» B PMIT] PB. Bcem manmeHTam 6bIn CO-
O6paH aHaMHe3, IPOBEEHO KIMHUYECKOe 00CIefoBaHue,
BKJ/IIOYas yIbTpPa3ByKoBoe uccnefosane (Y3I) opraHos
OPIOLIHOL ITOTIOCTH, 9XOKapAuorpaduio, MarHUTHO-Pe30-
HaHCHYI0 ToMorpaduio (MPT) niy KOMIbIOTEPHYIO TOMO-
rpaduio (KT) romoBHoro mosra. Kpumepuu exnoueHus:
YCTaHOBJICHHBIJI KIMHWYeCKMil auarHo3 «Ty6GeposHblit
CKIIEpO3», Ha/u4ne He MeHee 2 60npumx min 1 607b1Ioro
U 2 MasbIX KpUTepUeB AMAaTHOCTUKI COIZIACHO IPUHATHIM
B 2012 rofy KpUTepuAM SUArHOCTUKYU MeXmTyHapomHOii
KOHCEHCYCHOII TPYIIIOI II0 KOMIUIEKCY TyOepO3HOro
CK/lepo3a, A nmoctaHoBky guarsosa T'C [2]. IIporokon
UCCIefoBaHuA OBUL yTBep)KIeH Ha 3acefaHuy Jloxaib-
HOTO 9TMYECKOTo KomuteTa (IpoTOKo1 Ne 5 oT 7 exabps
2009). Y kaxpgoro nauyenrta TC 6pIn mpoaHann3uposa-
HBI JAHHbIE O HAJIMYUH TAKMX CIIelpUYeCKUX IPU3HAKOB
KaK Cy0aleHfuManbHasi TUTAaHTOK/IeTOYHAS aCTPOLUTOMA
(COTA), cybsnenammanbhblit ysen (CIY), mumdanruo-
neitomnomaros nerkux (JIAM) B cootBetcTBuU C dene-
paIbHBIMM KIVMHWYECKUMY PEeKOMEHAALMY II0 [UarHo-
CTUKe ¥ JledeHN0 Ty6epo3HOro ckaeposa y mereit [16].
Tak>xe yunTpiBanuch pesynbraTbl Y3V BHYTpeHHMX oOp-
TaHOB ISl OIpefeNeHus HaMM4Ius pabmoMuOM Cephia,
AHTMOMMOIUIIOM [IOY€EK, OMMCAHE 0COOEHHOCTEN KOTHM-
TUBHBIX QYHKINUIL /15 BBISAB/ICHNs YMCTBEHHOI OTCTAJIO-
CTU ¥ KOTHUTUBHOTO feduiunra. B rabnuie 2 npepcrasie-
Ha MCXOf{HAS XapaKTePUCTUKA MALIEHTOB.

VccnenoBaHbl 0COOEHHOCTU KIMHUYECKUX IPOsBIIe-
Huit TC y manuenros u3 Pb B cpaBHeHMu ¢ obmemupo-
BbIMM. Bce manyeHTHI MOAMMCHIBANM MHPOPMAIMOHHOE
cormacue. Bt NCIIONMb30BAHBI YEK-TUCTHI U CXEMBI, Pas3-
paboTaHHBIE MEX/YHAPOLHBIMI OPraHN3AUNAMY B 00/Ia-
ctu 3gpaBooxpanenus (EQATOR, Enhancing the Quality
and Transparency of Health Research) [17, 18].

CratucTndeckas o6paboTKka 1 IpefCTaBlIeHMe [aH-
HBIX OCYIIEeCTB/IEHO cornacHo «EpmubpIM TpeboBaHMAM
JUIsI PYKOIINCell, TI0fJaBaeMbIM B OMOMEUIIMHCKIE XYP-
Hanpl» (Uniform Requirements for Manuscripts Submit-
ted to Biomedical Journals, Ann Intern Med 1997, 126:
36-47) [19]. [Ipu noAroToBKe CTaTUCTUYECKOTO pasferna
ObLIM MCIIONIb30BAHbI CIIelaIbHble PYKOBOACTBa («Xap-
TUM KayeCTBEHHOI peJaKLIMOHHON MpakTukm» https://
scardio.ru/content/publication/Buklet_150x150_v3.pdf;
pexomenpanyy European Heart Journal. Ccpika Ha xasb-
Kynarop:  https://medstatistic.ru/calculators/calchi.html
[20]. Tns xadeCcTBEHHBIX OMHAPHBIX JAHHBIX [IPOBOIVIIN
CTaTUCTUYECKYI0 00pabOTKYy C MCIIONb3OBaHUEM WHTe-
PaKTUBHOI TaOIMLIBI CONPAKEHHOCTN 2X2 C BBIYMCIIEHN-
eM CTaTUCTHK cBs3u (kputepuit IlupcoHa x?) ¢ monpasKoit
WaiiTca Ha HeNpepbIBHOCTD, pa3dpaboTanHoit B.II. Jleono-
BBIM, a TAK)Ke aHa/IM3a YeTHIPEXITONbHBIX TabINIL COmps-

Tabnuya 2. VicxodHas xapakmepucmuka nayueHnos

¢ my6epo3Hvim cknepo3om u3 Pecnybnuxu Bawkopmocman
Table 2. Initial characteristics of patients with tuberous
sclerosis from the Republic of Bashkortostan

YacroTa y manu-
. enroB us Pb/
Kpurepmit/ .
Criterion Frequency in pa-
tients from RB
n (%)
HHTAHa nenmr.MeHTaunm/ 78 (90%)
Depigmentation spots
AHI‘I/IO(i)I‘/I6p0MbI mmna/ 48 (56%)
Face angiofibromas
®y6po3HbIe O/IALUIKI FOTOBbI/ 28 (33%)
Heads fibrous plaques
I_He.lrpeHeBble OnmAIKY Ha Koxxe/ 36 (42%)
Skin shagreen plaques
JIumbaHrnoIeioMIMOMaTO3 IETKNX/ 1(1,2%)
Pulmonary lymphangioleiomyomatosis o
PabroMMOMBI Cepilia y NALMeHTOB [0 2 et/
. . 6 (75 %)
Heart rhabdomyomas in pateints under 2 years
PaboMMOMBI Cepyilia y IAIMeHTOB CTaplle
2 ner/ 30 (38 %)
Heart rhabdomyomas in patients over 2 years
Cyb6anenayumanbHas TMTaHTOK/IETOYHA A
actporuroma/ 16 (19 %)
Subependymal giant cell astrocytoma
Cyb6anenayumanbHble y3/bl/ 57 (66%)
Subependymal nodes
KoprOBbIe m/[cnflasmm/ 37 (43%)
Cortical dysplasia
AHFI/IOMI/I(?TII/IHOI\TI])I noyex/ 37 (43%)
Renal angiomyolipomas
Pubpomsr necen/
4 0

Gingival fibromas G%)
ITonukucros noyex/ 19 (22%)

Multiple renal cysts

TIpumeuanus: PB — Pecny6muka Bamkoprocran, TC — Ty6eposHbiii CKIepos;
Notes: RB — Republic of Bashkortostan, TS — tuberous sclerosis

JKEHHOCTH. Pasnmums cYMTaNNUCh CTAaTUCTUYECKY 3HAYMU-
mbiMu nipu p <0,05.

Pe3yabTaTrs:

B Pb 3aperucrpuposano 86 nanuenTtos ¢ TC (48 myx-
yiH u 37 >xeHuiuH) u3 82 cemeit B Bo3pacre ot 1 1o 61 et
(25 (21; 33) ner) (puc. 1)). XapakTepHO HepaBHOMEPHOE
pacmpefiefieHe NalMEHTOB 10 Pa3/IMYHBIM pajioHaMm Pe-
crry6muky bamkoprocran: 28 marmenTos ¢ TC okasanuch
cenbckumu xurensamu (33 %), 58 — ropopckumu (67 %).
OTHMYECKMIT COCTAB MAlMEHTOB COOTBETCTBYET 0COOEHHO-
CTAM pacnpepenenus B pernoHe. C yyetom HaceneHns Pb
Ha 2025 rog — 4 046 094 4enoBeK, 4acTOTa BCTPEYAEMOCTH
TC cocraBuma 1:47048 4enosek, 4To B 5,9 pa3 pexe, yeMm
B cpenHeM 1o Mupy [2]. HacnegoBanue 60e3Hn ot mare-
pu coctaBunn 13 ciydaes (15 %), ocTanbHble 73 — criopa-
ndeckue (85%). Ananus kamHudeckux nposinernit TC,
COOTBETCTBYIOLINIT NPUHATBIM KPUTEPUAM AMATHOCTUKI
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Figure 1. Age range of patients with tuberous sclerosis in the Republic of Bashkortostan

Tabnuuya 3. CpasHumenvHas XapaKmepucmuxa Kpumepues OUdzHOCMUKU my0epo3HO20 CKepo3a
y navuenmos u3 Pb ¢ muposvimu dannvimu [2, 3, 5, 6]

Table 3. Comparative characteristics of diagnostic criteria for tuberous sclerosis in patients from RB
with world data [2, 3, 5, 6]

Yacroray manuenToB | YacroraynanmeHToB Kpurepmii X%
Kpurepmit u3 Pb/ ¢ TC B mupe/ 3HaYeHMeE P IPU CTENeHN
Cli'iterli)on Frequency in patients World frequency in cBo6opsI 1/
from RB, patients with TS, X2 test;
n (%) n (%) p-value at 1 degree of freedom

HFIT.Ha uenmr?weHTauMM/ 90% 90% = 0 p=1
Depigmentation spots
?;re“:n‘zyi‘fg;’r 12:12:‘“/ 56% 83% ¥ = 17,195; p<0,001
Pu6po3HbIe OIALIKI TOTOBDI/ 33% 25% X = 1554 p=0,213
Heads fibrous plaques
IlIa}rpeHeBme O/IALIKY Ha KOXKe/ 2% 50% \* = 3,998; p=0,046
Skin shagreen plaques
JIumdaHTHOTeIIOMIOMATO3 TeTKIX/ 12% 40% ¢ = 46,664; p<0,001
Pulmonary lymphangioleiomyomatosis ’ o
Pa6roMIOMBI CepaLa ¥ TALMEHTOB A0 2 ner/ 759% 90% & = 7,792; p=0,006
Heart rhabdomyomas in pateints under 2 years
PabpommoMsl cepplia ¥ IAIlMEHTOR CTapiie 2 ner/ 38% 20% & = 7,868; p=0,006
Heart rhabdomyomas in patients over 2 years
Cy63neHnmmanb.Haﬂ IUTaHTOK/IETOYHAA aCTPOLUTOMA/ 19% 13% x> = 1,339; p=0,248
Subependymal giant cell astrocytoma
Cy6
K
C(())ftKl(::lb iieyi;ﬁ;;amm 43% 85% X = 38,281; p<0,001
AHTVOMUOINIIOMBI IIOYEeK/ 3% 75% & = 21,166; p<0,001
Renal angiomyolipomas e
Du6 /
Gﬁlg?sﬁﬁlf;;is 5% 35% X2 = 28,1255 p<0,001
11

OJIMKUCTO3 MOYEK/ 22% 30% X = 1,663 p=0,198

Multiple renal cysts

IIpumeuanue: Pb — Pecniy6mmka Bamkoprocran, TC — Ty6eposHblit cKepos;
Notes: RB — Republic of Bashkortostan, TS — tuberous sclerosis
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6onesHn [2], cBupeTeNbCTBYET 00 OTIMYMYU YACTOTHI MX
BCTPEYaeMOCTH y HalueHToB u3 PB mo cpaBHeHMIO ¢ fjaH-
HbIMM MypoBoit craructuku o TC (rabmuma 3). Ilsraa
HeNUTMEeHTallMM KOXM ompefeneHsl y 78 maumentos TC
(90 %), anrnodubpomsr mia — y 48 (56 %), prbposHbIe
6msky Ha 16y — y 28 (33 %), marpeHeBble O/AIIKK HA
KOXe Terma — y 36 (42 %), muMdaHToIeIoMIOMAaTO3 JIeT-
knx — y 1 (1,2 %), cybanenaymanbHble y31bl — y 57 (66 %),
KOpKOBBbIe Tybepsl — y 37 (43 %), cyOaneHuManbHas T1-
TaHTOK/IETOYHAs acTpouuroMa — y 16 (19 %), aHrnomuo-
JIMIOMBI T0YeK — Y 37 (43 %), pubpomel necern — y 4 (5 %),
KUCTBI 1T04eK — y 19 (22 %). Yacrora BcTpedaeMocTn pab-
JIOMMOM Cep/ilia 3HAYNUTETbHO OTINYA/Iach B 3aBMCUMOCTH
oT Bo3pacTa nanneHTos ¢ TC, yanTbiBas, 4To mocue 2 jaet
MHOTMe U3 3TUX aHOMAIUIl MMEIOT TEHJEHIMI0 K CIIOH-
TaHHOU perpeccun [3]. B Hacrosmeit pabore nmpousseneH
pacder YacTOThl BCTPEYaEeMOCTV B PAa3HBIX BO3PACTHBIX
TpyIIax: pabIOMIOMBI CepAlia OIpefieneHsl y 6 (75 %) us
8 mereit ¢ TC B Bo3pacte o 2 et ¢ TC y gereit fo 2 net,,
B TO BpeMs KaK y IanueHTOB crapuie 2 et (n=78) —
v 30 (38 %).

AHanms mpencTaBIeHHBIX B Tabimuie 1 JaHHBIX CBU-
[IeTeTIbCTBYEeT O TOM, YTO YacTOTA BCTPEYAEMOCTH IIOJIN-
KICTO3a II0YeK, CYOSIeHAMMANbHOM TMTAHTOK/IETOYHOI
STEHVIMOMBI, PaOIOMIOM Cepplla, MIATPEHEBBIX OIIAIIeK
Ha KOXKe, pUOpPOSHBIX OJIAIIEK TOMOBBI 1 IATEH JIeITUTMeH-
TAlUM CTATUCTUYECKU He OT/INYAeTCSI OT MVPOBBIX JjaH-
HBIX. B TO ke Bpems1 GuOPOMBI feceH, aHTMOMIOTMIIOMBI
HOYeK, KOPKOBbIE NUCIUIA3MH, CYyO3IeHAMMANbHbIE Y3IIbl,
nuM(}AHITONIETOMIIOMATO3 JIETKUX U aHIMO(DUOPOMBI /THIIA
y nanuentos ¢ TC u3 Pb onpenenaioTca 3HaUNMO peske.

ITomumo mepeurniciienHsix nposisnennst TC, sBstio-
IH[UXCST KPUTEPUSIMI AJIsI IOCTAHOBKY IMArHO3a, y MallyeH-
ToB 13 PB ompepeneHsl u Apyrie KIMHNYECKUE TPU3HAKY
6orne3Hn: smencua obHapyxeHa y 58 (67 %), KOTHUTUB-
Hble HapymeHus — y 40 (47 %), PAC — b y 1 (1,16 %)
naryenta ¢ TC. ITo cpaBHEHUIO ¢ MUPOBBIMU JAHHBIMU
(rabmuua 4) yacTora pa3BUTYA SMIICNICUN Y NAIVMEHTOB
¢ TC us Pb cratucTtnyecku He OT/IMYAETCA, TOTHA KaK KOT-
HUTUBHbIe HapyleHusa u PAC onpeseneHpl 3Ha4MMO pexe
10 CPABHEHUIO C MUPOBBIMIU JAHHBIMIL.

Amnanmms TabmmIpl 4 CBUIETENBCTBYET O HEOOXOAMMO-
ctn obcneoBanus naiyentos ¢ TC Bpauamy-ncuxmarpa-
MU U IICUXOJIOTaMU JyIA OIMCAHNUA Ha/IMYNUA Y HUX KOTHHU-
TUBHBIX HapymeHnit u PAC.

W3 86 cocrosamux Ha ydere B PMI'T] nmaumentos ¢ TC
8 (9 %) 4emoBeK C reHeTUYeCKN-OATBEPK/IEHHBIM [IarHo-
30M IIO/Ty4YaloT 3BEPONNMYC B lo3e 10 Mr B CyTKum. Y 2 13 jaH-
HBIX NAIEHTOB OIpefie/ieHa IPOTsHKEHHAA Jeelus reHa
TSC2, y 1 — gByHnyxneorupHas gemenns B rede TSCI (exon
7:¢.530_531delTC (p.Leul77{s*40)), y 5 — BHyTpureHHbIe
myTtanuu B reHe TSC2: exon 12:TSC2:c.1225G>T; exon
30:¢.3610+6G>A; exon30:c.3610+1G>A; exonl7:c.1840-
1G>A; exonl7¢.1831C>T(p.R611W). V Bcex 8 manyeHTos,
HOJTYYAIOLIVX 9BEPOJIVIMYC, OIpefie/IeHbl XapaKTepHBbIe I
TC onyxoseBble ITOpaXkeHst FOIOBHOTO MO3ra: ¥ 6 (75 %) —
pabmoMuoMsl ceppla, y 5 (63 %) — aHIMOMMOIUIIOMBI IIO-
4eK, y 4 (50 %) — smwencus, y 4 (50 %) — KOTHUTUBHbIE
HapylIeHNs B pasIMYHOI ux kom6uHanuu. [To cpaBHeHNIO
C MUPOBBIMY JaHHBIMI YaCTOTA BCTPeYaeMOCTH pabmoMu-
OM CepAla, aHIMOMIOINIIOM ITOYeK, KOTHUTUBHBIX Hapy-
IIEHNIT U SIIWJICTICUM, C YYeTOM MaJIol BBIOOPKY (C MCIIOND-
30BaHMeM KpUTepus ¢ U ko9 duiyeHTa COnpsKeHHOCTH
[TupcoHa) CTATUCTUYECKN He OTIMYaeTCsl V 8 MalleHToB,
HO/TYYAIOLINX JIeYeHIe 9BEPOIUMYCOM.

O6cyxpenune

CpaBHMTENbHDIN aHA/IN3 YACTOThI BCTpedaeMocTn TC
B Pb (1:47048) n ganubIx 110 Mypy (1:6000 — 1:10000) cBu-
HeTEebCTBYeT O TOM, YTO YacTOTA 3apernCTPUPOBAHHBIX
caydaeB 5,9 pas pexe oxupgaeMoro. JJanHoe 06CTOSATEND-
CTBO MOXKET OBITb CBSI3aHO C TeM, YTO He BCE IAL[MEHTDI
¢ TC nanpasnaoTca Ha KoHCcynbranyy B PMILI. ITostomy
HeoOX0IMMO MNPOKOe 06CYXK/IeHIe 9TOI IPOOIeMbI Cpefu
Bpayeli-IeuaTpPoOB, TepaleBTOB, [ePMaTOIOroB, QyHKINU-
OHAJIbHBIX AMArHocToB (o6HapyxeHne Ha Y3V, 9XO-KI,
MPT xapaxtepusbix npossienuit TC), a Takxe oOydeHme
CTYZIeHTOB, Bpaueil-OpAMHATOPOB, MOJIOABIX CHELMaIN-
CTOB. AKTYaJIbHOCTb BOIIPOCA B pPeTVOHE CBA3aHA TaKXKe
C BO3MO)XHOCTBIO MCIIO/Ib30BaHMS TePANIisl 5BepOIIMYCOM
(B Hacros1Iee BpeMs 8 Al eHTOB).

Tabnuua 4. Xapaxmepucmuka KAuHU4eCKUX NpoaeneHuti mybepo3Hozo ckneposa (He 6x00AU4UX 6 KpUmepuu
nocmanosku ouaznosa) y nayuermos u3 Pb no cpasrenuto ¢ 0aHHbLMU 10 MUPY
Table 4. Characteristics of tuberous sclerosis clinical manifestations (not included in the criteria for diagnosis)

in patients from RB compared with world data

YacToTa y HaliieHTOB YacTora y naniueHToB Kpurepmii x*
. us Pb/ ¢ TC B Mmupe/ 3HaYEHUeE P PU CTENEHN
Kpurepmit/
L Frequency World frequency cBo6oppr 1/
Criterion . . . . .
in patients from RB, in patients with TS, X2 test;
n (%) n (%) p-value at 1 degree of freedom

9

mencs/ 67% 78% [3] X’ = 3,034; p=0,082
Epilepsy
Kornumusnnie napymeris/ 47% 75% [5] X’ = 16,478; p<0,001
Cognitive impairment
P .

ACCTPOIICTBO Ay TUCTIYECKOTO CIIeKTpa/ 1% 309% [8] ¥ = 32,105; p<0,001

Autism spectrum disorder

IIpumeuanme: Pb — Pecniy6mmka Bamkoprocran, TC — 1y6eposHblit cKepos;
Notes: RB — Republic of Bashkortostan, TS — tuberous sclerosis
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CpaBHMTETbHDIN aHAIN3 0COOEHHOCTEN KIMHNIEeCKUX
npossnenuit TC B Pb ¢ gaHHBIMM MUPOBOI CTaTUCTUKY
CBUJETE/bCTBYET O 3HAYMMO 0OJjiee peKOM BBLABIEHUU
aurnodubpom muua. Ecim mpesnonoxXuTs BIusHMIE BO3-
pacra (me6rot nosBnaenus anrnodubpom npu TC — Bos-
pact 3-4 nert [5]), To maHHBIT GAKTOP HE MOXKET OBITH MC-
II0/Tb30BAH, IIOCKOJIBKY CPEIHMIT BO3PACT MCC/IeJOBAHHBIX
MalMeHTOB CcOCTaBmUI 18,5 /1eT, a KOIM4YeCcTBO MaI[IeHTOB
majue 3 et cocrasysier 7 yenosek (8 %). OupeneneHo
TaK)Xe ZOCTOBEpHO 3HAauMMO Ooree pefKoe BbIsIBICHIE
CYO9IeHAMMAIbHBIX Y3/I0B, KOPKOBBIX JUCIIIa31i1, aHTYIO-
MIOJIUIIOM II04€K, prOPOM fleceH 1 MMMQpaHTNOIeTOMUO-
MaTo3a JIETKUX, KOTOPbIE SABJIAITCA Ba>KHBIMU KPUTEPU-
aMM A noctaHoBku puarsosa TC [2]. Ilonydennsie
Pesy/IbTaThl MOTYT OTPA)KaTh 0COOEHHOCTI KIIMHNIECKUX
nposisrenuit TC B PB, ogHako yist 607iee TOYHOI OL[eHKNU
HEeOOXO[MIMO IIPOBeeHIe MHCTPYMEHTA/IbHBIX METOIOB
IOVIaTHOCTUKJ BHYTPEHHUX OPraHOB ¥ IOJIOBHOTO MO3ra
B AMHaMUKe. BepoATHOI mpuumHOil 6onee HM3KOM pe-
TUCTPALINU OIYXOJIell MOXKET CTaTbh HEJOCTATOYHOE 00-
C/IefloBaHMe TalMeHTOB. Tak, OIyXo/y roJOBHOIO MO3Ta
ObLIY BBIABJIEHBL Y 65 (76 %) nanuenrtos ¢ TC us Pb. Op-
Hako b y 2 (2,3 %) nanmentos mposenenHoe MPT ne
moKasaso usmenenuit, 19 (22 %) mauenram MPT ronos-
HOTO MO3Ta He IIPOBOAW/IACE.

W3 ppyrux npossneranit TC yacToTa BCcTpe4aeMOCTH
snwlencuy y maunyeHToB B Pb crarmctmdeckm He OT-
MM4yaeTcsa ¢ JaHHBIMM IO Mupy. OfHAKO perucrpanys
KOTHUTUBHBIX paccTpoiicTB u PAC sHaumMo pexe, 4TO
olpefienAeT HeOOXOIMMOCTb KOHCY/IbTallii HEBPOJIOrOB,
IICUXOTEpPAIleBTOB M IICMXOJIOTOB /Il BCeX MAIVIEeHTOB
¢ TC ¢ BbIABNIEHUEM XapaKTepa ICUXOHEBPOTOTMYECKUX
HapyUIEHNII ¥ peKOMEHJJallMIi 110 UX JIe4eHNI0. XOTH OITy-
XOJIeBble IIOPaKEHVI BHYTPEHHUX OPTaHOB, B Pa3/INYHON
UX KOMOMHALMu, ObIIY OIIpefie/ieHbl Y BceX 86 MalieHTOB
¢ TC, Tepanuio 3BeponMMycoM B HacTOsALee BpeMsI IONy-
qaoT b 8 u3 HuX (9 %). ITO CBA3aHO C TeM, 4TO YCIIO-
BIMeM JUIA IOJTy4eHMs IpemnapaTa yepes «Kpyr gobpa» 18-
JsIeTCSl TOATBEPKIeHMe 3a00/IeBaHNsI HA T€HETUIECKOM
ypoBHe. [laHHas opraHmsaunus ObUla co3faHa 5 sSHBaps
2021 ropa Ykasom IIpesupenTa Poccuiickoit @enepanun
«O cospanun QoHpA HORJEPXKKM JeTeil C TSKETbIMU
JKUBHEYTPOXKAIOMIVIMI Y XPOHUYECKVIMMI 3a00/IeBaHMAMIM,
B TOM uucie pepkumu (opdaHHBIMU) 3a060/TIEBAHUAMI,
«Kpyr mobpa». Ilopspmox mnpuobpereHus JeKapcTBeH-
HBIX mpemnaparos B «Kpyre gobpa» obecreunsaercs Ilo-
craHosieHreM IIpaButenpctBa P® ot 6 ampensa 2021 r.
N 545. Cornacno Ilepeunto xateropmii fereit «Kpyra fo-
6pa». K xpurepmsm mis HasHauYeHUsI 3BEPOIMMYCa OT-
HOCATCA: JIETU C KJIMHUYECKUM CHMIITOMOKOMIIJIEKCOM
Ty6epo3Horo ckeposa; IeTy ¢ HaludyeM CUMITOMOKOM-
wiekca Tybepo3HOro Ckepo3a, HO He BBISIBIIEHHOI MyTa-
uyu TSC1 wmm TSC2, mopTBepskieHHbIe COBMECTHBIM 3a-
KaoueHneM AByx PemepanbHbIX MEAVIVHCKNUX IEHTPOB
0 HasHaYeHMM JIeKApPCTBEHHOTO IIperapara; IeTU ¢ Hajlu-
4yyeM BbiABIeHHON MyTanyy B rene TSC1 win TSC2; netn
C nMC(’parmeﬁ 1o 18 jeT; meTu ¢ KOTHUTUBHBIMM Hapylle-
HuaMu go 18 ner [21].

Jst o6ecrieuenms oxBara naryeHTos ¢ TC coBpemeH-
HOI (apmakoTepammeri, HeoOXOAMMa WIEHTUPUKALNS

myTanuii B reHax TSCI/TSC2 y Bcex MaInueHTOB C Jalb-
HeJIIMM HalpaBjeH}eM Ha IOJy4eHue Tepaluy 3Bepo-
JMMOCYOM U JVHAMUYECKVM HaOJIoJeHueM 3a pa3BUTHU-
eM 3aboneBanms1. Heo6XoquM0 OTMETHTD, YTO, BCTpedast
Y MOJIOJIbIX )KEHIIVIH 1 JIeTell U3MEHEeHMs B JIETKUX, Bpaun
YacTO CTAaBAT MMM(AHIMIIEOMIOMATO3, He IPOBOAs fud-
depennanpubli guarHos ¢ Hannarem TC. BaxHo axiieH-
TUPOBATh BHMMaHME TEPANEBTOB, IEAMATPOB U Bpadeil
JIOOBIX CIIENMATBbHOCTEN O CYIeCTBOBAHNUY HACIE[CTBEH-
HOTO 3a060jIeBaHMs M BO3MOXKHOM IOP@XKEHUM [PYTUX
OpraHoB, ITABHBIM 00pa3oM cepjilia, [0YeK ¥ OI0OBHOTO
Mo3ra.

B npencraBnenHoMm pabote B PB renetnyeckoe tectu-
poBaHme 6bUTO TIpoBefieHo 24 manyeHTam (28 %), 9410 OT-
JIMYAeTCs OT MMPOBBIX JAHHBIX, B KOTOPBIX NPUBOJATCS
IDaHHbBle 00 OOHApy)XeHUsA MYTaluil B pasHBIX CTpaHax
ot 13% B Hupepnangax [22] go 72% B CIIA [23], 76 %
B TaitBanu [24], 78 % B Iepmanun [25], 80 % B Benuxo-
O6puranun [26], 83 % B CIIA [27], 89 % B bpasunun [28]
u 94 % manuentos TC B Mekcuke [29]. JaHHaA cuTyauns
00yCIOB/IeHa TeM, 4TO i BBIAB/ICHMs MYTalWil Iaiu-
entam PB HeobOxopumo obpamiarbcsi B MenuKo-reHeTu-
yeckuil HayuHblil meHTp umenu (MI'HII) H.II. Boukosa,
YTO He BCeM HOCTYIIHO, IIOCKOJIbKY He0OXOofMMa IoesiKa
B I. MoCKBY. BBIXOIOM U3 CITOKMBUIEVICA CUTYallUN ABJIA-
eTCsl IPOBefeHe MCCIefOBaHNIT B Pecrry6/ImKaHCKOM Me-
IMKO-TEeHETUYeCKOM IIeHTpe, b0 pa3paboTka Hay4yHON
IVarHOCTUYECKOJ MPOrpaMMBbl C BO3MO>KHOCTBIO B3SITUSA
kpoBu B ropozie PMTI'LI ropoza Yur ¢ HampaBieHnreM Ha
6ecrmatnoe uccnegosanue B MI'HIT umenu H.IT. Bouko-
Ba 6e3 BU3NUTA B I. MOCKBY.

TapretHyto Tepanuio nomy4daroT 9,3% IaIUeHTOB
¢ TC us PB, Torga xak COITACHO MMPOBBIM JaHHBIM JIe-
YeHJe PeKOMEHAYeTCs BceM marueHTam [22-29]. anHoe
OrpaHMYeHVe B peruoHe OOYC/IOBICHO KaK HEIIOIHBIM
OXBAaTOM TeHETUYECKMM OOCIe[OBaHMEM BCEX IAlMeH-
ToB u3 PB (IOCKONMBKY [/ Ha3Ha4yeHuUs 3BEPONUMYCa
HeOoOXOAMMO HaxOXjeHMe MyTtanuil B reHax TSCI wim
TSC2), Tak M HEOOXOZMMOCTHIO MHPOPMUPOBAHHOTO
coracusi MalMeHTOB Ha HpOBefeHMe JedeHus (He Bce
HAIVIEHThl COIVIAIIAIOTCA Ha Tepamnio, OCOOEHHO IIpu
HEBBIPQKEHHBIX ~KIMHMYECKUX IPOSBIEHMAX Oores-
Hyu). Heobxopumo oTMeTuTb, YTO Onaromaps MOJEKy-
JIAPHO-TEHETUYEeCKOMY MCC/ICJOBAaHMI0 Yy 5 MAaIJeHTOB
OblIy BbIsIB/IEHBI MyTauuy B reHe TSCI, cpemm KOTOPBIX
3 MyTayuu paHee He OIMCAaHbl B HAy4YHONM JIUMTEPATY-
pe (c.530_531delTC:p.Leul77fs, ¢.587C>T:p.Prol96Leu,
¢.936C>G:p.Tyr312X), a 2 paHee HaOIIO[ANUCh APYTUMU
uccnegosareami: ¢.682C>T:p.Arg228X B Iepmannu [25],
¢.2287C>T(p.GIn763Ter) B Hupepnanpax [22], CIIA [23]
u Bpasunuu [27]. Y 19 nanuentoB B Hauieil pabote Obiin
BbIAB/IEHBI MyTanuy B reHe TSC2, cpeny KOTOPBIX paHee
He OIMCaHHble B HAy4HOIl ynuTeparype 11 maToreHHbIX
BapnanToB (c.43delT:p.Phel5fs, ¢.707T>C:p.Leu236Pro,
¢.767G>T:p.Cys256Phe, €.931_932del:p.Ser311fs,
¢.973C>T:p.GIn325X,c.1225G>T:p.Glu409X,c.1840-1G>A,
¢.2380C>T:p.GIn794X, ¢.2707dupC:p.Leu902fs,
€.3610+6G>A, c.4161_4162del:p.Ser1387fs). 8 myraumi,
obHapyxenHblx B PMI'Tl ymanuenTos s Pb panee onncansl
y manuenTos ¢ TC B gpyrux crpanax: ¢.268C>T(p.GIn90X)
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B CIIA [23, 27] u TaitBaum [24], c.976-15G>A B Iep-
maunn [30] u CIOA [27], c.1831C>T(p.Arg611Trp)
B VMupuu [31], CIIA [23], Kurae [32] u Mekcuke [29];
c.2083C>T(p.GIn695X) B Benmmkobpuranunm [26], Ku-
tae [33] u CHIA [23]; ¢.3095G>C(p.Argl032Pro) B Hu-
mepmaHpgax [34], ¢.3610+1G>A B BenmmkoOpuranun [26]
n CIIA [27], c.4174C>T(p.GIn1392X) B Kurae [35] u Mek-
cuke [29], c.4242dupT(p.Lys1415fs) B CIIIA [23].

B Pb umeerca onbiT HasHaYeHUs M IIPUMeHe-
HUS 9BEPONMMYCa Yy 8 MAalMeHTOB C BBIABIEHHBIMU
myranguamu B reHax I1SCI (exon 7:¢.530_531delTC
(p-Leul77fs*40)) u TSC2 (exon 12:TSC2:c.1225G>T; exon
30:¢.3610+6G>A; exon30:c.3610+1G>A; exonl7:c.1840-
1G>A; exonl7c¢.1831C>T, a Taxke HpOTsKEHHBIE Jiefie-
LU TeHa Y 2 HalMeHTOB). B pesympraTe mpoBORMMOro
Jle4eH)sl Y HalMeHTOB HaONMIofanach PemyKIMs TaKuxX
KnuHudeckux npossnenuit TC, Kak CyJIOpOXHBIl CUH-
npoM. Takxke mmpy OMHAMUYECKOM HAOMIOfEHUN OIpefe-
JIEHO Y/Iy4YIIeHIIVe KOTHUTMBHBIX (PYHKLMI IaLMeHTOB
¢ TC, nony4aromux TapreTHy0 TePAINI0 3BEPOIUMYCOM.
910 cBUAeTENbCTBYET 06 9P PEeKTUBHOCTI IIPOBORUMOrO
NleYeHNsT M O PeHTabeNbHOCTM Ha3HAYEeHMIT Hperapara
6onpiuemy gnciy 60mpabIX TC, 7151 4ero He06XOAUMO MO-
JIEKY/ISIPHO-TeHEeTUYeCKOe JICC/IefOBaHMe C BbIABIECHIEM
myTanuii B reHax 1TSCI n TSC2.

3aknueHue

[Tony4yeHHBle pe3yNbTAaTbl CBUAETENBCTBYIOT O Ooree
HU3KOI 4acToTe (B 5,9 pas) 3aperucTpupOBaHHBIX CIydaeB
TC B Pb no cpaBHeHUI0 ¢ MUPOBBIMU HAHHBIMU. DTO MO-
JKeT OBITh CBA3aHO C HM3KOI MHPOPMUPOBAaHHOCTHIO Bpa-
4eif 0 XapakTepHbIX A1 TC cuMIITOMax 1 KpUTepuUAX Jya-
THOCTUKM 6o7esHy. IIpy HamMuum TakuX MPUSHAKOB Kak
IIATHA JIeMUTMEHTaluy, aurnogpuopomsl muna, Gpuoépombr
Ha 716y, IarpeHeBble O/IAIIKM HA KOXKE, aHTMOMIUO/IUIIOMBI
Ho4eK, pabJoMMOMBI Cepylla, MMMQaHTHOIEIOMIOMATO3
JIETKVIX, Y3/I0BbIe 0OPa30BaHNS TOJIOBHOIO MO3Ta KIMHUIIN-
cTaM crefyeT 3anofo3puth Hamuume TC u HampaBUTH Ha-
I[JIeHTa Ha MENUKO-TeHeTNYeCcKylo KoHCynbranuo. O6Ha-
PY’KEHHbBIE CTATUCTUYECK! 3HAYMMBbIE PA3/INdis B YaCTOTE
BCTpedaeMocTH crenuduyecknx aast TC mpossiennit Mo-
TyT OBITH OOYC/IOBJIEHBI HELOCTATOYHBIM 0OC/IeOBaHMEM,
B CBsI3U C 4eM BceM manmentam ¢ TC Heob6Xomumo mpo-
Befienne MPT ronosHoro mosra, Y3Vl BHyTpeHHUX opra-
HOB, OXO-KT B gunamnke. O6s13aTe/IbHBI KOHCY/IBTALINI
IICUXOTEePaIeBTOB, HEBPOJIOTOB M IICMXOJIOTOB M/ BBLAB-
JIEHNS ¥ JIeYeHMs ITICXOHEBPOJIOTMYECKUX PacCTPONCTB.
B Tepamum OIyXOJIeBBIX IIPOSIB/ICHNUIT GOMIE3HN IEPCIEK-
TMBHO 0becIiedeHne BcexX Hy K/JaloMXCs Mal[IeHTOB MHTU-
6uropamy mT'OR, 1A 4ero He0O6XOAMMO MOATBEPKACHIE
[MaTHO3a Ha MOJIEKY/IAPHO-T€HEeTUYECKOM YPOBHE IyTeM
BbIABNIeHNA MyTanuii B reHax TSCI n TSC2. Bpayam pas-
TMYHBIX pernoHoB Poccun cegyeT 3HATh O TOM, YTO TAI-
€HTOB c nofo3speHneM Ha Hanmuuue TC MOXXHO HAaIpaBUTDb
Ha KOHCY/JIbTAl[MI0O Bpada-TeHEeTMKa B MeXPerMOHa/IbHbIe
MEIMKO-TeHeTHYEeCKIEe I[eHTPBI, a IPM MX OTCYTCTBUU —
HenocpencTseHHO B MI'HII 1. MOCKBBI, YTO ITO3BOIUT CBO-
eBpeMeHHYIO BBLAB/LATD 3a00/IeBaHe Y IIPOBOAUTD TapreT-
HYIO TepaIuio.
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Features Of Diagnosis and Choice of Treatment
Tactics of The First-Diagnosed Bland-White-Garland
Syndrome with Severe Coexisting Somatic Pathology
(Clinical Case)

Pesome
CuHapoM bnaHpga-Yaiita-fapnavaa (BYT-cuHApoM) npeAcTaBaseT coboii pesKyo 1 ONacHyto BPOXAEHHYI0 aHOMaNIO, ABASIOLLYIOCS O4HOM U3 BeAy-
Wwnx I'IpI/NI/IH nwemMmn n MH¢apKTa MVIOKapp,a y,quel‘/'l. bes CBoeBpeMeHHOFO e4yeHnAa n KoppeKme 3aboneBaHne MOXeT I'IpVIBECTVI K KpaﬁHe TAXeNbIM

nocneactemaM: 4o 90 % naLuueHTOB yMUPaIOT B TeUeHWe NepBOro rofa XKu3HWU. B ciydae co B3poC/IbIMM, NaLMEHTI, CTpajatolime STUM CUHAPOMOM,
MOTYT CTO/NIKHYTbCA C Pa3/IM4HBIMU OCNIOKHEHNAMM, TAKUMU KaK AUCHYHKLMA 1€BOTO Ke/yA04Ka, MATPa/bHaA peryprutaums, 6ecCMnTOMHas uile-
MU MUOKap/Aa 1 MH$apKT, a TaKxKe BbICOKMM PUCKOM BHE3aMHOMN cepeyHoli CMepTU. YunTbiBas, YTo 3a60/1eBaHNe Pe/iKO ANarHOCTUPYeTCH, BaXKHO
BbIABAATL BYI-CUHAPOM Ha paHHei CTaguu ANA NPEBEHTUBHOIO IeHEHWA U NPejOTBPALLEHNA OC/IOKHEHUIA.

B AaHHO paboTe onuncaH yHWKabHbIV Cyyaii Biepeble BbiABAeHHOro BYT-cuHapoMa y 27-neTHell nauneHTKM. [TOMUMO NOPOKa, XeHLMHa CcTpa-
[lana oT TAXKE/NOW CONyTCTBYHOLLE NaTONOr MM — NEPBUYHOTO CKNEPO3MPYIOLLLETrO XONAHIUTa, KOTOPbI OC/NOKHSA/CA LIMPPO30OM MeYeHU 1 runepcne-
HU3MOM. Hannume faHHbiX 3a60/1€BaHUi B 3HAUNTE/IbHON CTEMEHU YCNOKHIUO BbIGOP Ne4e6HOM TaKTUKK, TpebyA NepCcoHaNM3MPOBAHHOIO MOAX0Aa.
B cBA3M C BbICOKMM PUCKOM Pa3BUTHA MOC/TEOMNEPaLMOHHbIX OC/IOKHEHWI, MpeAnoYTeHne 6bl10 OTAAHO Ma/JIOMHBA3MBHOM SHA0BACKYAAPHON 3M60-
/N3aLuK NeBOVi KOPOHapHOIA apTepun. Onepauus Nokasasa XopoLuve pe3y/ibTaThl U NPpYBe/a K 3Ha4MTeIbHOMY YNYYLIEHWIO COCTOAHUA NaLUEHTKH,
B TOM YMC/IE K AOCTUKEHMIO KOMMEHCALMM CEPAEYHON HEAOCTATOMHOCTU A0 GpYHKLMOHabHOTO Kaacca Il (NYHA). MpeacTaBneHHbIN cayyait 4eMOH-
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CTPUPYET BaXKHOCTb MHAVBUAYAIbHOTO MOAXO/A B /IEYEHUN PEAKUX BPOX/AEHHbBIX MOPOKOB CEPALLA Y B3POC/IbIX, 0COGEHHO MPU HANMYUN CEPbE3HbBIX
COMyTCTBYIOLWMX 3a601€BaHNI PYrX OPraHOB U CUCTEM.

KnroueBble cnoBa: Curdpom bnanda-Yalima-lapnarda, cocyducmsie Manb@popmayuu, cepdeyHas HedocmamoyHoCmb, 3HO0BaCKyASpHas 3M6O-
nusayus
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Abstract:

ALCAPA (Anomalous Left Coronary Artery from the Pulmonary Artery) is a rare and dangerous congenital anomaly that is one of the leading causes
of myocardial ischemia and infarction in pediatric patients. Without timely treatment and correction, the disease can lead to extremely severe
consequences: up to 90 % of patients die within the first year of life. In adults, patients suffering from this syndrome may face various complications
such as left ventricular dysfunction, mitral regurgitation, asymptomatic myocardial ischemia and infarction, and a high risk of sudden cardiac death.
Given that this disease is rarely diagnosed, it is important to detect it early for preventive treatment and avoidance of serious disorders.

This paper describes a unique case of first-diagnosed ALCAPA syndrome in a 27-year-old female patient. In addition to the malformation, the
woman suffered from severe concomitant pathology — primary sclerosing cholangitis, which was complicated by liver cirrhosis and hypersplenism.
The presence of these diseases significantly complicated the choice of therapeutic tactics, requiring a personalized approach. Due to the high risk of
postoperative complications, preference was given to minimally invasive endovascular embolization of the left coronary artery. The operation showed
good results and led to significant improvement of the patient’s condition, including the achievement of heart failure compensation up to functional
class Il (NYHA). This case highlights the importance of an individualized approach in the treatment of rare adult congenital heart disease, especially
in the presence of serious concomitant diseases of other organs and systems.

K ey words: ALCAPA S yndrome, vascular malformations, heart failure, endovascular embolization
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AJl — aprepuanbraoe nasnenne, bYI-cunnpom — Cunppom branpa-Yaiira-Tapmanga, JDK — nesbiit sxenygodex, MPT — marauropesoHaHcHas TOMO-
rpadmst, OK — dynximonanbHbit knacc, OH — usndeckast Harpyska, XCH — xpoHmdeckas cepfiedHast HeffOCTaTOYHOCTD

BBepenue
A 1:300 000, uro cocrasnseT 0,25 % - 0,5 % BcexX BpPOXKIEHHBIX

Cungpom bnanpa-Vaiira-Tapnanga (BYT-cunppom),
takke n3BecTHbI Kak ALCAPA (ot anri. Anomalous Left
Coronary Artery from the Pulmonary Artery) — penxas
BpO>KJieHHas MMaTONOTUA CepALa, XapaKTepU3yIollascsa aHO-
MaJ/IbHBIM OTXOXKJ€HMEM CTBOJIA JIEBOJI KOPOHAPHON apTe-
puu OT 71er09HOro crBosa. ITopok BcTpevyaercs ¢ 4acTOTO

anomasmit u 0,5 % BceX BpOXKAEHHBIX OPOKOB ceppma [1].

B HeoHnarasnbHOM nepuofie, BCIEACTBYE IOBBIIIEHHO-
IO [aBJIEHUA B JIEBOI JIETOYHON apTepUy, COIIOCTABUMOTO
C IaBJ/IEHVIEM B a0pTe, 00ecrednBaeTcs JOCTaTouHas nepdy-
3111 MMOKApPAa, Y KIIMHMYECKY [TaTOIOI M MOXKET IIPOTeKaTh
6eccuMOTOMHO. B fasnbHeiliieM B IepBble HeTeMN XXU3HIL,




Apxusb BHyTpeHHE MepAMuMHbL ® Ne 6 ® 2025

PA3BBOP KAMHMYECKUX CAVIAEB

[aBJI€HIE B JIETOYHON apTepUy CHIDKAETCA, YTO IPUBOINUT
K HefjocTaTouHoil nepdysun mmokapaa. Okono 90% ciy-
yaeB 3a00/1eBaHNA MaHU(DECTUPYIOT B IepBble 2-3 Mecsla
JKMBHU PAa3BUTHEM HUIIEMUN MUOKAPAA, ANCHYHKINY JIEBO-
IO JKeTy/I049Ka ¥ MUTPAIbHOM PerypruTalyiu, YTo KIHude-
CKU TIPOSIB/IAETCA aKPOIIAHO30M, TaXNMITHOD, TaXMKap/ue
(nudantwnbHbt T BYT-cungpoma). B ciyuae pmocra-
TOYHOTO PasBUTHS KOJIaTepaJbHOIO KPOBOOOpAleHNs
apTepyuaabHasA KPOBb PETPOrPaHO MOCTYIAET M3 IIPaBOil
KOPOHAPHOIT apTepIN B JIEBYIO, UTO TAKXKE BbI3bIBAET (heHO-
MeH 00KpajbIBaHUA MIOKApPAa, OHAKO IINTEIbHOE BpeMs
MOXeT HOCUTb CyOKIMHIYECKIT XapaKkTep (B3POCIIBbLIL THII
BYT-cunppoma). IIpy HanMumy CUMNTOMATUKM ITPeBau-
PYIOLVIMY IIPOSABICHNUAMY 3a00/IeBaHVA Y JAHHOI IPYIIIIBL
IIAIIMEHTOB ABJIAIOTCSA OfIbIIIKA, CTEHOKApAus, CHIDKEHMe
TOJIEPaHTHOCTHU K pusndeckoi Harpyske (OH) u BHesanHas
cepaedHast cMepTb [2-5].

[IpencraBnseM KNMHUYECKUI Cydail BIIepBble BbIAB-
TIEHHOTO cuHJpoMa brmanpa-Yaiita-Tapmanga y B3pocroit
narueHTKn. OCO6EHHOCTBIO JAHHOTO K/IMHUYECKOTO CITy-
4asg ABUIOCH Ha/lM4Me TsHKENOM CONYTCTBYIOIEN MaToso-
I, OKa3aBlIIleil BVAHNE HA TAKTYUKY BefleHI HallVeHTKI.

Kanandeckuii caydam

[ManmenTka B., 27 net, o6parmnace B mpueMHbI IOKOI
MHoronpoduIbHOro  pecrny6IMKaHCKOTO MeRUIVHCKO-
ro meHTpa [OCyZapCTBEHHOTO OGIOKETHOTO YUpPEeK[eHUs
3npaBooxpanenus Pecrrybmuku KpbiM «PecriybnmkaHckas
Knnunyeckast bonpauna nm. H.A. Cemamko» r. Cumdepo-
07T C )Ka71006aMt Ha 9YBCTBO Iepe6oeB B paboTe cepplia,
OZIBILIKY IpK ObICTPOIT X0AbOe, IIpU IOogbeMe Ha 2 9TaK,
yJaleHHOe ceppuebuenne npu (GusMIecKoil Harpyske
(OH). IIpn 06BEKTUBHOM OCMOTpE BBISIB/IEHA TelaToMe-
rajns, CIUIEHOMeTanus; MalyieHTKa HU3KOro PocCTa, CO
CHIDKEHHOIT Maccoil tena (poct — 148 cm; macca Tema —
43,0 Kr; MHEKC Macchl Tena — 19,6 Kr/m?2).

Co /10B MaIMeHTKH, C [ETCKOTO BO3PacTa COCTOUT Ha
AMCIIAHCEPHOM yd4eTe Y KapfMOJIora B CBA3M C Ha/lIM4IueM
MIUHVMAJIbHOM AOpPTAJbHOM HEOCTATOYHOCTU ¥ MWHMU-
Ma/JIbHOTO CTeHO3a KjamaHa jeroyHou aprepun. OT 3a-
HATUIT QU3KYIBTYPBI B 1IKOMTE ObITa 0CBOOOXKEHA B CUITY
HU3KOJI TOIPAaHTHOCTH K pu3ndeckort Harpyske. C paHHe-
O JleTCTBa OECIIOKONT MHTEHCUBHBIN KOXHBI 3y, C mog-
POCTKOBOTO BO3pacTa IepUOANYECK) OTMedYaeT IOBBbIIle-
Hue aprepuanbHoro gasnenus (All) mo 170/80 mm pr. CT.,
affanTrpoBaHa K mm¢pam 110/70 MM pT. CT., CUTYALMIOHHO
[IpMHMMasa sHananpui. Bo BpeMs mepBoii 6epeMeHHOCTH
(2021 r.) mab6mopanocs nosbinedye AJl mo 180-190/80 mm
PT. CT., IPOBOAUNOCH JedeHMe IpenapaToM MeTUIIONa;
TOTJIa )Ke BIIEpBble ObUIA BbIsIBIIEHa TPOMOOIMTOIIEHNUS [I0
34,0 x 10°/1. Teuenne 6epeMeHHOCTH OC/IOKHIIOCH PAa3BU-
THEM 3KJIaMIICUM, pofopaspellleHye MPOUCXOANIO0 IyTeM
KecapeBa ceueHus Ha 34-11 Heiene. Yepes Mecsl 1ocie po-
JIOB TAIMieHTKa Obl/Ia TOCIMUTAIN3IPOBaHA C Pa3BUBLINMCS
OTEKOM JIETKMX HEsACHOTO Ie€He3a; BBINNCAHA Ha JUYpeTHu-
YeCKOJil Tepanuy, KOTOPYyIo NPMHMMAIa HEKOTOpOe BpeMs
C MOC/IEAYIOIEN CAMOCTOATEIHONM OTMEHOIA.

B manbreitmem, ¢ Becunr 2023 rofa mareHTKa, OTMeda-
eT yXyplIeHne 06IIero COCTOSHNS, HapacTaHue OfbILIKIL,

CHIDKEHIe TO/IPAaHTHOCTHU K M3M4ecKoll Harpyske. B cen-
Ts16pe 2023 roma caMOCTOATENbBHO OOpaTuaach B IpueM-
ubiit mokoit I'BY3 PK «PKB um. H.A. Cemamko», rjge 6bi1
BBISIB/IEH IAPOKCV3M GUOPWIISIINK TPefCcepAuil ¢ Taxu-
CHUCTONMEN >KEMy[09KOB, BCIE/ICTBME YeTo MalliieHTKa To-
CIOUTANN3UPOBaHa B OTJENEHNE XUPYPTUIECKOTO JI€YE€HNA
C/IOKHBIX HApyIIEeHMiT pUTMa CEpAlLla U 37eKTPOKAP/O-
CTUMY/ALIVN. PUTM BOCCTaHOB/IEH MeIVIKaMEHTO3HO ITy-
TeM BBefieHMst ammoypapona (450,0 mr). B pamkax rocnmra-
NU3alMy TAIVMEHTKe IPOBENEHO 3XOKapamorpaduieckoe
UCCIIeloBaHue: JIeBOoe Ipenceppue — 6,1 cM, 00'beM JIeBOro
npencepans — 150 M/, KOHEYHO-JUACTOMNYECKUIT 00D-
€M JIEBOTO JKeNyflouka — 87 MJI, KOHEYHO-CUCTONYECKIIT
06beM JIEBOTO JKeMyJouKa — 36 MJI, TO/IIVHA MEXIKely-
LO4YKOBOII neperopopku — 0,9 cM, TONMHA 3aHEN CTE€H-
KI JIeEBOTO >Xenypouka — 0,9 cM, ppaxuys BIOpOca 1eBOro
JKeNmyfodKa — 58 %, MUTpanbHasA PErypruTanus 1 cremnenn,
IBYXCTBOPYATBIil AOPTA/IbHDBIN K/IallaH, a0pTa/lbHasA peryp-
rutanua 1 crenenn. ITo pesynbraram n1aboparopHOro 06-
C/IefloBaHMsA Y MAIVIEHTKM IMAarHOCTMPOBAaHA TPeXPOCTKO-
Basl LMTOIEH, XO/IeCTaTUYeCKuit cuHapoM (tabm. 1).
[TamyeHTKe BBINOTHEHA MYIbTUCHVPATIbHAS KOMIIBIO-
TepHas ToMOrpadusi OpraHoB OPIOLIHOI TOIOCTA U TPYH-
HOJl KJIEeTKM C KOHTPAacCTMPOBAHMEM QAOPTHI: BbISABIEHO
AHOMAJIbHOE OTXOXKJEHNE JIeBOJ KOPOHAPHON apTepuy OT
TIErOYHOM aprepuy — cuHApoM branpa-Yaiira-Tapnanpa,

Ta6nuua 1. Pesynvmamut 1a60pamopHuix Memooos
UCCTIE008aAHUSL.
Table 1. Results of laboratory methods of examination

ITokasaTenn Pesynbrar Hopma
Indicator Result Standard
OO0uuit aHanN3 KPOBK
Total blood count
reMOI‘H06]/I.H (r/n) 88.0 120,0-140,0
Hemoglobin (g/1)
T'ematoxpur (%)
Hematocrit (%) 29,3 36,0-42,0
Opurpouutsi (10712/m)
s ,9-4,
Red blood cells (10A12/1) >0 3947
Tpomborursr (10/A9/11)
Platelets (109/]) 94 150-400
Jleiikouutsr (10A9/n)
Leukocytes (1019/1) 1.8 4,0-5,0
Buoxummnyeckoe uccuegoBaHme KPOBU
Blood biochemical examination

Ienouynas ¢ocdarasa (E/m)
Alkaline phosphatase (U/L) 128,6 <105.0
T'TII (E/n)
GGTP (U/L) 134,2 <32
AJIT (E/m)
ALT (U/L) 409 32
ACT (E/n)
AST (U/L) 27,3 31
bunupy6un (MKmMonb/m) 170 34170

Bilirubin (umol/L)

Cokpamennsa. [TTII — ramma rmoTaMuaTpaHCIIeNTHA3A,

AJIT — anaunnamunorpancdepasa, ACT — acnapraramuHoTpancepasa
Abbreviations. GGTP — gamma-glutamyltranspeptidase, ALT — alanine
aminotransferase, AST — aspartate aminotransferase
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IPOCIEXNBAINCh M3BUThHIE NVCTAJbHbIE OTHENbl IPaBO
KOPOHApHOJI apTepun guaMeTpoMm fio 3 MM. OTMedanach
BBIpDO)KE€HHAsA [MIaTallMA JIeBOro npepcepaudA. Pasmep
CeNIe3eHKM Pe3Ko yBenmdeH: 68x136x177MM (ceneseHOU-
HbII MHAEKC — 1637), ceneseHOYHas: BeHa paclIMpeHa o
17,5 mM. Jedopmanys nedeHs; JTOKaIbHBIA y4acTOK pac-
MIMPEeHsI eAMHIYHOI eYeHOYHOI BeHbl B S4b (puc. 1).

BeimcaHa co CreyomymMy peKOMEHFALVSIMHU IO Te-
pamy: puBapokcaban 20 mr 1 p/m, MeTOIpoOIoNa CyKIu-
Har 50 mr 1 p/nm, amnanuans 25 mr 3 p/a. Ha done npuema
puBapokcabaHa IanueHTKa OTMedYasIa OOMIbHbIE MEHCTPY-
aluy, B pe3ylbTaTe Yero mpernapar 6bII CaMOCTOATENIbHO
orMeHeH. [103Xe, B CBSI3YM C BBIPQKEHHBIM TOIOBOKpPYXKe-
HIeM, Obl/la CAMOCTOSTE/IbHO CHIDKEHA /1032 a/UIAIMHIHA

Pucyuox 1. My/zbmucnupaﬂbﬂa}l KOMNbiomepHas mo;vtozpagﬁuﬂ opeaxos 6pKJWHOIZ NOn0CMU U 0peanos zpyaﬂoﬂ KnemxKku
Ob6osnauennsa: RA — npasoe npepncepane, LA — nesoe npencepane, LV — neBbiii xenyzgodek, RV — mpassiit xenygodek, A — aopra, PA — nerounas aprepus, RCA — npasas
KxoponapHnas aprepus, LCA — nesas koponapHas aprepus, LIV — neuens, SPL — cenesenka

Figure 1. Multi-slice computed tomography of the abdominal cavity and of the chest organs

Designations: RA — right atrium, LA — left atrium, LV — left ventricle, RV — right ventricle, A — aorta, PA — pulmonary artery, RCA — right coronary artery, LCA — left
coronary artery, LIV — liver, SPL — spleen
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mo 25 mr B cyTku. Ilocnme BBIMMCKM COXpaHANACh OJbINI-
Ka, ZaBALIMIl FUCKOMGOPT 3a TPYAMHOIN MPY yMEPEHHOI
®H, 6pIicTpas yTOMIAEMOCTDb, cmabocth. Hampasiena Ha
rocnutanusanuio B HammoHanbHBIT MEIMIIMHCKUI WC-
CllefioBaTeNbCKNMIt eHTp uMeHu B. A. Anmasosa r. CaHKT-
IMetepbypr mst ob6cmenoBanms 1 06CyXKaeHNEe KOHCUINY-
MOM BbI6OPA METO/A JIEUEHUSL.

B sanBape 2024r. mocTynmna B OTHeNeHUE Tepanmuu
HMUII nm. B.A. AnMasoBa B IZTaHOBOM IOpsAZAKe. Ydn-
TBIBAsA MMEIOLMIICA Y MAaLMEHTKM CUHIPOM IOPTaNbHOM
TUTIePTEeH3MM HEesCHOI STUOIOTUM, J/Is MCK/TIOUeHM S CKIIe-
PpO3SHUPYIOIETO XOJAHIUTA BBIIIOTHEHBI MAarHMTHO-PE30-
HaHCHas xonmaHruorpadusa (MP-xomanruorpagus), a Tak-
e pubpockaHnpoBanue meden. JlaHuble smacrorpapun
medeHu cOOTBeTCTBYeT F4 cragmm ¢ubposa mo Iukame
METAVIR. Ilpu MP-xonaururorpa¢pum — KapTuHa, CO-
OTBETCTBYIOIIAsA CKAEPO3UPYIOLIEMYy XOMaHrury. MP-
IIPU3HAKY IMPPOTUYECKMX M3MEHEHMII IIeYeHH, CIITIEHOMe-
rajny, )XKeTYHOKaMeHHas 00JIe3Hb, HUCKIHE3UM KETYHOTO
myssIps (medopMariys, HapyleHre KO/UIOUSHBIX CBOJICTB
XKemuy), SKTONMY IIPaBOil MOYKHU. BIiepBble ycTaHOBIIEH
AVIaTHO3 NIePBUYHOTO CKIEPO3MPYIOIET0 XOMaHTUTA C JIC-
XO[IOM B TMIIEPCIITIEHM3M C PasBUTHEM LMPpO3a IedYeHN.
ITokazaH IOCTOSIHHBIN IpVEM YPCOJe30KCUXO/IeBOil KIC-
JIOTBI, TepaIIysi HeCeJIeKTUBHBIMM OeTa-6IoKaTopamt.

ITo paHHBIM KOpoHaporpadum IepefHsAs MeXOKeny-
JIOYKOBas BETBDb U Ormbaronias BeTBb JIeBOJ KOPOHApPHOI
aprepun runomepdysnuposansl, guddysHo n3MeHeHsl, 6e3
¢dbopMupOBaHNsA 3HAUYMMBIX CTEHO30B, 3AIONHAITCA pe-
TPOTPaHO 110 MEXCUCTEMHBIM KOJUIATePAIAM U3 N3BUTOI,
KpymHOro amametpa (OKOMO 5 MM) IpaBOil KOPOHAPHOI
aprepum.

JJIs OLleHKM 3HAYMMOCTHM MIIEMMV MUOKApJAa BBIIOJ-
HEHO MarHUTHO-pe3oHaHCHas tomorpadus (MPT) cepn-
na: gpakuus Boibpoca neBoro xemnypouka (JIDK) — 46 %;
KOHEYHBIII JVACTONINIECKIIT 00BéM — 133 MJI; KOHEYHBII
CUCTONMYECKUIT 06beM — 59 MII; IVTaTalVs TeBbIX KaMep
cepaua; crenkn /DK He yTommmeHsl; COKpaTUTeNIbHAs CHO-
cobnocTh JDK yMepeHHO cHIDKeHa 3a cueT Auddy3HOIt ru-
IIOKVHEe3MN; IPYU3HAKM OTeKa MIUOKAp/ia He ONpee/aTCA.
Ha OTcpOodYeHHBIX HOCTKOHTPACTHBIX M300PKEHMSIX OT-
YeT/IMBOrO MaTOJIOTMYECKOT0 HAKOIJIEHMsl KOHTPAcTHOTO
npemnapata B Muokapye /UK He BbIsB/IEHO.

3a Bpemsi HAOMIOEHMSI OTMEYANINCh KOPOTKUE CUM-
IITOMHbIE, TeMOJVHAMIYECKY Ma/IO3HAYMMBble IIAPOKCU3MbI
GubpWIIALINMM Ipefcepaui ¢ YacTOM COKpAaIleHMs XKeIry-
noukoB (KC) mo 110 B muH. [Ipu cyTOYHOM MOHUTOPH-
poBanyu snexkrpokappuorpapuu (OKI') Ha Ppone Tepanuu
COTaIoNIOM B J103e 120 MI' B CYTKM — IapPOKCU3MBI Tpelie-
TaHMA HpeicepAuil ¢ NPeUMYyIeCTBEHHbIM IPOBENeHIEM
2:1, 3:1 obuIeit IIUTENBHOCTHIO M0 2 CeK ¢ yacToToi 108-
116 (cpemuas 112) yu/muH. JIpyryx sHAYMMbBIX HapyIIEHW
pUTMa U IPOBOMMOCTY HE 3aPErCTPUPOBAHO.

ITarenTKe GBI BBICTAB/IEH K/IMHNYECKUIT AMATHO3:

OcHOBHOI: BpoXHeHHBINI MOpPOK CepAlia: CUHAPOM
branpa-Yarira-Tapnansa (aHOMaIpHOE OTXOXKIEHNE JIEBOI
KOPOHApHOII apTepuy OT JIETOYHOI apTepun). Iumoma-
31 HUCXOJAILETO OT/leNIa IPY/HON aopThl. JBycTBOpYa-
TBIIl A0PTa/IbHBIN K/IalaH. AopTalbHas HEIOCTAaTOYHOCTD
1 crenean. CTeHO3 MUTpaIbHOTO K/1anaHa 1 crenenn. Cum-

IITOMAaTMYeCKas apTepyanbHasA TUIePTEH3N 3 CTafus, Ja-
CTMYHO KOHTDPONMPYeMOe Te4eHME, PUCK CepfiedHO-COoCy-
IVICTBIX OCTIOXKHEHMIA 4, eneBoit yposenb AJl <130/70-79.

Ocnoxxnennst: ITapoxkcusmanpHas ¢opma Gubpmms-
uuu-tpeneranns npencepauit. CHA2DS2-VASc 2 6ana,
HAS-BLED 1 6amn, EHRA 2 6amma. XCH ITA ¢ ymepenHo
CHIDKEHHOIT paKIyert BbI6poca 1eBOro xxenygouka (46 %),
IIT ®K.

Comnytcryromuit: [lepuiur maccer tena. Kapananpaas
IpbDKa MUIEBOJHOTO OTBepCTMsA AmadparMel. JuckmHe-
3115 JKe/TYeBBIBOAAIINX IyTell. YKemuHokaMeHHas 60J1e3Hb.
Menkme KOHKPEMEHTBI >KEIYHOTO IIy3bIpsA. XO/IecTas.
®ubpos meyern METAVIR F4. Cnnenomeranus. Iumep-
cwienusM. JKenesopgedunutHas aHeMUS JIETKOJ CTeIICHM.
Tpom6oruromnenus 1 cr. Jleitkomenus 1 cr.

[TprHUMas BO BHUMaHMe COIYTCTBYIOLIYIO ITATO/IOTUIO
U CBSI3aHHBIE C 3TVM II0C/I€OIepAllVIOHHbIE PYCKM, IIPUHA-
TO pellleH)e B IT0/Ib3y Ma/IOMHBA3MBHOIO BMENIATEIbCTBA.
B mapre 2024 roga BbIIIOTHEHA SHIOBACKY/LAPHAsA 9MOOMNU-
3aIMA CTBOJIA JIEBOJ KOPOHAPHOI apTE€PUM, OTXOJALIEN OT
neroyHoi aprepun. Ilog MecTHOI aHecTesueil pacTBOPOM
mmpokanHa (1% — 20,0) BBIIONHEHa IYHKIVA M KaTeTe-
pusanus OeqpeHHOI BeHbI, NPOM3BefeHa 3MOOMM3aIs
CTBOJIA JIEBOJ KOPOHAPHOI apTepUM OKK/IIOLEPOM 7X7 MM.
ITpy KOHTPOIBHOI aHIMOrpaguu — KPOBOTOK IO JIEBOI
KODOHApHOJ apTepuy OCYIIECTB/AETCs KOJIaTepaabHO
U3 IpaBoOil KOPOHAPHOI apTepu, KpOBOCHAO>KeHMe TeBOI
KOPOHApHOJ apTepuy U3 JIETOYHOI apTEPUM OTCYTCTBYET.
[TocneomnepalIOHHBIIT TIepMOJ, TPOTeKan 6e3 OCIOoXHe-
Huil. B pesynbraTe onmepaTMBHOTO BMEMIATE/NIbCTBA COCTO-
SHME MAIVEHTKN YIy4IINIOCh, JOCTUTHYTa KOMIIEHCAIs
cepmeuHoit HemocTarouHocTy Ha ypoHe OK II (NYHA).
JIs1 TOCTOAHHOrO TIIpyeMa IaIMieHTKe pPeKOMEeH[0Ba-
HBL: ypCofie30KcHxoneBas Kucmora 500 mr/cyT, donuesas
KkucnoTa 15 mr/cyr, Bancaprad/cakyoutpun 100 mr/cyr,
3IIEPEeHOH 25 MI/cyT, ganarmidnosuH 10 Mr/cyT, coTamon
160 Mr/cyTKy, anukcabau 5 Mr 2 p/zi, aneMeTroHMH 400 Mr
1T1ab6 1 p/g — 1 Mecsu. BpemeHnHas mkaxa coOBbITIII Ipefi-
CTaBJIeHa Ha PUCYHKe 2.

O6cyxpeHue

BYT-cuuppom sBisercs 3aboneBaHueM, KaK IIPaBUIO
KIMHUYECKM MaHU(ECTUPYIOLMM B [JETCKOM U, KpaiiHe
penko, Bo B3pocnoM BospacTe. COIacHO MUTEpaTypPHBIM
JaHHBIM, 0€3 XMPYPrU4ecKoro BMelarenbcTsa 6onee 90 %
MALMEHTOB C JAHHO [TaTOJIOTMEN yMIUPAET B T€YEHME TIep-
Boro roga >xu3uu [1]. Takum 06pa3om, O3THsIsA Ipe3eHTa-
11, KaK B HAIleM CITydae, ABIAeTcsa nuckmodenneM. C yde-
TOM OTCYTCTBUS KaKMX-TUOO CrenyuIHBIX CUMIITOMOB
3abomeBaHus U 4dacToit MaHudecranueil B BUje TEKOM-
MIEHCAL[UI CEePAIeYHOII [IesATeNIbHOCTI, HEOOXOMMO IPOBe-
menvie puddepenimanproi guarnoctuky bYT-cuugpoma
C KapAMOMMOIIATVSIMYU M MIIEeMIYecKoil 60me3Hn ceppua,
0CO0EHHO Y MAI[MEHTOB MOJIOJOr0 Bo3pacTa. Llenecoo-
6pa3HO BKIIIOYATh B JUATHOCTUIECKUI aJITOPUTM, IOMUMO
K/IMTHIYECKOTO 00CIeNOBaHMsI, TAKIE COBPEMEHHbIE METO-
IbI BU3YanM3aluy, Kak axokappmorpadusa, MPT ceppa,
KT-auruorpadus n koponapuas anruorpadus. Itu gna-
THOCTHYECKIe MHCTPYMEHTBI HEOOXOAMMBI /LI TOYHOTO
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BPEMEHHAA ®—o MAPT 2024
LWKAJNA MAPT -CEHT 2023 e
ManonHBa3uBHas
Vonb 20211 MocrenexHoe 3HAOBacKynspHas
Sknamncus, yxyAleHue obuiero sm60nu3aumu JIKA
poaopaspelueHve COCTOSIHUA, HapacTaHue
AETCTBO nyTem kecapesa OABILLKM, CHUXEHMe
AvarHoctuposaH BMNC: ceyeHus Ha 34-ii Heaene. TonepaHTHocTK K PH
MuHUMansHas @—o AHBAPb 2024
aopranbHas Focnutanusayus B
HeAO0CTaTOYHOCTb. - HMWL um. B.A. AnmasoBa
MUWHUManbHbIV CTEHO3 © Bnepsbie BbIABNEHHbI
KnanaHa nero4YHom nepBUYHbIIA
apTepuw. C CKNEepo3NPYHOLLNIA XONaHTUT
Xanob6bl Ha ogbILIKY Npw
Suswueckoll aTfiyaie 2020-2021 ABryYCT 2021 CEHT 2023
BepeMeHHOCTb locnuTtanusmposaHa locnutanusauusa B FeY3 PK

nossbilWweHne A o
180-190/80 MM.pT.CT.,
Brepsble 6bina

NnoAPOCTKOBLIA

BbIABNEHA
BO3PACT
TPOMBOUUTONEHNSA A0
Mepuroanyeckn nogbemsi 34x10°

Al Ao 170 MM.pT.CT.

Pucynox 2. Bpemennas ukana

C OTEKOM Nerkmnx
HeACHOro reHesa.

«PKB nm. H.A. Cemaluko»
Mapokcnam pubpunnaunm
npeacepauii.
BriepBble BbisiBNEHHbIV
BYl-cuHApPOM No AaHHbIM
MCKT.

Coxpamenns: BIIC — BpoxpeHHbIif TOpok cepana; AJl -aprepuanbHoe gasnenne; PH — busmdeckas narpyska; BYT-cungpom — Cunppom Branga-Yaiira-Tapnaspa;
MCKT — mynprucnupanbHas KoMnbiorepHas romorpadus; JIKA — neBas koponapHas apTepus.

TIMELINE O— MARCH 2024
MARCH-SEPT Minimally invasive
2023 endovascular
JULY 2021 Gradual deterioration of Smbolization of the LUA
l diti performed.
Eclampsia, delivery via ) general condition,
CHILDHOOD cesarean section at 34 increased dyspnea, and
Diagnosed with CHD: weeks of pregnancy. reduced exercise
Minimal aortic tolerance. ©—o JANUARY 2024
insufficiency. Hospitalization at
Minimal stenosis of the Almazov National Medical
pulmonary valve. @ Research Centre.
Complaints of shortness Newly diagnosed primary
of breath during physical f; sclerosing cholangitis.
exertion.
2020-2021 AUGUST 2021 SEPT 2023

Pregnancy with blood
pressure rising to 180-
190/80 mmHg,
first-time detection of
thrombocytopenia down
to 34 x 10°.

ADOLESCENCE

Periodic increases in blood
pressure up to 1770 mmHg.

Figure 2. Timeline

pulmonary edema of

Hospitalization in the
Republican Clinical Hospital
named after N.A. Semashko.

Atrial fibrillation episode.
ALCAPA syndrome
identified for the first time via
MSCT.

Hospitalized with

unclear origin.

Abbreviations: CHD — congenital heart defect; BP — blood pressure; PA — physical activity; ALCAPA — anomalous left coronary artery from the pulmonary artery;

MSCT — multi-slice computer tomography; LCA — left coronary artery.

oIlpefie/ieHNs aHATOMMM KOPOHApPHBIX COCYZIOB, OLIEHKM
nepdysuu MMOKapha M IUIAHMPOBAHMA XMPYPIUYECKOro
BMeNIAaTeNbCTBA. B OMMCaHHOM C/lydae JIMTeNbHasA OTHO-
CUTEeNIbHAA CTAOMIBHOCTb OOYCIOBIIEHa (POPMMPOBAHUEM
KOJUIATePaIbHOTO KPOBOOOpaleHys, 00ecIednBarolero
peTporpagHblili KpOBOTOK M3 IIPaBOil KOPOHApHOM apTe-
pun B 6acceliH neBoit. TeM He MeHee, TaHHBIE 9XOKapAMO-
rpaduyeckoro yccregoBannA u pesynsratel MPT cepnua
CBUJIETE/IbCTBYIOT O [IM/IATaLMM JIEBBIX OT/IEZIOB U YMEPEH-
HOM CHJDKEHUM COKPATHUTETIbHON CHOCOOHOCTY JI€BOTO
JKENYIOYKa, 9TO YKa3bIBaeT Ha IOCTENIEHHOE HapacTaHue

HapylIeHNI TeMOAVHAMUKI C Pa3BUTHEM [MACTONNIECKON
Y CUCTO/INYECKON AUCPYHKIIUN.

B mpepcraBieHHOM KIMHMYECKOM C/Iydae OTMEYaeTcs
penKoe coyeTaHMe BPOXXIEHHOIO IOPOKa Cepfilja — CMH-
npoma bnanma-Yaira-Tapmanga u TsDKEmoi rernaToOm-
JIMAPHOV IaTOJIOTUN, IIPECTaBIEHHON IIePBUYHBIM CKJIe-
PO3MPYIOLMM XOJIAHIUTOM C (POpMUpOBaHUEM LMPpO3a
IeYeHy ¥ NpU3HAKaMyU IOpTaJbHONM runepreHsun. [lan-
Hasg KOMOMHAIVs TaTONIOTMHU BCTPEYAeTCs B JIMTEpaType
B eVIHNYHBIX HaOJTIONICHNAX, YTO OIIpefe/iieT ee HayqHYIo
3HAYMMOCTb U IIOAYEPKUBAET HEOOXOMMMOCTb aHAIM3a
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MEXaHM3MOB KOMIICHCALIMM ¥ [eKOMIEHCAMN B IOH00-
HBIX CTy4YasX. Y4MTbIBas Ha/lM4lMe BbICOKOTO PMCKa pa3Bu-
THA MHTPAOIEPAIVIOHHBIX ¥ ITOCTIEONePAIIOHHBIX OC/IOXK-
HeHull (MaccuBHble IPOdy3HbIE KPOBOTEUEHNA, OCTpPOe
HOBpPEeXJieHNEe TOYeK, MHPEKIMOHHbIE OCIOKHEHV) MpH
BBIITOJTHEHNY OTKPBITOTO KapAVMOXMPYPTMIECKOTO BMeIIa-
TENbCTBA, YAaCTOTAa KOTOPBIX, KaK IPaBUJIO, KOppenIupyer
C ero 00BEMOM U JIUTENIBHOCTBI0 VICKYCCTBEHHOTO KpO-
BOOOpaleHusi, B JAaHHOI KIMHIIECKOI CUTyaluu Ipej-
HOYTHUTENTbHBIM BEIOOPOM SBMUIACH S9HAOBACKY/IAPHAS KOP-
PeKIs BpOX/IEHHOTO IOPOKa CepALia BBUAY 00jIee HUBKIX
OIlepallViOHHBIX PUCKOB [6,7]. [IpuMeHeHne MaOMHBa3NB-
HOJ1 aMOO/MM3aLMy CTBONMA JIEBOV KOPOHApPHOM aprepuu
IIPECTAB/ACTCS ONPABAAHHBIM B YC/IOBVAX BBIPAKEHHO
COMATMYECKON OTATOLIEHHOCTH, YTO IIO3BOMMIO YacTUY-
HO YCTPaHWUTb IIATOJIOTMYECKNUI KOPOHAPHBIN KPOBOTOK
U CHM3WUTD MIIEMUYECKYI0 HaTPY3KYy Ha JIEBBIN JKemyodeK.
JanpHeiinee BefileHMe MALMEHTKM IPEIIONArano Koppekx-
LVI0 aHTMAPUTMIYECKOI I TeIIaTOIPOTEKTOPHON TepaInmn
C y4eTOM COXPAHSIOMUXCS MAapOKCU3MOB (GUOPUILINY
IpeficepAuii U eYeHOYHOI HeloCTaTOYHOCTH. PesymbTaThl
AMHAMIIECKOTO HAOMIOfieHsI OYAyT NMETb IIPAKTIUIECKYI0
LIEHHOCTb AJIs1 pa3pabOoTKY TAaKTUKU MY/TbTUUCINAIUINHAD-
HOTO BeJieHNA IALMEHTOB CO CXOXXMM IIOJIVIMOPOUIHBIM
dbonoM.

Takum o6pasoM, AaHHOe HAOIOfCHME NEMOHCTPUPY-
eT 0COOEHHOCTY JVIATHOCTUKM M JIe4eHMA IIPY COYeTaHUN
bYT-cunppoma 1 mepBUMYHOTO CKIEPO3UPYIOIIETO XOIaH-
TUUTa, OC/IOKHEHHOTO LMPPO3OM IEYEHM ¥ IOPTa/NbHOM
runeprensuent. IlpeacraBneHHas KIMHMYECKas CUTYaIsa
HOAYepPKIBAeT HEOOXOAMMOCTh KOMIUIEKCHOTO IIOAXOZA
K 00C/IeOBaHMIO U BeleHNIO, OPUEHTYPOBAHHOMY Ha KOH-
TPOJIb CEPAEYHO-COCYIUCTON IATONOTUM Y KOPPEKIMIO
TSDKEMBIX AUCYHKINIT TeratoouaapHoi cuctemsl. [lomy-
YEHHDIJI OIBIT MOXET OBbITh MCIO/Ib30BaH IIPY OIIpefese-
HUU TepalleBTUYECKNUX U XUPYPIUIECKUX CTPATEINil y TIa-
I[VIEHTOB C KOMOVHUPOBAHHBIMM PEJKUMI ITaTOTOTUAMIA,
a TAaKoKe IIPU OLlEHKe PYCKOB M IVIAHMPOBAHUM OepeMeH-
HOCTH Y JAHHOJ1 KaTeropyuy MallieHTOB.

3aknueHue

Cunppom bnanpa-Vaiita-Tapnanja — pefkas BpOX-
[leHHas1 AaHOMa/INsl KOPOHAPHOTO KPOBOOOpaleHus, Jae
MaHudecTupyouas B MaajeHdecTse. ONMMCaHHbIA CTyvail
JNEeMOHCTPUPYET BO3SMOXKHOCTD [IMTETbHOIO KOMIIEHCH-
POBAHHOTO TEYEHNsA 3a CUET PA3BUTUA KOJIATepPasbHOIO
KpPOBOOOpAIlleHNA, YTO IO3BOIMIO TIAIMEHTKE HOXKWUTb
10 B3POC/IOr0 BO3pacra 6e3 XMPYPIu4ecKoil KOPPeKINN.
C0>KHOCTD BefleHsI MAL[IEHTKY 00YCIIOB/IeHa COYeTaHNEeM
BYTI-cunppoma ¢ TsKenol COMyTCTBYIOIIEN IMaTONOTMEN,
BKJII0Yas IEPBUYHBIN CKIEPO3UPYIOLUIT XOMAHIUT C UCXO-
moM B uppos nedeny. CoBpeMeHHble METObI BU3Ya/In3a-
LMV TIO3BO/IM/IV CBOEBPEMEHHO IMAarHOCTIPOBATh 3a0orie-
BaHIeE U OLEHUTDb CTeleHb uieMuy Myuokapaa. C yyetom
BBICOKOTO PHMCKa OTKPBITOTO XMPYPIU4eCKOr0o BMeIlaTe/Nb-
cTBa ObUI BHIOpaH Ma/IOVHBAa3VBHbI 9HIOBACKYILAPHBIN
MeTOfi, KOTOPBII IpUBENT K CTaOMIM3ALUU COCTOSHYUS
U KOMIIEHCALMM XPOHMYECKON CepIeYHOil Hef0CTaTo4-
HOCTH. JTaHHBIN C/Ty4ali MOJYEePKUBAET BaXKHOCTh paHHEN

OVATHOCTUKM BPOXKICHHBIX aHOMAjIMII KOPOHApHBIX ap-
Tepuii, NPUMEHEHNA MYIbTULVCIUIUIMHAPHOIO IIOJXO0/a
U TePCOHANMM3MPOBAHHON TAKTUKM JIeYeHUsI, OCOOEHHO
y MALMEHTOB C OTATOI[EHHBIM COMATUYeCKUM (POHOM.
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HECBOEBPEMEHHOCTbH AUATHOCTUKU
PAKA ITAPAIIIMTOBUAHON SKEAE3bI

HA ®OHE AAUTEABHO CYIIECTBYIOLIEN
TMITEPK A ABLIMEMUHA
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E.N. Sheregova, K.A. Zamyatin, L.A. Korsaeva
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Untimeliness of Diagnosis of Parathyroid
Cancer on The Background of Long-Term
Hypercalcemia

PesoMe

rl/ll'lepKanbLl,VIEMI/Iﬂ I'Ipep,CTaBnHeT C060I7I HapyLIJeHI/Ie MI/IHepaanOFO 06MEHa, BO3HUMKawWLUlee, KaK npanmo, B pesyanaTe noBbileHnsA ¢yHKLWIVI
I'IapaLIJ,VITOBVIAHbIX xKenes c pa3BVITVIeM rMnepnapaTMpeo3a. AaHHoe COCTOAHME MOFyT CI'IpOBOLl,VIpOBaTb pa3I1VI‘-IHbIe (])aKTOpr, HaI'IpVIMep, paBBVITVIe
AO6pOKa‘-IeCTBEHHOl‘/'I rMnepnna3vw| I'IapaLI.l,l/ITOBVIAHbIX xKenes, 06I1y‘-leHVIe, yl'lOTpe6I1€HVIe OI'IpeAeneHHbIX neKapCTBeHHbIX I'Ipel'lapaTOB, CHUXXeHue
yPOBHH Ka/buunAa B OpraHVIBMe, natosiorumsa co CTOPOHbI no4yek, a TaKxe HapymeHMe ¢yHKLI,VIVI I'IapaLIJ,VITOBVIAHbIX xenesu ,qpyrwe. CNOXHOCTb Ana-
FTHOCTUKU AaHHOi/'I nartosiormn o6ycnoaneHa KaK peAKOVI BCTpeqaeMOCTbIO, Tak n OTCyTCTBVIEM naTOFHOMOHMHHOVI cuMnToMatukn. KanHuyeckme
NPOAB/EHNA rMMNEpPKabLeMUN MHOTO06pasHbl 1 NPOABAAITCA NAaTONOTUEN KeNyJ04HO-KULIEYHOrO TPaKTa, HEPBHON CUCTEMBI, @ TaKKe pasBUTU-
eM MoYeKaMeHHOWN 60/1e3HN 1 OCTEONOPO30M. BaXKHOCTb CBOEBPEMEHHOIO AMArHOCTMPOBAHMSA rUMNepKasibLueMun o6ycioBeHa He TO/IbKO Heob-
XO0ANMOCTbHO yllyl-ILIJVITb Ka4yeCTBO XU3HU NauymneHTa n npep,OTBpaTVITb passmme OCnO)KHeHMPI, HO N BO3MOXXHOCTbIO paHHero BblABNEHUA Hamﬁonee
rPO3HON MPUYKHBI rMMepriapaTUpeo3a — paka NapawuToBUAHbIX Xeses. B ctaTbe obcyxaaeTca uctopus 6onesHn naymeHTa 46 net, otTpaxarolas
no34HKK ,qIAarHOCTIAKy FMI‘lepKanbUMeMI/IM n passmme paKa I'IapauJ,IATOBMp,HOI7I enesbl, HeCMOTpFI Ha ANnNTeNbHO cqu,eCTBylomwe KIMHN4YeCcKue
I'IpOFlBHEHVIFI rl/ll'lepKanbLlMEMl/IVI n CTOVIKMe OTK/IOHeHUA na60paToprlx nor(asaTeneﬁ C NoBbIWEeHNEM ypOBHFI UJ,enquoﬁ ¢oc¢aTa3|>|; CBO60AHOF0
n VIOHI/I3I/IPOBaHHOr0 Kanbuua. C,qenaH AKUEeHT Ha I'IpOFIBHEHVIFIX rMI‘IepKanbL\I/IeMVIM, KOTOpre AO/KHbI 661K HaCTOpO)KVITb Bpa'—lel‘/ll n Hal'lpaBMTb
AMaFHOCTMHeCKMﬁ NMOUCK B npaBManoe pyCﬂO. HOAHepKMBaETCﬂ BaXXHOCTb TWaATe/IbHOro c6opa aHaMHe3a n I/IHTepI'IpeTaLU/IVI KaXa0ro KanmHuye-
CKOro I'IPOHBHEHVIH.

Knro4deBbie cn0Ba: zunepkanbyuemus 310kavecmseHHbIX HOBOO6pa30BaHull, NapamupeoudHbIli 20pMOH, NapauyUMOBUOHbIE Ke/e3bl, Kanbyull
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Abstract

Hypercalcemiaisadisorderof mineralmetabolismthat typically arises due toincreased parathyroid gland function, leading to hyperparathyroidism.
This condition can be triggered by various factors, such as the development of benign parathyroid hyperplasia, radiation exposure, the use of
certain medications, decreased calcium levels in the body, renal pathology, impaired parathyroid gland function, and others. The complexity
of diagnosing this condition is attributed to its rare occurrence and the absence of pathognomonic symptoms. The clinical manifestations of
hypercalcemia are diverse and include gastrointestinal and nervous system disorders, as well as the development of urolithiasis and osteoporosis.
The importance of timely diagnosis of hypercalcemia lies not only in the need to improve the patient’s quality of life and prevent complications
but also in the early detection of the most severe cause of hyperparathyroidism—parathyroid cancer. This article discusses the case history of
a 46-year-old patient, illustrating the delayed diagnosis of hypercalcemia and the development of parathyroid cancer despite long-standing
clinical manifestations of hypercalcemia and persistent laboratory abnormalities, including elevated levels of alkaline phosphatase, free and
ionized calcium. The clinical case analysis emphasizes the manifestations of hypercalcemia that should have alerted clinicians and guided the
diagnostic process in the right direction. The importance of thorough history-taking and the interpretation of each clinical manifestation is
underscored.

Key words: hypercalcemia of malignant neoplasms, parathyroid hormone, parathyroid glands, calcium
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IL — Interleukin — Vutepnerikun, PTHrP — parathyroid hormone-related protein — maparropmonomnono6Hsiit 6e1ox, 'K3H — rumnepkabijemust 3710-
KadecTBEHHBIX HOBOOOpaszosaumit, 3HO — 3/10kadecTBeHHOE HOBOOOpasosaHue, IITI — maparupeonusiit ropmoH, ITIIJK — mapamurosnuaHas xenesa,
Y3W — ynbTpasBykoBas guarnoctuka, [I® — menounas pocdarasa

Beepenue

Pax mapamnroBugHoii sxenesst (ITIDK) npencrasnser
co60il pefikoe CHOpajjuyeckoe WM Hac/leNCTBEHHOe 9H-
TOKPMHHOE 3/I0KauyeCTBeHHOe HOBooOpasoBame (3HO),
Ha [IO/MI0 KOTOPOTO HMPUXOAUTCS <1 % cayyaeB MmepBUYHO-
ro IUIeprapaTupeosa, XapaKkTepysylolieecs: HapylleHueM
obmeHa Kampiysa u docdopa ¢ HOpaKeHNeM APYIUX CHU-
cTeM OpraHos [1, 2].

IunepxanpuyeMusa BCTpedaeTcss NpuMepHo v 1% Hace-
TIeHNs Mupa, cpegyu Kotoporo y 90 % i oHa CBA3aHa CO
3HO [3, 4].

[MnepkanbieMnsi 370Ka4eCTBEHHBIX HOBOOOpa3oBa-
it (I'K3H) — cocTosime, KOTOpoe XapaKTepusyeTcs: BbI-
COKOJI CMEPTHOCTBIO 1 SIB/ISIETCs1 Hanboriee YacThiM MeTabo-
JIMYECKIM OCTIOYKHEHMEM OHKOJIOTMYECKOIT TTATOMOTn [5].

I[Tpu onyxonsx rumepKanblyeMus B OONbIINHCTBE CITy-
JaeB MOXKET OBITh BbI3BaHA ITOBBIIIEHHON pe30pO1imeit Ko-
CTM C BBICBOOOXK/IEHMEM KaJIbLIMs C TIOCTIEAYIOLIelt Harpys-
KOJT TUIIepKabI[eMueit Ha TI04K [6].

[nnepkanbLyeMysi ONpeReNseTcss Ipy KOHIEHTPALN
KajibLys BbIme 10,5 MI/MT 11 ABJIAETCS OTHOCUTENIBHO pac-
IIPOCTPaHEHHOIT IP0o6/IeEMOIt, KOTOpast BCerzja 0ToOpaxkaer
Ha/IM4yye OCHOBHOIO 3a0oneBanus [3, 6].

MexannsmoL pazenmmns
runepKarvymnemmun

Pa3nuyaloT 4eTblpe OCHOBHBIX MeXaHM3Ma TUIlepKaslb-
LVIEMWI:

1. M36bITOYHBIN CHMHTE3 BHenoyeuHoro 1,25[OH]2D.

2. Tymopanbnas I'K3H.

3. JlokanbHass OCTEONUTHMYECKAsA TUIIEPKa/JIbLeMUs

C ceKpeLyeil PYIUX IyMOpPaIbHbIX (aKTOPOB, CBA-
3aHHBIX C IOBBIIIEHNEM YPOBH: Ka/IbIIVISI KPOBIL.

4. Oxrommueckas npogykuys ITTT.

[lepBUYHBIT TMIIEpIIAPATHPEO3.

B 80% cmyyaeB mepBUMYHBIN TUIIEPIAPAaTHPEO3 BO3-
HUKaeT Ha ¢oHe [OOPOKAYECTBEHHON TIUIIEPIUIA3Uy
(ameHoma) OfHON MapalUTOBU/HON Kenessl, a B 20% —
IBYX-TpeX Ke/le3, PefKO — BCeX YeTbIpeX, YTO IPUBOINUT
K 136brTouHOI cekperyy ITITT. laHHOe cOCTOsIHNE B MeHee
1% crmyvaax passusaetcs npu paxe ITIDK, xak y My>x4uH,
TaK ¥ Y )KeHIIVH.

BropuyHBIiT TUIIepIIapaTUpeos.

CocTosAHMe, IpU KOTOPOM TaKIe ITATOJIOTUM, KaK ITUIO-
Ka/bLyieMIys WIN XpOHMYIecKoe 3aboneBaHme MoYek, Ipo-
BOLMPYIOT NOBBIeHHYI0 cekpenyio IITT mapamurosup-
HBIMU >KeTle3aMI.
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TpeTn4HbI TMIIEPIIApATHPEOS.

QOYyHKIMOHMPOBAaHME TNAPAMMTOBUIHBIX JKeJles, IpHu-
obperarolee aBTOHOMHBIN Xapakrep nponykuvm IITT, He
3aBUCAIINIA OT SK30T€HHOM CTUMYIALUNI, Ha3bIBAETCA TPe-
TUYHBIM TUIIEPIIAPATHPEO30M.

Kannnuecxkne nposaeaeHn

Cumnromsr T'K3H mosisitorcss mpu ypoBHe oOime-
rO Karmblius Bbille 3,0 MMOMB/T ¥ ABJIAIOTCA Hecreudu-
YeCKVMU, OfIHaKO, X IPOSIB/ICH)E HAIPAMYIO 3aBUCUT OT
TSKECTV COCTOSIHMA, YPOBHSA Ka/lbLMA M HaIMYUA WIN OT-
CYTCTBMA KOCTHBIX METacTasos [5].

B saBucumocTy OT copiep)KaHuA Ka/lbLMsA TUIIE€PKaib-
[MEeMII0 KIaccuUUMpPYOT Ha:

— JIETKYI0 — KOHIIEHTpallus Kajiblusa B CHIBOPOTKE
kpoBu <10,5-12 mr/m [3 MMonb/n];

— ymepennyio — Ca 12,1-14 mr/an [3-3,5 mMons/n];

— 1soxenyio — Ca>14 mr/pn [>3,5 mmons/n] [4, 5, 7].

Knnundeckue npossieHns TUIEPKaIbIIEMUN CO CTO-
POHBI CEPAEYHO-COCYAMCTON CUCTEMbI 3aBMCAT HE TONBKO
OT YPOBHA KanbLuA B KPOBU, HO M OT HAaIW4Ms COMYT-
crByrowen naronoruu. 1Ipyu ysenmnuenun Kanpuusa B Kpo-
BU 10 3,2-3,4 MMOJIb//T BOSMOXKHO CHIDKEHE aBTOMaTU3Ma
7 YKOpOYEHME ITTUTENbHOCTY CUCTOJIBI XKEMY/JOUKOB.

IIpn ypoBHe Kampuysi Bblmie 3,3 MMOIB/1 HabmoO-
maeTca ykopodeHme wmHTepBana QT, mpm ypoBHe 3,3-
4,0 MMO/NB/T — aTPUOBEHTPMKY/IsApHas OI0Kafa, IIpu
ypoBHe Bblie 4,0 MMOJIb//T BO3pAcTaeT PUCK BHE3AIHOI
OCTaHOBKI Ccepyilja. Y IMalieHTOB BO3MOXKHO pasBuUTHUe Pu-
OpW/UIALIIN KETYJOYKOB, OpafuapuTMUL 1 apTepranbHOI
TUTIePTEeH3NN.

IIcuxoneBponormvyeckre HapylleHUsA IPOABIAIOTCA
YCTa/IOCTBIO, BANOCTDIO, amlaTueif, TumopedeKkcueit, Mbl-
IIeYHOJ! CTTabOCTBIO C pa3BUTIEM IIape30B U Mapannya, ro-
JIOBHOII 60JIBI0, CYOPOTaMy, HAPYIIEHUSMU BOCIPUSITIUS
U TIOBEeHN A, IPM3HAKaMI ITOJKOPKOBOTO OTEKA, COIOPOM
n komoli. Ilo Mepe mporpeccupoBaHusA HEBPOTOTMYECKIX
paccTpoiicts Ha (oHe MOMMYpUM ¥ TOMUAUIICUU PasBU-
BaeTCA Aerujparanysd, o4yedyHas HeLOCTaTOYHOCTb, Npo-
rpeccupoBaHNe MOYEKaMEHHOI 60/1esHn ¢ HeppOKaIbLu-
HO30M I He(DPPOTUTHA3OM.

Taxue pucrencnyeckue ABIEHNA, KaK TOIIHOTA, PBOTA,
3a110p, MOTYT IIPUBECTY K Pa3BUTHUIO AaHOPEKCUY, I3BEHHON
6omesHy WM KMIeyHoit Herrpoxopumoctu. K Hecrerudu-
YeCKVIM IIPOABJIEHMAM TaKXKe OTHOCAT KOXKHBII 37 1 60/1b
B KOCTAX [2, 6].

Aunarnocmuka
Bo Bpems IepBMYHOTO OOCIENOBAHNUS OIPENENSIOT
YPOBEHb CBIBOPOTOYHOTO Kamblmsi — Cymma ¢usno-

JIOTMYECKM HEaKTUBHOIO, CBA3aHHOIO C IIEPEHOCYMKOM,
U aKTMBHOTO, VIOHM3MPOBAaHHOTO KanbumA. OpHAKO IO-
BBIIICHHBII YPOBEHb Ka/Iblius TpebyeT MOBTOPHOTO IOf-
TBEpP)KAEHMs C YTOYHEHMEeM KOHIIEHTpanyy o0Iero u uo-
HM3MPOBAHHOTO KanbuusA. B maHHOM cnydae cnemyer
YUINUTBIBATh (GAaKTOPBI, BINAOIINE Ha UHTEPIIPETALNIO pe-
3y/IbTaTOB: CBIBOPOTOYHBI Oenok anbOymus, pH xposu.
ITpy OTKIOHeHNY YPOBHs aIbOYMUHA OT HOPMBI YPOBEHb

CBIBOPOTOYHOTO Ka/IbIMsl HEOOXOAUMO CKOPPEKTHPOBATh
C TIOMOII[bI0 POPMYIIBL:

CKOppeKTMPOBAHHBII KAJIbINI =
= o6yt Kanpuuit + [0,8 X (4,0 — anpbymun)].

Hanee namepsror IITT u PTHrP, noBbimenne yposHs
KOTOPBIX He IPOUCXOAUT OfHOBPEMEHHO, 33 MCKIIIOYEHN-
eM Hamyuys 6oree OFHON IPUYMHBL B clydae BbICOKOro
ypoBHs IITT Ha ¢oHe rumepkanblyeMny BO3MOXHBI I'M-
nodochaTeMus, TUEPXTIOPEMIUs U JIETKMit MeTabomnde-
ckuit ankanos. [Ipn camxenun yposua PTHrP usmepsior
KOHLIeHTpauuio 1,25-gpurngpoxkcusurammua D. [nnepkanb-
1uemus ¢ o6Hapy>xeHHbIM HUsKuM yposseM ITTT, PTHrP
n 1,25 [OH] 2D na ¢oHe MeTacTa3NpOBaHMA B KOCTU MO-
XeT ObITh paccMOTpeHa, Kak npuynaa [K3H.

Busyanusupymomniie MeTOmbl 00CTIefoBaHMUA II€PBUY-
HOTO THIIepIIapaTupeosa He OTHOCAT K OO0sS3aTeIbHBIM,
OJIHAKO OHM ITIPENOCTABIAIT MH(OPMAINIO O JIOKajM3a-
LMY TTIOPAYKEHNA JKeJle3bl J/IA FaTbHEeNIIero OnepaTnuBHOTO
BMeIlIaTeNbCTBA. TakKe, IPUMEHAIOT IEHCUTOMETPUIO /IS
OLIEHKY MUHEPa/IbHOI IIJIOTHOCTH KOCTH.

Pak mapaniuroBuAHOM 5KEA€3bI

Bcrpedaemoctp paka IIIDK He 3aBucur OT moOna,
B OT/IIMYME OT IIEPBMYHOIO IUIlepIapaTupeosa, Ife COo-
OTHOLIEHYE II0 BCTPEYaeMOCTU 3a00/IeBaHN Y KEeHIUH
U MY>XYMH COCTaBnfAeT 3-4:1, a Tak)Xe He MMeEeT paco-
BOII IIpefpacIoNoXeHHOCTH. 3aboneBaHue feblOTHpYyeT
B BO3pacTe 0K0o 50 IeT Ha MOMEHT IOCTAHOBKM AMarHO-
3a [8-10].

Kannnyveckas Kapmnna

Pax IIIDK, B OOMbUIMHCTBE CIy4YaeB, NpencTaBieH
(YHKIVIOHMPYIOLEil OIYXOJbIO, I KOTOPOU XapaKTep-
HBI pu3Haky runepkanpuyemun. IIpy 3HO ITIDK nan-
6oree BBIPaXEHHBIMU ABJIAIOTCA CYMIITOMBI CO CTOPOHBI
KOCTHOJ ¥ TTOY€YHOI CUCTeMbl: MONMNYPus, TOMUANIICHS,
[IPOSIB/IEHNST MOYeKaMeHHO 6071e3HU (ITOYeIHbIe KOMUKI),
6071b B KOCTSIX, TATO/IOTYeCKNe TIepenomsl (8, 11].

Kpaitne penxo pak ITIJK mMoxxeT BcTpeyaTbcs B Buie
He(DYHKIMOHUPYIOIEl ONMyXonM € HOPMOKasbliMeMuel
U HaJbIMPyeMbIM 00pa3oBaHMeM Ha liee, KOTOpas 4acTo
omnpefensAeTcd Ha IMO3JHUX CTAUAX M3-3a TPYBHOCTEN
muarHocTuku. IIpyM maHHOM Tuie omyxomum Habmomaet-
Cs TEHAEHINA K MEeTAacTa3sMpPOBAHMIO C Pa3HOIl JIOKa/In-
3arueit: ueiiHble nuMdaTHYecKye y3/Ibl, KOCTH, IeYeHb
n nerkue [8].

Anarnocmuxa

BenencrBre o6e3sBoxmBaHuA M HedpoauTuasa u/mmm
HepoKanpIHO3a Ha (OHE TUIEPKANbIMEMUN 1 HOBBI-
meHHoro ypoBHsA IITI' B CbIBOpOTKe KPOBU CHIDKAETCH
CKOPOCTD KJIYOOUKOBOJT (PYIbTPALIVINL.

B am6ymatopHoOil ImpakTuKe NMpoBeleHMe Oroxmmmde-
CKOTO aHa/m3a KPOBY HEOOXOAVMO J/IsI BBISIB/IEHVS IIOBBI-
IIEHHOTO YPOBH:A 1ien0o4Hol (ocdaraspl, 4TO MOXKET yKa-
3bIBaTh Ha TSDKECTb MOPAKEHUs CKeleTa, U OIpefie/eHNs
XOPUMOHMYECKOrO TOHA/[OTPOINHA Ye/I0BeKa, B YaCTHOCTI
€ro TUIePIIMKO3UINPOBAHHOI 130¢opmsl [9, 11].
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B nepsy1o ouepenp, oA auarsocTuky paxa ITIIDK mpo-
BOIAT y/IbTpas3BykoBoe ucciaeposanue (Y3U), npu xoro-
poM oOHapyXuBalT 00pa3oBaHNUA OOBIINX pasMepoOB
(>3,0 cM), TEHIEHIMI0 K HETOMOTE€HHOCTI CO CHIDKEHHOI
9XOTeHHOCTDIO, IPM3HAKY ieTeHepanuy (KMCTO3HBIE I0JI0-
CTHU, KajabLM(UKAThI, HEPOBHBIE Kpas). [l MCKII09eHns
HopakeHNs1 MMM(ATHUECKNX Y3/I0B TaKXe MoKasaHo Y31,
IpY HeOOXOAMMOCTU — C IOCTIERYIOLIell 61Ol

JInsa yToYHeHNA NTOKaIU3auM IOPasKeHUA BBIIIONTHAOT
KOMIIBIOTEPHYIO TOMOIpaduio ¢ KOHTPACTOM.

MarHuTHO-pe30HaHCHas TOMOrpadus IMO3BOIAET OlLje-
HUTDb COCTOSHME MATKUX TKAHEI IIeV C I[e/IbI0 BbIABICHNUA
BO3MO>XHOTO Pa3BUTHA SKTONMMYECKIX XKeTle3 U yCTaHOBIe-
HUA CBA3Y C OKPY>KAIOLIVIMI CTPYKTYPaMIL.

1A KIeTOK 370Ka4eCTBEHHO OIyXO/IM XapaKTepeH
HOBBIIICHHBII MeTab0/MM3M ITTIOKO3bI M3-3a Hanu4us 60/b-
IIOrO KOJIM4IecTBa OenKoB-1IepeHocunkos. [loatomy, B Ka-
YeCTBe BBICOKOMH(OPMATUBHOTO METOAA JMCCIEHOBaHMS,
VICIIO/IB3YIOT ~ TIO3UTPOHHO-9MVCCHOHHYIO  TOMOTpaduio
¢ QTOpPHE30KCUITIOKO30I1, YTO JJaeT BO3MOXXHOCTb JIETKO
OLIEHUTDb TepBUYHbIE OITYXOIH, OFHAKO MUKpOMeTaCTaTH-
YecKie IOpakeHNs pa3MepoM <6 MM MOTYT OBbITb yIylie-
Hbl. ArpeccuBHOCTDb omyxonu ITIIDK cBA3aHa ¢ mokasare-
J7IeM CTaH/[ap TU3MPOBAHHBIX 3HAYEeH NI TTorToleHus [8, 11].

I ompeneneHusA NepBIYHON JIOKa/IM3alMU HOBOOO-
pasoBaHMsI M OOHAPY>KEHMS METACTaTNIECKIX IIOPKEHMIT
npoBogsaT cumHTurpaduio ¢ rexueuyem [99mTc] Opna-
Ko cuyHTUrpadus ManorHGOpPMaTNBHA I [IPOBELEHNIS
mnddepeHIMaNbHON AMATHOCTUKM [OOPOKaueCTBEHHBIX
U 3/I0Ka4eCTBEHHBIX HOBOOOpasoBaumii [11, 12].

K mpusnakam 3HO IIDJK ¢ arunmuYHBIMU IIUTONIOTU-
YeCKMMU ¥ apXUTEKTYPHBIMU OCOOEHHOCTAMM OTHOCAT
K/IETOYHbIE THE3Jla B COEVIHUTENbHOTKAHHOM MEPEropof-
Ke, BBIPQXEHHBIT (HuOPO3 TKAHM, OMyXOJeBble KIIETKI,
OoOHapy>KeHHbIe B OIYXOJICBOII KaIlCy/le MU HOJO3peHNe
Ha MHBA3MI0, 2 TAKXKe IIMTONIOTNIECKYIO aTUIINIO, TPOsIBIA-
IOLIYIOCS MUTOTUYECKON aKTUBHOCTbI0>5/10 MM? MM MH-
nexcom nponudepannn Ki-67 >5% [8, 9, 11, 12].

[TarmenTam ¢ BepudunuposanubiM pakom OIDK pe-
KOMEHJYyeTCs IpOBefleHNe MOJIEKYIAPHO-TeHeTUIECKOTO
aHa/mM3a C LeNbI0 VICK/IIOYEHN T€PMMHAIbHBIX MYTaLVii
B rene CDC73, a Tak’ke UMMYHOTMCTOXMMUYECKUX MCCTIe-
moBanmit [13].

HecMmoTps Ha Hammume AOCTATOYHOTO JVATHOCTUYE-
ckoro apceHana ana guarHoctuku 3HO TIHDK cnenmy-
€T OTMETUTD, YTO B NEPBMYHOM 3BE€HE BpayaM JlaJieKO He
BCerfla yHAeTcs IMPOSABUTL JO/DKHYI OHKOHACTOPOXKEH-
HOCTbD, B CU/Ty TAKVUX (aKTOPOB KaK 3arpy’>KeHHOCTD CIIeLIU-
aJINCTOB, KaJPOBBIiL ieUIUT U OrpaHIYeHNe BpeMeHM Ha
IpyeM.

ITpencraBneHHbIN HUKe KIMHWYECKUI CITydaii malyieH-
Ta, 46 1T, Ha6IILAOIEerocs y Bpava-TepanesTa ¢ 2014 r,,
HAIJIA/IHO JeMOHCTPUPYeT BaXKHOCTD yueTa M BJyMUYMBOTO
aHa/IM3a BCeX K/IMHNYECKNX 1 TaOOPaTOPHBIX MPOSIBICHNI
KOHKPETHOTO 3a60/1eBaHNs, YTO 0COOEHHO BaXKHO /IS fM1a-
THOCTMKM 3a00JIeBaHUIT, PeKO BCTPEUYAIOLINXCA B 0ObIU-
HOII paboTe Bpava 06Ielt IPaKTUKIL.

B suBape 2017 r. manmeHT oOpaTMICA K Y4YacTKO-
BOMY Bpauy-TepaleBTy, ¢ >XajmobamMu Ha 60nb B aIura-
CTpuM, B3[[yTHE KMBOTA, U3XKOTY, TEMHBIIl CTY/l B TeUeHME

2 MecsineB Ha (OHe IpreMa BUCMYTa TPUKA/INS AULNUTPA-
ta. [Tposenena SI'JIC, BbIAB/IEeH MOBEPXHOCTHBIN IaCTPUT,
YMEpeHHO BBIpaXeHHBII Oyap6ur. Co C/I0B MalMeHTa,
paHee [MATHOCTUPOBaHA sI3BeHHast 6O/ME3Hb [IBEHANLIATI-
HEepPCTHOM KMIIKY, OffHAKO JIOKYMEHTAJIbHOTO IOATBEpPXK-
meHusi pmarHosda Het. Ilpm ¢ubpoxononockormmn (PKC)
HOATBEPXK/IEHA AMCKMHE3Vs 10 TMIePTOHNYECKOMY THUITY,
OpraHMYecKoli MaTomornm He BoisiBieHo. Y3V remarobumm-
ApHOJI CYCTEMBI: TellaTOMerajis, IPU3HaKM >KMPOBOTO re-
narosa. B aHanmsax KpoBM OTMEYanoCch yMepeHHOE ITOBbI-
mrenvie Tpancammuas (AJIT 79 En/n, ACT 81 En/n (B HOpMe
1o 40 En/n)), runepxonecreprHemust (061mii XoeCTeprnH
7,1 MMonb/n, B HOpMe 3,4-6 MMoib/n), moBbienne COD
(77 mm/4ac, B Hopme — 1-30 Mm/4ac). ITanyeHT KOHCYIIb-
TUPOBAH raCTPOIHTEPOIOroM. [Inarnos: XxpoHn4ecKuii 1o-
BEPXHOCTHBIII TaCTPUT, XPOHUYECKIUII JYOLIeHUT, 060CcTpe-
HIle, CTEATOTENATUT, CHHAPOM Pa3ApaXeHHOI KUK 6e3
auapen. PekoMeH/[0BaHO COOIOfeHe OMeTbl, IpyeM JH-
rMOUTOPOB MPOTOHHOIT TOMITBI, PepMEHTHBIX IPENapaToB
U IPOOMOTUKOB.

ITpu c6ope aHaMHe3a TacTPOIHTEPONIOr OTMETHT pa-
Hee IMarHOCTMPOBAHHYIO MOYeKaMEHHYIO 00/Ie3Hb, YTO He
OBII0 YKa3aHO B OCMOTpE TepaIeBTa.

B 2018 r. manyeHT TpYOKABI (SIHBAPD, allperb, Maii) Obl1
TOCIIUTAIM3MPOBAH B CBA3Y C PeLUUBYPYIOMIMI II0YeY-
HBIMU KOTMKaM.

B ucropun 60nesuu npusefeHs janubie Y3V modek ot
Mast 2021 — maToMorny He BBISIBICHO.

B mexabpe 2018 r. Ha peHTreHOrpaMMe ObLT IOATBEPIK-
JleH IIepe/ioM, HOyYeHHBbIT B ObITy (BO BpeMsi 60pbOBI Ha
Hasbliax), ¢ MOCIeRyoLeil MMoOuIn3anuert 5o 3-X He-
Tenb.

30 mas 2019 . manmeHT 0OpaTMIICA K Y4aCTKOBOMY Te-
pameBTy ¢ ano6amMiy Ha TPEMOP JIEBOIT HOTH, CKOBAHHOCTD
U VXy[lIeHUe 3peHMsA ¢ TeHJeHIVeNl K IIpOorpeccupoBa-
HUIO B TeYeHue NoMyrofa. bbira Ha3HaueHa KOHCY/IbTaIVA
HeBpOJIOoTa.

6 moHA 2019 I. manueHT KOHCYJIBTMPOBAH HEBPOJIO-
roM. IIpu c6ope aHamMHe3a ObIIO YTOYHEHO, 4TO € 20-71€T-
Hero BO3pacTa TPeMOp BO3HMKAJ MPY BOMHEHUNU, OFHAKO
B TeYeHNe MOC/IEHNX JIeT OH yCHmwIcA. TakKe IOABUIICH
M CTalu MPOrpeccupoBaTh C1aboCTh, CHIDKEHME MaMATIH.
[Tocre ocMoTpa ObUT BBICTABJIEH IPEABAPUTENbHBIN Ma-
THO3 «DKCTpanypaMUIHOe U IBUraTeIbHOE PacCTPOIICTBO
HeyTOYHeHHOe. JnucuHapoM». HasHaueH Kypc nedeHms
TOIIAHTEHOBOI KUCIOTOM Y 3TUIMETUITUAPOKCUIIUPULIN-
Ha CYKLMHATOM IIPOJO/DKUTENbHOCTBIO 2 MecAna. Ilanm-
eHT HampasyeH B LIeHTp akcTpanmpaMuiHbIx 3a60IeBaHMIT
I'Kb nm. C.I1. BoTkmHa, OGHAKO KOHCY/IbTALUA IIPOBEJieHa
He ObUIa 110 IMYHBIM 00CTOSATEILCTBAM MAL[EHTA.

IIpy HOBTOpPHOJ KOHCY/IbTALVM IAllMieHTa TepaIeB-
TOM IO pe3y/nbraTaM 00cC/efoBaHMs OBUIN BBISB/IEHBI OT-
KJIOHeHMsI B 6MoXMMudeckoM aHamuse Kposu (Ca o6t
U IOHU3NPOBaHHBIN — 3,2/1,43 MMONb/N (B HOpME 2,2 —
2,65/0,9 — 1,38 mmonb/m); pocdop — 0,72 MMoIb/11 (B HOP-
me 0,87 — 1,45 mmonb/n), mwenouHas ¢ocdarasa (D) —
405 En/n (8 HopMe 30 — 120 En/n), rmroko3a — 8 MMosb/i).
[TauyeHT Hanpas/ieH Ha KOHCY/IBTALIMIO 9HJOKPMHOJIOTA.

Ha mnpueme sHpokpmHONOra 6 CeHTOps MalMEeHT
HPEebAB/IAT JKa/OoObl HAa YYBCTBO KOMa B TOpJIe, YacTOe
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MOYENCITyCKaHMe, >OKeHnme B Horax. IIpemBapurenbHO
yCTaHOBJIEH AuarHo3 «HapyleHne TonepaHTHOCT K IUIIO-
KO3€», O[HAKO IPMU IOC/EeRYIOeM KOHTPOJIe IOBBIIIeHN
YPOBHsI ITIOKO3BI BBIsIB/IEHO He 66110, HbAlc 65171 B Ipepe-
nax HopMbl (5,3 %). [InarHo3 «HapylieHne TomepaHTHOCTH
K IJIIOKO3e» He ObUI IOATBEPIXK/EH, JOIOIHNUTEIbHBIE 06-
CTIeOBAaHMA He TIPOBOIVIINC.

Taxoke B ceHTAOpe ObUI IOBTOPHO KOHCY/IBTMPOBAH He-
BPOJIOrOM, IIpOBeeHo obcnenosanue. Ha anexTpoanieda-
7orpaMMe OOHApY>KeHBI M3MEHEHUs OMO3IeKTPUYecKoil
AKTUBHOCTY TOJIOBHOTO MO3Ta VIPPUTATUBHOTO XapaKTepa.
JlaHO MOBTOpHOE HampaB/ieHMe B LIeHTp aKCTpanupamMup-
Hbix 3ab6onesanuit KB nm. C.II. BorknHa.

B pajpHeifieM manueHT CaMOCTOSsITE/IbHO HAOMIOacs
y HeBpOJIOTa MeIMIIHCKOTO LIEHTPA, CO CJIOB AMATHOCTH-
poBaHa 6ome3Hb [lapKuHCOHA, OFHAKO HOKYMEHTA/IbHBIX
HOATBEP>KAEHMIT IPEACTABIEHO He ObUIO.

B 2020 r. nanueHT B MONMKIMHUKY He 00palaics.

O6paTnica k Bpady obmiert npaktuky 29.04.2021 ¢ xa-
7106aMM Ha TOJIOBOKPY KEHIe, 4aCTYI0 FOTI0BHYI0 6071b. [Tpn
006CIeoBaHNM BBIABIEHO CTOJKOE MOBbILNIEHNE apTepu-
a/IbHOTO IaBJIEHN:A, AMATHOCTMPOBAHA TMIIEPTOHMYECKAs
6071e3Hb, HA3HAYEHA AHTUTMIIEPTEH3UBHAS TEPAINsA B BIUJE
amyopunuHa 5 MI. [TanueHT OBUI B3AT Ha JUHAMIYECKOe
HabIIoneHe.

B 6MoxmMmyeckux aHanusax KpoBU B JUHAMUKE OT-
Mevajoch croiikoe nosbimeHue IO, ymepennoe (6e3
OTPMLATEIBHOI [VMHAMVKY) HOBBIIIEHNE YPOBHA TpaHC-
aMMHa3, He3HAYUTeIbHOE TIOBbIIEHNEe YPOBHSA IraMMariy-
TaMIITpaHceppassl, MOCTENEHHOe HapacTaHUe YPOBHS
KpeaTMHIHA.

B aBrycre 2023 r. manueHT 06paTmicsa K Bpady obuiei
IPAKTUKI C >Kajob6amu Ha 6ONb B Iee, B HOTAX, FO/EHSX,
B MBIIIIAX, YCMIMBAIOMIYIOCA IIOCTe HArpysKu, OHeMe-
HUE B PYKaX, c/1ab0CTh, YTPEHHIOI CKOBAHHOCTD, TPEMOP
pyk. Ilpum mnpoBemeHuu mabOPATOPHOrO MCCIETOBAHNUS
BBIABJIEHO CHIDKEHUe ypOBHA BuTamuHa D (6,44 Hr/m,
B HOopMe 30 — 70 ur/mn) m HeopraHudeckoro ¢ocdo-
pa (0,81 mmonb/n, B Hopme 0,87 — 1,45 MMonb/1), HO-
BbILIEHJe KpeaTwHyHa (127 MKMOnb/1, B HOpMe 61 —
120 MKMOJIB/MI, CKOPOCTh KIYOOYKOBOI (UIbTpan
57mn/mMun/1,73m?), Ca nonusuposanHoro (1,49 mmons/n),
Ca obuiero (3,24 mmons/n) n ITTT (58,21 mmonb/1, B HOp-
Mme 1,48 — 7,63 Mmornb/n). C mogo3peHneM Ha TuIeprapa-
Tupeos nanueHt Hanpasaed Ha Y3U DK u ITHIDK ¢ no-
Crenyomeil KOHCYIbTanuell sHpoKpuHonora. Ha Y3U
K u ITIDK 66111 06Hapy>KeHbl 04aroBble M3MEHEHNS,
IIPaKTUYECKNM BCS JieBas O IpefCcTaB/leHa IMII09XO-
TEHHBIM Yy370M pasmepamy 52x30 MM, HEOJHOPOJHOI
CTPYKTYPBI, C KUIKOCTHBIM KOMIIOHEHTOM 14 MM, C BBI-
PpaXeHHBIM KPOBOTOKOM CMEIIIAHHOTO THIIA, PETMIOHAPHbIE
nuMQaTIIecKye y3/Ibl He M3MEHEHbL. 3aKTI0deH e: TpaBast
ponst TI-RADS: 1, nesas monsa TI-RADS: 4 (ysen 6onee
1 cm). Ha ocHOBaHMY IIO/TyYeHHBIX JAHHBIX 9H/[OKPYHOJIOT
BBICTABM/I AMarHo3 «lunepnaparupeo3 HEYTOYHEHHBII.
MHoroysnoBoit 306, 2 creneHu». C IpegBapuTeNIbHBIM
nuarHosoM «HoBooGpasoBaHMe HEONpPeeIeHHOrO WIN
HEeM3BECTHOTO XapaKTepa IIMTOBUHON >Kene3bl. Iluro-
JIOTMYeCKasl KapTHHaA IOf03puUTenbHa B oTHomeHun 3HO
HaIJeHTa HAaIPaBIIN Ha KOHCY/IBTALMIO K OHKOJIOTY.

Ina  ompepeneHus MUHEPaJbHON IUIOTHOCTU KO-
CTM  BBINOIHEHa  PEHTTEHOBCKas  JeHCUTOMEeTpPU:
T-xpurtepuit = -2,7 CTaHAAPTHBIX OTKIOHEHNUII Ha YPOB-
He L1-L4 1mO3BOHKOB, YTO COOTBETCTBYET OCTEOINOPO3Y,
T-xpurepuit = -1,7 cTaHpapTHBIX OTKJIOHEHMIl CIIpaBa
VI CJIeBa Ha YPOBHe llleeK OepeHHBIX KOCTel — OCTeOIeHNIL.

Cremyer oT™MeTHTh, YTO Macca Tema (92 Kr) M pocT
(178 cm) He MeHsUIMCH 3a BCe BpeMs HabmopeHus. Takxke
He GbIIO OTMEYEeHO HaPYLICHNS TOXOMKIL.

B centsi6pe 2023 r. manyeHTy aMOyIaTOPHO BBIIOIHE-
Ha TOHKOMTOJIbHas1 acmuparonHas 6uoncus (TAB), mo
pesyibrataM KOTOpOIt oOHapyskeHa saepHas aTumms (Ka-
teropus III. The Bethesda System for Reporting Thyroid
Cytopatology). B oxTsa6pe mocne nposefeHnsA IIOBTOPHOI
TAD ysna nmeBoit oMM IIMTOBUTHON >Ke/le3bl OHKOTOTOM
6bu1 BbIcTaBleH pamarHo3 «HoBooOpa3oBaHume HeoImpe-
LEJIeHHOTO JIM HEM3BECTHOTO XapaKTepa IMUTOBUIHON
Ke/e3bl», BBUAY 4ero Oblla BBIITOTHEHA BUIE0ACCUCTIPO-
BaHHasA MMHMMAJIbHO VIHBAa3MBHAs TUPEOUISKTOMMUA, Hep-
BocOeperarolast 1eitHast mmMpaneHskromust (yposeHs VI)
C OCHOBHBIM fmaruosom «3HO muroBumHoOI sxenesnl. [1a-
MVUDISIPHBIN PaK IUTOBUIHON JKe/e3bl CT. 3a, 1 crapms.
Crapnsa omyxoneBoro mporjecca — 1, KIMHUYecKas IPyT-
na: ITa». Iucronornyeckoe uccnegoBaHme ONepaLiOHHOTO
Marepuasa MNOoATBEPANIIO HajI4le 04ara 3/10Ka4eCTBeHHOI
CBET/IOKJIETOYHOI OMyXo/i ¢ (HOKabHON COMHUTENBHOMN
COCYZIMCTOMN MHBA3Mell ¥ MHBA3MEN B CTPYKTYPbl OTTECHEH-
HbIx nonek [TIK.

[Tocne monmy4yeHns pe3ynbTaTOB TUCTONIOTMYECKOTO JIC-
ClIefoBaHyA 00eMX JoJIeil yIaJeHHON IIUTOBUIHON JKese-
3pl (JleBast mons pasmepamu 5.3x4x3 cm. Ha paspese To-
Ta7bHO 3aMellleHa IJIOTHO3/IACTUYHBIM CEPOBAThIM Y37IOM,
C KI/CTO3HOI MOJIOCTBIO JuaMeTpoM 1.5 cM) MMAIIEHTY BbI-
CTaBJIeH OCHOBHOI! I1arHo3 « CBeTIOK/IeTOYHbIN paK 1eBoil
MapaluTOBU/HON >Keme3bl. COCTOAHME MOCTIe XUPYypruye-
ckoro sedeHusa or 10.10.2023». B mocneonepanyioHHOM
Iep1ofie OTMEeYasnoch 3HAYUTEIbHOE Yy4IleHue OO0Iero
COCTOSIHMA — YMEHBIINIACh C1ab0CTh, TPEeMOp, IepecTain
6eCrOKONTD MapacTesuy U FUCIENITUYECKIe TPOSBIEHNSL.
B 6uoxmmuyueckoM aHamu3e KpPOBU BCKOpeE IIOCTIe OIepa-
LMV HOPMaJIM30BascA ypOBeHb Kanbuysa. Hopmokanbiye-
MUl COXpaHAETCA Ha MPOTsKEeHUM TOfia TIocIe oIepaTyB-
HOT'O BMEIIaTe/IbCTBA.

Orambl aHAMHe3a MalVieHTa OT MOSABJIEHUS IePBBIX
CUMIITOMOB IO TIOCTAaHOBKM JIaTHO3a U IIPOBEEeHNUs Olle-
PaTUBHOTO JIeYeHNs IPEICTAaBIEeHbl Ha PUCYHKe 1.

B HacTosIjee BpeMsl MalyeHT HaOMIOLAaeTCsl OHKOMIO-
TOM U 3HIOKPMHO/IOrOM. JIMarHo3: MocieonepalyioHHbli
TUIIOTUPEO3, TUIIONIAPATUPEO3. YUNUTBIBAsA OTCYTCTBME Me-
TaCTaTUYECKOTO PACIpOCTPAaHEHNA OIYXOJN U IIOJTHOE ee
ollepaTUBHOE yZia/leHUe BBICOKOBEPOATEH O1arOnpyAaTHBII
K/IMHIYECKMIT MCXOT Y IAHHOTO NallMe€HTa, XOTs HeCBOEB-
peMeHHOe BBbIABJIEHNE TMUIIepPKalbLIeMUN MOIJIO IpUBe-
CTV K YaCTUYHO HEOOPATUMOI [TATOTIOTHH, TIPEXK]IE BCETO,
HEBPOJIOTUYECKOI, YTO CYI[ECTBEHHO CHIDKAET KauecTBO
Kn3HM. IlalMeHT MOIeXXUT MOXKM3HEHHOMY AMCIaHCep-
HOMY HaO/IIONEHNI0 C Pery/IPHBIM MEFUIMHCKIM 06Cre-
TOBaHMEM I TpefyNpeXieHNsA pasBUTHUA OCTOKHEHUIA,
BBISIBJIEHVSI PELUIMBOB 1 MPOrpeccupoBanms 3aboseBa-
HIA, @ TAKXKe CBOEBPEMEHHOI KOPPEKIINN JIeYeHN .
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06.06.2019
OcmoTp Hesposora
¥Kano6bl Ha NporpeccUpoBsaHme TPeMopa, KOTOPbIM BO3HUKa C
20-neTHero Bo3pacTa Npu BOAHEHUM, CIABOCTb, CHUKEHME
namaTy. NpeBapuTenbHbIN ANarHo3: «IKCTPANUPaMUAHOE 1
[BUraTe/IbHOE PACCTPOICTBO HEYTOUHEHHOE. INUCUHAPOMY.
HasHaueH Kypc n1e4eHuna ronaHTeHoBOM KUCIOTON 1
STUAMETUATUAPOKCUNUPUANH CYKLMHATOM Ha 2 Mec.,
HanpasneHue B LIeHTp 3KCT] AHbIX 3360, i
nm. C.M. BoTkMHa.
Ca 06w, 1 noHu3np. — 3,2/1,43 mm/n; pocdop — 0,72 mm/n,
W ® — 405 Ea/n, ratoko3a 8 Mmonb/n.

06.09.2019
OcMOTp 3HAOKPUHONOra
*ano6bl Ha 4yBCTBO KOMa B rop/ie, yactoe
MOYemCrycKaHme, HKEHUe B Horax.

CeHTAbpb 2019 1.
OcmoTp Hesposnora
33 u3smeHeHua
61031EKTPMYECKOI aKTUBHOCTU
rO/I0BHOTO MO3ra UPPUTATUBHOTO
xapakTepa. Co C/I0B NauyeHTa: B
LieHTpe aKCTpanuMpammaHbix
3abo. i KB um. C.MN.
BOTKMHa AMarHoCTUpOBaHa
60n1e3Hb MapKuHCOHa.

2018r.

(AHBapb, anpenb, Mait)
I’ocnmanmsaumn B CBA3MK C KB
peuuanBMpYoLLMMI
NOYeYHbIMU KOIMKaMn.

[Mekabpb 2018 .
OcmoTp TpaBmaTonora-
oproneaa

AxBapb 2017 .
OCMOTp y4acTKOBOrO TepanesTa

3M/C : NOBEPXHOCTHbII racTPUT, yMepPeHHO
BbIpasKeHHbI ByLOUT. Mepenom, Nony4eHHbli B
Y3W: renatomeranus, NpU3Haku }1MpoBoro BbITy € nocneaytoen MpeaBapuTeNbHbI AMarHo3: «HapyleHue
renarosa. ummobuansaumeit 4o 3-x Tone
o PAHTHOCTU K r/l0Ko3e» (He noaTeepxaeH). Mpu 2020+

ANT =79 E7A§,"l ACT 81;3;":76“”“ Hepenb. nocneayioLem KOHTPO/E NOBLILIEHUA YPOBHA 3a

Xonectepu - 7,1 mmone/n, - 77 mm/yac. [IOKO3bI BbIABNEHO He 6b110, HbALc —5,3%. MeAMLMHCKORM

nomoLbio
NaumeHT He
obpauancs.

[narHo3: XpoHUYECKUI MOBEPXHOCTHbIN racTpuT,
XPOHMYECKNit iyofieHnT, 060CTpeHme,
CTeaTorenaTuT, CHHAPOM pa3ApaKeHHOoro

KULWeYHMKa 6e3 anapen.
Asryct 2023 r. OcmoTp BOMN

Kanobbl Ha 60/1b B Liee, HOraX, FONEHAX, MblLLLAX,
YCUAMBAIOWLYIOCA MOC/E HArPy3KK, OHEMEHME B pyKaX,
CnabocTb, YTPEHHIOK CKOBAHHOCT, TPEMOP PYK. YPoBeHb
BuTammHa D - 6,44 Hr/mn, Heopranudeckuit pocdop -
0,81 Mmonb/n, KpeaTuHuH - 127 mkmonb/n, CK® - 57mn/
MUH/1,73m2, Ca uoHM3MpoBaHHOTO - 1,49 mmonb/n, Ca
06WKi - 3,24 MMoAb/n, NAapaTropmoH - 58,21 mmonb/n.

CeHTAbpbL 2023 1.
TAB: agepHas atunua (Kateropusa
Il. The Bethesda System for
Reporting Thyroid Cytopatology).

29.04.2021

HabniogeHue aHA0KPUHONOTOM 1
OHKO/IOrOM. [larHos:
nocseonepauyuoHHbIN

rMNoTMpeos, rmnonapaTnpeos.
Tepanua: NeBOTUPOKCUH 1
npenapatbl KanbLUua.

OkTAbpb 2023 1.
Mocne nosTopHoit TAB pesynbTatsl
rMCTON0rM4EeCcKOoro nccnenoBaHna ¢
BbICTaB/IEHHbIM AWArHO30M:
«CBETNIOKNETOYHBI PaK NapalLUTOBUA)

»enesbl. CocToAHMe Nocse XMpypruyec
nedeHus ot 10.10.2023».

Asryct 2023 1.
OCMOTP 3HA0KPUHOOTa

Y3U: npasan sona TI-RADS: 1, nesas gona TI-RADS:

4 (y3en > 1cm). AnarHos: «unepnapatupeos
HeyTOuHEeHHbI. MHOroy3noBoii 306, 2 creneHn».

HanpasneHme K OHKONO0ry C NnoAo3peHnem Ha
HOBDOGPBSDEHHME 3/10Ka4eCTBEHHOIo XapakTepa.

[leHCUTOMETPHA: NPU3HAKM OCTEONOPO3a 1

HOA
Koro

Ocmorp BOM

YKano6bl Ha roN0BOKPYKEHME, YacTyio
ronoBHyio 60b. Mpn 06cnefoBaHUM: CTOMKOE
nosbiwerune AL, [jnarHos: runepToHmuyeckan
60on1e3Hb. HasHaueHa runoTeHsuBHan Tepanua
(amnogunuH 5 mr). BUoxumudeckuit aHanns
KpoBM: noBbiweHwe LL®, yposHs

TpaHCammnHas, ypoBHA

ocTeoneHuu.
rammarnyTamuntpaHcheppasbl, KpeaTuHmuHa.

Pucynox 1. BpemeHHas wikana Habno0eHUs nayuenma ¢ paKom napauumosuoHot xenesbv

September 2019
Neurologist consultation
EEG: changes in the bioelectrical
activity of the brain of an irritative
nature. According to the patient,
Parkinson's disease was
diagnosed at the Center for
Extrapyramidal Diseases at S.P.
Botkin City Clinical Hospital.

06.06.2019
Neurologist consultation
Complaints of progressive tremor, which has been present since
the age of 20 during periods of anxiety, weakness, and memory
. : i U ood i

decline. Preli
I ." A two-month course of

y
Epileptic syndi
with hop: ic acid and ethy ylhy ypy
succinate was prescribed, with a referral to the Center for
Extrapyramidal Diseases at S.P. Botkin City Clinical Hospital.
Total calcium - 3.2/1.43 mmol/L; phosphorus — 0.72 mmol/L,
ALP - 405 U/L, glucose — 8 mmol/L.

2018
(January, April, May)
Hospitalization due to
recurrent renal colic.

06.09.2019

Endocrinologist consultation

Appuary ity December 2018
EGD: G"E".'“.' g:;?:: s xionsulfat::n " Traumatologist-orthopedist Complaints 9f a.[ump sensati_on i]1 the throat,
bile reflux. consultation frequent urination, and burning in the legs.
Ultrasound: hepatomegaly, signs of mild hepatosis. Domestic fracture followed Preliminary diagnosis: "Impaired glucose
ALT —79 U/L, AST — 81 UIL, total cholesterol — 7.1 by immobilization for up to tolerance" was not confirmed. Subsequent
mmol/L, ESR - 77 mm/hour. 3 weeks. monitoring did not reveal elevated glucose levels; 2020
Diagnosis: Chronic superficial gastritis, chronic HbA1c - 5.3%. The patient
it i tis, irritable did not seek
bowel syndrome without diarrhea. medical
attention.
August 2023
Primary care physician consultation
Complaints of neck, leg, and muscle pain worsening
Follow-up with endocrinologist and aﬂ_er ex_erllon, numbness in the arms, we_akness,
oncologist. September 2023 morning stlffne_ss, and _hand tremors. Vitamin D level —
Di is: Postoperative hypothyroidi FNA: nuclear atypia (Category I, G.4{ n_g/mL, inorganic phosphnrus—O.Btl mmol/L,
hypoparathyroidism. The Bethesda System for f:re_ahnine —‘127 umol/L, GFR =57 mL/m_|n11 73 m?,
Treatment: Levothyroxine and calcium Reporting Thyroid Cytopathology). ionized calcium —1.49 mmol/L, total calcium — 3.24
mmol/L, parathyroid hormone — 58.21 mmol/L.

supplementation.

Primary care physician consultation

29.04.2021

October 2023

Following repeat FNA, histopathological
examination confirmed the diagnosis:
"Clear cell carcinoma of the parathyroid
gland. Status post surgical treatment
(10.10.2023).»

August 2023
Endocrinologist consultation
Ultrasound: right lobe TI-RADS 1, left lobe TI-
RADS 4 (nodule > 1 cm). Diagnosis:
"Unspecified hyperparathyroidism. Multinodular
goiter, grade 2." Referral to an oncologist due to
suspicion of malignancy. Findings: signs of
osteoporosis and osteopenia.

Complaints of dizziness and frequent

t 1
persistent hypertension. Diagnosis:
Essential hypertension. Antihypertensive
therapy prescribed (amlodipine 5 mg).
Biochemical blood tests showed elevated
ALP, transaminases, gamma-glutamyl
transferase, and creatinine.

Figure 1. Timeline of clinical follow-up in a patient with parathyroid carcinoma.

448



Apxusb BHyTpeHHE MepAMuMHbL ® Ne 6 ® 2025

PA3BBOP KAMHMYECKUX CAVIAEB

O6cyxpeHue

[MnepkanbLyeMs ABIAETCA JOCTATOYHO PEKO BCTpe-
JaIOIeliCs [IATOJIOTHEl B IPAKTUKe Bpada aMOy/IaTOpPHOTO
3BEHA, YTO NPUBOJNUT K €€ HECBOEBPEMEHHOMY pacIlO3Ha-
BAHUIO 13-32 HEJOCTATOYHON OCBENOM/IEHHOCTU BpPaYell.
C/10’)XHOCTD BBIAB/IEHM: JAHHOTO HapyLIEHUS MIHepasb-
HOTO OOMeHa CBsi3aHa C OTCYTCTBMEM IaTOTHOMOHMYHOI
CUMITOMATUKU ¥ PasHOOOpasmeM KIMHUYIECKMX IIPOSIB-
JIEHNII, KaXXJj0e U3 KOTOPBIX MOXKET MPeACTaB/IATb Co00it
CaMOCTOsATeNbHOe 3aboeBaHye. Takye MaIMeHTbl MOTYT
[UINTeZIbHO HAOTIONATLCS y Bpadeil PasHBIX CIIEI[MAIbHO-
cTell ¢ auarHoszamu «ModekaMeHHas 60/1e3Hb», «XpoHude-
CKMIT TaCTPUT/A3BeHHAA 6071e3HbY, «DCCEHIMAIbHDII Tpe-
MOp», YTO HAI/IAJHO U3TIOXKEHO B BBIIIE IPeICTaBIeHHOM
HaOII00eH .

3/10KaueCTBeHHbIE OIYXONM IMAPAMTOBMIHBIX >Kele3
ABJIAIOTCA Hambosee PeAKoll HMPUYMHON TUIepKabline-
MIM, TIOSTOMY OIMCaHMe KaXJOro TAaKOro Ciydas Ipe-
cTaB/sieT GOJIBLION MHTepeC M/Isl MPAKTUKYIOLUIUX Bpadell.
XoTs TeueHUe NaHHOTO 3a60NIeBaHMA ABAECTCA MeITEeHHO
IIPOIPecCUPYIOIINM, AMAarHo3 y OOJNbIIMHCTBA HallMeH-
TOB HE BBICTAB/AETCA IIUTENIbHOE BpPeMs, YTO NPUBOAUT
K MeTacTa3MpOBaHUIO B 25% cTy4aes, a TakXKe TAKeTOMY
TeYeHMIo Tunepnaparupeosa. Cremmamicramu «Hammo-
Ha/IbHOTO MEJIUIITHCKOTO MCC/Ief0BATENbCKOTO LIEHTPa pa-
puonorum» Munsppasa Poccuy mpoBesieH aHamm3 MCTOPUA
6oresHelt 15 mannueHToB, KOTOPbIE OBUIN IIPOOIEPUPOBAHDI
o nosozy 3HO IIIDK. Y 3 3 HUX K MOMEHTY OIlepalLu
BBISIB/ISITIOCH METACTA3MpPOBaHME OMyXOau, y 6 Habmoma-
7Iach TsDKenast KocTHast popMa ruieprapaTupeosa, y 9 He-
¢dbponuTnas, 9To CBUIETEILCTBYET O IO3[HEM AMArHOCTHU-
poBaHMM JaHHOIT aTonoruu [14].

Passurue onyxonu ITIIDK MoxxeT HabIIO[ATHCS B pam-
KaX pas/M4YHbIX CMHAPOMOB. OTHVM 13 HUX SBJIAETCA CUH-
IPOM MHO>KeCTBEHHON 3HIOKpMHHOI Heorwtasuu (MOH),
BO3HUKAIOLINII BCTIEACTBYE TeHETUIECKUX MyTanuii. Han-
6oree 4acTO mpM 3TOM HAOMIONAETCs IMIePIUIasus mbo
apgenoma IIIIDK. 3nmokadectBenHble omyxonu K mpu
3TOM CHMHJPOME BCTPEYaloTCs KpaliHe pefKo, 4TO Ipu-
BOINT K MX IO3JHEMY BbIABJIEHUIO. B aT0i CBA3M mpen-
CTaBIIsieT OOMBIION MHTEpeC OMMCAaHMe 2-X KIMHMYIECKUX
cny4aeB paspurys KapuyHomsl ITITDK Ha done cungpoma
MB3H [15].

Bonpume pmarnoctudeckme CIOKHOCTM MOXKET IIpef-
cTaBATh passutie omyxomu ITHDK Ha done yxe umero-
1Ierocs BTOPMYHOro runepraparupeosa. Onmcanbl crydan
BosHuKHOBeHMA 3HO IIIIJK y manyueHToB ¢ BTOPUYHBIM
TUIIEPIIAPATIPE030M Ha (pOHE [IUTENBHO CYILEeCTBYIOLEN
XBII C4 [16, 17].

Ele offHOI Cepbe3HONl AMAarHOCTUYECKON IMPoO6IeMoit
MOXKeT CTaTh MHTpatupeonHoe obpasosanue IIDK, uro
TpebyeT TIaTe/IbHOI OLleHKM ypoBH: Kanbiys u ITTT [18].

Y o6cyx/aeMoro HaMu IanuMeHTa HabMIoamIoch cove-
TaHMe HeCKOJIbKMX ITaTOIOT WA, KaXK/lask 3 KOTOPbIX MOXET
ObITb IMPOsBIEHMEM HapyLIeHMs Ka/lblyieBOro oOMeHa.
JIMUTENbHO CYIIECTBYIOIME IUCIENTUYECKUE pPacCTpOli-
CTBa, He Kynupylouecs Ha ¢oHe Teparuiu, YacTo peru-
AVIBYMpYIOLIME MOYedyHble KOMMKM, HM3KOIHEepreTHIecKMit
HepesIoM, TPeMOp caMM 110 cebe MOTyT ObITh MPOsIBIeHNEM

OT/Ie/IbHBIX 3a00/IeBAHMIT, HO MX COYETaHIe JO/DKHO ObLIO
HACTOPOXXUTb Bpada ¥ MOCIY>XUTb OCHOBAHMEM [/ IIPU-
LIe/IBHOTO OOCI/IeIOBAHNA I BBIABICHNS TUIIEPKaIbIiye-
MUN.

Obpamraer Ha ce6s BHUMaHUe IPOIPECCHBHOE IIOBBI-
LIeHMe B TedeHMe HeCKONbKMX eT ypoBHA D, koTopoe
6bUIO MHTEPIIPETUPOBAHO BpadaMil, KaK MPOsIBIIEHME CTe-
atorenaruta. OfHAKO ClefyeT MOMHUTD, YTO IOBbIIIEHNE
ypoBHA II® ABnAeTCA He TONBKO IOKa3aTe/leM X0/IecTasa,
HO 1 OCTEOI0PO3a, YTO TpehyeT JOMONTHUTENLHOTO 0bce-
posanus. Taxxe crorikoe yBemunuenue 1D mpu pedepenc-
HoM 3HaveHuu [T'T sBisiercst 60/ee BepOSTHBIM MPOSIBIIE-
HIIEM OCTEONopo3a, 4eM xonecTasa [9, 11].

B 2019 r. y manmeHTa OBITO BBHIABIEHO OTKIOHEHUE
OT HOpMBI cregyromux mnokasarenei: Ca (obmuit) —
3,2 mmonb/n1, Ca (moHusupoBaHHslii) — 1,43 mmons/m, P —
0,72 mmorns/m, II® — 405 Ex/n na done ycunerns Tpemo-
pa. OgHako 3TU /1abOpaTOpHble M3MEHEHMs OCTABAIUCh
6e3 BHUMaHIA CO CTOPOHBI Bpadell, He OLleHUBAJICA YpoO-
BEHb Ka/lbLiMA B JUHAMUKE, HE IIPOBOAMIOCH MUCCTIE0BA-
uue ITIIDK. He o6parui BHUMaHMe Ha TUIIEPKAIbIVIEMIIO
He TOJIbKO Bpad OOIIeil IPaKTMKM, HO Y 3HIOKPUHOJIOL,
K KOTOpPOMY MAI[eHT ObUI HAIIpaB/eH Ha KOHCY/IbTALNIO
B CBSI3U C BBIABJIEHHOI I'MITEPIINKEMMENL.

Takum 06pasoM, AMATHO3 TUIIEPKA/IBLMEMUN MOT
OBbIT TTOCTaBJICH TAIVIEHTY FOPa3fio PaHbllle, TaK KaK Ha-
CTOpaXMBalolllee COYeTaHMe KIMHUYECKUX NIPOABIEHUI
BO3HUKIIO y>Ke B 2018 1., 3aperncTpupoBaHHOE MOBBILIE-
HYe YPOBHS OOIIero ¥ MOHM3MPOBAHHOTO KaabLusA —
B 2019 r. Ha ma"HHOM 3Tamne Heo6XOOUMO OBLIO orpefe-
nenue yposus IITI' B cpIBOpOTKe KpOBU, 00C/IeTOBaHNe
MIPK (Y3 n cumuturpadum c rtexseumem [99mTc]
cecTamubm), a TakKe HasHAYeHME AEHCUTOMETPUM HJIs
onenku MIIK [14].

ITpu aHanmM3e ZaHHOTO KJIMHWYECKOTO CIIydas HeoOXo-
AMMO OOpaTUTh BHUMaHME Bpadeil IIePBUYHOrO 3BE€HA HA
B)KHOCTD IIPaBM/IbHO TPAKTOBKMU U (OPMYITUPOBKY KN~
HIYECKUX IMarHo3os. B 2021 r. manyeHTy ObUI yCTaHOBJIEH
nuarHo3 «[umnepronndeckas 6GomesHb». OFHAKO 3aIONITO
[0 9TOTO y HEeTo pasBUIach MOdYeKaMeHHas 6oymesHb. Ta-
KuM 06pasoM, apTepranbHyI0 TUIEPTEH3NIO CIeAyeT pac-
LIeHNBaTh KaK BTOPMYHYIO (CMMIITOMaTndeckymwo). Takxe
y HMalJeHTa ¢ MOYeKaMeHHOII 00/Ie3HbIO C/IeiyeT B AUarHO3
BBIHOCUTb XPOHMYECKYI0 OO/e3Hb MOYEK C yKa3aHMEM ee
cTaguu, TeM 6osee 4to B 2023 I. YpOBEHb CKOPOCTHU KITy-
60ukoBOIT (uIbTpauMM CHUSWICT mO 57Mi/mmH/1,73M*
uyro coorBeTcTBYyeT XBII C3 m Tpebyer 0b6s3aTeIbHOrO
HasHauyeHMsA ONIOKATOPOB PEHMH-aHTMOTEH3VMH-a/IbOCTe-
POHOBOII CUCTEMBI C Lienbl0 HedporpoTekiyuy. Cregosa-
TE/IbHO, TAIMEHTY HeoOXOfUMO ObI/IO CKOPPEKTHPOBAaTh
AQHTUTUIIEPTEH3MBHYIO Tepaluio, [06aBUB K aMIONUIINHY
MHTUOUTOP aHTMOTEH3MH- IPEBPAIAoI[ero GepMeHTa.

Ha mpumepe mcropum 6onesHM [aHHOTO MalMeHTa
MO>XHO BBIJIE/IUTH HECKOIbKO BaYKHBIX MOMEHTOB a/ITOpPUT-
Ma AMarHOCTMKMU 3a00/IeBaHNs IPY OTCYTCTBUM SBHBIX I1a-
TOTHOMOHMYHBIX CMIITOMOB.

1. Heo6x0muMOCTb OLIEHKM KaXOTO KIMHIYECKOTrO
IPOsIBJIEHNA He TOJIBKO KaK IIPM3HAKa OTHE/NTbHOrO
3a00JIeBaHs, HO M KaK 9acTy OOLIero IaToloruye-
CKOTO ITpoIjecca.
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2. HeobxogumocTh obpamjath BHUMaHME Ha JTHOObIE
OTKJIOHeHMs B TabOPaTOPHBIX aHAIN3AX C IPOBefe-
HIEM YTOUHAIONINX MCCIENOBAHNUI U Jla/IbHEIIIero
KOHTPOJIA.

3. Ilpu HeTUIMYHOM TedeHUM 3ab0/IeBaHUsA, OTCYT-
cTBuu 3¢ ¢deKTa OT Ha3HAUCHHON Tepaluy CIefyeT
HAIpaB/IATbh MallVieHTa Ha KOHCY/IbTAL[UMIO CIelN-
QINCTOB, IPU HEOOXOAMMOCTU — HPOBOANUTH KOH-
cunmyMbl. HeoTheMneMoii 4YacTbl0O TI'PaMOTHOTO
BeleHUs TMalllieHTa SBJSIETCS CaMOCTOSTENbHBIN
HoNCK MH(OpMauy B TUTEpaType Y HellpepbIBHOE
MeIMITHCKOe caMo0bpas3oBaHue.

3aknoueHUue

JlaHHDBIT KIMHUYECKMIT CTy4ail HpefcTaBideT coboil
IpUMep C/IOXKHOTO U JONTOro IMyTH K AuarHosy «Pak ma-
PaIIMTOBU/IHOM >Ke/e3bl. BTOpMYHBIl IrUIepIapaTupeos»,
a ero yHMKa/lbHOCTb 3aK/II0YAeTCA B ITUTETbHOM TeYeHUN
CBOEBPEMEHHO He[[MAaTHOCTMPOBAHHOI TMIepPKaIbIIeMNN
un MepneHusiM passutueM 3HO IIDK. O6¢yxpaembiit
CIy4ail IeMOHCTPUPYeT HeOoOXOAVMOCTb BCECTOPOHHEN
OLIEHK!M BCEJl MMEIOIENCA y NMalMeHTa IIaTO/IOTUM, aHa-
M3 B3aMMOCBSI3YM Pa3NMYHBIX 3a00/IeBaHMIT, Ha MEPBBIil
B3IVIAJ] He aCCOLMMPOBAHHBIX, ¥ BHUMATE/IbHOTO OTHOLIE-
HIISI KO BCEM OTK/IOHEHVISIM, BBLSIBIEHHBIM NIpY (pu3uKaip-
HOM, 71ab0paTOPHOM 1 MHCTPYMEHTAIbHOM O0C/Iel0BaHUY
MmaieHTa.

Bknap aBTOpOB:

Bce aBTOpbI BHEC/IM CYLECTBEHHbIN BK/1aZ, B MOArOTOBKY paboTbl, Mpoy/u
1 0406puNK GUHaANbHYIO BEPCUIO CTaTbk nepes nybankaumen
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KAK HE [TIPONTYCTUTb BOTYAU3M?
KAMHUYECKUN CAYYAU, AHAAU3 OLIUBOK
Y PEKOMEHAAUUU AASI TIPAKTUKYIOIIUX BPAYEN
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How Not to Miss Botulism? Clinical Case, Error
Analysis, And Recommendations for Practitioners

Pestome

BoTy/n13M — ocTpoe UHPEKLMOHHO-TOKCMYeCKoe 3a60/1eBaHNe, BO3HUKalOLee BCIeACTBYE 610KMPOBAaHNA HEPBHO-MbILLEYHO NepeAayun n3-3a geii-
CTBMA 3K30TOKCMHA, NPOAYLMPYEMOro BereTaTMBHbIMU pOpMaMM aHaspO6HbIX FPaMMoNoKuUTeNbHbIX 6akTepuin Clostridium botulinum, xapakTepu-
3ytoLieecs pasBMTMEM Mape3oB U Napaauyen rajKux v nonepeyHonoa0caThix Mo, AKTyasbHOCTb 60TYIM3Ma 06YCI0B/EHA TAKECTbIO TEYEHUS,
ANUTENBHBIMW CPOKaMM FOCMUTAAN3aALMUM, PUCKOM NIeTaNbHOTO UCXOAA U TPYAHOCTAMMU KAMHUYECKON AMArHOCTUKMU Ha Haya/bHOM 3Tane 3a6ose-
BaHWA, KOTAa Mpu MOSIBJIEHWNM Y NaLMEHTOB NEPBbIX NPU3HAKOB 60/1€3HM OHM 06PALLAIOTCA K BpayaM pas/MyHbIX CMeLunansbHOCTell — HeBpPOJIOraM,
o$TanbMOIOraM, YTO NPUBOAUT K ANArHOCTUHECKUM OLIMGKaM, HeCBOEBPEMEHHOMY Ha3HAYeHWIO CrieLMGUUECKON TepanuM 1 yXyALLEHWIO NPOrHO3a
3a6o/1eBaHUA. B cTaTbe NpeACTaB/eH KAVHUYECKNIA CyYaii 1abopaTopHO NOATBEPHKAEHHOT0 60Ty/IM3Ma Y NaLMeHTa, KOTOPbIN ABaAbl Bbi1 fOCTaB-
JIeH B CTaLMOHAP C NOZ03PEHNEM Ha OCTPOE HapYLLEHWE MO3rOBOIrO KpPOBOOGPALLEHUS, U TO/ILKO NMPU MOBTOPHON rocnuTanm3salmv 611 3ano03peH
60Tynn3M. OTHOCUTENIbHAsA PEAKOCTb MAaTONOMMN U HeAOCTaTOYHasA UHGOPMUPOBAHHOCTb BpPayel B OTHOLIEHWW HAavalbHbIX CUMNTOMOB 60TyA13Ma
ABNAIOTCA MPUYMHAMU TPYAHOCTEW AnarHoCcTuKU. Llenb ny6avkauum u pasbopa KAMHWUYECKOro C/ly4as — aKTyanvsauus 3HaHWI NPaKTUKYHOLWMUX
Bpayell Mo BOMPOCaM ANArHOCTUKMN U AnddepeHLmanbHo AMarHoCTUKKN 60Ty An3Ma.

Knrouessble cnosa: 6omynusm, Clostridium botulinum, 6omynomokcuH, dugpepeHyuanbHas duazHoCMuKa, duazHOCMuYecKue owubKU, KAUHU-
qeckuli cnyyali

KoH$pAMKT nHTepecos
ABTOPbI 3aABNAKOT, YTO AaHHaA pa60Ta, eé TeMa, npeaMeT U cogepxaHue He 3aTparMBaloT KOHKYPUPYOLWNX UHTEpeCcoB

NcTouHnKM puHaHCMpoBaHUA
ABTOPpbI 3aABAAOT 06 OTCYTCTBUM GUHAHCUPOBAHWA MPU NPOBEAEHUN UCCNEA0BAHUSA

CooTBeTCTBME NpUHLUMNAaM 3TUKU

MaumneHT agan cornacne Ha ony6/MKOBaHWE AaHHbIX 1abOPaTOPHBIX U MHCTPYMeHTasbHbIX UccaeaoBaHuii B cTaTbe «KAK HE MPOMYCTUTb BOTY-
JIN3M? KNIHWUYECKUI CNTYHAI, AHANN3 OLLMBOK M PEKOMEHZALMMW ANA NMPAKTUKYIOLLMX BPAYEM» ans ypHana «Apxusb BHyTpeHHet
MeAMLMHbI», NoANMCcaB MHGOPMMPOBaHHOE cornacue
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Opo6peHa peljeHseHToM 07.08.2025 r.
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Ansa LUUTNPOBAHUA: bepesuH M.O., Camogosa O.B., LWexypuH 6. u gp. KAK HE MPOMYCTUTb BOTY/IN3M? KNMHUYECKUI CNTYYAA, AHA-
JIN3 OLUMBOK N PEKOMEHAALIMM ANA NPAKTUKYHOLLMX BPAYEW. Apxueb BHYTpeHHei MeanumHbl. 2025; 15(6): 452-460. DOI: 10.20514/2226-
6704-2025-15-6-452-460. EDN: FBHHZS

Abstract
Botulism is still an urgent medical problem, leading to fatal outcomes. The article presents a typical clinical case of severe botulinum toxin
poisoning, characterized by the maximum severity of all symptoms of the disease with signs of decompensated acute respiratory failure, dysphagia,
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ophthalmoplegic and bulbar syndromes. The difficulties and errors of clinical diagnosis that have arisen due to the similarity of botulism with other

pathologies are analyzed.

Key words: botulism, Clostridium botulinum, botulinum toxin, differential diagnosis, diagnostic errors, clinical case
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L

Beepenue

Borymusm — ocTpoe MHQEKIMOHHO-TOKCIIECKOe 3a-
6oneBaHye M3 TPYINBl CalPO30OHO30B, BO3HMKAOIEe
BCIIEICTBIE OIOKMPOBAHVSI HEPBHO-MBIIIEYHON TTepeTadn
M3-32 [eMCTBMsI 9K30TOKCMHA, HMPOAYLMPYEMOTO BereTa-
TUBHBIMM (OpMaMy aHadPOOHBIX T'PAMIIOIOKUTETBHBIX
6akrepuit Clostridium botulinum, xapaxrepusyromieecst ma-
pesamu ¥ TMapaandaMyl IJIASKUX ¥ IIONepedHOII0NI0CATHIX
Mmbir [1, 2].

Borymusm He 4acTo BCTpevarolieecs 3aboneBaHme, HO
TSDKeCTb TEeYeHUS, JIUTeNIbHble CPOKYM TOCIUTAIN3ALIUN
M TIPM 9TOM BBICOKAsl CMEPTHOCTb, d TAKXKe BBOJIALINE
B 3a0/My>X/IeHre Ha Hadya/IbHOM CTaguy CUMIITOMBI 3a601e-
BaHI JAI0T OCHOBAHME CYUTATD €r0 aKTyalbHON Ipooe-
MOI1 3paBOOXpaHeHst. BoTymmsMm perucrpupyercs B Bue
CIOpaiudecKux ClIydaeB ¥ TPYNIIOBBIX (dYalle ceMeHbIX)
BCIBIIIEK. MaccoBble BCIBINIKY MNIIEBOrO 6OTyInM3Ma
MIPOMCXONAT PEAKO, HO OHM SBIIAIOTCS YPe3BbIYATHBIMU
CUTyalMsIMU B 007acTi OOIeCTBEHHOTO 3[paBOOXpaHe-
HIIsI, KOTOPBIe TPeOYIOT OBICTPOTO BBISB/IEHNUS NCTOYHMKA
MHQEKIMY, ONpefe/ieHys] TUA BCIbIKY 6onesHn (60Ty-
JIM3M PaHEBOV, MJ/IAJIEHYECKMII ¥ KMILEYHbII B3POCIbIX,
IIMIIEBOIA, ATPOreHHbII, MHTASIIMOHHDI [3]) fist mpepoT-
BpalleHVsI PYTUX c1ydaeB. BOTYIOTOKCHUH, IPUCYTCTBYIO-
Ui B IIPOJYKTe NUTAHVsI, He M3MEHsIET ero OpraHoJer-
TUYECKUX CBOIICTB, & O TOM, YTO IIPOM3OIIIO OTPABJIEHIE
MOXXHO y3HATb JMINb NOCT(AKTYM, KOTfa MOSABATCS IIep-
Bbl€ CUMIITOMBI [4, 5].

Tak B nroHe 2024 ropa BIepBbIe 3a MOCTAEHNE IOYTU
30 net, B Poccyn 6pina saduxcupoBaHa MaccoBasi BCIIBIII-
Ka IMIeBOro 6OTyIM3Ma OZHOBPEMEHHO B roposie Mockse
n derplpex obmactsax — Hosropopckoii, SpocmaBckoit,
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Kocrpomckoit, TamboBckoit u B pecrybnuke Tarapcras.
B TedeHMe HECKONIBKO HHEN KOIMYECTBO 3a00JIEBLINX MIO-
CTUIJIO HECKOTIKIMX COTEH, BCe IOCTpafiaBllye yIoTpeos-
JM B IVINY OAVMH M TOT >Ke IPOJYKT — cajlaT U3 CepBuUca
[OCTaBKM TOTOBOro mmraums >’ [6]. Bosbyamrens O6bin
OOHapy>keH IMpaKTUYeCKM Cpady B KOHCEpBaX KpacHON
dacomt B BaKyyMHOII yIIaKOBKE — OCHOBHOM MHIPefu-
enre canaros’. Kak 6bUIO ycTaHOB/IEHO, rpyboe Hapylie-
HYe XpaHEeHU ChIPbs, TEXHONOIMY IIPON3BOJICTBA, CPOKOB
U TeMIlepaTypa XpaHEHMA TOTOBBIX KOHCEPBOB IIPMBEIN
K HaKOIUIEHMIO GOTYJIOTOKCMHAa B KOHCEPBMPOBAHHOM
daconn® [7]. B nepnop Bcrpikyu 2024 rofa ¢ AMarHo3oM
«60TynmM3M» OBITIO 3aperncTpupoBaHo 417 demoex. [IBa
CIydasi 3aKOHYMINCH JIET/IbHBIM MICXOROM. [l cpaBHe-
Hra — B 2020 ropy B Poccun ot 60TynM3Ma IOCTpajan
112 yenosek (7 meTanbHBIX UCXOHOB), B 2021-M — 148 de-
noBeK (22 meranbHbIX ucxopa) [8].

Borynusm B pasBepHyTON CTajum MMeET NPU3HAKMI,
KOTOpBbIe IIO3BOJIAIOT JOCTOBEPHO HpoBORUTH Audde-
peHLMaNIbHYI0 fuarHocTuky. Hekotopsle, ocob6eHHO Ha-
JajIbHble, MPOSIBICHUS GOTYIN3Ma CXONHBI C KIMHUKOI
Apyrux 3ab0ieBaHMii, I0O9TOMY HalMEHThI ¢ 6OTYIN3MOM
[IPY MOSIBJIEHUM TIEPBBIX CHMIITOMOB 0OJIE3HM 4acTO 006-
pamaiTca He K MHPEKIMOHNCTAM, a K BpadyaM JpPyrux
crnenyanpHocTeit. Ilpu 3TOM OGONBIIMHCTBO Bpayell, He
VMEIOI[MX OIBITA KIMHUYECKON AMATHOCTUKU OOTYIu3-
Ma, He COOTHOCAT KJIMHMYECKYI0 KapTUHY C JJAHHBIM 3a-
6oeBaHNeM, YTO SABJSIETCS IIPUUIMHOI AMATHOCTUYECKUX
ommbok [9-11].

BoigensaoT muieBoil 60TYIM3M, paHeBOil 6OTYIU3M,
0OTy/IM3M HETCKOro BO3pacTa, OOTYIM3M HEYTOYHEHHOI
npuponst [1]. ITnmesoit 6oTynmusm cocrasmser 6omee 90 %

3azmepxan aupexrop «Kyxuu Ha paitone»: HOBble fAeTanu B fiene o 6orynusme // PEH TB. 2024. 18 utons. [Onexrponnsiit pecypc].URL: https://ren.

tv/longread/1231693-zaderzhan-direktor-kukhni-na-raione-novye-detali-v-dele-o-botulizme (zara o6pauenns: 14.01.2025)

Bcnpinka 60TymsMa 3apuKCHpOBaHa Cpasy B YeThIPEX pOCCUIICKUX pernonax // ITepsbiit kanam. 2024. 23 mions. [Onexrponnsiit pecypc]. URL: https://

www.1tv.ru/news/2024-06-23/479293-vspyshka_botulizma_zafiksirovana_srazu_v_chetyreh_rossiyskih_regionah (zara o6pamenns: 08.02.2025)

Crnydan 3aboeBaHust GOTYIM3MOM BBISB/IEHBI ellle B Tpex pernoHax Poccunm // VisBectus. 2024. 24 wmions. [dnexrponnsiit pecypc]. URL: https://

iz.ru/1717203/2024-06-24/sluchai-zabolevaniia-botulizmom-vyiavleny-eshche-v-trekh-regionakh-rossii (mara o6pamenns: 08.02.2025)

PocriorpebHazzop Hassa (acomb IPUYMHON MAaCCOBOTO 3apakeHns 60TymM3MoM B pernonax // Vintepdakc. 2024. 18 nionsA. [DneKTpoHHBIIT pecypc].
URL: https://www.interfax.ru/russia/967068 (nara obpamenus: 12.03.2025)

> Pocrnorpe6Ha/i30p BBIABIII IIOCTABIIMKOB ¥ IIPOU3BOAUTENEI! efibl, BbI3BaBIIEil 60TYIM3M B psfie pervoHoB // Busnec rasera. 2024. 18 mions. [dmex-
tpoHHbIit pecypc]. URL: https://www.business-gazeta.ru/news/637449 (zara o6pamenns: 08.02.2025)
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OT BCEX C/Iy4aeB Y BBI3bIBAETCA TOKCUHOM, COIEPKAIIVMCA
B IMINEBBIX IPOAYyKTax. IIpy paHeBOM 6OTyIM3Me TOKCUH
BbIpa0aThIBaeTCs KIOCTPUAMAMU B UHPUIMPOBAHHBIX
TKaHAX. BOTynmusM meTcKoro BospacTa BOSHMKAET Y JI€Tell
HPEeMMYIIEeCTBEHHO JI0 6 MecALeB PpU MHOUIIMPOBAHUN UX
Cl. Botulinum KOTOpBIe IPOM3BOJSIT TOKCUH B XKeTYJOUHO-
KUIIEYHOM TpaKTe. BOTynmnsM HeyTOYHEHHON IIPUPOAbI
BBICTAB/IAETCA B CIydae HEBO3MOXKHOCTM YCTaHOBJIEHMs
CBsA3M 3a00/IEBAHN C IINIEBBIM IPOAYKTOM [5].

Knuunuecke nposiBiieHNst pasmnIHbIX GOpM 60TYIN3-
Ma XapaKTepu3ylTcs pasBUTUEM psfia CUHIPOMOB:

o TaCTPOMHTECTMHANBPHOIO (TOIIHOTA, PBOTA, >KMUMAKMUIL
CTYII, B3[[yTHe )XIBOTA);

o MHTOKCUKAIIIOHHOTO (KpPaTKOBpeMeHHOe CyodeOprib-
HO€ TTOBBIIIEHNE TeMIIePaTyPbl);

o IAPAJIMTUYECKOrO (MMACTeHNUsd, [bIXaTe/bHas HeJo-
CTaTOYHOCTb, TaXMIIHO3, YYBCTBO HEXBATKU BO3ZIYyXa,
60/bHBIE [TOCTIE IPOU3HECeHNs 3-5 CI0B fleNaloT BJJOX);

o 0(TarbMOIIIErNYecKoro (IOsABIEHNEe «TyMaHa» J/VUIN
«IIeJIeHbI» IIepef [1a3aMI, PACIUIbIBYATOCTh KOHTYPOB
HpeIMeTOB, AUIUIONNA, OTPaHNYEHNe IBVDKEHMA T7Ia3-
HBIX SI07I0K, MMAPMA3, OTCYTCTBME BCEX 3PAYKOBBIX
peaximit, HUCTarM, yrHeTeHue KOPHeaIbHOTO 1 KOH'D-
IOHKTYBAJIbHOTO pediekcoB, odranbMoIIerus, Nnros,
IIpY HeCOBIIAZeHMM BBIPAKEHHOCTH IIAPe30B C Pa3HBIX
CTOPOH — KOCOI/Ia31e, aHN30KOPHs);

o OymbOapHOro (OXpUIUIOCTb, HOCOBOJI OTTEHOK peyln,
adoHms, AU3APTPNS, CITIAKEHHOCTh HOCOTYOHBIX CK/Ta-
IOK, HeBO3MOXXHOCTb OCKa/IUTD 3yObI MY HAMOPIIUTD
7100, HapylleHye IJIOTaHUA, CYXOCTb BO PTY, YYBCTBO
«KOMKa» B TOpJIe, )Xaxpa) [5, 12].

[TapamuTuyeckmii CMHAPOM MMeEET II€PBOCTENICHHOE
3HadeHne B muddepeHnNanbHON AMArHOCTHKe. Bbiire-
HepedNc/IieHHble CUHAPOMbBI MOTIYT HOSIBIIATBCSA HE OffHO-
MOMEHTHO, 4acTb M3 HUX He SABJIAIOTCH CIelyUYHBIMIU,
[09TOMY B 3aBMCHMOCTH OT IPeo6Iafalomiero C1HApoMa
HAIVIEHTHl 0OPAIAIOTCA K CIeMaIiCTaM COOTBETCTBYIO-
11ero MpoduIA.

CranpaprHas nmabopaTtopHas JUAarHOCTUKA OOTyIM3Ma
BK/IIOYAeT BBbIIE/ICHUE U UACHTU(PUKALVIO TOKCHHA B O1O-
JIOTMYeCKVX >KUIKOCTAX U PO YKTaX IINTaHA, B peaKIuu
HeTpanM3ayy Ha MBIMIAX U TpeOyeT OOMBIIMX 3aTpar
BpeMeHU, CIelVaIbHBIX TaO0PAaTOPHBIX YCIOBMIA, IO9TOMY
B IePBbIe IHV 3a00/IEBAHN JMATHO3 OCHOBBIBAETCS TOMIb-
KO Ha KIMHUYECKMX U SIMUAEMUONOTMYECKMX JaHHBIX [5,
13]. 9to TpebyeT OT Bpaya 3HAHMIT OCHOBHBIX ITPOSB/ICHII
TaHHOTO 3a00/eBaHMsI, 0COOEHHOCTEN TeueHns 60Tymu3-
Ma, HO3BOJIAIMIMX IIpoBecT AuddepeHIanbHyo aua-
THOCTUKY C LIeIbIM PsifOM 6OJIe3Hell, MMEIOLINX CXOfHbIE
¢ 6oTynm3MoMm mposiBieHns [14].

ITpy HanmM4My HEBPOJIOTMYECKO CUMIITOMATHKM IIa-
L[MIEHTBI HATIPAB/ISIOTCS K HEBPOJIOTY /IS UCK/TIOUEHISI 9H-
nedannra, MMacTeHun, cuapoma Iuitena-bappe, octporo
HAPYILIEHNsI MO3TOBOTO KPOBOOOPAIEHVsI, YTO U JJEMOH-
CTPUPYET NPEeCTAB/IEHHbIN KIVMHNYECKUI CIy4ail.

Ilenp omycaHus KIMHUYECKOTO CIydas — aHaIu3 THU-
MYHOV KIMHMYECKON CUTYallMM C LE/IbI0 aKTyanu3alyn
3HaHMII TNPAKTUKYIOIUX Bpadeil [0 BOMpOcaM KIMHUYe-
CKOJI muarHocTuky 1 puddepeHanbHOl JUarHOCTUKY
6orynmsma.

Kanmanuyeckoe HaOAIOAEHUE

bonpbras II1., 50 neT, nocTynuaa B IpyeMHOE OT/eTIEHIE
MHQEKIMOHHOTO CTAI[MOHapa Ha 2-if IeHb 6OJe3H, ¢ Xa-
nob6aMy Ha JBOEHME B ITIa3aX, CTA0OCTb B KOHEUHOCTSIX,
3aTpPyJHEHNe [TIOTAHMSI M ABIXAQHNsI, OLIyIIeHUe CYXOCTI
" «Kally BO PTYy».

I[Tpu c6ope aHaMHe3a YCTAHOBJIEHO, YTO B IIEPBbIIT A€Hb
00/Ie3HM TOSIBI/IOCH JBOEHNE B I7Ia3aX, FOJIOBOKPY)KEHIE,
HEYeTKOCTb 3peHMs, CaboCTh B KOHEYHOCTAX. Ilo ckopoit
roMoIy OblTa JOCTAB/IEHa B IIPUEMHO€ OTHe/IEHIE TOPOJ-
CKOIl GONPHMIIBI C TIOJO3PEHMEM Ha OCTPOE HapyIIeHNe
MO3TOBOTO KpOBOOOpalleHNsA. B mpueMHOM oTfeneHuu
OblIa OCMOTpPEHA TEPAIIEBTOM U HEBPOJIOTOM. BrimonHena
KOMITBIOTEpPHAss M MarHUTHO-PE3OHAHCHas ToMorpadus
TOJIOBHOTO MO3TQ, VICK/IIOYEHO OCTPOe HapyIIeHye MO3ro-
BOro KpoBoobOpamienusi. [locTaB/ieH Auarnos AUCHupPKyIis-
TopHOI1 sHLedanonaryn. OT MpeAIo>KeHHOI TOCINTATIN-
3alyy TALMEHTKAa OTKa3ajlach 1 YIUIA JOMOil. B TedeHue
IHSI COXPAHsIOCh ABOEHNME B IIa3aX, TOMOBOKPYXXEHIE,
HEYeTKOCTb 3PeHNs, Hapocia CMaboCTb B KOHEYHOCTSAX.
TemmepaTypa Tea He MOBBIIIANACH, KAKNX-IIO0 JIEKAPCTB
He mpuHUMana. Ha BTopoii eHp 60me3Hu Ha ¢poHe coxpa-
HSIOIErOCsT IBOEHNS B I71a3aX U C1abOCTM B KOHEYHOCTSIX
HOSIBWIVCh 3aTPy[HEHVE IJIOTAHWs ¥ [{BIXAHUSI, OLIyIIe-
HIE CYXOCTI U «KAIli BO PTY», TOLIHOTA, ObLI OfHOKPAT-
HO >KUJIKWIT CTY/I. B 9KCTpeHHOM mopsifike ObIa IIOBTOPHO
IOCTaB/IeHA B IPMEMHOE OT/e/IeHIIe TOPOICKOI OONMbHNIIBI
C MOJI03pEHNEM Ha OCTPOe HapyIIeH)e MO3TOBOTO KPOBO-
obpamtenns. BpIlo/HeHa MOBTOPHAs KOMIIBIOTEPHAs TO-
Morpadusi TOTTOBHOTO MO3Ta, ITATOTIOTNYeCKUX M3MEHEHMIT
He BbIAB/IEHO. BbUIa OCMOTpeHA HEBPOJIOTOM. YUMUTHIBASI
Ha/IM4re HEBPOTIOIMYECKOl CHMIITOMATUKY B BHUJE JIBOE-
HIs B I71a3aX, TOMIOBOKPY>XKeHMs, HEUeTKOCTI 3PeHNs, Ha-
pacraroleit caboCTy B KOHEYHOCTSIX, 3aTPy/AHEHNs II0-
TAHUS ¥ AbIXAQHNs, OLIYIIeHIe CYXOCTI U KAl BO PTY»,
HEBPO/IOTOM ObLI 3aII0f03peH OOTYINU3M, 1 60nbHast Obl1a
HaIpaB/ieHa B MH(EKI[MOHHBII CTAIOHAP.

[Ipy HMOBTOPHOM OCMOTpe HEBPOIOrOM ObLI yTOYHEH
SMMIEMIOIOTMYECKIIT aHaMHe3. YCTaHOBJICHO, YTO 3a 3 IH:
1o 3aboneBaHyst OOMbHAS YHOTPeO/SUIA B NIy OBOLIHBIE
KOHCEPBBI JJOMAIITHETO TPUTOTOBIEHNs (MOPKOBb C TyKOM).

IIpu mocTynmeHny B MHQEKIVOHHBI CTALIIOHAP CO-
crosuue 6onpHoI 111, 61710 OLIEHEHO KaK TAXKEIOE IO He-
BPOJIOrMYecKoll cumnToMaruke. Haxomynach B cosHaHuy,
[IOJIOKEHE ITACCUBHOE, JIETKOE OITIyIleHue, BepOabHBIIN
KOHTAKT coxpaHeH. [To mkare kom [1asro — 13 6anos: ot-
KpbIBasIa [71a3a I10 IIPOchhe, pedb CIIy TaHHAS, IBUTaTeIbHASI
peaxius eeHaIpaseHHas o Ipocbbe. RASS (Puumons-
ckas llxana Bos6yxaenns u Cemarnun) 1 6ann — coOHMMBA,
HOTepsT BHVYMATEIBHOCTI, HO IIPU BepOaIbHOM KOHTAKTe
He 3aKpbiBaja I7asa jgonbiue 10 cexynp. Pasmepbl 3pau-
KOB HOpPMaJIbHbIE, CMMMeTpIyHble. PoTOpeakuus Xupasi.
Porosuunbii pednexc HopManbHblL. [lonynros ¢ obeux
CTOPOH, CXOfslIeecsi KOCOITIa3ue, 3aTpy/fHeHNe [TIOTaHNA,
mucdonust. JBIOKeHNsT B KOHEYHOCTSIX OBIIM COXPAaHEHBL.
Co CTOpOHBI [pyrMX OPraHOB U CHUCTEM HApYIIEHWIl He
BbLAB/IEHO. Ko)ka 0OBIMHOI OKPACKM ¥ BIIQXKHOCTHU, BUU-
Mble CIM3KCThIE YnucThie. JacToTa AbIxaHus 18 B MUHYTY.
Carypanus kucnopopa (Ha armochepHoM Bosgyxe) 98 %.
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PA3BBOP KAMHMYECKUX CAVIAEB

Tabnuuya 1. Ananu3sv. kposu
Table 1. Blood analysis

IToxasaTens/ Pesynbrar/ Pedepencubie sHaueHN A/ Enunaunel usmepenus/
Parameter Result Reference Value Units of measurement
Kmumnamvecknit ananus kposu/
Complete Blood Count
Sputpountsi/ K1 x10"/n
Erythrocytes 4.64 390 —4.70 cells x10'%/L
Temorno6un/ r/n
Hemoglobin 142.00 120.00 — 140.00 o/l
JleitkouuTol/ k1 x10°/n
Leukocytes 590 4.00—10.00 cells x10°/L
TpomboruTer/ K1 x10°/1
Thrombocytes 91.00 180.00 — 320.00 cells x10°/L
BuoxuMuyecKkue uccaeroBaHmsA Kposu/
Biochemical blood analysis
AcnapratamnnoTpancdepasa/ en/n
Aspartate aminotransferase 18.50 0.00 —31.00 U/L
AnmannHaMuHoTpaHcdepasa/ en/n
Alanine aminotransferase 8.90 0-00 —31.00 U/L
Bunupy6uH o6urmit/ MKMOJB/TT
Total bilirubin 6.10 5:00—2050 pmol/L
era’I.‘I/I?—H/IH KpoBu/ 65.00 53.00 — 106.00 MKMOJIb/I
Creatinine umol/L
Kpearnudocdoxnnasa obmas/ en/n
Total creatine kinase 113.00 0-00 — 145.00 U/L
Kpearnnudocdoknnasza-MB/ en/n
Creatine kinase-MB 19.10 0.00 —25.00 U/L
O6uynit 6enox/ r/n
Total protein 63.10 65.00 — 85.00 oL
Anpbymmn/ r/n
Albumin 37.20 38.00 — 51.00 g/L
Anbda-amnnasa/ en/n
a-Amylase 39.00 0.00 — 100.00 UL
HpOKaH’bLU/I.TOHI/[H/ <0.50 0.00 — 0.50 HT/MIT
Procalcitonin ng/mL
C-PeaKTMBHbIM §en0K/ 1.60 0.00 — 5.00 Mr/n
C-reactive protein mg/L
JlakTaTgerusporenasa/ - en/n
Lactate dehydrogenase 363.00 195.00 —450.00 U/L
Tpononnn T/ OTpHIIaTeTbHO/ oTpuIaTebHO/ HT/TI
Troponin T negative negative ng/L
I'a30B0-37M€KTPONNTHDIIT aHATU3 KPOBI/
Gas-electrolyte blood test
K+ 3.70 3.40 — 4.50 MMOTL/ T
mmol/L
cNa+ 139.00 135.00 — 146.00 MMOTE/ 1
mmol/L
cCa2+ 0.97 115 —1.29 MMOTL/ T
mmol/L
CL- 110.00 98.00 — 106.00 MMOTL/
mmol/L
cGlu 5.40 3.89 —5.83 MMOTL/I
mmol/L
cLac 110 0.50 — 1.60 MMOTL/ T
mmol/L
pH(D) 7.30 7.350 — 7.450 .
MMOJIB/TT
cBase(Ecf), ¢ -4.40 -3..43 mmol/L
cHCO3-(P, st), ¢ 20.20 21.00 — 28.00 MMOTL/ 1
mmol/L
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Tabnuua 2. Ananusvl CHUHHOMO3208011 HUOKOCMU
Table 2. Analysis of cerebrospinal fluid

Pedepencusie Enuunisr
IToxasarens/ Pesynbrar/ 3HaYeHmsA/ usMepennsa/
Parameter Result Reference Units of
Value measurement
benow/ 0.57 0.15 — 0.45 v/
Protein g/L
I'nmioko3sa/ MMOJIB/T
. 2.20 — 3.
Glucose 3.60 0—3.90 mmol/L
Iuros/ KJI/MKJT
Cell count 067 0.00 —10.00 cells/uL
Jlakrat/ 150 110 — 2.40 MMOJIB/TT
Lactate mmol/L

IIBeT: GeciiBeTHas, IpO3pavHas
Color: colorless, transparent

IToceB cIMHHOMO3rOBOIT KXUAKOCTH: PocTa MUKpOodIops!

HE€ BBIABICHO

Cerebrospinal fluid culture: No microflora growth was detected

Tab6nuua 3. Viccredosarie cnuHHOMO320601 HUOKOCHU
Ha Hanuvue HyKIeUuHOBbIX KUCTIOM 6030y0umernei
Helpour@exyuti Mermooom nonumMepasHotl enHot

peaxyuu (ITIL]P)

Table 3. Examination of cerebrospinal fluid for
the presence of nucleic acids of neuroinfection pathogens

by polymerase chain reaction (PCR)

Iloka3arens/
Parameter

Pesynbrar/
Result

OHTEPOBMPYCHI HETIOTMOMUETNTHBIE/
Non-polio enteroviruses
(non-polio enteroviruses)

ITneBmMokokk/ Pneumococcus
(Streptococcus pneumoniae)

JIucrepus/ Listeria
(Listeria monocytogenes)

CrpenTokokk/ Streptococcus
(Streptococcus agalactiae)

Mennnroxkoxk/ Meningococcus
(Neisseria meningitidis)

Bupyc npocroro repneca 6 Tuma/
Human herpesvirus 6
(Human herpesvirus 6)

TemodunpHas manouka Tuma b/
Haemophilus influenzae type b
(Haemophilus influenzae b)

Bupyc npocroro repneca 1 u 2 tunos/
Herpes simplex virus 1 and 2
(Human alphaherpesvirus 1, 2)

Bupyc Onmreitna-bapp/
Epstein-Barr virus (Epstein-Barr virus)

IIutomeranosupyc/
Cytomegalovirus
(Human cytomegalovirus)

Bupyc Berpsanoii ocribt

M OTIOSICHIBAIOIETO JIMIIAst/
Varicella zoster virus
(Varicella-zoster virus)

Boppenus/ Borrelia
(Borrelia burgdorferi)

He obnapyxeHO
Negative

He obnapyxeHO
Negative

He o6HapyxeHo
Negative

He obnapyxeHO
Negative

He obHapyxeHo
Negative

He obHapy»xeHo
Negative

He obnapyxeHo
Negative

He obHapyxeHO
Negative

He o6Hapy»xeHo
Negative

He o6HapyxeHo

Negative

He o6HapyxeHo
Negative

He o6HapyxeHo
Negative

Oppiiky HeT. ApTepuanbHoe fjaBieHne 132/94 MM pT.CT.
ITynbc 86 ymapoB B 1 MUHYTY, HallOJIHEHME Y[ OB/IETBOPU-
TenbHOe. TOHBI cepyua SICHBIE, pUTMUYHBIE. SI3BIK CYXOIL,
06mo>keH 6enbIM HaseToM. JKMBOT mMArkuit, 6e360/me3HeH-
Hblll. IledeHDb 1 ceme3seHKa He yBenn4yeHbl. Movencirycka-
HIfe, CO CJIOB, 6e360/1e3HeHHOe, MOYMIACh YTPOM. MeHnH-
reajibHble CMIITOMBI OTPULIATENbHBIE.

C yd4eToM 9NUJEMMOIOTMYECKOr0 aHaMHesa (yIo-
TpebeHre OBOIIHBIX KOHCEPBOB [OMAIIHETO MPUTOTOB-
JeHNs1), KIVMHMYECKMX NAHHBIX B BHUAE TaCTPOMHTECTH-
HaJIbHOrO (TOIIHOTA, OJHOKPAaTHOE Pa3KIDKEHMe CTyIa),
HMapaINTIIeCKOro (3aTPyAHEHNs IbIXaHNs, CTabOCTD B KO-
HEYHOCTSX), OQTaNIbMOIIEINYIECKOro (fBOEHNEe B ITIa3aX,
HEYeTKOCTb 3PEHVs], [JBYCTOPOHHMII IIOTYIITO3, CXOMIIIe-
ecst Kocornasue), 6y/b6apHOTO CHHAPOMOB (3aTpymHeHe
DIOTaHVst, AUCHOHVSI, CITyTAHHAs pedb), a TAaKXKe OLLy-
I[EHVsI CYXOCTU B HOJIOCTU PTa, OBUL IIOCTAB/IEH IpefBa-
pUTenbHBI AuarHo3 60oTymusM. bonbHas 6bima rocmura-
M3MPOBAHA B OTIENEHNEe PEaHUMAIMY Y WHTEHCUBHON
Tepanuy MHQEKINOHHOTO CTaroHapa. [lanueHTke 6bira
BBeJleHa [IO/MBA/IeHTHAsE aHTUTOKCUYeCKas IIPOTUBOOOTY-
nMuHMYecKas ceiBoporka Tuna A u E o 10000 ME, u tumna
B 5000 ME BHYTpUBEHHO, OJTHOKPATHO, COITIACHO MHCTPYK-
LMY K TIpenapary.

[TpoBopumach maTOreHeTMYecKasA TepallViA: 30HIO0BOE
IUTaHNe C 4-T0 1o 12-11 JeHb roCHUTaAN3aLUN, SHTEPO-
COpOeHTH! (aKTMBMPOBAHHBI YTO/Ib B TedeHue 3 HHe),
H(QY3UOHHAs Tepanyus (KPUCTA/ION/HbIE PACTBOPSI C Iie-
JIBIO [Ie3VIHTOKCUKALIMY ¥ KOPPEKLVN BOJHO-3T€KTPOJIAT-
Horo 0ajlaHca), BBefieHue BUTaMIHOB I'PyIIIBI B, kucmopo-
moreparus (yBIaKHEHHBIN KUCIOPOZ 5 JI/MMH), a TakxKe
aHTubaKTepuanbHas Tepanus LedasoCIopuHaMy B Tede-
Hue 10 gHe m1g nopasnenus xxusnegearenbuoctu Cl Bot-
ulinum B >KeNyZOYHO-KIUIIEYHOM TPAaKTe U MPOPUIAKTUKY
NPUCOENNHEHNS BTOPUYIHOI GaKTepUanbHO MHMEKIUN.

Ha 2-if menp rocnuranmusanuy IMOSBUINCH JIbIXaTe/lb-
Hble HapyLIeHVs] — 3aTpPyAHEHMe [AbIXaHIs, YIacTyie BCIO-
MOTATe/IbHOl MYCKY/IaTypbl B aKTe ABIXAHMS ¥ HAPOCIN
OynbbapHble HapylleHNs (BbIpayKeHHOE 3aTPyIHEHNE I7I0-
TAaHWU), B CBSA3M C 4eM OblIa BBIIIOJIHEHA MHTYOAIs Tpa-
Xel C HOAK/II0YeHNEM K alIapary UCKYCCTBEHHOI BEHTH-
TSIV JIETKUX.

PesynbraTsl IpoBeEHHOrO 00C/IeOBaHNA IpeCTaBIe-
HBI B Tabnuax 1-4.

Tabnuua 4. IIpouue 06cnedosanus
Table 4. Other investigations

O6c¢cnemoBanme/
Investigation

Pesynbrar/
Result

B nnpo6ax Kajia IaTOTe€HHOII GaKTepyab-
HOIT (TIOPBI V1 HYKJIEMHOBBIX KMCTOT
BUPYCOB He 0OHAPYKEHO

No nucleic acids of viruses or pathogenic
bacteria were found in the stool samples

Ananussi Kana/
Stool tests

bes maTonornueckux usmenennit
Without pathological changes

O6uuit ananus moun/
Urine analysis

PuTM CMHYCOBBIN C YaCTOTOI CepIAEeYHBIX
Inextpokapauorpadus/ coxpamennit 80 B 1 Mux
Electrocardiography Sinus rhythm with a heart rate of

80 beats per 1 min
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PA3BBOP KAMHMYECKUX CAVIAEB

[l mopTBep>KIeHMsA OMarHo3a OOTYIU3M, ChIBOPOT-
Ka KpOBM OOJIbHOI, B3SITasl JO BBEIEHsI [TONVBATEHTHOM
AQHTUTOKCUYECKOI IPOTUBOOOTYIMHNYIECKON CBIBOPOTKIA,
HampasjeHa B 1ab0OpaToOpMIo IPUPOTHO-OYArOBBIX, OIaC-
HbIX MHpekuuit u napasnto3oB OBY3 «lleHTp rurueHsI
U ANMUJIEMIOTIOI NN B ApPXaHTenbCKOIl 06acTy». Byuma mpo-
BefieHa Guomornmyeckas mpoba Ha MbIIIAX, MCCIEfOBaHIe
CBIBOPOTKY KpoBM Ha 6orynotokcuu CIL botulinum B pe-
akumu Hevrpanusaryn. IIogTBep>XaeH Arar1o3 60Ty1us,
BBI3BAHHBIII TOKCMHOM TOATUIIA A Ha 8 JeHb rOCIIUTA/IN-
sauuu (9-11 nenp 6onesun). Ha 8-11 meHp rocnurannsamum
ObUIa IIpeAnpuHsATa MOIbITKA KCTYyOALUN 1 IepeBofa Ha
MacCOYHYIO OKCUT€HAIIO, HO Ha 9-11 leHb FOCIUTaIN3 LN
JbIXaTeNbHasA HELOCTATOYHOCTb YCUIMIACh U TOABUIOCH
yrHETeHMe CO3HAHMA [0 [IyOOKOro OIMYIUeHMs, B CBSI3U
¢ yeM 60/1bHas1 OblIa IOBTOPHO IIepeBeieHa Ha allllapaTHYIo
VICKYCCTBEHHYIO BEHTU/IALMIO JIETKUX JJO IIOAB/IEHNUS CaMO-
CTOATE/IBHOTO JibIXaHMsA Ha 12-11 nenb. Ilapessl perpeccu-
poBamu K 8-My JHIO, IPM 9TOM C1abOCTb B KOHEYHOCTSAX
HAO/II0fja/Iach BeCch MEpHOJ HAXOXKAEHMs B CTal[MOHape.
Iusaprpus u gucdarys coxpaHsanuch fo 15-ro fHs, a gyc-
dbonmst go 18-ro gHs. [JBoeHme B rmazax — 10 9-ro JHs ro-
cnuranusanun. JIByCTOpPOHHMII IITO3 IIOCTEINIEHHO YMEHb-
IIAJICS C TIOJIHBIM paspelleHyeM K 12-my fHio. BynbbapHbie
HapyleHus (cxopsAmieecs KOcornasue, oQpTaabMOIUIEINA,
3aTpy/[HEHNe IJIOTAHMS) C IOCTEIIEHHDBIM Y/Iy4IlIeHeM pe-
rpeccuposanu Ha 8- 9-11 fenb. Ha 10-it ienp rocnurannsa-
LMY TTO/THOCTBIO BOCCTAHOBWJIOCH CTTIOHOOT/IE/IEHNE.

Ha 15-it neHp rocumranusanuy 6bUIa IpoBefjeHa KOH-
TPO/IbHAs MarHUTHO-PE30HAaHCHas ToMorpadus roaoB-
HOTO MO3Ta — OYaroBbIX M3MEHEHMI I'OJIOBHOTO MO3Ta He
BbIgBeHO. Ha 17-11 menp rocnuranmsanym namuesTka 1.
IepeBefieHa U3 OT[e/IeHUs MHTEHCUBHON Tepaluu B UH-
(eKI1IOHHOE OT/ieIeHNe B YHOB/IETBOPUTEIBHOM COCTOSI-
HUM IS TajbHelero Habmonenus u nedenus. Ha 18-it
[eHb TOCIMUTAMM3ALNUM OCMOTPEHa BpadoM (U3MIECKOI
U peabWINTALVIOHHON MeNVIMHBI, PeKOMEHJOBaH Kypc
peabunurannm.

IIpn BhIIMCKE Ha 21-i1 IeHb TOCINTAIN3ALUI COXPaHs-
7Iach BbIpOXKEHHAsI aCTeHU3alVsl, CHVDKEHMe CUJIbI B KOHed-
HocTaAX. IIpu oLleHKe MbIIIEYHON CUJIbI IAlM€eHTKAa MOIJIA
YaCTUYHO MpeofiofieTb CONPOTUB/IEHNUE, OKa3bIBaeMoe
BpayoM. IlajIbIIeHOCOBYI0 M IIATOYHO-KOJIEHHYIO IIPOODI
BBIIIOJIHSI/IA YJOB/IETBOPUTEIBHO, HO HAO/IONAIOCH JIETKOE
MUMOIIOIAfIaHMe CIeBa IIPY IATOYHO-KONEHHOI Ipobe.
B nose Pombepra Obl1a HeycTOM4MBA, II0OXOKa HEYBEPeH-
Has, MaIMeHTKa HY>K/Ja/Iach B «CTPaXOBKe», ONMPaJIach Ipu
xoyip0e Ha mpenMeThl Mebernu, cTeHsl. [1o 1ikane peabum-
TAlMIOHHOJ MapLIPyTU3alMU OLleHeHa B 4 Oamra (BbIpa-
JKeHHOe HapyuleHye QYHKIVOHNPOBAHMSI U OrpaHMIeHIe
JKU3HEIeATe/IbHOCTH). Bhlmcana B yIOBIeTBOPUTEIBHOM
COCTOSIHMM [/IS1 TIPOXOXK/IEHNUS 2-TO 9Tana peabuinTaun
B YCTIOBMAX CTal[MOHApa.

O6cyxpeHue

ITpencrapnen KIVMHMYECKUII CIydall NMUIIEBOro OOTYy-
mm3Ma (A05.1) (Tum ToKCKHA A), TSDKETON CTEeNeH ), XapaK-
TEPU30BABIIMIICA MAKCUMAIbHOI BBIPAYKEHHOCTHIO BCEX
CHMIITOMOB 3a00/IeBaHNsI C MPU3HAKAMU IE€KOMIIEHCUPO-

BaHHOI OCTPOJI [JbIXaTeJIbHOI HENOCTaTOYHOCTH, Aucda-
ruy, oTANTbMOIUIETHYECKUM ¥ 6yIbOAPHBIM CHHIPOMOM.
3ajiep>kKa JATHOCTUKY COCTaBMIa 2 fHA. B cBA3K ¢ mosB-
JIeHNEM B IIepBble CYTKY O0JIe38HM JBOEHIsI B [71a3aX, FOIOBO-
KPY>KEHMsA, HEYeTKOCTH 3PeHNs, CMaboCTy B KOHEYHOCTIX,
10 CKOpOJT oMoty 60/bHas ObUIA TOCTABIEHa B COMATM-
4eCKMI CTAlMIOHAp ¢ MOJ03peHNeM Ha OCTpOe HapyIIeHNe
Mosrosoro kposoobpamenns (OHMK). Heobxopumo yun-
TBIBaTb, YTO HEBPOJIOrMYecKasd cuMmnTomaruka mpu OHMK
oIpefie/AeTCsA IOKaIU3aIyell MopaXkeHnit ToIOBHOTO MO3Ta
[15, 16]. OTM4nTeNIbHON YepTOoil MapaIUTUYeCKOTO CUH-
fpoMma mpy 60TynIu3Me SIB/SIETCS CUMMETPUYHOCTD 1 JBY-
CTOPOHHOCTb, YTO ¥ HAO/TIONA/IOCh B JAHHOM K/IMHIYECKOM
cnydae. [IBoeHue B I1a3ax, HEYETKOCTb 3PEHNS 1 CTabOCTh
B PyKax M HOrax ObUM OTMeYeHbI ¢ 0bemx cTopoH. He-
Bponormyeckass cumnromaruka npyu OHMK wame HoCcuT
ACMMMEeTPIYHBII XapaKTep Y 3aBYCUT OT 30HBI KPOBOCHA0-
YKEeHJS MY MeCTOIIO/IOKEHA TIOPasKeHHOTo COCy/ia ¥ [N~
TEJIbHOCTY TedeHMs 3aboneBanusa. Ha MoMeHT mepBoro o6-
pamenust guarHo3 OHMK 6bUT nCK/IIOMEH U 10 IpUYnHEe
OTCYTCTBMsA B aHaMHese 3a00JIeBaHMIT CEpPJIEYHO-COCYAU-
croit cuctemsl, xapaktepHsix st OHMK, He Habmomanocs
OIHOCTOPOHHINX T'eMI- ¥ MOHOIIAPEe30B II0 IIeHTPaIbHOMY
TUITY ¥ OFJHOCTOPOHHMX IOPaXKeHWIT MATKOro HéDa, roso-
COBBIX CBSI3OK U 5I3BIK, TaK XKe He 610 n3meHennit Ha KT
i MPT ronosHoro mosra. IIpu aTom, nmocie nposefeHNA
MHCTPYMEHTA/IbHOTO O0C/IeOBaHMsA, HECMOTPSL Ha OTCYT-
crBue ganHbix 38 OHMK, 60Tynmusm He ObT 3amOf03peH,
XOTS, KaK IpaBMIO, HEPBBIMU >amobamy OOIbLUIMHCTBA
60BbHBIX GOTYIN3MOM SIB/SIIOTCS XKAIOOBI HA HApYLIEHNe
3peHMsl — MOsIB/IHNe «TyMaHa» U (M/IN) «Ie/IeHbl» meper
I7Ia3aMy, PACIUIBIBYATOCTb KOHTYPOB IIPeIMETOB, RUILIO-
IO, YCY/IMBAIOLIYIOCA IIPY B3IJIALE B CTOPOHY, YTO U VIMe-
JI0 MECTO B IIPeICTaBJIeHHOM K/IMHMYIECKOM cirydae. Kpome
>KaJ106 Ha HapylIeHVe 3peHNs HeJOOLeHeHHBIMI OCTa/INCh
anmo6sl Ha cmabocts. CrabocTs — obsi3aTenbHast skamoba
607bHBIX Hake ¢ ymerkumyu dopmamu 6otymmama. O6bsic-
HAETCS OHA KaK VHTOKCUKAIVel, TaK U IapaJUTIIeCKIM
LeICTBMEM TOKCHHA Ha CKEJIETHYIO MYCKYIaTypy. [eiictBue
3TO B HayOOJBbILEI CTEIIeHN IPOAB/IAETCA B IIPOKCHMAIIb-
HBIX MBIIICYHBIX I'PYIIIAX, OFHAKO B IIe/IOM IIOpaKeHe Te-
Hepa/M30BaHHOE, APKUM IIPUMEPOM Yero ABJAETCA JIETKO
ompepensaeMoe Ipy OObEeKTUBHOM VCCINOBAaHNU CHIDKe-
HIe CWIbI B KUCTAX PYK [17].

Ha MoMeHT mepBoro ocMoTpa IpOLIJIO MeHee CYTOK,
U KIVMHMYeCKas CUMITOMAaTuKa 6oTynmmsMma ObUla Ipef-
CTaB/ieHa He B monHOM ob6beme. IIpn ocMoTpe HeBpoOIO-
TOM ¥ TepareBTOM He ObUI YTOUHEH SINJIeMIOIOTNYeCKII
aHaMHe3 — (aKT yHOTpeOIeHns] KOHCEPBOB LOMAIIHErO
IPUTOTOBTIEHNA.

OueHNUTb AMHAMMKY Pa3BUTUSA CUMITOMOB Hpu 60-
TyIU3Me ¥ YCTAHOBUTH CTEIEHb TsDKECTU 3a00jIeBaHUs
MOXKHO TOJIbKO B XOJ€ JMHAMMYEeCKOTO HabmioleHns 3a
IAIMeHTOM, B JaHHOM c/Iy4ae 60/IbHas OTKas3anach OT Io-
CIMTaIM3aIMU U YIIA IOMOJI, HeCMOTPA Ha HajaM4ye He-
BPOJIOTMYECKOI CYMITOMATUKIA. BeposATHO, MCKIIIoYeHMe
OCTPOrO HApPYIIEHNsI MO3STOBOTO KPOBOOOpAIEHIsI, KOTO-
poe TpebyeT HEOTIIOKHOI XMPYPIIUIECcKOil U KOHCePBATHB-
HOJI Tepammyl B CTal[MOHape, Y YCTAHOBJICHHBI JUAarHo3
AUCHVPKY/ISITOPHOI 3HIjepasonaTiy ObUIM IPUINHAMIL,
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[OB/IVSIBIIVIMIY HA TIPUHSITHE PEIIEHN B II0/Ib3y OTKa3a OT
TOCHUTANTN3ALIL.

Ha BTOpbIe cyTKM 60/IE3HN MOSIBUINCH CIIeluduiecKie
CUMIITOMBI 6OTY/M3Ma — HEKOTOPOE 3aTPy[AHEHMe [bIXa-
HIISI, YCUIMIACh CTabOCTDh B KOHEYHOCTSIX, IBOCHNE B [7Ia3ax,
HEYeTKOCTb 3PEHIS, FBYCTOPOHHMIT IOTYIITO3, CXOMIIeecst
KOCOI/Ia3ne, ObUIO OTMEYEHO OLIYIIeHIe CYXOCTI 1 «KAIll
BO PTy», 3aTpyAHEHMe I[TOTaHWs, JUCOHVS, CITyTaHHAs
peup. VI mpy HOBTOPHOM OOpAI[eHNI B COMATUYIECKII CTa-
LJIOHAp IOC/Te MOBTOPHOTO OCMOTPa HEBPOJIOra M YTOY-
HEHIS SIIJIEMIOJIOTIYeCKOT0 aHAMHe3a OBUI 3aII003peH
60TymmusM.

3HauUMMbIM [/ OMATHOCTMKM U PAaHHMUM IIPUSHAKOM
60Tynu3Ma sIBJISIETCSI HAPYIIEHNE [TIOTAHMS M CYXOCTDb BO
PTY, 00yCTIOB/IEHHbIE aTPOIIMHONIONOOHBIM [ieiiCTBIeM 60-
TY/IOTOKCVHA Ha BETeTAaTUBHYIO HEPBHYIO CUCTEMY, YTO He-
06XO/IMMO y4IMTHIBATb IPU IpoBefeHnn A depeHIan-
HOTO fuarHosa [17].

B pmarHoCTI9eCKOM IUIaHe OY€Hb BOKHO IIONYYUTh CBe-
IeHMsI O BPeMEeHN MOSBIEHVsI KITMHNIECKUX IPU3HAKOB OT
Hayaja I[IpyeMa WY, «IOXO3PUTEIbHOM» B OTHOLIEHUN
BO3MOXKHOrO 6OTy/IM3Ma. B JaHHOM CIydae 9TOT mepuop
COCTAaBWII 3 [HS, YTO YK/IA/bIBAETCS B CPELHIO0 TIPOO/DKI-
TE/IbHOCTb VIHKYOAIVIOHHOTO Iiepropa npu 6oTrymsMme [1].

Taxoke, OffHON 13 NPUYMH IO3[HEN AMATHOCTUKU 0O-
TyIU3Ma SIB/ISIETCS CXOfCTBO HAYA/IBHON CUMIITOMATUKI
C OTpaBJ/IeHIeM VHBIMY TOKCMHAMI, YTO HABOANT Ha MBIC/Ib
O TIMIIEBOV TOKCMKOMH(eKIMN. Y MalMeHTKU Ha 2-il leHb
6oresHy HaOMIOfaIaCh TOIIHOTA M OFHOKPATHO SKUJKUI
cryn Ilpum HamM4MyM racTPOMHTECTVHATIBHOTO CHMHAPOMA
Takas oumOKa BO3MOXKHA, TaK Kak OOTYIM3M ¥ MuineBast
TOKCUKOMHQEKIVISI IMEIOT CBSI3b C a/IVIMEHTAPHBIM (DAKTO-
pom. Oba 3ab0neBaHNsA XapaKTepU3yIOTCsA KOPOTKUM MHKY-
OaIMOHHBIM [IEPMOLOM ¥ CXOXKECTBI0 HAYaTIbHBIX CHMIITO-
MOB (TOIIHOTA, PBOTA, OO/ B XMBOTE, HAPYIIEHNs CTY/IA).
Ho npu 60Tynm3Me OTCYyTCTBYeT HOBBIIIEHE TEMIIEPATY B,
I NUIIEBBIX TOKCUKOMHGEKINIT He XapaKTepPHO pasBUTIE
Mapajnyeii, HapylleHull 3PEeHNs], IJIOTaHUs, PEYl, SBJIAI0-
I[MXCST OCHOBHBIMM CMIITOMAaMU 6OTY/IM3Ma U OLpenerisiio-
MMM CTeTIeHb TSHKEeCTHU Mpu 3Tou 6onesnn [18].

IIpu nomospennu Ha GOTYINSM /IS [IOATBEPIKAEHIS
IMarHo3a BCeM IIal[MeHTaM MPOBOAMUTCA crienmdudeckas
naboparopHas guarHoctuka [1]. B janHoMm ciydae, abco-
JIOTHBIM /TaOOPATOPHBIM IIOATBEpPXKeHNEM OO0Tyn1nusMa
ObII0 OOHapY)XKeHMe GOTYIMHUIECKOTO TOKCHMHA B KPOBIL.
CBIBOPOTKA KPOBU Y IAL{MEHTKM ObUIA B35TA 4O BBEHEHISI
AQHTUTOKCHHA 60TYIMHNIeCKOTO. [leTeKiusa 60TyI0TOKCH-
Ha ObUIa IIpOBefieHa IIOCTAaHOBKON OMOMIOIMYecKoil Mpo6ObI
U peaxiiell OMOIOrMIecKoil HellTpajusanny TOKCHHA Ha
Oe/IbIX MBIILIAX C MCIIOIb30BAHNEM JMArHOCTUIECKIX TIPO-
TUBOOOTY/IMHNYECKIX TIOIMBA/IEHTHBIX CHIBOPOTOK [19].

MuKpoOuoIOrnIeckoe KyIbTypanbHOE MUCCIefOBaHME
I/1s1 BBIAENEHNS U MAeHTUUKaLuy Bo30yuTest 60Tymns-
ma (Clostridium botulinum) n/wnu onpepenenne TOKCMHOB
Bo3Oynurens 6orynusma (Clostridium botulinum) B pBoT-
HBIX Maccax/IPOMBIBHBIX BOJAX JKe/Ty/Ka He IIPOBOAMIIOC,
TAaK KaK MAI[eHTKa MOCTYIIIA CIyCTsI TPOe CYTOK OT MO-
MeHTa YIOTpeOeHNs] KOHCEepBal[uyl, PBOTA OTCYTCTBO-
Bajla, a IOJO3PUTE/IbHBIE B IIaHe OOTY/IM3Ma MPORYKTHI
OBLIN YTUIM3UPOBAHBIL.

B mepBbIil [ieHp ToCOMTanMM3anuy B MHGEKIMOHHBIN
CTAIMOHAP [0 KIMHNUKO-3MNUAEMUOTIOTMYEeCKIM TIOKa3aHM!-
sIM ObUT HA3HAYeH aHTUTOKCUH OOTY/IMHIYeCKnit Tia A, B
u E, a pesynbprar 610/10r14ecKoit mpo6sl, IOATBEePAUBIINIL
IMarHo3 60Tymu3Ma MOATUIL A, ObLT OTydeH Ha 8- leHb
rocrimtanusanuu  (9-11 meHb 6omesHu). AHTUOAKTEPHU-
a/ipHble IperapaTbl CUCTEMHOTO AEHCTBMsI Ha3HAYAIOTCS
HanueHTaM ¢ OOTYIMSMOM C LielIbl0 NPO(UIAKTUKM OC-
JIOKHEHWIT, Pa3BUBAIOIINXCSI BCIELNCTBIE TIAPE30B U Tapa-
ndedi [1], 9470 v ObIIO BBITIO/IHEHO B JAHHOM K/IMHNYECKOM
cIy4ae, HeCMOTPs Ha OTCYTCTBYE 04aroB OaKTepuanbHON
uH(eKUMN OpU [OCTYIUIEHMM B CTAIOHAp. B mepBsble
72 4aca OT Hayasa 3ab0meBaHus MaleHTaM ¢ 60TyIu3MOM
IPOBOANTCS IPOMBIBAHNE XKETYAKA VI IIOCTAHOBKA C1(OH-
HOJI K/M3MBI /15 BBIBefeHNs TOKcuHa [1]. B manHOM cry-
yae 9Ta PeKOMEH/ANMs He ObUIa BBIMOTHEHA 10 TPUYNHE
FOCHNMTAIM3ALMI HA TPETHIL J€Hb OT MOMEHTa yroTpebie-
HIISI KOHCepBalNi, BCacblBaHMe 6OTYNIOTOKCIHA Yepes CIu-
3MCTYI0 060/I0UKY IIOJIOCTY PTa U KUIIEYHMKA yIKe IIPOU30-
urto [14]. Y manmeHTOB ¢ 60TYIM3MOM Ha3OTpaxeasbHast
MHTYOAnVsI MOXeT IpoBOAUTCs 0 80 CyTOK 6e3 KaKux-/u-
60 BBIpa>KeHHBIX II0OOYHBIX 3P PEeKTOB U N03BONAET U3be-
)atp TpaxeoctoMuu [1]. B jaHHOM KIMHMYECKOM CIydae
OblIa [IPOBeJleHa IIAHOBAsI MHTYOALNS Tpaxeu, [JINTeNb-
HOCTb KOTOpoOit cocTaBmiaa 11 pgHeir. CremyeT OTMETHUTD,
YTO TOIBKO IPY IIOTHOM BOCCTAHOBJ/ICHUY [IBIXaHMSI M aKTa
[JIOTaHVISI XMAKOCTY BO3MOYKHA OKOHYATe/IbHAsI 9KCTyOa-
115l TMaIyeHToB ¢ 6orymusmom [1]. Pannsas akcrybarus
LIV HEIIO/THOM BOCCTQHOB/ICHMN IbIXaHVII B pacCMaTpyBa-
€MOM K/IMHITIECKOM CITydae IPUBe/a K YXY/ALUIEHII0 COCTO-
SIHVSL, TIOSIBJIEHMIO CUMIITOMOB JIbIXaTeIbHONM HEIOCTaTOY-
HOCTH, YTHETEHUI0 CO3HAHMUS [O ITTyOOKOro OIIYILIEHN,
4TO MOTPeOOBAIO IOBTOPHOI MHTYOAIMIM 1 IIepeBOAY Ha
MICKYCCTBEHHYIO BeHTWIALMIO JIETKIUX.

JakArueHue

IIpencrapneHHbII TUNMYHBIA KIMHWYECKUIT CITydain
OUIIEBOro OOTYIM3Ma, MTOATBEP)KAEHHOrO 1abopaTopHO
6107IOrN4eCcKoit Ipo6Hoit, IPOREMOHCTPUPOBAT TPYAHOCTH
K/IMHIYECKOI [MATHOCTUKY 3a00/IeBaHusi, O0OYCIOBICH-
HbIe C OJJHOI CTOPOHBI — OTHOCHUTEbHOI PEIKOCTDIO I1a-
TOJIOTWN, C PYTOil — IIOsIBIEHNEM B fle0r0Te 3a00/IeBaHNs
HEBPOJIOTMYECKOIl CUMIITOMATUKY (IBOEHMsI B I/Ia3ax, ro-
JIOBOKPY>KEHU s, HeYeTKOCTI 3PEHN S, CTabOCTI B KOHEYHO-
CTSIX), 9TO IOCTY)XXIJIO TIOBOJOM J/IsSI HAIIPAB/IEHNS B CTa-
IMIOHAP C MIO03PEHNEM Ha OCTPOE HapYIIeHNe MO3TOBOTO
KpPOBOOOpalleHys.

ITpu ararHocTHKe 6OTYIN3MA CYI[eCTBEHHOE 3HAYEHNUE
MMeeT TIIATeNbHbIN COOp SMMUAEMUOIOTMYeCKOrO aHAMHe-
3a. HepocraroyHasi HACTOPOXXEHHOCTh Bpadvell CMEXXHBIX
CIlenMaabHOCTel (TepaneBToOB, HEBPOJIOTOB, 0(TalTbMOJIO-
rOB) MO MpUYMHE OTHOCUTETBbHON PegKOCTH 60Tynmm3Ma,
HOBEpPXHOCTHBII cOOp aHaMHe3a (B TOM YNC/Ie SIUIEMUO-
JIOTMYEeCKOr0) MPUBOAUT K TOMY, YTO JaXke IPHU CBOEBpe-
MEHHOM O0palieHny K Bpady CUMITOMATUKA TUIINIHOTO
60Tynmu3Ma HEZOOLIEHMBAETCS 1 TPAKTYETCs] KAK IIPOSIB-
JleHUe APYroro 3aboseBaHus, 4To TpedyeT aKTyanusannn
3HAHMII Bpadell 10 BOIPOCAM KIMHIYECKOI AMATHOCTUKI
6orynusma.
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AETOYHBIVI TUCTUOLMUTO3 3 KAETOK AAHTEPTAHCA:
PEAKASI ITATOAOT U B TIPAKTUKE ITYABMOHOAOTA

E.S. Rvanina, N.A. Karoli

Saratov State Medical University named after V.I. Razumovsky,
Ministry of Health of the Russian Federation, Saratov, Russia

Pulmonary Langerhans Cell Hysiocytosis:
A Rare Pathology in The Practice of a Pulmonologist

Pesiome

Jleroy4Hblit rMCTMOLMTO3 U3 KeToK JlaHrepraHca — peKoe 3a60/1eBaHye C KOBapHbIM Hava/I0M 1 HecneunduyecknMm NposeaeHnaMn. B ctaTtbe pac-
CMaTPUBAIOTCA ABA KIMHUYECKUX CyHas NaLMEHTOB C PeAKON NaTo/Iormell — IeroyHbIM MMCTUOLMTO30M U3 KAeTOK JlaHrepraHca. OnucaHbl Moso-
Able NaLUEeHTbI, KyPUIbLMUKA. Y 060MX NaLMeHTOB 6blIM TUMUYHbIE PEHTIeHOIOrMYeCcKne NpU3HaKK: KUCTO3Hble 1 y3/10Bble 06pa3oBaHus. [narHos
6b11 BepudMLMpoBaH Mopdoiornyeckn. B nepsom ciyyae Ha GoHe npekpalleHns KypeHus 0TMe4aeTCcs NOA0XKUTe IbHas PeHTreHoIornYeckas Au-
HaMVKa, BO BTOPOM — MaLjMeHTKa He NpeKpaTuia KypuTb, B CBA3M C BbIPaXK@HHOCTbIO O/bILIKU, U3MEHEHWIi NPU KOMMbIOTEPHOI TOMOrpadum Nerkux,
6b11 Ha3Ha4YeH NpeAHN30/10H. Ha 3TOM PpoHe 3HaUMMOI MONOKUTE/IbHOW AUHAMUKMN MONYYEHO He 6bl1o.

KnroueBbie cnoBa: zucmuoyumos X, pedkue 60ae3Hu, duazHOCMUKa
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CooTtBeTcTBUE ApUHUUNAM 3TUKU

MauWeHTb Aanu cornacue Ha ony6AMKOBaHME AaHHbIX 1aBOPAaTOPHbIX U MHCTPYMEHTa/bHbIX MCCAeA0BaHNI B cTaTbe «JIETOYHbBIV TMCTUOLINTO3
M3 KNETOK JIAHTEPTAHCA: PEAKAA MATOIOTNA B MPAKTUKE NMY/ZIbMOHO/IOTA» ans wypHana « ApxmBb BHYTPeHHeW MeANLMHbI», Nognmcas
MH$OpMIpPOBaHHOe cornacue
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Ana unTupoBaHuA: Peannna E.C., Kaponn H.A. JIETOYHbIA TMCTUOLMTO3 U3 KJETOK JIAHTEPTAHCA: PEAIKAA MATO/IOTUA B MPAKTUKE
MY/IbMOHOJIOTA. ApxuBb BHYTpeHHel MeanuumHbl. 2025; 15(6): 461-467. DOI: 10.20514/2226-6704-2025-15-6-461-467. EDN: FNRNFA

Abstract

Pulmonary Langerhans cell histiocytosis is a rare disease with insidious onset and nonspecific manifestations. The article discusses two clinical cases
of patients with a rare pathology — pulmonary histiocytosis from Langerhans cells. Young patients and smokers are described. The diagnosis was
verified morphologically. In the first case, positive X-ray dynamics was noted against the background of smoking cessation, in the second case, the
patient did not stop smoking, due to the severity of shortness of breath, changes in computed tomography of the lungs, prednisone was prescribed.
Against this background, there was no significant positive trend.

Key words: Pulmonary Langerhans’ cell histiocytosis, rare diseases, diagnosis
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nepByio cekyHpy, CPb — C-peakrusHslit 6enok, ®YKEJI — dopcupoBaHHast sKusHeHHas: eMKOCTb Jierknx, IXO-KI' — axokappuorpadus

Inctuonuros us knetok Jlanrepranca (JITL) — penxoe
3aboeBaHue, BbI3bIBalOIlee KIOHATIbHYIO Ipondeparo
IEHIPUTHBIX KJIETOK ¥ MAaKpO(daros, KOTOPble OTHOCSITCS
K MOHOHYK/IEApHOIT (paromuTapHoil cucreMe, i MOPAKaIo-
Ijee MHOXKeCTBO opraHoB. KoHIenus riuctroiyrosa Opia
npepoxxena Brepsble Gapbepom B 1941 ., u 910 3ab071€-
BaHMe TIOTy4IN/IO HECKO/IBKO Ha3BaHMIL, BKIIOYAst 903MHO-
¢unbHy0 TpaHyneMmy, 6omesHb Letterer-Siwe 1 60mesHb
Hand-Schuller-Christian, moxa JIuxrenmreiin 8 1952 rogy
He nepenMeHoBal ee B ructnouuros X. Ilockonbky nerkne
HEPEeKO ITOPAXKAIOTCS Y BOBJIEKAIOTCSA B IPOLECC B Iep-
BYI0 o4epenb, 60/Ie3Hb TAK)Ke HA3BA/IM JIETOYHBIN TUCTU-
onuTo3 KneTok JlaHrepraHca. JIerOYHBIN I'MCTUOLNTOS3 13
K/IeTOK JIaHTepranca — 9TO CBI3aHHOE C KypeHIeM NHTep-
cTuIManbHOE 3ab0/IeBaHMe JIETKMX, XapaKTepuaylolieecs
nponudepanyeir 1 uHGUIbTpalyeil kineTok JlaHrepraHca
B neroynyio mapenxumy [1]. Kmmamdeckoe teuenme JII'L]
Y B3POC/IBIX HEIPEeACKasyeMo, BapbUPYs OT CIIOHTAHHOI
perpeccuu o IpOrpeccUpyIollell bIXaTeTbHON HeJoCTa-
TOYHOCTY JIa)Ke IIOCIIe IpeKpaljeHn:a Kypenus [2-5]. Ha-
vaso JIT'T] 06bI1YHO IpOTEKaeT He3aMeTHO, 6e3 SBHBIX IIPO-
sBrernit (25 %) nnn ¢ HecreludUIeCKNMM IPOSIBIEHUSIMI
(ITHEBMOTOPAKC KaK IEPBbIIl CUMIITOM ObUI OOHApy)XeH
npyuMepHo y 10-15 % maiueHToB).

B maHHOII crarbe HPUBOASTCS [ABA CIydasi IECOYHOTO
THCTHOLMTO3a 13 K/IeTOK JIaHTepraHca ¢ paslInyHbIM Tede-
HIeM 3a007IeBaHMA.

Kanangyeckny cayuarn Ne 1.
ITaguenr C., 33 ropa

[Tament C., 33 et o6paTuics npuien Ha aMbynaTop-
HBIVT TIpMeM K ITyTbMOHOIOTY B ceHTA6pe 2023 1. YKamo6 Ha
MOMEHT OCMOTpa HeT. VI3 aHaMHe3a 3a00/eBaHNs M3BeCT-
HO, 4TO 28 urons 2023 rofa npy NpoxXoKaeHun npoduax-
TIYECKOTr0 (ooporpaduaecKoro NCCiIefoBaHs Ha GoHe
OTHOCHUTE/IbHO YJ0BNI€TBOPUTENILHOIO CAMOYYBCTBUSA 1 OT-
CYTCTBUS >Xajo0 ObUIM BIIEpBbIe BBIABIEHbI M3MEHEHMs
B JIETKUX, [0 IIOBOAY 4€ro 1 OOPaTU/ICS K IyIbMOHOJIOLY.
Jo 2023 roga HecKonbKo j1eT (prrooporpaduio He BBIIOI-
HAIL VI3 aHaMHe3a KM3HM M3BECTHO, YTO MAIJMEHT MMeEET
Bpe/IHbIe IPUBbIYKI: KYpUT € 13 jieT o 1,5-2 1a4ku B IeHb.
B TedeHMe HECKOMBKUX JIET IPOBOANUT CBApOYHbIe pabOTHI,
JaCTO KOHTAKTUPOBAJI CO CBAPOYHBIM asposoneM. Hacnen-
CTBEHHOCTb M Qa//IEPIMYECKUIl aHaMHe3 He OTATOLIEHBI.
HIpyrue conyTcTByouye 3aboneBanus, IOCTOSHHYIO Tepa-
IO OTpUILIaeT. BpITOBbIE yC/IOBMA YIOBIETBOPUTEIbHBIE.

ITpu 06'beKTMBHOM OCMOTpE 3HAYVMMBIX MI3MEHEHMII II0
OpraHam ¥ CUCTeMaM BbIsBIeHO He 6b110. SpO, TIpM Jibixa-
HUM aTMOC(hEpHBIM BO3ayX0M 98 %.

02.08.2023 r. manueHTy 6bUIa BBINIOJHEHA KOMIIBIO-
teprasi tomorpadus (KT) opraHoB TrpymHOI KIeTKU
(pucyHok 1): mo BceM JIETOYHBIM HOMAM O0OOMX JIETKUX
OIpee/ISII0TCSI MHOTOUMCTIEHHBIE, TPEVMYIeCTBEHHO [ieH-
TpunoOyIsApHble y3enku pasmepoMm oT 0,3 cm o 0,7 cMm.
3ax/0ueHne: KapTuHa CTPYKTYPHBIX M3MEHEHMI JIETKUX,
cnenyer anddepeHUNpOBaTE MEXAY crennuiecKum
IIPOLIECCOM, CAPKOMJI030M, THEBMOLMICTHOV ITHEBMOHUEI.
[IneBpanbHble HacMOeHNUA crleBa. JIumdaneHomaTnsA. Pexo-
MEHJ0BaHa KOHCY/IbTAlsA GTU3MATpA.

[Tanyent C. KOHCYIBTMPOBaH (TU3UATPOM, BBIIIOTHEH
IMACKMH-TeCT. JJaHHBIX 3a TyOepKy/e3 He ObIIO HalieHO.
ITo maHHBIM MabOPATOPHBIX MCCIEHOBaHMIT — 6e3 0cobeH-
HOCTeJ1, IIpY MCCIeNOBAaHNY (PYHKI[VY BHELTHETO JbIXaHMA
(cnmpomeTpus, bopnmeTusmorpadus, nuccaenoBanme gud-
(y3MOHHOII CTTOCOOHOCTH JIeTKNX) — 6e3 0COOEHHOCTelt.

02.09.2023 1. g yTOYHEHUs [MAarHo3a B OT[EIEHUN
TopakanbHOil xupyprun I'Y3 «O6macTHas KIMHMYeCKas
6onpHMIA» I. CapaToB IALMEHTY OblIa BBIIIOTIHEHA BUIEO-
TOPAKOCKOM C OMOIICKelt 1eBoro nérkoro. CormacHo onm-
CaHMIO TYICTOTIOTMYECKOI KapTVHBI, B TKaHM JIETKOTO OIpe-
mensercss Gubposupyromuiica GoKyc 3Be3g4aToir GopMbl
C IepMOPOHXMANTBHON KJIETOYHOI MHPUIBTPALMENt, COCTO-
SILIMIL Y3 TUCTUOLUTOB, IVIa3MaTUYeCKUX K/IETOK, MuMdo-
LIUTOB C IIPYMECHIO 303MHO(UIOB U IUI'MEHTUPOBAHHBIX
Makpo¢aros, Mectamu ¢ (GOPMUPOBAHUEM KUCT HeIpa-
BIIbHOJ (OpMBL. 3aK/IIo4eHMe: 110 OIVCAHHOI TMCTOKap-
TMHE VHTEPCTULMANBHDI Ppubposupyroumit pokyc. Jan-
HBIX 32 aKTUBHBIX TYOepKy/Ie3 HeT. YUUTBIBasA KJIETOUHBII
COCTaB MHOQWIbTPATA, HEMb3A UCKIIOYUTD TYCTUOLNTO3 X
13 K1eToK Jlanrepranca

YunuteiBas, uro onvcanHasa KT-kapTuHa He BIIOTHE CO-
OTBETCTBOBAJIa TMCTUOLUTO3Y, ObIIO PEIIeHO IIPOBECTU
HePecMOTP PEHTTeHONOTMYECKOr0 ¥ MOP(OTIOrNIecKOro
3aK/II04eHNIt. VI3 IOBTOPHOTO 3aK/IIOYEHMs PEHTIeHOIOra
(6marogaprHocts Manakosoit SLJI. I'Y3 «HoBocubupckas
00/acTHasI KIMHMYeCKas OOIbHNUIIA»): M3MEHEHNUs pacIpe-
Ie/leHbl B aKCMa/JIbHOM HalpaBieHuyu — guddysHoe ¢ or-
HOCHUTE/IbHOM COXPAHHOCTBIO CYOIUIEBPA/IbHBIX OTHETIOB;
B KpaHMOKay[aJbHOM HalpaBleHMu — IpeobnafaHue
B BEPXHUX OT/Ie/IaX; CHHJPOM JIETOYHON [VICCeMUHALMN:
CoYyeTaHMe KMCTO3HOTO U OYaroBOro INATTEPHOB, MHOTO-
YJCTIeHHBIE LIeHTPIIOO0Y/LApHBIe ONMMMOP(dHbIe OY9ary Jya-
merpoMm ot 0,15 cm o 0,65 cMm. MHOro4ncieHHble MeIKIe
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BO3JIYIIHbIE TI0JIOCTY LIAPOBMIHON (POPMBI C HepaBHOMeEP-
HBIMIU II0 TOJIIVHE CTeHKaMu. YacTh II0I0CTelt HellPaBNIb-
Hoit ¢opMbI (B Bijie KIIEBEPHOTO JINCTA, C Pa3BETBIIEHNUS-
mu). ITo pesymbraram KT — nprsnaku néroynoro Baprnanra
TUCTMOLUTO3a U3 K/IeTOK JIaHTepraHca.

ITpu mepecMmoTpe rucronormdeckux 61oxoB B Depe-
palbHOM TOCYHApPCTBEHHOM OIO[KETHOM YUpeXAeHUN
«Hay4Ho-yccreoBaTe/IbCKMil MHCTUTYT ITY/IbMOHOTOT VM »
QenepanbHOTO MERMKO-OMONMOTMIECKOTO areHTCTBa Poc-
cun (6marogapuocts M.B. Camconosoit, A.JI. YepHsiesy):
TKaHb JIETKOTO C YTONIIECHIEM MeXa/IbBeOJIAPHBIX IIepero-
POOK 3a cueT MMM(POUAHON MHPUIBTPALNY, TePMIHATIb-
Hble OPOHXMOJIBI C CY>KeHMeM IIPOCBeTa U BBIPAKEHHOI
HepMOPOHXUONAPHON MHQWIbTpaLMeil, IpefCcTaBIeHHON
nuMdounTamMm, TUCTUOLUTAMY, ITUTMEHTHPOBAHHBIMU
«OyppIMI» Makpodaramu, MecTaMiu C IPUMEChI0 303UHO-
¢$uIoB, KJIeTKaMu co CBeTIbIMM Axpamu (kaetku Jlanrep-
raHca) (skcmpeccusi nmanreprHa m CDla), BcTpedarorcs
muMQouHble CKOIUIeHMA. 3aK/II04eHNMe: IMCTONIOTYecKas

a)

)Y

KapTMHA U VMMYHO(QEHOTUII JIAHTePraHCOKIETOYHOTO
TUCTMOLIUTO3A.

ITpu mOMONHUTENBHBIX 00CTIeNOBaHUAX (PEeHTIeHOrpa-
¢ust depera, KOHCyIbTaLust 9HZOKprHOora, 9XO-KT') nan-
HBIX 33 CMUCTEMHbIe IIPOABIEHNN TUCTUOLUTO3a IOTy4eHO
He 6bu10. Takyum 06pasoM, 6L yCTAHOB/IEH A1arHo3: «JIaH-
Ie€PraHCOK/IETOYHBII TYICTYOLIUTO3 C TOPasKEHMEM JIETKIX».
[TanueHTy OBUIO PEKOMEHJOBAHO AMHAMUYECKOe HaOIIo-
[eHMe, OTKa3 OT KypeHUA. YUNMTBhIBAasA OTCYTCTBUA KIVMHU-
YeCKUX MPOsIBIeHNUIT 3a00/IeBaHs, HapyLUIeHNT QYHKINU
ABbIXaHIA, MEJUKAMEHTO3HasA Tepanys Ha3HayeHa He OblIa.

ITpy MOBTOpPHOI KOHCyIbTaumy depes rogp (HOAOPD
2024 r.): manMeHT IpeKpaTuiI KypuTh, Kanob HeT, [ToKasa-
Te/u CupoMeTpun, 6orurternsmorpadun 1 gugysnoH-
HOJ CITOCOOHOCTH JIETKMX 6€3 OTPUIATeNbHON JUHAMMKIL.
ITpn noBroproit KT jerkux: KapTuHa ¢ OTYET/INBO II0JIO-
JKUTENbHOM AVHAMUKOIL B BUJI€ 3HAYMTE/IbHOTO YMEHbIIle-
HUs Pa3MepPOB I KONMMYeCTBa 04aroBO-KICTO3HbBIX M3MEHe-
Huit 1érkux (puc. 2).

6)

Pucynox 1. Komnviomepras momoepagusi opearos epyoHoti knemxu (a, 6)

Figure 1. Computed tomography of the chest (a, b)
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Pucynox 2. Komnviomepnas momozpagus opeanos epyorot knemxu (a, 6)
Figure 2. Computed tomography of the chest (a, b)
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Kanuangeckuii cayuart Ne 2.
ITanymenrka M., 38 ret

[TaumenTka M. BrepBble IIOCTYIN/IA B IIyIbMOHOJIOTH -
yeckoe otnenenune I'Y3 «O6mactHas KamHuU4Yeckas 00/b-
Huia» . Caparos 02.09.2021 r. ¢ >kamo6amy Ha OfbILIKY
CMEIIAHHOTO XapaKTepa IIpy yMePeHHO! $puandeckort Ha-
Ipy3Ke, epUOMYeCKIIi CyXO0li Kallesb.

/13 anaMHesa 3abo/ieBaHNMA M3BECTHO, YTO C MapTa
2021 r. cTama OTMeYaTh BbILIEONMCAHHbIE Xamoosl. Obpa-
TUIACh B IIOJIMK/IMHUKY II0 MECTY KUTE/IbCTBA, BBIIOTHEHA
penTtrenorpa¢ust nerkux (mHesmo¢pu6bpos) (puc. 3), moce
yero HampasyieHa Ha KT nerkux.

I[Tpu npoBefeHNN KOMIIBIOTEPHON TOMOTrpaduy HabIo-
mamach KT — xaprunHa nudQysHBIX MHTepCTULMATBHBIX
M3MEHEHNI! B BUJie YIUIOTHEHMA JIETOYHOM TKaHU 110 TUITY
MaTOBOTO CTEK/Ia C MHOYKECTBEHHBIMI BO3/1yLTHBIMM I10JI0-
ctsamu (puc 4.).

[TamenTka ObITa HampaBaeHa Ha MOP(OTOrMYECKYIo
BepuUKaLMIO AMATHO3a, eil OblIa BBIIOTHEHA BUJEOTO-
pakockonmsaA ¢ 6uorncueit neBoro nérkoro. CormacHo Iu-
CTOJIOTMYECKOMY ONMCAHMIO: JIETOYHAA TKaHDb C HAMMIMeM
¢ubposa mo nepudepun 6poHXOB, oyaroBas sMPrsema,

> -w e

Pucynox 3. Penmeenozpadust opeanos epyoHoti kiemxu
Figure 3. Chest X-ray
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a)

B IIPOCBETaX HEKOTOPBIX OPOHXOB I CTEHKAX OIIyXOJIEBbIE
MHQUIBTPATBI 13 KPYIHBIX TUCTUOLUTOB ¥ 303MHO(DUIOB;
7n1/y3en cpeRocTeHnst — O6BIYHOI TVICTONIOINYECKOI CTPYK-
TYpBL. 3aKIoueHne: [MCTHONTO3 IeTKuX.

VI3 anaMHe3a )KM3HI: BpeJiHbIe IIPUBBIYKN: KypuT 13 11eT
1o 1 mavke curaper B ieHb, 3 Tofia paboTana Ha CKIaje Obl-
ToBOll Xxumun. Panee drrooporpadudeckoe ncciegoBanme
(co c1oB 6071bHOIL) eXerofHoe, 6e3 0COOEHHOCTEIN.

[Tpu 06'bEeKTUBHOM OCMOTpPE 3HAYMMBIX U3MEHEHMII 110
OpraHam ¥ CUCTeMaM BbiABIeHO He 6bi10. SpO, mpu Jibl-
XaHuy arMocdepHbIM Bo3myxoM 97 %. Poct 165 cM, Bec
116 kr.

[Tpu mpoBefeHNM CIMpOMeTpUY ¢ GPOHXOAMIATALIOH-
HbIM TecToM (03.09.2021 I.) He/lb3s MUCKIIOYNUTD PECTpPUK-
TUBHbIE HapPYIIEHUS (O<I>B1 2.02 1, 66% OT MOMMKHOTrO,
@®KEJL 2.43 1, 69% or momkuoro; OPB, /PIKEJT 83 %).
[Tpo6a ¢ 6GpOHXOAM/IATATOPOM OTpPULATEIbHASL. 6-MUHYT-
Hp1it TecT (03.09.21 1.): mporma 900 m, SpO, ncxomnHo 98 %,
mocre tecta 94 %. [Ipu mabopaTopHOM MCCIENOBAHNN OT-
mevanoch mosbinrerre CPb 26,8 mr/n (Hopma 0-5 mr/m),
IJIIOKO3BI 6,9 MMorb/ T (HopMa 3,9-6,1 MMonb/n). B ocrans-
HOM — 6e3 ocoberHocTeit. [Ipn OMOMHNTENBHBIX 06CTIe-
moBaHMAX (peHTreHorpadus depera, KOHCY/IbTALINs SH/O-
kpuHonora, 9XO-KI') faHHBIX 3a CYCTeMHbIe IPOSBICHUN
CUCTHOLNTO34 IIOTyIeHO He OBIIO.

Takum obpasom, ¢ yuetom naHHbIX KT-kapTuHbl, Mop-
(domornyecKnx NaHHBIX, MAIeHTKe ObII YCTAHOBJIEH Ma-
rHO3: «JIaHTepraHCOK/IETOUHBII IYICTUOLMTO3 C IOPaYKeHM! -
eM JIETKIX».

IIpu mepecmorpe rucronormdecknx 6mokoB B Deme-
PAIbHOM TOCYAAPCTBEHHOM OIOIXKETHOM  yUPeXeHNN
«Hay4Ho-uccnenoBaTenbCKmit MHCTUTYT IY/TbMOHOIOTUI»
DepepaIbHOrO MeAMKO-OONIOINIECKOr0 areHTCTBa Poc-
cn (6marogapaocts M.B. Camconosoit, A.JI. YepHsiesy):
IUCTOJIOTMYeCKast KapTUHA 1 MIMMYHO(QEHOTHII TaHTepraH-
COKJIETOYHOT'O TMCTUOLMTO3A.

3aouHo KoHcynbrupoBaHa B ®IBHY «llenrpanbHbrit
HAay4YHO-MCC/ICOBATeIbCKUIL  MHCTUTYT — Tybepkyesa»

I. MockBa, peKOMEHJOBAHO PaCCMOTPETD BOIIPOC O TPAHC-
TUTAHTAIVM JIETKMX, @ TAK)Ke Ha3HAYUTD CUCTEMHBbIE TTTIOKO-
kopTykonzabl (Merumnpen 8-12 Mr B CyTKH).

Pucynox 4. KomnviomepHas momozpagusi opeanos epyoHoti knemxu (a, 6)

Figure 4. Computed tomography of the chest (a, b)
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a)

Pucynox 5. KomnviomepHnas momozpagusi opeanos epyoHoii knemxu (a, 6)

Figure 5. Computed tomography of the chest (a, b)

PekomeHnfioBaHa TepamysA METMINPESHMUZONOH 8 MT
B CYTKI, A/IUTENbHO. IIOBTOPHBIN OCMOTP peKOMEHJOBaH
yepe3 6 mecaAnes. [lanmeHTKa He ABMIOCH Ha IUIAHOBYIO
TOCINUTANN3ALNIO, TPOJO/KaIa IPUHUMATD ITPEJHI30/I0H
10 Mr B cyTKM.

B wmiome 2023 r. BHOBb ObUTa TOCHMTANTM3MPOBAHA
B Iy/JbMOHONOrM4ecKoe otfenenue I'Y3 Ob6mactHad k-
Hudeckas: 6ompHma . CapatoB. 3HAYMMOI JUHAMUKIA 110
BBIPQ)KEHHOCTH OJBIIIKM, 0ObEKTUBHBIM TIPOSBIEHNAM He
ycTaHOB/IeHO. Ha doHe [inTebHOl Tepanmy IpegHn3010-
HOM Pa3BWICS CTEPONHBIN CaXapHblil Auabet, CMHAPOM
Nuenko-Kymmnra. ITpn KT nerkux ot 19.06.2023 1. ¢ 06e-
UX CTOPOH B JIETOYHOJI TKAaHN BBIpaXCHHasA aMduseMa,
nudQysHble peTUKY/IAPHbIE I3MEHEHN, TUHEeIHAs TSHKU-
CTOCTb, 6€3 3HaunMon auHamuku (puc. 5). B 8 pebpe crpa-
Ba OIpefieNAeTCA KOHCOMMAVPOBAHHbIN MePeioM ¥ odar
OCTeOfIeCTPYKI UL,

IIpu mposenennu cnimporpapum ODB, 2.16 1, 73% or
momkHoro, OIKEJI 3,14 11,92 % ot omkuoro; OOB /DIKEJL
69 %. IIpoba ¢ 6pOHXOAMIATATOPOM OTPULIATETHHAS.

ITpn sxokappyuorpaduy HaHHBIX 32 JIETOYHYIO TUIIEp-
TEH3MIO HEeT, CTPYKTYPHbIX M (YHKIMOHATbHBIX M3MeHe-
HIII HE BBIABJIEHO.

[Ipn maboparopuom wnccregoBannu CPB 11,7 mr/m,
III0K03a 6,8 MMonb/11, HbAlc 6.01 %.

[TanmenTKe OBUIO PEeKOMEH[JOBAHO IIPOJO/DKUTD IIPHU-
€M IIPEeJHU30/I0HA B IIPEXKHEI [03€, KOHTPOJIbHbI BU3UT
Jyepes 6 MecAleB. B fanbHeliieM nanyueHTKa Ha KOHTPO/b-
HbI€ BUSNTBI He IBUJIAC.

O6cyxpeHue

ImcTronmMTOsH! U3 KIeToK JlaHrepraHca ¢ M30/IMpPOBaH-
HBIM TTOPa)KeHNEM JIETKUX IIPEfICTABIAIT cO060I OT/ienD-
Hylo rpymny ructuonutos3os. JITLL Bctpevaercst B mobom
BO3pacTe, B OCHOBHOM Y B3POCHBIX (B BospacTe oT 20 10
40 51eT), 0cCOOEHHO Yy KypU/IBIIMKOB curapet [5-6]. B Hacto-
sitee Bpems JIT'L paccmaTpuBaercs Kak ¢popma CBA3aHHO-
rO C KypeHMeM YPe3MEPHOr0 MMMYHHOI'O OTBETa B JIET0Y-
HOJ TKaHMU, OC/IO)XHEHHOTO XPOHMYECKMM BOCIIaJIeHHEM

U B KOHEYHOM UTOTe NPUBOJSAIETO K OT/IOKEHUIO K/IeTOK
JlanrepraHca B MHTEPCTULMATBHON 00/IaCTM MENKUX JIbI-
xaTenbHbIX myTelt. Omucanbt JIT'T] nmocne kypeHns mapu-
XyaHBl, JJIUTE/IbHOI pabOThI C ApOMAaTUYeCKUMY TpaBaMu
M IOCTOSIHHOT'O OBITOBOIrO KOHTAKTA C AbIMOM [6]. OmacHo
KaK aKTMBHOe, TaK U TIACCMBHOE KypeHIe, KOTOPOe MOXeT
IpUBECTH TakKe K ycyrybnenuto tedenns JIT'T [6]. ITo pe-
3y/lbTaTaM SKCIIEPUMEHTA/IbHBIX 1M KIMHUYECKUX PaboT
BBIABJICHO NOBBILIEH)E 9KCIIPECCUM aHTUAIONTOTUYECKNX
6€e/IKOB B JIEHIPUTHBIX KIeTKax /laHTepraHca 1oy JeiiCTBI -
eM TabayHoro [AbIMa [6], YTO, BO3SMOXKHO, ABIAETCA OJHUM
n3 ocHOBHBIX Tpurrepos JII'L]. O6a mpencraBieHHbIX HAMI
K/IVHUYIECKNX CTydYasi [IEeMOHCTPUPYIOT pasBuTIe 3abose-
BaHMA Y MOTOJbIX aKTUBHO KYPAILINX IOl

Panee JIT'T] paccMaTpuBascs KaK peaKTUBHBIN TPOLIECC,
OJIHAKO II0 pe3y/JIbTaTaM paboT IOCTENHNX JIeT, 10 Kpaii-
Heil Mepe /i1 HEKOTOPBbIX IAlMeHTOB, MOXXET ObITh [O-
KasaHa KJIOHAJIbHAs IpuUpogpa 3abonesanns. Tax, B nccre-
moanuu H. Liu n coaBT. 06Hapy>keHa skcrpeccuss BRAF
V600E B xnerkax JITT] [6]. A. Roden u coaBT. MyTauuio
BRAF V600E BsusiBum y 7 (28 %) us 25 06c/mefoBaHHBIX
nauyentos ¢ JITLL [7]. Kpome aToro, ommcaHbl penyguBbl
JITL] y 60nbHBIX IOCTe TpaHCIUTaHTauuy nerkux [6]. Ilo-
aToMy B Hacrosulee Bpemsa JII'T] Bce yanle paccMaTpuBaroT
KaK MIeIOMJHOe HOBOOOpa3oBaHME C BOCHATUTENIbHBIM
KoMITOHeHTOM. C [Ipyroil CTOpPOHBI, BO MHOTHX CITydYasx
spomouys JIT'L ornmdaercsa or pasBUTUA, CBOVICTBEHHOTO
OIIyXOJIsIM: KONMYeCTBO KIeTok JlaHrepranca B mponude-
paTax co BpeMeHeM yMEeHbIIAeTCs, BO3PACTaeT KOMMIECTBO
¢$ubpo6IacTOB, U B IETKOM BO3HMKAIOT OYaru CK/IEpO3a,
medopMupyIollle CTPYKTYPY OpraHa.

Yactota JIT'L] HeBBICOKA, M COCTaBIIAET TONBbKO 4 %-5 %
Bcex mndy3HbIX 3a007I€BaHNIL TETKUX, JUATHOCTHPOBAH-
HBIX C ITOMOIIBI0 OTKPBITOI Ouoricun nerkux [6]. Creno-
BarenbHO, JII'Tl 71eTKO HeNpaBM/IbHO AMATHOCTUPOBATh.
BaxHO co3/1aThb 0CBEIOM/IEHHOCTD IIPAKTUKYIOIIVX Bpayeit
0 K/IMHUKO-PEHTTeHONOrndecKux ocobenHoctsx JIT'.

[TarmenTst ¢ JITLL 06bIYHO SKaNTYIOTCS Ha OOBILIKY VI
HEIIPOJyKTUBHBII Kallle/Ib (BCTPEYaloTCs IIPYMEPHO B BYX
TpeTsAX BCeX TakKux ciaydaeB) [4]. KoHcTurynuoHanabpHbIE
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mposB/IeHnA (acTeHusd, NMXOPajIKa, HOYHAA IIOTIMBOCTDb
U TOTepsi Beca) MOTYT oTMedarbcst y 10-20 % aTux manu-
eHTOB. Ellle OTHMM KIMHUYECKUM IIpOsBIeHNEM 3aboje-
BaHMA ABIAETCA CIIOHTAHHBIN ITHEBMOTOPAKC, KOTOPBIN
Habmofaercs B 15-20% cnyvaeB. OH MOXKeT BO3HMKHYTb
B m000€ BpeMsi B TedeHMe 3a00/IeBaHMSI M MOXKET ObITh
IOBYCTOPOHHUM W/UNM PeUMAUBUPYIOUMM, U €T0 CIefyeT
HOf103peBaTh Y MOOOr0 MalMeHTa, >KalyIoLlerocst Ha yCu-
neHune opbiky v 6omu B rpyau. KpoBoxapkanbe BCTpe-
JaeTCsl PeKO 1 TpebyeT UCKIIOUeHNA SPYTUX IPUUINH /I
ero passurus. BHenerounble npossnenus JITT] o6prano
3aTParnBalOT KOCTM (IMTHYECKOe MOpaXkeHue), TUmodus
(Hecaxapublit guabet) u, pexe, Koxy. OusnkanbHoe 06-
ClefloBaHMe, KaK IPaBUIO, HOPMAIbHOE, 32 VICKITIOYeHEM
cllydaeB IIHEBMOTOpPaKca, nmosguux crajguit JINL nin npu
COYeTaHMM C BHEJIETOYHBIM HOpaKeHMeM. XPUIIbl IPUCYT-
CTBYIOT PEMKO, a YTOJIIIEHNe KOHIEBBIX (pajlaHI MasIbLieB
BCTpedaeTcs KpaiiHe penko [4].

KucrosHble 1 y3enKoBble TeHM, PACIIONIOKEHHbIE B CPef-
HVIX 7TV BEpXHMX CETMEHTAX JIETKOT0, CYMTAIOTCS TUIMYHbI-
MU peHTreHonornmdeckumu npusHakamu JII'Tl u TogHOCTDH
IVaTHOCTVKY Ha OCHOBE UX BBIAB/ICHVA MOXKET HOCTUTATb
84 % [4-6], mpu atom 10-25 % man{MeHTOB He MME0 KIVHMI-
YeCKMX CHMIITOMOB 3aboneBanus. Ilo Mepe mporpeccrpo-
BaHIs HAPACTAIOT ITHeBMO(DIOPO3, KMCTO3HASI IePeCTPOIi-
Ka C pacIIpoCTpaHeHNeM Ha BCe CeIMEHTBI JIeTKMX [4-6].

Hapyurenns ¢yHKIym nerkux BapuabenbHbl M 3aBUCAT
KaK OT Mpeo6/IaaioNiX aHATOMIYECKUX OPaXKeHMIA, TaK
M OT CTeNeHM KMCTO3HbIX IOPaKeHNUJI Ha KOMIIBIOTEPHOI
tomorpadunu [4]. OmnucaHbl OOCTPYKIVBHBIE, pPeCTpPUK-
TUBHbIE 11 CMeIIaHHble NaTTepHbl. Ha paHHMX cTajuax mc-
clefoBaHMe (QYHKIUY JIETKMX MOXKeT OBITb HOPMa/IbHBIM
mpumepHo y 10 % mnanuentos [4]. Haunbonee pacmpocrpa-
HEHHOII aHOManuell fABIAeTCsA CHIDKeHue NudQysnoHHOIM
CIIOCOOHOCTY JIETKMX, KOTOpoe Habmiomaercss B 80-90%
C7Iy4aeB U B IIEPBYIO O4Yepefib SIB/IAETCA OTPaKeHUEM JIC-
GYHKIVM JIETOYHBIX cOCyHoB. OOCTPYKTMBHBIN IaTTEPH
HapyIIeHiT PYHKI[UN AbIXaHVST HAOMIOAETCsT Y 3HAIUTE Ib-
HOJT YaCTY MAIMEeHTOB, 0COOEHHO Y JIMII C 3aIlyIIeHHbIM KI-
CTO3HBIM 3a00jIeBaHMeM. VI30/I1IpOBaHHbIE PECTPUKTYBHbIC
HapyIleHNs IPUCYTCTBYeT B MEHDbIIMHCTBE CTyYaes.

YpoBHU Ta30B KPOBM B COCTOSHMM IIOKOsI OCTAIOTCS
HOPMAJIbHBIMM B T€YeHMe INTeIbHOTO BpeMeHN, HO Ha-
Ipy3Ka MOXKET BbI3BATh IOBbILIIEHNE TPAJIYIEHTa KICIOPOTa
B Q/IbBEOJIIPHOI apTePUY ¥ TUTIOKCEMUIO [4].

Ocnosroit meton amarHoctuku JII'T, kak m fgpyrux
TUCTMOLUTO30B, — TUCTOJIOTMYECKOEe ¥ MMMYHOTMCTOXU-
MudecKoe yccaenoBanye Ouontara [4]. [Ina momydeHus
MaTepuaja IPUMEeHSIOT Pa3/IHble CIOCOOBL. B3sITh TKaHb
nerkoro mast guarHoctuky JIIT] MOXHO TpaHCOPOHXM-
aJIbHO, OTHAKO METOJ, MMeeT HM3KYI UyBCTBUTETHHOCTD.
B pa6ore I. Housini u coaBT. cpegu 12 G0NbHBIX HOCTE
TPaHCOPOHXMATBHONM OMOICKHM HMAarHO3 OBUI MOCTaBIIeH
Tonpko y 2 (16,6%) [6]. Kpome aToro, ectb OmacHOCTb
ITHEBMOTOPAKCA, KOTOPBIIT caM IO cebe YacTO OCTIOXKHsET
teyenne JIT'L] [6]. MoskeT OBITH IONIE3HBIM MCCIENOBAHME
OPOHX0A/IbBEOJISIPHOTO JIABAXKA, IIOCKOIBKY B XKUAKOCTH
JacTo oOHapyxmBaetcs u36bITOK (6omee 5%) CDla mo-
JIOKNTETbHBIX K/IE€TOK, XOTS KypeHMe TaKKe IPUBOINUT
K YBEIMYEHUIO KOMMYECTBA 3TUX KJIETOK. VI3-3a HM3KOI

YyYBCTBUTEIBHOCTI MCCIEHOBAHME OPOHXOATbBEOSIPHOTO
JlaBaka MPUMEHAIOT TOJIBKO B Ka4eCTBe BCIIOMOTaTeIbHOTO
metopa [6, 8]. «3onoroit crangapt» guarHoctuku JITL] —
BU/JEOTOPAKOCKOIMYECKass OUOICHUs JIerKOro, KOTopast
HO3BO/IACT IOTYYUTh HOCTATOYHO MaTepuasa JjIs aHalu-
3a ¥ MMHUMM3MPOBATb PUCK OCTIOKHeHui1 [6, 8]. B mpen-
CTaB/ICHHBIX HaMM CIy4asXx 06OMM OOJBbHBIM BbIMOMHS-
nmach Ouoricusi nerkoro, auaruo3 JIIL] 6bi1 mogTBepKaeH
MOPQOIOrMIECK.

O6mmit mporuos mnst JIT'L, xax mpasummo, 6marompu-
ATHBI, OCOOEHHO eC/IM IALMEHThl IPeKpallaloT KypUTh
Ha PaHHUX CTafusx 3abomeBaHus. K HeOIarompusaTHeIM
HPOTHOCTUYECKMM (DaKTOpaM OTHOCATCS MYIBTUCUCTEM-
HOe IMOpaKeHue, OOIIMpPHBbIE KUCTDI, 3HAYUTEIbHOE CHU-
xenne DLCO, nuskoe otHomenne O®PB, k dpopcuposan-
HOJI JKM3HEHHOI eMKOCTH JIETKMX 1 BBICOKO€ OTHOLICHNE
OCTAaTOYHBIX 00BEMOB K 001reit eMKOCTH ylerkux. [lepBsiit
HpeICTaB/IeHHbIl HAMM KIMHIYECKNIT CTy4ail JeMOHCTPU-
pyeT [oOpoKauecTBEHHOE Te4eHe 3a00/IeBaHNsA, PaHHIOI
IMATHOCTUKY JIETOYHOTO IVMCTMOLUTO3a C IOIOXKNUTETbHON
IMHAMMKOI IIPU OTKase OT KypeHus. Bropoit kamHude-
CKMIT CITy4all IpefcTaB/iAeT MeHee OJIarONpUATHBIN Bapu-
ant JIT'LL: 60mbioii 06beM MOpa>keHNUs JETKUX, Hapylie-
HYs QYHKIMM ObIXaHUA, Hamndye T000YHbIX 3P PeKTOB OT
IPOBOAMMOTO JIeUeHVs Ha (POHe COXPAHSIOIErocst GakTo-
pa pucka — KypeHus. 9to obycnoBnusaeT 6onee Hebmaro-
NIPYATHBIV IPOTHO3 3TOV MALIMEHTKI.

B nedenym JIT'T] ncnonb3yioT pasHbie MeTofibl. OTHAKO
nepBas peKOMeHfaluus — OTKa3 oT KypeHus [4-6, 9]. Ha-
npumep, B uccnefosanuy A. Delobbe u coasT. fokasaHo,
YTO PUCK PasBUTHUA TKENIOM JIbIXAaTe/IbHONM HEeLOCTATO4-
HOCTH Y KYpAIIUX yBenuuuBascs 6omnee yem B 10 pas [10].
OpHO uiIb IpeKpalle e BAbIXaHsI TAOAIHOrO AbIMa, 6e3
JIeKapCTBEHHBIX BO3JENICTBUII, MOXET IPUBECTH K YIyd-
IICHUIO KapTVHBI JIETKVX II0 JAHHBIM KOMIIBIOTEPHOII TO-
Morpaduy 1 BeHTWIALMOHHBIX MoKasaTesneit [5]. OTkas ot
KOHTaKTa C AbIMOM, KYPEeHUs, B TOM YMCIIe KYPUTETbHBIX
CMecelT ¥ MHTaIAVIOHHBIX HAPKOTHUKOB, OTHOCUTCS K 0051-
3aTenbHOMY YCmoBumio 3 dexrnsHoro nevenvst JILLIL.

[ToMmMoO mpexpalljeHus KypeHus CUIaper, IJIIKOKOp-
tukoupsl (I'K) Tarxoke paccMaTpuBaloTCA KaK BepOSATHBIE
METOfIbI JIeYeHNs, 0COOEHHO y MAalMeHTOB C BBIPA)KEHHBI-
MU CUMIITOMAaMU U Pe3KMM HapylueHueM QYHKIMU HbIXa-
HuA [5]. OgHAaKo He CyILIecTByeT CTaHAAPTHBIX KpUTEpUeB
u opxopioB 1A HasHadeHus ['K. Ifutorokcnyeckast nexap-
CTBeHHasA Tepamus (BKIOYasg XIOPAEOKCUAJICHO3WH, LU-
k1odochaMui 1 METOTPEKCaT) MOXKET PacCMaTPUBATHCS
KaK BO3MO>XKHas Tepamus J/I1 TeX, y Koro Het apdekra oT
ITIIOKOKOPTUKOUIHON Tepaluy, 0COOEHHO IIpM BOBJIeYe-
HMM HeCKOJIbKO OPTaHOB. B IpeficTaB/IeHHOM HaMU BTOPOM
KIMHUYECKOM IIpYIMepe MKCIOIb3oBaHMe cucrteMHbix 'K
ObLIO 0OYCIIOB/ICHO Ha/lN4MieM BBIPaKEHHOTO 00beMa I10-
pakeHus: 7eTO4YHON TKaHM, HapymeHuit ®BJI n pasButuem
IbIXaTeIbHON HeOCTaTOYHOCTY (mecaTypauys npu ¢pusn-
vyeckoit Harpyske). Heobxommnmo otMeTuth GopMmpoBaHme
1n0604HbIX 3¢ dexToB furenpHoi Tepamu 'K (caxapHbiit
nmabeT, CMHAPOM Vnenko-Kymunra) y 9Toil HallMeHTKIL.

Hawn6ornee pacnpoctpaneHubiM ocnoxHeHueM JIT'L sB-
JsIeTCsl OMHOCTOPOHHMIT ITHeBMOTOpakc [5]. Ero wacrora,
10 Pa3HbIM JaHHBIM, MOXXET COCTABJIATD OT 16 110 32 % [6].




Apxusb BHyTpeHHE MepAMuMHbL ® Ne 6 ® 2025

PA3BBOP KAMHMYECKUX CAVIAEB

Co0011a710Ch, 4TO ITHEBMOTOPAKC BO3HMK Y 16 13 100 manm-
enroB ¢ JIT'T], n y 10 n3 Hux 6511 110 KpaitHeit Mepe 1 ann3on
ITHEBMOTOPAKCA; Y TAIMEHTOB C OCIO)KHEHHBIM ITHEBMO-
topakcoMm 06br4H0 JIT'T] HauMHAICS B MOJIOZOM BO3pAcTe,
a yacToTa PelyMBOB IIHEBMOTOPAKCA COCTAB/IANA OKOJIO
58% [6]. YacToTa penuanMBOB IMHEBMOTOpAaKca ObUIa 3HA-
YITEIbHO BbIIE Y KYPUIbIIMKOB CUTAPET, YeM Y TeX, KTO
6pocu Kyputs. [Ipy TOBTOpHBIX MHeBMOTOpaKcax apdex-
TUBEH IUIeBpofies [6]. TpaHCIUTaHTAIVIA IETKMX MOXKET pac-
CMaTpuBaThCs LA TALMEHTOB Ha IO3JIHeN craaum 3abo-
neBaHus [4-6]. TpaHCIUTaHTAUMsI B 9TOI IIPOTHOCTUYECKN
HeO/IaronpusATHO TPYIIe IO3BOMAET YBEIMIUTh BBDKIU-
BAeMOCTb M YNYYIIUTh Ka4eCTBO >KM3HU OONMbHBIX. B pe-
TPOCIEKTMBHOM MCCIENOBAHNM C y9acTeM 39 MalueHToB
€006111a/10Ch, YTO ITOKA3aTeNlN BDKMBAEMOCTY COCTABUIIN
76% n 54% B TeyeHue 1 n 10 y1eT MocC/Ie TpaHCIIAHTALUA
JIETKVX COOTBETCTBEHHO, XOTsI PELVANBBI OBUIN 0COOEHHO
YJaCcTBIMMU Y TeX, Y KOTO ObIIM 3aTPOHYTHI IPYIUe OPTaHbL
B npepncraBieHHbIX HaMU CITy4YasX HY Y OJJHOTO M3 MaljMeH-
TOB ITHEBMOTOPAKC He Pa3BUICA.

3aknueHue

[TpepcraBieHHble KIMHMYECKME CIyday I1OKa3blBa-
0T OIpefe/IéHHble OCOOEHHOCTM [JAHHOTO 3a00JI€BaHMIsL:
MOJIOOJ BO3pAcT IALMEHTOB, KypeHue Kak akrop pu-
CKa, MMUHUMAaJbHAasA KIMHMYECKAsA CUMITOMATUKA (Mau
ee OTCYTCTBME) IIPU HOBOJILHO 3HAYUTEIbHOM IOpake-
Huy nerouHoit tkauu. IIpu KT OTK wgame nHabmioparor-
Cs1 KMCTO3HBIE ¥ OYaroBble MATTEPHBI, MHOTOYMC/IEHHbIE
LeHTPWIOOY/IpHBle TOMUMMOPGHbIE OYary PpasaNIHOTO
mnaMeTpa. B o6oux caydasx, HeCMOTps Ha TUIIMYHOCTD
PEHTI€HONOTYeCKOll CUMITOMATHKM, Obl/Ia BBIIIOTHEHA
Mopdorornyeckas BepuduKanys [yuar€osa. B mepBom
caydae Ha OHe OTKa3a OT KypeHMs M3MEHEHV B JIeroy-
HOJI TKaHM PerpeccupoBali, BO BTOPOM C/Iy4ae, HeCMOTPS
Ha Tepalyio ITIIOKOKOPTUKONJaMy, Ha QOHe COXpaHeHUs
KypeHMsA, OTMEYa/IoCh IIPOrpeccpoBaHye PacIpoCTpaHe-
HUS TIOP@XKeHMsI JIETKUX.
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Acute Kidney Injury in A Female Patient
with Pulmonary Embolism (Clinical Case)

Pestome

MpeacTaBneH KAMHUYECKWI CyYait, MOCBALLEHHbIN TPOM603M60MM ierouHoi apTepum (TDJ/1A) BLICOKOTO pUcKa y 74-N1eTHelN NaumeHTKU, OCI0X-
HEHHOM pa3BuTMEM OCTPOro nospexaeHns nodek (OMM). B ctaTbe paccMaTpuBalOTCA MaHUbECTaLUUA, KIMHUYECKMe, ANAarHOCTUYECKME U Tepanes-
TUYeCKMe acneKTbl BeAeHWs nauneHToB ¢ TDJIA, BKAtoYas npvMeHeHWe TPOMB0M3NCa U aHTUKOArynsHTHOM Tepanun. OnuncaHbl KAMHUYeCKUe npo-
ABNeHNA 3ab0/1eBaHNA, BK/IOYasA BblpaXKeHHYIO OAbILLKY, C1aboCTb, OTEKN HMKHUX KOHeuyHocTel. TeyeHne TIJIA ocnoxHunoch passutuem O,
YCTaHOB/IEHHOIO MO O/IMTYPUUN U BbICOKOMY YPOBHIO CbIBOPOTOYHOTO KpeaTuHMHa. [peAcTaBneHbl AaHHble 1abopaTOPHbIX U MHCTPYMEHTa/IbHbIX
nccne0BaHuiA, 4eMOHCTPUPYIOLLME 4MHAMUKY BOCCTAHOBIEHUA GpYHKLMK MOYEK Noc/e NpoBeAeHHOro neveHuns. OropapuBaeTcs BO3MOXHasA PoJib
BPOXAEHHON aHOManMW PasBUTUsA (areHesuun) JIeBOWM MOYKM Y MaLMEHTKM, KaK YC/I0BUsA NpeapacnonoxeHHocTy K OMM. MpUBOAATCA OCHOBHbIE
cBefeHMs o natopusmonornyecknx mexanmsmax OMMM npu TIJIA. Ob6cyxgaeTcs BAMAHME OCTPON NPaBOXKENYAOUYKOBOM He0CTaTOYHOCTU, KOTO-
pas NpUBOAUT K MOBbILIEHWUIO LLeHTPa/IbHOr0 BEHO3HOI O AjaB/IeHUsA, MaCCUBHOM NOYEYHON rMnepeMnn, yBeIM4eHNIo MHTEPCTULMA/IBHOTO JaBneHuns
M OTEKY MHTepcTMUMA noyek. B passutum OFIIT BbigenAloT TakkKe CHUMXeHMe cepedHoro Bbibpoca ¢ nmocnegytoleit runonepdysneii noyeyHom
napeHxuMsl. [onaratoT, 4To conyTcTBYOWMe 3ab0NeBaHNA, TaKUe KaK CaxapHbii guabeT, apTepuasibHas runepTeHsns, XpoHuyeckas 601e3Hb no-
YeK, ABNAIOTCA Kak pakTopamm pucka passutua OlM1, npegpacnonaralnMmn K NOBPEXAEHUIO NMOYEK B YC/IOBUAX TAXKENION0 reMojMHaMUYeCcKoro
cTpecca, Tak 1 pakTopamu, yCyrybasiowmmMm noveyHyo AnchyHKLmio npu runonepdysnm n 3actoiHol Hepponatmumn. Ocoboe BHUMaHUe yaeneHo
BanaHUo OTM Ha nporHo3 T3JIA. ABTOpbI AeNatoT BbIBOA O HEO6XOAMMOCTN KOMM/IEKCHOTO MOAX0AA K OLLeHKe COCTOAHUA 60abHbIX € TDJIA, Mo-
HUTOPUHIY NoYeyHON GYHKUMM U pa3paboTke UHAUBMAYa/IbHBIX TepaneBTUYECKUX CTpaTeruin A MUHUMU3ALUM PUCKOB MOBPEX/AEHUA MOYeK.
CraTbs NoA4epKM1BaeT 3HA4NMMOCTb CBOEBPEMEHHOr O BMeLlaTeNbCTBa U AuddepeHLMpOoBaHHOM TaKTUKK e4eHnsa naumeHTos ¢ TJIA u conyTcTBy-
towmm OTM.

Knro4deBbie c/noBa: serosHbie mpom603M60aUHECKUE OCAOMKHEHUS, MPOMB03M60AUS Ne204HOl apmepuu, dUazHOCMUKa, eYeHUe, KAUHUYECKas
KapmuHa, 0Cmpoe noBpeK0eHue NoYeK, OC0XKHeHUSA

KoH$pAUKT nHTepecos
ABTOpbI 3aABAAOT, YTO AaHHan paboTa, eé TeMa, NPeAMET U COZePIKaHMe He 3aTparnBaloT KOHKYPUPYHOLNX UHTEPeCoB

MNcTouHnkm prHaHcupoBaHus
ABTOPbI 3asABAAIOT 06 OTCYTCTBUN ¢MHaHCVIp0BaHVI$| npu nposejeHnn nccnegoBsaHna

CooTBeTCTBME npyuHUMNam 3TUKU

MauueHT Aan cornacve Ha ony6MKoBaHWe JaHHbIX 1abopaTOPHbIX M MHCTPYMeHTa/IbHbIX UcCaeAoBaHW B cTaTbe « OCTPOE MOBPEXK/AEHWME MOYEK
Y NALMEHTKM C TPOMBO3MBOIMEN IETOYHOW APTEPUU (kAuHWuecKuii caydaii)» Ans ypHana « ApXuBb BHYTPEHHel MeaULMHBI», NoANMCas
MHOPMUPOBaHHOE cornacue
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Abstract:

The article presents a clinical case of high-risk pulmonary embolism (PE) in a 74-year-old patient complicated by the development of acute kidney
injury (AKI). The article discusses the manifestations, clinical, diagnostic, and therapeutic aspects of managing patients with PE, including the use of
thrombolysis and anticoagulant therapy. Clinical manifestations of the disease are described, including severe shortness of breath, weakness, and
swelling of the lower extremities. The course of PE was complicated by the development of AKI, established by oliguria and high serum creatinine
levels. The data from laboratory and instrumental studies are presented, demonstrating the dynamics of recovery of kidney function after treatment.
The possible role of congenital malformation (agenesis) of left kidney in the patient as a condition of predisposition to AKI is mentioned. The basic
information about the pathophysiological mechanisms of AKI in PE is presented. The effect of acute right ventricular failure, which leads to increased
central venous pressure, passive renal hyperemia, increased interstitial pressure, and renal interstitial edema, is discussed. In the development of AKI,
a decrease in cardiac output is also distinguished, followed by hypoperfusion of the renal parenchyma. It is believed that concomitant diseases such
as diabetes mellitus, arterial hypertension, and chronic kidney disease are both risk factors for the development of AKI, predispose to kidney damage
under severe hemodynamic stress, and factors that exacerbate renal dysfunction with hypoperfusion and congestive nephropathy. Special attention
is paid to the effect of AKI on the prognosis of PE. The authors conclude that an integrated approach is needed to assess the condition of patients
with PE, monitor renal function, and develop individual therapeutic strategies to minimize the risks of kidney damage. The article highlights the
importance of timely intervention and differentiated treatment tactics for patients with PE and concomitant AKI.

Key words: venous thromboembolism, pulmonary embolism, diagnostics, treatment, clinical picture, acute kidney injury, complications
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AJl — aprepnanbHoe faBneHre, BT90 — BeHosHble TpoMb0aMbomdeckite ocnmoxnennsa, I'b — runepronndeckas 6omesns, VIBC — mmemmyeckas
6omesus ceppa, JDK — neBbiit sxenynouex, JIIT — nesoe npexcepane, OAK — o61muit ananus kposu, OIIII — ocTpoe mospexpenue moyex, I1B — mpo-
TpoMbuHOBOe Bpems, IIDK — mpasbiit sxenygouex, CH — cepaeunas negocrarouHoctb, CMIT — ckopas MepuimHcKas momoip, TOJIA — tpom60sM-
607t merounoit aprepun, OI1 — bubpwursanys npencepauit, XbII — xponndeckas 60me3Hs nodek, LIBJl — menTpanpHoe BeHO3HOe faBienne, Y11 —
4acToTa pIXaTenbHbIX ABIOKeHnit, YCC — wactoTa cepaeunsix cokpaiennit, IKI' — snexrpoxapanorpamma, 9xoKI' — sxokappmorpadus

o—@ o
Beepenue N
Denepanyyt B HaLIeNl CTpaHe €XErOJHO PEeruCTPUPYIOTCA
Benosubie TpoMb60IMObOTITIecKe OCJIO>KHEHA oxozno 80 Thic. HOBBIX cyyaeB BT3O, a TOJIA BbiaBnsaior

(BT30), BrroyawIue TpoM603 IMyOOKMUX BEH U TPOM-
60ambomuio merounont aprepun (TIJIA), Bo BceM mupe
SIB/ISIIOTCS TPETBUM II0 YacTOTE BCTPEYAEMOCTU OCTPBIM
CEePHEYHO-COCYANUCTBIM CUHAPOMOM, YCTynas MHQapKTy
MMoKapzia u nHCynbTy [1-3]. TouHOe KOmMYecTBO CydYa-
eB BTOO ycTaHOBUTD HOBOJIBHO C/IOXKHO, YUUTBIBASA, YTO
607bIIas 4acTh COOBITUII OCTAéTCA He JUArHOCTVPOBAH-
Hoit [4]. B CIIIA nabmrofaercst 375-425 Toic. cmydaeB BTOO
B TOI, HE BKJIFOYasl He IMarHOCTUPOBAHHbIE Y OCTAIOLIECs
6e3 neyenys cryvan [1, 3, 5, 6]. [lo maHHBIM HaIMOHA/ILHO-
ro peructpa B CIIIA oTmedeH pocT crydaeB TOJIA ot mou-
i 60 ThIC. (23 Ha 100 ThIC. YyemoBeK) B 1993 1. mo 202 ThIC.
(65 Ha 100 TbIC.) B 2012T. [7]. OMIMpUYecKie OLleHKHU YPOB-
Heit 3a6omeBaemocty TOJIA B cTpaHax EBpomsl Bapbupy-
10T oT 15 1o 60 Ha 100 Teic. Hacenenus B rox [8]. ITo gaH-

HbIM MuHucrepcTBa 3apaBooxpaHeHmusa Poccuiickoit

¢ gacroroit 35—40 Ha 100 ThIC. YelL., YTO COCTAB/IAET IIPU-
MepHO 51-58 TbIC. cy4aes B rog [1, 9].

HecMmoTps Ha TO, 4TO YPOBHM FOCIIUTA/IBHON CMEPTHO-
ctu mpu octpoit TOJIA cocrapmator 9-15%, y manyeHToB
C JIETOYHOIT 9MOO0IIel BBICOKOTO PUCKA ypOBeHb 30-1HeB-
HOJI CMEPTHOCTU OT BCeX HMpUuMH focTturaer 40-65% [,
3, 10]. OOGCTPYKIMA JIETOYHBIX apTepyil pe3Ko HapylIaeT
KpoBOOOpalleHre 1 ra3000MeH B JIETKNUX. B 3aBucumMocTu
ot MaccuBHocTH TOJIA Bo3pacraer mocTHarpyska Ha mpa-
Bolit xenypodek (IDK), ormewaercsa mumatanys IpaBbIX
OTZIENIOB Cep/lia, TPUKYCIMaNIbHAA HEJOCTATOYHOCTD, I10-
BBIIIAETCS HAIIPsDKEHME CTEHOK IIPaBbIX KaMep CepAla, pa-
CTET LleHTpabHOe BeHo3Hoe fasneHue (LIBID) [2, 11].

3a cuét Bbicokoro LIB]l u Makpo- /My MUKPOLMPKY-
NATOpHOI runonepdysun noyek, redenue TIJIA Hepenko
OCJIOXKHAETCA OCTPBIM HoBpexxpenyeM nodek (OIIII), uto
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CONPOBOXK/IAETCsI HEONArONPUATHBIM IIPOTHO30M  JaXke
B C/Ty4asx JIerkoit u obparumoit guchyHKum movex [12,
13]. HecMOTps Ha OTHOCUTEIBHO BBICOKYIO yacToTy TIJIA,
npo6jieMa OCTPOIL MOYeYHOI AUCHYHKINY M3yIeHA HEHO-
CTaTOYHO, B CBA3U C YeM, HaM IPe[CTAB/IACTCA MHTepec-
HBIM JIeMOHCTpauysa cnydas obparumoro OIIII ma ¢one
TIJIA.

Kananyeckuii cayuan

Ungopmayus o nayuenme

ITanmentka B., 74 net, rocnuTanu3upoBaHa B Kapau-
onornyeckoe otfeneHune lleHTpanbHOI TOPOACKON Ku-
Hudeckoit 6ompHMIel Ne 1 1. Torenka 14.01.2025 r. ITpu
HOCTYIUIEHUM IIPENBSAB/IsAIa HKaoObl Ha BBIPAKEHHYIO
OJIBILIKY B IIOKOE, YCMIMBAIOIIYIOCA IIpy Maseriiet ¢pusnu-
YeCKOIl HArpysKe, BHIPOKEHHYIO OOILIyI0 c1aboCTb, OTEKN
Oenep, roneHeit u cTor. bolbHAsS OTMeYaeT TaK)Ke YMEeHb-
IIIeHNe KOMMYeCTBa MOYM B TeUeHUe MOCTIEeTHUX HECKOb-
KIX JHelT («OKOJIO CTaKaHa B CYTKI»).

Anamnes 3abonesanus. B tredennu 15 et nepuopmde-
CKM OTMedvasa jassiue 60y B IpeficepaedHoi 06mactu
npy GU3NYECKOI HArPy3Ke ¥ IOBBILIEHNE apTePUaTbHOTO
masrenns (All) jo 200/100 mm pt. cT. Habmronanaco amoy-
JIATOPHO I10 IIOBOAY MiemMurdeckoit 6omesun ceppua (VIBC),
runepronndeckoit 6onesuu (I'B), pekoMeHHOBaHHYIO Te-
pamMio peryIsApHO He IPUHNUMAJA, HO IpPY IOBBIIIEHNN
AJl monp3oBanach sHamanpmioM. [lanmeHTKa coobiaer,
4TO KaK IpaBuio 3HadeHua AJl coctasnsamm 160-170/90-
95 MM PT. CT.

Hacrosmee  yxypuenue
¢ 09.01.2025 r., Kora MOABMUINCH BbIpOKEHHAsA OfbIIIKA,
ob1ast cmaboctp, caypkenne All jo 100-80/70-50 mm pT. CT.,
HalnMeHTKa HeOFHOKPATHO BBI3bIBajIa OpuUramy CKopoit Me-
muumHckoi oMoy (CMII), ogHako oT mpefaraemoit
rocnuTanmu3anum oTKasbiBamach. 14.01.2025 1., ormMeTuB
HapacTaHue OfbIIIKM, BHOBD BbI3Baia 6purany CMII u ro-
CIUTAAU3UPOBAHA B KAPAMOIOIMYECKOE OTAeNeHne B 12:55.

Anammnes mu3nu: B 1986 T. Ipu IIaHOBOM Y/IbTPa3By-
KOBOM JCC/IE[JOBAaHMM OPTraHOB OPIOLIHOI IIONOCTY Y Ia-
LVIEHTKY OOHapy>kKeHa eIMHCTBEHHAas II0YKa CIIpaBa I BbI-
CTaB/IeH [IMarHO3 BPOXKI€HHas O[HOCTOPOHHAA areHesusd
JIeBOV TOYKU.

Obwvexmusro: obuiee cocTossHus TsDKENoe. OpueHTH-
poBaHa B cebe, MecTe ¥ BpeMeHM. HOpMOCTeHMYECKOro
TEJIOC/IOXKEH !SI, IOBbIIIeHHOro mmTaHus. llepudepnye-
cKue muMdaTndecKue y3/sl, LIMTOBUIHAS XKeme3a He yBe-
nudeHbl. 3pauky D=S. KoxHble IOKPOBbI ¥ BUIVIMBIE C/IU-
3VICTBIE YMCThIe. YMepeHHbII iaHo3 ry6. SpO, — 95 % Ha
arMocdepHOM Bo3ayxe. HacToTa AbIXaTeNTbHBIX ABVDKEHUI
(4 D) 22-24/mun. IlepkyTopHO HaJ BCell IOBEPXHOCTDIO
TIETKMX JIETOYHBII 3BYK, AyCKY/IbTaTMBHO JIbIXaHNE BE3UKY-
JIIpHOE, XPUIIOB HeT. [paHMIIbI OTHOCUTENbHON CepAedHoil
TYIOCTU: JIeBasA — CMelljeHa Ha 1,5 CM KHapy>Ku OT JIEBOIl
CPENVIHHO-K/IIOUMYHON IMHUY, NIpaBasd — Ha 0,5 cM KHa-
PY)XM OT IIpaBOro Kpas IPYAUHBI, BepxHAs — 3 pebpo.
JleATenbHOCTD CepAlla PUTMMUYHAA, TOHBI IIPUITTYIIEHBIL.
Yacrora ceppeunsix cokpamennit (HCC) — 65/mun, All
120/70 MM pT. cT. J)KMBOT mpy majpmanuy MATKuii, 0es-
00JIe3HEHHBII, YBEIMYEHHBINI B pasMepax, ONpee/nseTcs

COCTOAHMA OTMETNIIA

HIPUTYIUICHNE TIePKYTOPHOTO 3ByKa BO (pIaHKAX >KUBOTA.
[Taympnianys KMUIEYHMKA 3aTPyJHEHA M3-32 BBIPAXKEHHON
HOJIKOXKHO-)KUPOBOJ KeT4aTky. I[ledyeHb Ha 2 CM BBICTY-
maeT u3-Tof Kpast pébepHoit gyru. Iloukn u ceneseHka He
nanpnupyoTcsa. CuMMeTpUYHbIe, MATKYe OTEKY befep, To-
JIEHEIT U CTOIL.

Anexrpokapamorpamma (IKI) (14.01.25 r.) — putm
CMHYCOBBIJI PEry/IIpHBIN, ¢ 9acToToi 60 MuH"'. InekTpu-
yeckasg OCb Cepflja OTKIOHeHa BIpaBo (yrom a:+106°).
[Ipusnak SQ,,T,,, orpunatenvusiit T B II, III, aVE V -V
(puc. 1).

B o6mem anamuse xposu (OAK): Hb — 73 /1, 9p —
4,08x10'%/;m, Ht — 25,2% (36-45 %), cpenumnit 06béM apu-
tpouuTtoB — 61,8 ¢ (80,0-96,1 dn), cpentee comep>kaHue
remornobuua B sputpounte — 17,9 ur (27,5-33,2 1r), cpexn-
Hsisl KOHI[EHTpAIVs reMorinobuHa B apurpountax — 29 %
(33,4-35,5%), pacmpernenenue spuTPOLUTOB IO 06BEMY —
21% (11,5-14,5%), Tpomboxpur — 0,213% (1,0-10,3 %),
oI — 0,56 (0,85-1,0). Ocranbuble mokasarenu OAK
B paMKax pedepeHCHBIX 3HAYEeHNIL.

Buoxmmmdecknit aHanm3 Kposu: o01uii 6emox — 58 r/n
(65-85 r/11), moueBuna — 20,5 mmonb/n (2,5-8,3 MMOIIb/ 1),
1Ko3a — 7,1 mmonb/it (3,38-5,55 MMOJIb/ ).

Koarynorpamma: mporpom6unoBoe Bpemsa (IIB) —
17 cexynp (13-17"), mporpom6unoBsil nHAeKC — 80 %
(80-100%), MexayHapogHOe HOPMaIM30BaHHOE
Homenne — 1,31. TlomykommdecTBEHHBII TecT Ha
D-pumep — HONMOXUTE/IbHBIIL.

Kappmnomapxkepbl: TpOIIOHMH
B 13:10) — 12 ur/mn (go 0,2 Hr/mi).
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Pucynox 1. dnexmpoxapouozpamma 6 deHo
nocmynnenus (14.01.2025). Onucanue 6 mexcme
Figure 1. Electrocardiogram on the day of admission
(14.01.2025). Description in text




Apxusb BHyTpeHHE MepAMuMHbL ® Ne 6 ® 2025

PA3BBOP KAMHMYECKUX CAVIAEB

AMUHOTEpMUHA/IBHBII  (parMeHT MO3TOBOIO Ha-
Tpuityperudeckoro mentupga (NT-proBNP) — 1056 nr/mn
(<600 mr/mr).

Ha ocHOBaHMM BBILIEOMNCAHHBIX >Xa700, aHaMHe3a,
JaHHBIX O0O'BEKTUBHOIO OCMOTpPA B COYETAHUU C Pe3yb-
TaTaMu Ta6OPATOPHBIX UCCIEHOBAHNUIT I M3MEHEHISIMI Ha
OKT BbICTaB/IeH HpefBApUTENbHBI KOMOVHIPOBAHHBIN
puarHo3: 1) VIBC: OcTpbelit KOpOHApHBIA CUHAPOM 6e3
mombeMa cermenta ST ot 09.01.2025 1. (aHAMHECTUYIECKN).
Cepneunasn HegocraroynocTs (CH) 1 cragum ¢ Heycra-
HOBJICHHOU! (pakIiueit BoiOpoca neBoro xenynouka (JDK),
(byHKuMOHaanan xnacc IV. I'B II crapuu, crenens 3, puck
CepIeYHO-COCYIUCTBIX OCTIOXXHEHMIT 4 (04eHb BBICOKMIL).
2) TOJIA ot 09.01.2025r.

ConyrcTBytomue 3aboneBannsa: BpoxpéHHasa opHo-
CTOPOHHSIA areHesus JIeBOI MOYKIL.

[Tpn mocTymeHNn Ha3HAYEHO JIeUeHMe: SHOKCANAPUH
60 Mr /K 2 pasa B cyTKy, pypocemns 40 Mr B/B OZHOKpAT-
HO, ¢ 15.01.2025 1. pypocemup 20 Mr yTpoM U B 00ef, HeK-
caMeTasoH 8 MI' B/M OJHOKDPATHO, CIMPOHONMAKTOH 25 MT
B 06ey, aTopBacTatiH 40 MI BedepoM, alje TU/ICATUIIVIOBAs
Kucnora 100 Mr Be4epom, KIONUZOrpen 75 MI yTPOM, OMe-
npason 40 mr yrpom 3a 30 MUHYT [0 €Jibl.

Ha cnepyromuit genn (15.01.25 1.) k 6:00 yTpa 6p1710 OT-
Me4eHO OTCYTCTBHUE IUype3a CO BUepalllHero Beuepa (B Te-
venne 10 1), yXyAlIeHne cocTosiHme 60NMbHOI — HapacTa-
HUe OfbIIIKM, CHIDKeHMe carypauyu u AJl. O6beKTUBHO:
obuiee cocTosHMe KpaiiHe TspKenmoe. OpueHTHpOBaHA
B cebe, MecTe U BpeMeHM. BeipaxkeHHbI1 g ysHbI 1u-
aHo3. Yl — 34/MuH, IeKNUT TOPU3OHTATIBHO, OPTOITHOI
HeT, Temmepatypa — 36,5°C, SpO, 85% Ha arMocdepHOM
Bo3zryxe, 95-96 % Ha done unranauym O,. [leArenpbHOCTD
cepana puTMU4HasA, ToHbI npuraymensr, YCC — 60/MuH,
AT 80/50 MM pr. cT. KuBOT IIpu majibnaniuy MATKuit, 6es-
60J1e3HEeHHDIII, 13-3 TSHKECTU COCTOSAHYIA e Ta/IbHYIO I1aJIb-
HAI[MI0 OPTaHOB OPIOIIHOI IIOIOCTHU IIPOBECTU HEBO3MOXK-
Ho. OTEéYHOCTD rojieHelt u ctor, D=S, manpmanms roneHen
6e360/e3HeHHA, IIy/IbCALsI COXPAaHEHa C 00eNX CTOPOH.
9KT (15.01.25 1, 6:15) — pUTM CUHYCOBBII PETYISPHBIIL,
C 4acTOTOM 64/MUH. DIeKTpUyYecKas oCb cepilja OTKIOHe-
Ha BripaBo (yron a: +112°). Tlpusnak S Q, T, , orpuiarenn-
upiii T B 111, V-V . [IpusHaku neperpysku npaBbiX OT/IE/I0B
ceppua. Ilo cpaBuennmio ¢ OKI 3a 14.01.25 . — yBenmu4u-
JIOCb OTK/IOHEHUe 3eKTPUYEeCcKOil OCK BIIPaBo (Yroa a oT
+106° o +112°), Hapocma ray6una 3y6ua Q,, (c 1,5 Mm 10
2,5 MM), " YBeIMYWIACh IIyOMHA OTPUILIATEIBHOIO 3y6La
T, ye 9TO PACIEHEHO KK YBEMMIEHUE CTETIEHN MIEPETPY3-
ku IDK (puc. 2).

TpancropakanpHass  axokappuorpadus  (9xoKT)
(15.01.25r, 8:30): maBneHue B merovHol aprepun 50-54 MM
PT. cT. Pacimpenne Hu>KHel 1omoii BeHbl — 3,29 cM, Ko7-
nmabupyer Ha Bgoxe MeHee 50 %. VHmekc o6beMa MIpaBoOro
npencepausa — 85,83 mn/M? (<27 mi/M?), TOMIIMHA CTEH-
xu IDX 0,38 cM, mpoxcumanbasiil guaMetp IDK — 4,5 cm
(<3,5 cm), nagekc KO — 70,63 mn/m? (29-61 mii/m?). Pac-
mupeHue npasbix otzenos ceppua u JIDK. ITapagokcanb-
HOE [IBVDKEHIE MEXOKeTyJTO4YKOBOI IeperopofiKy — Ipu-
3Haxk neperpysku IDK. Tuamerp neBoro npencepaus (JIII)
4,36 cM, nHpekc o6bema JIIT — 27,92 mi/M?, ¢ppaxuns Bel-
6poca JDK — 55 %.
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Pucynox 2. Snexmpokapouoepamma Ha MOMeHMN
yxyouwerus cocmosuus (15.01.2025¢., 06:15). Onucanue
8 mexcme

Figure 2. Electrocardiogram at the time of impairment of
the condition (01/15/2025, 06:15). Description in the text

YnbTpasByKoBO€ HYI/IEKCHOE CKAHMPOBAHNME BEH HIDK-
HUX KOHEYHOCTEN He OBUIO BBIMOJTHEHO IO TEeXHUYECKUM
YCIIOBMSM.

B obumemM u OHOXMMMYECKOM aHammM3ax KpOBHU
(15.01.2025r. 9:00): merix. — 15,14x10°/m, n1. — 12%,
9p. — 4,08x10"/1, Hb — 73 r/n, ob6uuit 6enox — 58 1/11,
MoueBMHa — 23,1 MMOJIbB//, amaHMHAMUHOTpaHChepa-
3a — 304,8 MMonb/1, acmapraTaMMHOTpaHCdepasa —
2442 mmonb/m, I[IB — 24,4 cex. AHanmu3 MOYM BBIIIOTHUTD
HEBO3MOXKHO IO IIPMYMHE OTCYTCTBUA MOYIL.

Ha ocHoBannu >xano6 manyeHTKy Ha yCUIeHVe OfbIIl-
KI, BBIPXXEHHYIO CTTab0CTb, JAHHBIX 0CMOTpa (0TEYHOCTD
HOTL, apTepuajabHas [MUIOTEH3MsA, TAXUIIHOD), CHIDKEHUS
SpO,, pesynpraros KT (66mbutee orknonenmne IOC Bripa-
BO, yBe/ueHe maTonorndeckoro 3yora Q B 111 u 3y61jo8 T
B IpyAHbIX oTBefeHysax) 1 OxoKI' (lerounas runepreHsus,
paciiuMpeHne HVDKHEN IOION BEHbI, OTCYTCTBUE €€ aJieK-
BaTHOTO MHCNIMPATOPHOTO KOJI/IAICa, pacllpeHue MpaBbIX
OTZIeTIOB cepplia) y 60/bHOI ayarHocTupoBana TOJIA BbI-
cokoro pucka (puck cmeptu 10-24,5% PESI) ¢ nupkyna-
TOpHBIM KojtaricoM ot 09.01.2025 r. JlerouHas rumnepreH-
3ust (CpefiHee JaBJieHe B IETOYHON apTepun 54 MM PT. CT.).

OTcyTcTBUE MOYENCITYCKaHMA B TeueHMe 10 yacoB Ha
(hoHe pesKOro CHYDKEHU: fuypesa B HOCIENHNE JH, JIU-
Te/IbHasA apTepuaabHasA [MIIOTEH3NA, BOSHMKIINE Ha (poHe
TIJIA, mocmyXmunm oCHOBaHMEM KOHCTATMPOBATh Ipepe-
nanbHoe OIIIT RIFLE kmacc (RIFLE class)/AKIN crapus
(AKIN Stage) 3 na ¢one XBII: BpO>KIEHHOI OZHOCTOPOH-
HeJl areHe3ny JIEBOVI ITOYKMU.

B cBasu ¢ Hammumem TOJIA o4yeHDb BBICOKOTO PUCKa,
6071pHOIT OBIT TPOBEEH TPOMOONM3NUC PEKOMOVHAHT-
HOJI IIpOYypoKMHa30it B ob1eit gose 8 miH EJI (2 mnn EJT
6omiocHo, 6 mnH EJl B/B KamenpHo). [lo3a 9HOKcamapuHa
yBemdeHa o 80 Mr 1/ 2 pasa B CyTKu (DO MONydeHus
pe3y/IbTaToOB KpeaTMHVHA), OTMEHEHbl aclUpUH U KJIO-
muporpern. Iloce mpoBemeHnst TPOMOONNM3NCA COCTOSIHIE
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MALUMEHTKN COXPAHSIOCh CTAOWIBHO TSDKEMbIM, Al —
115/70 MM PT. CT., OfibILIIKa He HapacTana.

15.01.2025 r. B 12:30 monmy4eH pesynbTaT aHaIM3a Ha
kpearnHuH — 540 Mxmosb/1 (N=30-110 mxmorns/ ). IIpo-
BeJleHa KOPPEKLMsd HA3HAYEHHOTO JI€YEHMA: OTMEHEHbI
SHOKCaIlapVH, CNIMPOHONTAKTOH U aTOPBACTaTUH, Ha3HaYeH
KOMOVHIPOBaHHBII mpenapar Goconmunnmos B codeTa-
HUM C ITIMUMPPUSUHOBON KMUCAOTOM 2,5 T 2 pas B CYyTKMU
B/B CTPYIIHO.

Haunple xoarynorpammsr (15.01.2025 r.): IIB —
24,4 cex, IITU — 61 %, pubpuHorena 1,9 r/n, D-gumep —
2420 ur/mn (0-500 Hr/m).

17.01.2025 r. Ha 3 fmeHb IpeObIBaHUA B CTAL[OHape
IallYleHTKa Hadaja BBIJIEIIATb MO4y, B 06beMe 350 M 3a
cyTkn. B obuiem anammse moun: nmpotennypus (1,31 /),
TEIKOLUMUTYpUS ¥ UMIMHAPYpUs (OMHAMMKa IOKasaTeseit
0011eT0 aHa/MM3a MOYM B TabnuIE).

C 17.01 mo 21.01.2025 6ompHast MpOJOIKaIa XKajao-
BaTbCs Ha BBIPAKEHHYIO OIBIIIKY B ITOKOE, YCUIMBAIONLY-
10CA [PV Majleiflliell aKTMBHOCTY, BBIPQKEHHYIO OOIIYIO
cmaboctb. OOIee COCTOSHME COXPAHANOCH CTAOMIBHO
TOKETBIM. OTMevYannuch OTEKM HIDKHUX KOHEYHOCTEN IO
cepenuHbl 6émep, CUMMeTpPUYHBIE, MSTKUeE, OONblIe BBI-
paxeHHble K Beuepy. IlanueHTKa NOCTOAHHO NONTydYasna
okcureHorepanuio ¢ SpO, — 95-97 % na done uHranALNM
0O,, UCC 70-84/mun, YOI 20-22/mun, AJl 130-120/80-
70 MM pT. c1. Iuypes BoccranoBuiacsa ¢ 20.01. B o6béme
800-1200 mn B cyTkm. JIMHaMMKa ImapaMeTpoB IreMOJyHa-
MUKM, CEP/IEYHOTO PUTMA, CaTypalyu KPOBU, OOIIeK/IN-
HIYECKNX ¥ OMOXMMIYECKIX Pe3y/IbTaToB 32 BeCh HEPUOT,
7le4eHNs B CTallMOHApe NpeJicTaB/IeHa Ha pUCYHKe 3.

Ha 9-11 nenn meyenns B knnauKe (22.01.251.) manmeHT-
Ka OTMeTWIa yIy4dlleHKe 00IIero caMOYyBCTBUS, YMEHb-
IIeHVe MTHTEHCUBHOCTH OfbIIIKU. OOBEKTUBHO COCTOSIHIE
COXPaHSIOCh CTabMIbHO TsDKEMbIM. [Ipy ocMoTpe yMepeH-
HBIJI 1IaHO3 T'y0. AYCKYIBTaTMBHO AbIXaHNe Be3UKYIAP-
Hoe. SpO, — 97 % na done nnranauym O,, Y1 20/Mun.
JeATenbHOCTD CepAlla PUTMMYHAA, TOHBI IIPUIIYIICHBI,
YCC 85 yn/mun, ALl =AJl; 120/70 mm pt. cT. B cBsisu co
CHIDKEHMEM ypOBHell KpeaTuHmHa 10 305 Mxmonb/1 1 CKP
17 M71/MMH, K JIe4eHMIO0 ObIT BHOBb JOOAB/IEH SHOKCATIAPUH
B 1103€ 60 MI' B CyTKM OJJHOKPATHO.

OSKT (22.01.251.): pUTM CUHYCOBBII PETy/ISPHBII C Ya-
croroit 85/MmH. DOC oTkIOHeHa BpaBo (yrom a +109°).
SQ,, msosnextpuunbii T B II, III, aVE cma6omnomno-
xutenbubiit T B V-V . Tlo cpaBHeHUIO ¢ TpembImyIy-
mu IKI' orpunarensHsle 3y6unl T cTamym Crma)XKeHHBIMU
" C1abOTI0NIOK N TENBHBIMIL.

23.01.25 1. B 8:05 (Ha 10 meHb mpeObIBaHMS B CTALMO-
Hape) manmeHTKa Ha (oHe o6mieit crmabocTu, oTMeTmIa
YMeHblIIeH/e MHTEHCUBHOCTH OABILIKY, YIydIIeHne 0011e-
rO CaMOYYBCTBYS, OfHAKO CTaI0 GeCIOKOUTb cepALebue-
HIe. Bo BpeMs 0cMOTpa ayCKy/IbTaTMBHO BBLABJICHA apUT-
MUYHas AeATeNbHOCTD Cep/ilia, C YacTOToit okoo 100/mMuH,
YOO — 23/mun Ha OKI' (23.01.2025 1. B 8:25) ¢pubpu-
mauya npepceppuii (OII) ¢ TaxmcycTonmen Xerymoukos
(puc. 4).

Omcanue: GubpWIIALNA Ipecepayii ¢ 4acTOTOl Co-
Kpamenns sxenygoukos (YCXK) 140 mun'. 90C Bopaso
(yrom a +109°). $,Q,,, cmabo orpunarenphbit T B V -V,

B 8:40 masmauyeHn ammopmapoH 300 Mr B/B KaIleJTbHO
(B pasBemenuu 0,9 % pactBopoM HaTpusA xnopupga 400 mi).

Tabnuya. JJunamuka o6ujeco aHanu3a Mouu NAUUeHMKY 3a 8peMs Npebvl8aHus 6 cmayuoHape

Jarta (meHsb B cTal{MIOHape)

Mapamerp 17.01.2025 20.01.2025 28.01.2025 31.01.2025 04.02.2025
@) (7) (15) (18) (22)
O6beM MOUM, MII/CYT 350 1200 2700 2400 1700
OrHOCHUTeNbHAA IIJIOTHOCTD M/M M/M 1026 1018 1013
benok, r/n 1,31 0,246 0,749 1,3 0,104
JIeViKOLUUTHI, efi. B I1/3 7-12 - 10-15 8-0 30-40
OpUTPOLUTEL, efI. B I1/3 - - 10-12 1-2 -
Uunuupnpsl, ex. B 11/3 6-9 - - - -
TIpyMeuanms: M/M — Mano Mo, 11/3 — NOje SPeHN.
Table. Dynamics of the patient’s general urine analysis during her hospital stay
Date (day in hospital)
Parameter 17.01.2025 20.01.2025 28.01.2025 31.01.2025 04.02.2025
@) (7) (15) (18) (22)
Urine volume, ml/day 350 1200 2700 2400 1700
Relative density 1/u 1/u 1026 1018 1013
Protein, g/L 1,31 0,246 0,749 1,3 0,104
White blood cells, single in f/v 7-12 - 10-15 8-0 30-40
Red blood cells, single in f/v - - 10-12 1-2 -
Cylinders, single in f/v 6-9 - - - -

Notes: 1/u — little urine, f/v — field of view.
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Figure 3. Dynamics of laboratory and instrumental parameters of the patient during her hospital stay

Notes: TIT — thrombolytic therapy, AF — atrial fibrillation, PAP — pulmonary artery pressure, SpO, — blood oxygen saturation level, %, GFR — glomerular filtration rate,
CKD-EPI 2021 — formula for calculating GFR according to Chronic Kidney Disease Epidemiology Collaboration 2021, CR — creatinine, mcmol/
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ITapokcmsm Kynuposas B 12:10, manyeHTKa OTMeTIIa YTyd-
IIEHMEe COCTOSIHNSA, YMEHbIIeH)e MHTEHCUBHOCTY OfIbIIIKM,
YOO — 19/mun. ITpu OKT (23.01.2025r, B 12:00) — Hepery-
JIAPHBIN CUHYCOBBIN PUTM 3a CUET IPECEPAHBIX IKCTPACH-
CTOJ 1O THITYy 6ureMuHum ¢ yacroroit 120/mmu. S0OC Brpa-
Bo (yrom a +102°). S Q, , monoxwurenpubie T8 V -V, (puc. 5).

Ha ¢one nevenns (ammopmapon 300 Mr B/B KalelbHO
OJJHOKpaTHO, manee 200 Mr per 0s 3 pasa B CyTKM, OKCUTe-
HOTepamusi, KOMOMHIPOBaHHBI Ipenapar ¢ocdommmnnu-
TOB B COYETaHNM C TIMIMPPUSUHOBOI KUCTIOTO 2,5 T/CYT.,
¢dypocemup 20 Mr 2 pa3 B CyTKMU, ITaHTONpas3on 40 Mr, pac-
TBOp XKenesa [III] ruppoxcuy gexkcrpana 2,0 M 2 p/cyT.)
cocTostHye 6ONBHON yny4umnoch. IlanmeHTka oTMeTHIIA,
YTO MCYe3/t Hepebou B CepHevHOI JeATeIbHOCTI, YMEHb-
IIM/TACh OBIIIKA, 06Iast cmabocCTh, PacUIMPUIaCh ABUIa-
Te/IbHasI aKTVBHOCTD. YMEHBIIMINCH OTEKY Oefiep, ToneHeit
u crom. Y 60/bHOI coxpaHsAeTcA cuHycoBblit putM ¢ YCC
60-80/mmu, AJl B gmamasone 120-130/76-80 MM pT. CT.
SpO, — 98% na armocdepHom Bosmyxe, Y 18/Mun.
ToHbl cepAlla pUTMUYHBIE, IPUITTYIIEHbI. [IbIXaHNe Be3n-
KY/ISIPHOE, XPUIIOB U KPENUTALMI HET.

ITepen Beimuckoii B OAK (04.02.2025 r.): dp. —
3,95x10'%/n, Hb — 82 r/m, Ht — 28,1 %, cpegunit o6bem
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Pucynox 4. 9KI" navuenmxu 60 pems apummuu
(23.01.20252., 6 08:25)

Figure 4. ECG of the patient during arrhythmia
(01.23.2025, at 08:25)

apurpountoB — 71 ¢1, cperHee copepyKaHe reMOrIoOnHa
B spurpouute — 20,7 OI, CpefHAA KOHLEHTPALUs reMo-
ro6uHa B apurpountax — 29,2%, pacipesesieHne spu-
TpouuToB 1o 06vemy — 15,4 %, Tpom6. — 148 1/ (150 —
450 r/m), Tpombokpur 0,141%, ocTanbHbIEe MOKasaTenu
B paMKax pedepeHCHBIX 3HAUCHUIL.

B 6uoxummyeckoM aHammse KpoBe: oOmmit 6emoK —
50 r/m, KpeaTMHUMH — 75 MKMOJIb/JI, CBIBOPOTOYHOE Ke-
ne3o 8 mMxmonb/n (9-30 Mkmonb/n), peppurun 8 MKr/n
(15-150 mxr/m), TpancdeppuH 3,5 r/n (2,0-4,0 r/m), Buta-
v B, 250 nr/ma (190-900 mr/mim), ocTanbHble TOKasa-
Te/IU B PaMKax pedepeHCHBIX 3HAUeHWIT, BKII0Yast YPOBHI
TpaHCaMMHa3.

Ha 9xo0KI' (04.02.2025 r.): yMEHBIIWIOCH [JaBjIeHNE
B JIETOYHO apTepuu ¢ 54 10 49 MM PT. CT., YBETMYMIICS VH-
mexc oobema JIIT ¢ 27,92 ma/m? fo 52,75 Mi1/M?, yMeHbIINI-
csI MHAEKC 00'beMa TIPaBoro mpencepnust ¢ 85,83 mi/m? Ko
64,75 mn/m>.

05.02.2025 1. maIMeHTKa BBINNICAIACh TOJ] HAOTIOeHIe
Bpadyell 10 MeCTY JKUTENbCTBA C AMAaTHO30M:

OcHoBHOe 3aGomeBaHme: TOJIA BBICOKOTO pucKa
(puck rocnmMTaNbHON CMepTHOCTM >15%) ¢ LUPKyIATOp-
HbIM KojaricoM ot 09.01.2025t. (aHaMHeCTHYeCKN), peLu-
nuBupymomee TedeHre. CocTosgHue Iocie TpoMbonusuca
(mpoypokunasort) 15.01.2025 r. Jleroynas rumepTeH3N:A
(cpenuee maBneHMe B /IErOYHON apTepuu 49 MM PT. CT.
9x0KT ot 04.02.2025 1.) (Kox mo MKB 1 26).

aVvR

VE -4 A 3

S SO wm/C SMOLTP: APo+TPm

Pucynok 5. 9KI" nocne kynuposanus npucmyna
pubpunnayuu npedcepouti (23.01.20252. 12:00).

Onmnucanne: HEPCI‘YH)'IPHI)I]/I CMHYCOB])IM PUTM 3a CYET HPCI[CCPI[HOM 6ureMnHMN
¢ YCC 120 mun. 90C oTknoHeHa Bipaso (yroa a +102°). S Q,p IONIOXKUTENbHbIE
TsV-V,

Figure 5. ECG after abortion of an atrial fibrillation
attack (01/23/2025, 12:00).

Description: irregular sinus rhythm due to atrial bigeminy with heart rate of
120 min. The electric axe is deviated to the right (angle a +102°). § Q, , positive T
inV -V

1 2

g
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Oc/Io)XKHeHNe OCHOBHOIO 3a00/IeBaHINA: IIpepeHallb-
Hoe OIIIT RIFLE 3 cragum ot 14.01.202571., ¢ BOCCTaHOB/IE-
HueM QyHkuuy noyek 04.02.2025 r. Ha pone XBI1 2 crapgym:
areHesuy JIEBOJ IIOYKM B COYETAaHUU C TMIEPTEH3UBHOI
Hedpomaryeit efUHCTBEHHON [IpaBoil MOYKM. [MImokcude-
CKUII TEMaTHT.

MBC: Bmepsble MIApOKCU3M
23.01.2025r. ¢ TaXMCUCTONMEN >KEITyJOYKOB,
MEHTO3HOe BOCCTAHOBJICHUE CMHYCOBOTO pUTMa (aMu-
ofapon) 23.01.2025 r., CHA DS -VASc — 4 6amma, HAS-
BLED — 5 6anna, CH 1 ¢ coxpanHoii ¢pakuueit Bpiopoca
JIK (61,99 % 9xoKT ot 04.02.2025r.), GyHKI[MOHAIBHBIIT
kiacc II. [unepronndeckas 6omnesus Il cragun, 3 creneny,
pucK 4 (04eHDb BBICOKUIA).

XKenesopeduunrtHas aHeMust CpeHeN CTETIEHNM TSHKECTIL.

PexoMeH/IOBaHO AMCIIaHCepHOe HAOMIONEHME Y Y4acT-
KOBOTO TepareBTa 1 Kapguonora. JJoobcnegosanme amoy-
JIATOPHO /I YCTAaHOBIEHN MPpUUYMHLI aHeMuu. KoHTpomnb
9xoKI, xontepoBckoe MoHuropupoBanue IKI 1 pas
B rofi. KoHTpomp KpeaTmHmHa KpOBH, OOIIEro aHammsa
KpOBU M MOYM, XKefie3a, Ka/lus CbIBOPOTKM KPOBU, uepes
1 mec. [luera ¢ orpaHudeHueM conu (K0 5 rpaMM B CyT-
Kn), xupkoctu (1-1,5 mutpoB B cyTku). MeankaMeHTO3-
Hasl Tepamus: OMCOIPOTION 2,5 MT YTPOM, AIATENbHO IO
koHTponeM YCC n AJl; musuHONpMI 2,5 MI/CYyT; aMuoza-
poH 100 mr B obex, B TedeHne 1 mec. og koutporem YCC
n OKI; puBapoxcaban 20 Mr/cyTku BO BpeMs efibl B Tede-
HIe 3-X MeCALEB C MOC/IeYIOIel KOHCYIbTalel Kapino-
nora; >xenesa [II] cynbdar B KoMOMHALMY C ACKOPOVHOBBIII
KICTIOTOM 2 Tab/CyT. IOf; KOHTPO/IEM YPOBHsI TeMOITIOOMHA
1 5Kere3a KPOBIL.

OI1
MeuKa-

BBISB/IEHHBIN

O6cyxpeHue

TOJIA mpexpcraBnsger BapmanT BTOO u 3aHumaer
TpeTbe MeCTO Cpefyu Hambojee YaCTbIX NPUINH CepHed-
HO-COCY[JYICTOII CMEepPTHOCTM, YCTYyIas JMIIb MHQPApPKTY
MMoKapa u MHCYnbTy [14]. CBOoeBpeMeHHOe paclo3Ha-
BaHMe octpoit TOJIA 1 HeMes/IeHHOe HAavaj0 aHTUKOATY-
JITHTHOJ, TPOMOOIMTUYECKOI Tepammuy ¥ MeXaHNIeCKOol
TPOMOIKTOMMN TIO3BO/ISET CYIIECTBEHHO CHU3UTH PUCK
cveptu [15, 16]. Ipossrnenus TIOJIA moryt mmutupo-
BaTb IIVPOKUIT AMAIa30H APYTUX COCTOSHUIT M Hambosee
wacTas npudarHa cMepTu oT TOJIA — 910 HeCoco6HOCTD
[IOCTABUTDb MPaBUIbHBI AuarHos [14]. TOJIA, xoTopyo
YaCTO HA3bIBAKOT «BEIMKON IPUTBOPIIUIIEN», MOXET
OBITh COCTOSIHMEM YPEe3BBIYAITHO C/IOXKHBIM I PacIos-
HaBaHMA M OKOHYATEJIbHOM [MATHOCTUMKMU. Y IaIlMeHTOB
¢ TOJIA Hepenko HaONMIOAIOTCA CUMITOMBI, MIMUTHUPY-
fomue octpelit nHdapkT Mmnokappaa, CH, ob6Mopok us-3a
apUTMUY, THEBMOHMIO, TPUIIH, aCTMY, TAHMYECKYIO aTaKYy,
JleTIpeccuio WIn fpyroe 3aboneBaHme. YCTaHOB/ICHNE [1a-
rHo3a «TDJIA» B mepBywo odepenb TpedyeT, YTOObI Bpay
BKJIIOYII ero B AuddepeHIaNbHyI0 IMarHOCTHUKY, Of-
HaKO, K COXKaJIEHIIO, HEPEIKO IMPOUCXONMUT TaK, YTO 3TO
IPO3HOE COCTOSAHME JlaKe He PACCMATPUBALTCA B KauecTBe
MIOTEHIIVA/IbHBIX IPMYNH TOSABIEHUA CUMIITOMOB Y TaI-
enra [14, 17, 18].

Kak mpasmo, xnmHndeckme npossiaeHns TOJIA xa-
PaKTepM3ylOTCsi BHE3AIHO IIOSBMUBIIMMUCA >Kamobamm

Ha OJBIIIKY pasHOM CTeIleH)M BBIPAKEHHOCTH, OOJIbI0
B TPYIHOII K/I€TKE, TOJIOBOKPY>KE€HMAMM, IIPefl- U CUHKO-
IaJIbHBIMU COCTOAHUAMMY, OONbI0 M OTEKaMM KOHEYHO-
CTeil, KpOBOXapKaHbeM, KalllJleM, He[OMOTaHMeM, MOT/IN-
BOCTBIO U Apyrumu cumnromamu [9, 19-23]. ITo gaHHBIM
T. Holder et al. [21], n3yyaBmmx OCOOEHHOCTM OCTPON
TIJIA y 829 manueHToB, 4aCcTOTA MPE3eHTUPYIOUINX CUM-
IITOMOB COCTaBMJIA: OfbIIIKA — 55,2%, 60b B TPYRHON
Kkinetke — 28 %, Kamenb — 12,2 %, 60/1b ¥ OTEKM HIDKHUX
KoHeyHOcTelr — 8,8% u 11,3%, cOOTBETCTBEHHO, CIa-
60cth — 8,9 %, npepcuuKorne u cuukone — 8,3 % u Kpo-
BOXapKaHbe — 2,3 %. CrieflyeT OTMETUTD, YTO B IIOATPYIIIIe
HAI[IEHTOB BBICOKOTO pycKa (n=50) OTHOCUTEIBHO PEaKo
obHapyxmBamuch oapimka (38 %), 60/1b B TPYAHOI KII€TKE
(20%), a KpoBOXapKaHbe I Kalllelb OTCYTCTBOBA/IN BOBCE.
Ha ocHoBanum aHanmmsa psga COOOILEHNUI, BBIIIOTHEHHO-
ro Doralisa n Vincenzo Morrone [20], kimHu4Yeckue mpo-
saBnernst octpoit TOJIA XapakTepus3oBalmnUCh OIBIIIKON
(B 32-88% cnyyaes), TaxumHos (60-66 %), Taxuxapayen
(30-40 %), 607b10 B rpynHOIL K1eTKe (40-70 %), cuukore (6-
39%), xauuiem (9-37 %), xpoBoxapKaubeM (2-13 %) u nu-
xopagxoit (7-10 %).

B Hamem cryyae manmeHTKa >KajioBajach Ha OJBILIKY
B IIOKOE, BBIPQXEHHYIO OOIIYI0 C/1ab0CTb, OTEKY HIDKHUX
KOHeuHoCTell. B camom Hadase 3aboneBanna 09.01.2025 r.
HapsAy C CMIBHOJ ORBILIKOI U 06I1elt cmabocThio, OTMe-
yanoch cHipkeHnue AJl go 80/60 MM PT., 4TO CBUMETENb-
CTBOBAJI0 O TeMOAMHAMMIYECKOM Kojtarnce. HecmoTpsa Ha
HEOJIHOKpaTHble npepnoxenna Bpaderi CMII, manmenTtka
OTKAa3bIBaTIaCh OT rocumramsanyit. K coxarennio, Menn-
LIHCKasl JOKyMEHTalus He OblIa IpeficTaBIeHa, HO BIIOJ-
He BEPOSTHO, YTO COCTOsIHNE MAaLMEeHTKN OBUIO paclieHe-
HO JZOKTOpaMM, KaK yXyAIIeHIe OCHOBHOTO 3a00/IeBaHs,
yuuThIBas faHHble aHamHesa 06 VIBC u I'b. axe mpu mo-
CTYIZIEHUM B Kapauonorundyeckoe orgenenue 14.01.2025 r.
mmaro3 «TOJIA» OblT BbIHECEH BTOPBIM IIOCTIE IIPEIO-
naraemoro OKC. HeonpenenennocTs B orHomeHun TIJIA
6pu1a 00ycmoBreHa CnOKHOCTBIO ucKmounts OKC Ha
¢doue VIBC u otcyrcTBreM pesynbratoB JxoKI-nccreno-
BaHUA B IEPBBIN IeHb HaXOXKJEHUA B CTALMOHApe, XOTs
Ha OKI yxe ormeuanuch oTknoneHne 9OC BIpaBo, CMH-
mpom SQ, T, ., oTpunarenbHbie 3y6unl T B rpyHBIX OTBe-
peHuAx. Y tonpko 15.01.2025 1., Korjga yTpoM COCTOSAHUE
HAaIMeHTKN Pe3KO YXYAIIIOCh (YCUININCh OfbIIIKA, C/Ia-
60cTb) 1 nocye nomydenus pesynbraros OxoKI Obina fua-
rHoctupoBaHa TOJIA.

CregyeT OTMETWUTDb, YTO KIMHMYECKUE IIPOBIEHMUS
TOJIA He Bcerma XapaKTepU3YIOTCS COYETaHMEM BCeX
Ka/100, TAaKMX KaK OfIBIIIKA, OO/Ib B IPYRHOI KJIETKE, KPO-
BOXapKaHbe U cepanebuenne. Kak mpepcraBieHo Bbille,
TAKOJ XapaKTepHbI cuMnToM TOJIA, Kak OfibIIIIKa BCTpe-
YaeTCs He Y BCeX MallMeHTOB. Y4YMUThIBasA TskecTb TIJIA
U eé MOTEHUMATbHO (PaTa/NbHbI NPOTHO3, HEOOXOAMMO
MaKCVMAa/IbHO BHMMATENbHO IOAXOINUTDb K TPAKTOBKE CITy-
JaeB, IPOTEKAIOIMX He C «K/IACCUYeCKOl» Ipe3eHTaIyet
TOJIA, xoMOMHUpYIOIIell OHOBPEMEHHO BCe IIPU3HAKYU
rposHoii maronoruu [17, 23].

Hecmotpsa Ha To, uro TOJIA 3aHMMaeT OfHO U3 Be-
AYyIMX MeCT B CepHeYHO-COCYAUCTON 3ab0/IeBaeMOCT
U CMEPTHOCTHM, OOBIYHO OLleHKe (YHKIUM IIOYeK IIpu
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9TOM OC/IOKHEHUM YJe/NAeTCsA HeJOCTaTOYHOE BHMMA-
Hite [24, 25]. Xorsa y manuentoB ¢ TIJIA auchyHxums
[I0YeK HaOMI0IaeTCsA JOBOABHO 4acTo — OT 5% u 1o 60 %
cny4aes [25, 26]. ITo gannbiM peructpa ICOPER ¢ oxBaTom
2454 nanuenToB ¢ octpoit TIJIA, noveuHas AucyHKIA
(ypoBenb KpeartumHmHa >176,8 MKMOJIB//I) Habmopanach
B 5,1 % cimy4yaeB u ABNATACH HE3ABMCUMBIM IPEAUKTOPOM
cmeptaoctu (HR, 2,05 95% 1MW, 1,4-3,0) [27]. Ilpu usyde-
HIMJ B3aMMOCBSI3) PA3/INYHBIX OMOMAapKepOB U IIPOTHO3a
y 100 marnentos ¢ octpoit TOJIA M. Kostrubiec et al. [28]
BBIABW/IM IIOYEYHYI0 HESOCTATOYHOCTb (YPOBEHb CbIBO-
POTOYHOrO KpeaTumHyHa >135 MKMOnb/m1) y 13 60mbHBIX
(13%); otHowmenue pucka cMeptaocty (HR), o6ycnosnen-
HOJ ITOYEeYHON HEMOCTATOYHOCTHIO — 6,4 (95% [V, 2,22~
18,61). ITo pesympraTam MeTtaaHanusa (13 mccregoBaHmit
C KOJIM4YeCTBOM OONIbHBIX 35 662) IpU3HAKY [T0YeYHOII He-
IHOCTATOYHOCTY HAOMIONAMICH Y KAXOTO TPEThero 6omb-
Horo (y 32,8 %) [29].

Ilo pamHBIM KpymHOro poccuiickoro perucrpa CU-
PEHA, sBxmoumBIIero B ucciaemoBanue 604 maiymeHTa
¢ TOJIA, noueunas gucdyHKIys (OLeHNBaeMast II0 CKOPO-
ctu K1yb6oukoBoit ¢unsrpanuy <60 mi/mun/1,73 M?) BBI-
asyeHa y 320 (53 %), mpu 9TOM TsDKesIoe HapyleHe QpyHK-
it — y 63 (10 %) o6cnenoBanHbix [30]. B nccnenoBanum
I1.®. KmmmvkuHa n ap. [31] OIIII 6buta guarHocTMpOBaHa
y 59,6 % 6ompubix TOJIA. Kpome Toro, Hammume OIIII
y nmauyenTos ¢ TOJIA accounmpoBanoch C TAKECTHIO MIbI-
XaTeJIbHOM HENOCTAaTOYHOCTU, CUCTONIMYECKON JIETOYHON
rurepTeHsyeil n napamerpamu aucyskym IDK.

B HameMm cryvae TedeHne TOJIA 0ClIOXHMIOCH pasBu-
tuem OIIII, xoTopoe onpenenaeTcsa Kak BHe3aNHasA yTpaTa
(GYHKIMM [OYeK, OLleHMBaeMasi 110 YBEIMYEHUIO CHIBOPO-
TOYHOTO KpeaTVHUHA ¥ CHIDKeHVIO Auypesa (Onurypus)
IIATENIBHOCTDIO 10 7 gHelt [32-34].

B matodusuonorun OIIIT mpu TIJIA paccmarpuBaior
HECKOJIbKO MeXaHM3MoB. OcTpas neperpyska IpaBbIX OT-
Te/IOB Ccepfilia IPUBOAUT K TPUKYCIMATbHOI HEOCTATOY-
HocTu ¥ nosblieHyIo 1IBJ/l, 4To nmpuBOAUT K IacCUBHOM
HOYeYHON TUIlepeMNUy, YBeIMIeHNI0 MHTePCTUIMATbHOTO
JaBJIeHMsA U OTEKY MHTepCTMIus modek [12, 25, 35]. [na
ONMCAHMA HApPYUIEHNS II0YeK BCENCTBUE CHIDKEHHOTO
PEHaIIbHOTO BEHO3HOTO KPOBOTOKA ¥ IOBBIIIEHHOTO IO-
YeYHOTO MHTEPCTMLMATBHOIO J[IaBIE€HNA UCIOIb3yeTCs
TEPMUH «3aCTOIHAsI HePPOMATIsI», KOTOPask MOXKeT ObITh
obparyMas IIpy BOCCTAHOBJICHMY ITIapaMeTPOB BEHO3HOI
nupKynsauyy (25, 36]. PeHanbHBI BeHO3HbI 3acTON 3a-
IyCKaeT TOPMOHAJIbHYI0 AKTUBAIMIO C YCHIEHMEM pe-
30pOLMM HATPWUA, YTO HPUBOAUT K YBEIMYECHUIO IIepe-
rpy3ku 06bEMOM, BHYTPUOPIOLIHOTO HABAEHNS U B CBOIO
odepend — HampspkeHuio creHok IDK. Takum o6pasom,
CHIDKEHMe IOYeYHOI Nepdysuy Hapsafy C yBeMdeHVeM
COCYIMCTOTO 3aCTOA U, CNIEJOBATENbHO, MoBbIIeHMeM LIB]I
HPUBOANT K YXYALIeHNIO GYHKIMM TTo4yeK mpu octpoit CH
[35]. E.M. Boorsma et al. [37] npemnoxumy runoresy «pe-
HaJIbHOJ TAMITOHA/IBI» 151 OO'bSCHEHNS YXY/AILEHNU QYHK-
uuu noyek npu ysenudenuu IIBJ] mpu CH. Bricokoe LIB]I
MIPMBOAUT K BO3PACTAHNMIO MHTEPCTULIMATBHOTO HABIEHNA
B IIOYKAX CO C/]ABJIEHMEM IIOUEYHBIX CTPYKTYP (KaHAJIblIieB,
MHTPapeHa/IbHBIX COCYZIOB U KJIYOOYKOB) B MHKAICYINPO-
BaHHOII [10YKe, HETIOAATIMBOI ISl PACTXKEHMAL.

Kpowme toro, octpas TIJIA, mpoTekaromas ¢ mageHneM
CepfIeYHOr0 BbIOPOCA, IPUBOANT K rumonepdysum u ru-
HOKCHU II0YeK, HeIIpOryMOpaIbHOM aKTUBaLMM, 00yC/IOB-
JMBalollell Ba3OKOHCTPUKIVIO M JOIOIHUTETbHYIO pe-
3op6umio Hatpus [12, 35]. ConyTcTByowue 3a60meBaHms,
TaKye KaK caXapHbli fuabeT, apTepuanbHasi IUIepPTeH3Ns,
XBII, anomanum pasBUTHs, SAB/SIIOTCA Kak (akropamu
pucka passutua OIIII, mpegpacnonaras K HOBpeX/IeHNUIO
MOYEK B YC/IOBUAX TSKENOTO IeMOAMHAMUYIECKOTO CTpec-
ca, Tak U paKTopaMy, YCyTyOIAOIMMI TOBPEXeHNe MO-
YeK Ipy runonepdys3nu u 3acToiHoit Hepponaruu [12, 25,
26, 38]. Tak, npu nsydenun ocobennocreit OIIII y 36 ma-
uuenToB ¢ TOJIA, BbimonnedHoro B.B. ®ummMoHOBOI
u fp. [24], XBII BeisBieHa y 24 (67 %) o6CIegoBaHHBIX,
OIIII de novo — y 12 (33%). Y mpencTaBlIeHHOIT BbIIIe
00nbHOI paHee ObUIa BbIABJIEHA ENMHCTBEHHAS IIOYKa
U BPOXKI€HHAsl areHe3Ns JIeBOJ MOYKY, 4TO, KaK BapMaHT
XBI1, npenpacnonaraet K passutuio OIIIT [39].

Teuyenne OIIIl B mpefcTaBIeHHOM CTydae XapaKTepu-
30BaJIOCh IIEPUOJIOM OJIUTYPUH, a30TeMuy (MaKCHMMaIbHBII
ypoBeHb KpeaTnHMHa 540 MKkMonb/m) Ha ¢oHe TOJIA. Be-
menne nanyeHToB ¢ TOJIA u OIIII npegycMaTpuBaeT cKo-
peiilliee BOCCTAHOB/IEH)E KPOBOTOKA B CMCTEMe JIETOYHBIX
apTepuii, yMmenbiuenue neperpysku IDK, camxenne LIB]I
U BOCCTAaHOBJIEHME Auype3a. B Hamem ciyvae, mocnie mo-
CTAQHOBKJ OKOHYATE/IbHOTO IMArHO3a ObI/IO IepecMOTPEHO
HasHaueHUe BCeX IIpelaparos, obmaaonye HepoTOKCU-
YeCKMM HeVICTBYEM VM JiedeHVe KOTOPBIMM yBelIuduBaeT
pucK mo604HbIX 3¢ PexToB.

Kpowme TsKenoro Hapyulenns QyHKIUY II0YeK, Pa3BU-
tie octpoit CH u gbIxaTe/IbHO HeLOCTaTOYHOCTH Ha poHe
TIJIA B HalleM ciTydae IPUBETO K Pa3BUTUIO TUIIOKCHYe-
CKOTO rellaTUTa, KOTOPbIl MaHU(eCTNPOBaI IIOBbILIICHIEM
yPOBHsI TpaHCaMMHa3 6omee 4eM B 10 pas Bblllle BepxHeit
rpaHMLbl HOpMBL. [I0 COBpeMeHHBIM IIpefCTaBICHMM,
PasBUTHE TUIIOKCUYECKOTO TellaTUTa CBA3AHO CO CJIOKHBIM
KOMIUIEKCOM HapyLIeHWI TeMOJVHAMMKM ¥ HepOorymo-
PaZbHOTO MEXaHM3Ma PeTy/ALNY; M3HAYaTbHON IIPUYM-
HOI1 TIOpa’keHMA TeIIATOLNTOB ABJIACTCA IMIIOKCHA KIETOK
nevyeHy [40]. AHamu3 pesyIbTaTOB MHOTOYMCIICHHBIX JIC-
CTIellOBaHMII TTO3BO/IVII BBIAENINTD CIeAyIOle MeXaHM3Mbl
PasBUTUA TUIOKCUN KIETOK IedeHM: VIIeMM ¥ BEHO3HOe
nonHokposue (mpu ocrpoit CH B 17-78 % cny4aes); ru-
nokcemysA (MM ObIXaTeTbHON HeflOCTaTOYHOCTY, aHeMMIIA,
B 12%) [40]. YV Hamel ManMeHTKN UMETOCh HECKOIBKO Me-
XaHM3MOB: MIIEMIA, BEHO3HOE ITOTHOKPOBME U TMIIOKCe-
muA. TUIMYHBIM IJI TUIIOKCUMYECKOTO TeraTuTa ABJIAeTC
HOPMa/lM3alMs YPOBHEN TpaHcaMuHas dyepes 10-15 nueir,
4TO 1 HAO/IIOfAIOCH Y Hallleil 60/IbHOIL.

Passurne OIIII npu TIJIA accouuupyercs ¢ Hebmaro-
HOPUATHBIM IIPOTHO30M. B IMTHMPOBAaHHOM BBbIIIE MCCTIe-
IOBaHMM IPY M3Y4eHMU ocobeHHOCTeil TedeHmsa TIJIA
B 3aBMCUMOCTM OT TOro, Opimo nu y maumeHtoB OIIIT
(n=36) wu Het (n=75), BBIABJIEHO, YTO B IPYIIIIE C IIOpa-
JKEHMEeM TI04eK ymepro 16 (44 %) maryeHToB, a B IPYIIIe
6e3 OIIII — 26 (23 %) [24]. OTMe4eH yBeINYEHHBIN PUCK
TOCHUTA/IbHON CMEepPTHOCTU cpeny manyentos ¢ OITIT: OII
5,2 (95% ON: 2,02-13,39; p <0,001). Kpome TOTO, aBTOPBI
OOHapy>Xmny, 4To pucK 30-THEBHON CMepTH, YCTaHAB/IU-
BaeMbli1 1o mkane PESI, y manmenTtos ¢ OIIII Bbime, yem




Apxusb BHyTpeHHE MepAMuMHbL ® Ne 6 ® 2025

PA3BBOP KAMHMYECKUX CAVIAEB

y maunmentos 6e3 OITII (120,0 (87,5-158) 1 90 (87,5-158,0)
COOTBeTCTBeHHO, p=0,004) [24]. Ha ocHOBaHWM BbIsBIIEH-
HOI1 46TKOII B3aMMOCBS3Y MEX/Y CHIDKEHVEM YPOBHSI CKO-
pocTu KIy60o4KoBOI! (prIbTpALUK U IOBBIIIEHEM TOCIIN-
TaJIbHOM CMEPTHOCTM, 9KCIIEPTHI POCCUIICKOTO perucrpa
CHIPEHA [30] npenaraior o6aB/siTh HaM4me HOYeTHOMN
maucyHKImu (CKOpOCTh moYeyHoi ¢unbrpanyn <60 M/
MUH/1,73 M?) K yIpOLleHHOMY MHAeKcy Tsbkectu TIJIA
(sPESI) mnsa ynydimeHus crpaTudyKanmy pucKa M MIEH-
TUQUKALVN TALVIEHTOB C BBICOKVM PYCKOM TOCIUTATBHOMN
CMepTH.

3akArUueHue

IIpencraBienHbll Ccay4yall WUIIOCTPUPYET PasBUTHE
OIIIT mpn TOJIA BBICOKOTO pMCKa y TALMEHTKM C MMe-
IolleiicAd HACTAEeNCTBEHHON aHOMaJMell pasBUTUsA IIOYKMU.
Teyenne OIIIl xapakTepu3oBaIOCh ONUTYpMEN M Hapac-
TaHMeM ypoBH: KpearuHuHa. Passutme OIIII nmpu TIJIA
CBSI3bIBAIOT C HECKOJIbKMMM MEXaHM3MaMy, B YaCTHOCTHU
C 3acToiiHO}l HedpomaTmeil ¥ pes3Koil runonepdysueit,
00YC/IOBICHHOJ CHIDKEHMEM CepfieYHOro BbIOpoca M ap-
tepuanbHoll runotensueir. OIIIT npu TIOJIA acconuupy-
eTcsl ¢ HeOMaronpyATHBIM IIPOTHO30M, OLCHMBAEMBIM 110
YPOBHIO TOCIUTA/IBHON CMEPTHOCTM. 3HaHME OCOOEHHO-
CTeil OYeYHOl (PYHKINYU O3BOMAET KOMIUIEKCHO ITOfIXO-
IUTH K OLlEHKe KJIMHIYECKOro craryca 60mpHbIX ¢ TOJIA,
MOHUTOPMPOBATD IUype3, YPOBEHDb CHIBOPOTOUYHOIO Kpea-
THHUHA U [uddepeHIIpoBaHo pa3pabaThiBaTh aATOPUTM
BeeHMs OO/IbHBIX.

Bknapg aBTOpOB:

Bce aBTOpbI BHEC/IM CYyILLeCTBEHHBIV BK/1a/ B MOATOTOBKY PaboThl, MPOY4/In
1 006punn GuHaNbHYIO BEpCMIO CTaTbk nepes nybankaumen

TapaguH I.T. — KoHUeNLWA CTaTby, HanUcaHue, pefakTUpOBaHMe 1 yT-
BEPX/EeH1e pyKonucu

Pakutckas U.B. — 0630p nMTepaTypbl, KoonepaLms aBTOPCKOro KO//IeK-
T™Ba

Mpukonota A.B. — peAakTMpoBaHue, HanncaH1e U MHTepnpeTaLms pe-
3yNbTaToB 06C/Ne0BaHMI

Mpukonota O.A. — HanucaHWe KAMHUYECKOW YacTW, pefaKTUpOBaHVe
pyKOMMCK, NPOBEPKa KPUTUYECKN BAaXHOIO MHTENNEKTYaNbHOro CoAep-
KaHuA

flpnueBckuit A.N. — cospaHne UANIOCTPATUBHOTO MaTepuana, aHaaus,
npeseHTaLus AaHHbIX, HaNMcaHWe KAMHUYeCKON YacTu

Barpuit B.A. — HanucaHue BegeHWA 60/1bHOM, aHaNW3 U MHTepnpeTaLua
NINTepaTYPHbIX JaHHbIX, OpPraHu13aLMoHHoe obecredeHmne ny6ankalum
CrtpuoHoBa B.C. — pegiakTripoBaHue, 0630p IMTepaTypbl, KPUTUHECKUI
aHaNN3 IMTepaTypPHbIX AaHHbIX

Author Contribution:

All the authors contributed significantly to the study and the article, read
and approved the final version of the article before publication

Taradin G.G. — the concept of the article, writing, editing and approval
of the manuscript

Rakitskaya I.V. — literature review, collaboration of the author’s team
Prikolota A.V. — editing, writing and interpretation of investigations re-
sults

Prikolota O.A. — writing the clinical part, editing the manuscript, check-
ing the critical intellectual content

Yarichevskyi A.l. — creation of illustrative material, analysis, presenta-
tion of data, writing of the clinical part

Bagriy V.A. — writing patient management section, analysis and interpre-
tation of literature data, organizational support for publication
Strionova V.S. — editing, literature review, critical analysis of literature
data

Cnucok autepatypesi / References:

1. HwukynunHa H.H., TepexoBckas tO.B. SnugemMumonorus TpoM60oam-
6011111 NIerOYHOI apTepUn B COBPEMEHHOM MUpe: aHau3 3a6o-
N1eBaeMOCTH, CMEPTHOCTU 1 Npo61eM Ux U3yyeHus. Poccuiickuin
KapAunonoruyeckuii xypHan. 2019;(6):103-108. doi: 10.15829/
1560-4071-2019-6-103-108
Nikulina NN, Terekhovskaya YuV. Epidemiology of pulmonary embo-
lism in today's context: analysis of incidence, mortality and problems
of their study. Russian Journal of Cardiology. 2019;(6):103-108.

[In Russian] doi: 10.15829/1560-4071-2019-6-103-108

2. Konstantinides SV, Meyer G, Becattini C, et al. 2019 ESC Guidelines
for the diagnosis and management of acute pulmonary embolism de-
veloped in collaboration with the European Respiratory Society (ERS).
Eur Heart J. 2020;41(4):543-603. doi: 10.1093/eurheartj/ehz405

3. Tehrani BN, Batchelor WB, Spinosa D. High-risk acute pulmo-
nary embolism: where do we go from here? ] Am Coll Cardiol.
2024;83(1):44-46. doi: 10.1016/j.jacc.2023.11.001

4. Alashram R, Male E, Rali P. Epidemiology of pulmonary embolism.

In: Pulmonary Embolism: from acute PE to chronic complications,
B. Rivera-Lebron, G.A. Heresi (eds.), Springer Nature Switzerland AG
2020;1:1-12. doi: 10.1007/978-3-030-51736-6_1

5. Grosse SD, Nelson RE, Nyarko KA, et al. The economic burden of
incident venous thromboembolism in the United States: a review of
estimated attributable healthcare costs. Thromb Res. 2016;137:3-10.
doi: 10.1016/j.thromres.2015.11.033

6. Turetz M, Sideris AT, Friedman OA, et al. Epidemiology, pathophysiol-
ogy, and natural history of pulmonary embolism. Semin Intervent
Radiol. 2018;35(2):92-98. doi: 10.1055/s-0038-1642036

7. Smith SB, Geske B, Kathuria P, et al. Analysis of national trends in
admissions for pulmonary embolism. Chest. 2016;150(1):35-45.
doi: 10.1016/j.chest.2016.02.638

8. Willich SN, Chuang LH, van Hout B, et al. Pulmonary embolism in Eu-
rope — Burden of illness in relationship to healthcare resource utiliza-
tion and return to work. Thromb Res. 2018;170:181-191. doi: 10.1016/].
thromres.2018.02.009

9. bokepusa JIA, 3ateBaxun MW, Kupuenko AU, u gp. Poccuiickne
KNMHWYeCKne peKOMeH/aL M MO MarHoCTHKe, 14EHNIO U Npo-
dnnaKTUKe BEHO3HBIX TPOMB03IME0NNYECKMX OCOMHEHMIT (BT O).
®ne6onorus. 2015; 9(4-2):1-52.

Bokerija LA, Zatevahin Il, Kirienko Al, et al. Russian clinical guidelines
for diagnosis, treatment and prevention of venous thromboembolic
complications (VTEC). Flebologija. 2015; 9(4-2):1-52. [In Russian]

10. Farmakis IT, Keller K, Barco S, et al. From acute pulmonary embolism
to post-pulmonary embolism sequelae. Vasa. 2023;52(1):29-37.
doi: 10.1024/0301-1526/a001042

11.  Opitz CF, Meyer FJ. Pulmonary embolism: an update based on the
revised AWMF-S2k Guideline. Hamostaseologie. 2024;44(2):111-118.
doi: 10.1055/5-0044-1779011

12. MeH3opos MB, ®uaumoHosa BB, Spaux A/Zl, n ap. YactoTa m npo-
rHOCTMYECKOE 3HaYeHNe OCTPOro NOBPeX/4eHIe NoYeK npu
TpoM603Mb60N1M NEFOYHON apTepum No AaHHbIM peructpa CUPEHA.
Poccuiickuin kKapanonorudeckuin )ypHan. 2022;27(15):4864.
doi: 10.15829/1560-4071-2022-4864.

477



478

ANALYSIS OF CLINICAL CASES

The Russian Archives of Internal Medicine ® Ne 6 e 2025

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

Menzorov MV, Filimonova VYV, Erlikh AD. Incidence and prognostic
value of acute kidney injury in pulmonary embolism: data from the
SIRENA registry. Russian Journal of Cardiology. 2022;27(1S):4864.
[In Russian] doi: 10.15829/1560-4071-2022-4864

See EJ, Jayasinghe K, Glassford N, et al. Long-term risk of adverse
outcomes after acute kidney injury: a systematic review and meta-
analysis of cohort studies using consensus definitions of exposure.
Kidney Int. 2019;95(1):160-172. doi: 10.1016/j.kint.2018.08.036
Shapiro J, Reichard A, Muck PE. New diagnostic tools for pul-
monary embolism detection. Methodist Debakey Cardiovasc J.
2024;20(3):5-12. doi: 10.14797/mdcvj.1342

BatyTun HT, TapaauH T, Kanuwesa VB n ap. Ponb nHTepeeHumn-
OHHbIX METO/0B B IeHeHWM OCTPOWA Iero4HOM aMbonnN. ApXuBb
BHYTpeHHel MeauLmHbl. 2018;8(5):346-360. doi: 10.20514/2226-
6704-2018-0-5-346-360.

Vatutin NT, Taradin GG, Kanisheva IV, et al. The role of interven-
tional methods in treatment of pulmonary embolism. The Russian
Archives of Internal Medicine. 2018;8(5):346-360. [In Russian]

doi: 10.20514/2226-6704-2018-0-5-346-360

MrHaTeHko A, TapaguH T, BaTyTuH HT 1 gp. CoBpeMeHHble
B3r/1fAbl HA @QHTUKOArY/IFHTHYIO M TPOMBOIUTUYECKYIO Tepanuto
OCTPOI Nero4HoN 3M60/1MN. ApXMBD BHYTPEHHE MeANLIHBI.
2019;9(5):348-366. doi: 10.20514/2226-6704-2019-9-5-348-366.
Ignatenko GA, Taradin GG, Vatutin NT, et al. Current view on
anticoagulant and thrombolytic treatment of acute pulmonary
embolism. The Russian Archives of Internal Medicine.
2019;9(5):348-366. [In Russian] doi: 10.20514/2226-6704-2019-
9-5-348-366

MegaBeges All, ®egopos CA, Tpopumos HA un ap. Ownbkm Anar-
HOCTUKM U le4eHns TPOMB03IM601MK eroyHoii apTepum. Kapamno-
JIOTMA 1 CEpAEYHO-COCYANCTan xupyprus. 2021;14(1):54-59.

doi: 10.17116/KARDI020211401154.

Medvedev AP, Fedorov SA, Trofimov NA, et al. Errors in diagnosis and
treatment of pulmonary embolism. Russ. Jour. of Card. and Cardio-
vasc. Surg. = Kard. i serd.-sosud. khir. 2021;14(1):54-59. [In Russian]
doi: 10.177116/KARDIO20211401154

Makaposa HB, bycanaesa EV, Tyiizaposa VIA n ap. CroxHoCTH
ANArHOCTUKMN TPOMB03IMBONNM SIEFrOYHOW apTEPUN B KAMHUYE-
CKOI NPaKTUKe. YNbAHOBCKUI MeANKO-BMONOrMYECKUIA Y PHa.
2022;3:35-42. doi: 10.34014/2227-1848-2022-3-35-42.

Makarova NV, Busalaeva El, Tuyzarova IA, et al. Slozhnosti diagnostiki
tromboembolii legochnoy arterii v klinicheskoy praktike [Pulmonary
embolism: Challenges in clinical diagnosis]. Ul'yanovskiy mediko-bio-
logicheskiy zhurnal. 2022; 3: 35-42. [In Russian] doi: 10.34014/2227-
1848-2022-3-35-42

BatyTuH HT, TapaguH T, Koctorpsi3 Bb u gp. Ciyyaii HeogHoOKpaT-
HbIX CUHKOMa/IbHbIX COCTOAHWUIA NPU PeLMANBUPYIOLLEe TPOM6O-
3M6011K neroyHom aptepuu. Kapgunonorus 2017;57(S3):76-80.
doi: 10.18087/cardio.2398.

Vatutin NT, Taradin GG, Kostogryz VB, et al. The case of re-

peated syncopes in recurrent pulmonary embolism. Kardiologiia.
2017;57(53):76-80. [In Russian] doi: 10.18087/cardio.2398

Morrone D, Morrone V. Acute pulmonary embolism: focus on the
clinical picture. Korean Circ J. 2018;48(5):365-381. doi: 10.4070/
kcj.2017.0314

Holder T, Sullivan AE, Truong T, et al. Identification, diagnosis,
treatment, and in-hospital outcomes of acute pulmonary embo-
lism: results from a single integrated health system. Am Heart J.
2019;216:136-142. doi: 10.1016/j.ahj.2019.06.016

Yao D, Cao W, Liu X. Clinical manifestations and misdiagnosis fac-
tors of pulmonary embolism patients seeking treatment in cardiol-

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

ogy. Medicine (Baltimore). 2024;103(49):e40821. doi: 10.1097/
MD.0000000000040821

MaHyeHko ENM, banaxoHosa TB, laHnnos HM un ap. [lnarHoctuka

1 NeYyeHve TPOM603MBONUM NerOYHON apTePUN: KANHNYeCKKe
pekoMeHgaumu EBpasuniickoit accoLmanum Kapanonoros A nNpax-
TUYecKux Bpayeit (2021). EBpasunitcKnil KApANONOTUHECKUI XKy PHa.
2021;(1):44-77.

Panchenko EP, Balahonova TV, Danilov NM, et al. Diagnosis and Man-
agement of pulmonary embolism: Eurasian Association of Cardiology
(EAC) Clinical Practice Guidelines (2021). Eurasian Heart Journal.
2021;(1):44-77. [In Russian] doi: 10.38109/2225-1685-2021-1-44-77
®dunmmoHosa BB, Men3zopos MB, bonblakosa AHO. OcTpoe noBpex-
AileHVe NoYeK y NaLMeHToB ¢ TPOM603M60/IMeN NeroyYHol apTepum.
YNbAHOBCKUI MeAUKO-6Monornyecknin ypHan. 2021; 2: 36-45.
doi: 10.34014/2227-1848-2021-2-36-45.

Filimonova VV, Menzorov MV, Bol'shakova AYu. Acute kidney injury
in patients with pulmonary artery thromboembolia. Ul'yanovskiy
mediko-biologicheskiy zhurnal. 2021; 2: 36-45. [In Russian]

doi: 10.34014/2227-1848-2021-2-36-45

Chang CH, Fu CM, Fan PC, et al. Acute kidney injury in pa-

tients with pulmonary embolism: a population-based cohort

study. Medicine (Baltimore). 2017;96(9):e5822. doi: 10.1097/
MD.0000000000005822

Alhassan AM, Aldayel A, Alharbi A, et al. Acute kidney injury in
patients with suspected pulmonary embolism: a retrospective

study of the incidence, risk factors, and outcomes in a tertiary care
hospital in Saudi Arabia. Cureus. 2022;14(1):e21198. doi: 10.7759/
cureus.21198

Goldhaber SZ, Visani L, De Rosa M. Acute pulmonary embolism: clini-
cal outcomes in the International Cooperative Pulmonary Embolism
Registry (ICOPER). Lancet. 1999;353(9162):1386-9. doi: 10.1016/
s0140-6736(98)07534-5

Kostrubiec M, Pruszczyk P, Bochowicz A, et al. Biomarker-based

risk assessment model in acute pulmonary embolism. Eur Heart J.
2005;26(20):2166-72. doi: 10.1093/eurheartj/ehi336

Wang D, Fan G, Liu X, et al. Renal insufficiency and short-term out-
comes of acute pulmonary embolism: a systemic review and meta-
analysis. Thromb Haemost. 2020;120(7): 1025-1034. doi: 10.1055/
s-0040-1712459

MeHn3opos MB, ®uanmonosa BB, Spanx A n ap. MoyeyHas anc-
bYHKLMA Y NaLmeHToB ¢ TPOM603M60NMeN NEFrOYHON apTepun

no gaHHeiM pernctpa CUPEHA. Poccuitckuin Kapanonormyeckui
XypHan. 2021;26(52):4422. doi: 10.15829/1560-4071-2021-4422
Menzorov MV, Filimonova VYV, Erlikh AD, et al. Renal dysfunction in
patients with pulmonary embolism: data from the SIRENA regis-

ter. Russian Journal of Cardiology. 2021;26(S2):4422. [In Russian]

doi: 10.15829/1560-4071-2021-4422

Knanmkuh N®, Muxainnosa 3/, Ekumosckux AKO v ap. Hapywexue
bYHKL MM noYeK y 60/1bHbIX OCTPON TPOMBO3IMBONMEN NerOYHOM
apTepun: Kak yay4lWnTb NPOrHO3 U TaKTUKY BeAeHna? KanHn-
yeckas Hedpponorus. 2022;14(2):42-46. doi: 10.18565/nephrol-
0gy.2022.2.42-46.

Klimkin PF, Mikhailova ZD, Ekimovskih AYu, et al. Renal dysfunction in
patients with acute pulmonary embolism: how to improve prognosis
and management tactics? Clinical Nephrology 2022;14(2):42-46.

[In Russian] doi: 10.18565/nephrology.2022.2.42-46.

Thomas ME, Blaine C, Dawnay A, et al. The definition of acute

kidney injury and its use in practice. Kidney Int. 2015;87(1):62-73.
doi: 10.1038/ki.2014.328

Kellum JA, Romagnani P, Ashuntantang G, et al. Acute kidney injury.
Nat Rev Dis Primers. 20271;7(1):52. doi: 10.1038/s41572-021-00284-z




Apxusb BHyTpeHHE MepAMuMHbL ® Ne 6 ® 2025

PA3BBOP KAMHMYECKUX CAVIAEB

34. Yoon SY, Kim JS, Jeong KH, et al. Acute kidney injury: biomarker-guid-
ed diagnosis and management. Medicina (Kaunas). 2022;58(3):340.
doi: 10.3390/medicina58030340

35. Ptywaczewska M, Pruszczyk P, Kostrubiec M. Does kidney function
matter in pulmonary thromboembolism management? Cardiol J.
2022;29(5):858-865. doi: 10.5603/CJ.a2021.0005

36. Banerjee D, AliMA, Wang AY, et al. Acute kidney injury in acute heart
failure — when to worry and when not to worry? Nephrol Dial Trans-
plant. 2024;40(1):10-18. doi: 10.1093/ndt/gfae146

37. Boorsma EM, Ter Maaten JM, Voors AA, et al. Renal compression
in heart failure: the renal tamponade hypothesis. JACC Heart Fail.
2022;10(3):175-183. doi: 10.1016/j.jchf.2021.12.005

38. WyTos AM, Edppemosa EB, MeHzopos MB 1 gp. CoBpeMeHHas
KOHLIeMLMs MOYeYHbI KOHTUHYYM (OCTPOE NOBPEXAEHME MOYEK,
ocTpas 60/1€3Hb NOYEK, XPOHWYeCcKas 601e3Hb NoYeK). ApXMBD
BHYTpeHHel MeanumHbl. 20271; 11(2): 94-97. doi: 10.20514/2226-
6704-2021-11-2-94-97.

Shutov AM, Efremova EV, Menzorov MV, et al. Modern concept — renal
continuum (acute kidney injury, acute kidney disease, chronic kidney
disease). The Russian Archives of Internal Medicine. 2021;11(2):94-97.
[In Russian] doi: 10.20514/2226-6704-2021-11-2-94-97

39. Kidney Disease: Improving Global Outcomes (KDIGO) CKD
Work Group. KDIGO 2024 Clinical Practice Guideline for the
Evaluation and Management of Chronic Kidney Disease. Kidney Int.
2024;105(4S):5117-S314. doi: 10.1016/j.kint.2023.10.018

40. Cropoxakos [, OckaHoBa PC, Nnbyerko IKO v ap. [Mnokcnyeckuit
renaTtut. ApXMB BHYTPeHHe MeanuuHbl. 2014;(6):42-47.
doi: 10.20514/2226-6704-2014-0-6-42-47
Storozhakov Gl, Oskanova RS, llchenko LYu et al. Hypoxic hepatitis.
The Russian Archives of Internal Medicine. 2014;(6):42-47. [In Russian]
doi: 10.20514/2226-6704-2014-0-6-42-47

MHpopmaLmsa 06 aBTOpax:

TapaauH leHHaguii FeHHagbeBUY — KaHAWAAT MeMLMHCKNUX HayK,
[lOLeHT, 3aBedylowmii Kadegpoii Tepanumu um. npod. A.W. [lagpika
®HMDO PegepanbHoro locyaapcTeHHoro brogketHoro O6pasosa-
TeNbHOro Yupexzgenus Beicwero O6pasoBaHusa «/loHeLKuWin rocysap-
CTBEHHbIV MeMLIMHCKUI yHUBEpCUTET UMeHn M. Fopbkoro» Munucrep-
cTBa 34paBooxpaHeHus Poccuiickoii Pegepaumm, e-mail: taradin@inbox.
ru, ORCID ID: https://orcid.org/0000-0003-3984-8482

Pakutckaa MipuHa BanepueBHa — KaHAMAAT MeNLIMHCKUX HaYK, JOLLEHT,
foueHT Kadeapel Tepanum uM. npod. AU, [lagpika PHMDO degepans-
Horo locyaapcTBeHHoro biogxeTHoro O6pasoBaTenibHOro YupexaeHus
Bbicwero O6pasoBaHus «/lOHELKWA rocyapCTBEHHbIN MeAULIMHCKUIA
YHUBepcuUTeT nMeHn M. FfopbKoro» MuHucTepcTBsa 34paBooxpaHeHuns Poc-
cuiickont Pegepaumy, e-mail: rakytskaya@yandex.ru, ORCID ID: https://
orcid.org/0000-0003-2694-6614

Mpukonota AanHa BagnMoBHa — KaHAMAAT MeULIMHCKUX HaYK, JOLLEHT,
foueHT Kadeapbl Tepanum uM. npod. AU, [lagpika PHMDO degepans-
Horo locyaapcTBeHHoro biogxeTHoro O6pasoBaTenibHOro YupexaeHus
Bbicwero O6pasoBaHus «/lOHELKWA rocyapCTBEHHbIN MeAULIMHCKUM
YyHUBepcUTeT MMeHn M. FopbKoro» MuHucTepcTBsa 34paBooxpaHeHuns Poc-
cuiickont ®eaepauum, e-mail: prikav@yandex.ru, ORCID ID: https://orcid.
org/0000-0002-9128-2511

Mpukonota Onbra ANeKcaHAPOBHA — KaHAMAAT MeAWLIMHCKUX Hayk,
[IOLeHT, foueHT Kadpeapbl Tepanum muM. npod. AU. Aagbika PHMPO
®epepanbHoro locyaapcTeeHHoro brogxetHoro O6pasoBaTesibHOro
Yupexpgenus Boicwero O6pasoBaHus «/JOHeLKUIA FOCyAapCTBEHHbIN Me-
AVLMHCKNIA yHUBEPCUTET MMeHn M. TopbKoro» MUHMCTepCTBa 3/paBOOX-
paHenus Poccuiickoii ®egepaumu, e-mail: o.prykolota@yandex.ru, ORCID
ID: https://orcid.org/0000-0002-2127-6925

fipuyeBckuii Anekcanap Uropesuy — opguHaTop Mo creymansHo-
ctn 31.08.36 Kapauonorus kapeapsl Tepanum um. npod. A.N. [laabika
®HMPO depepanbHoro locysapcTBeHHoro brogwetHoro Obpasosa-
TefbHOro YupexpaeHus Bbicwero O6pasoBaHus «/loHeLKWIn rocyaap-
CTBEHHbIN MeAULMHCKNIA YHUBEpcMTeT UMeHn M. Fopbkoro» MuHucTep-
cTBa 34paBooxpaHeHus Poccuiickoli Pegepauum, e-mail: a.yarichevsky@
yandex.ru https://orcid.org/0009-0001-9718-5878

barpwii Bacunuii AHapeeBUY — KaHAMAAT MeNLMHCKMX HayK, 3aBeAyto-
WM KapAMOIOrMYecKUM oTaeseHneM LieHTpasibHOWM ropoACKoN KAMHU-
yeckoi 6oabHMLBI N2 1, e-mail: dr.bagriy@gmail.com, ORCID ID: https://
orcid.org/0000-0001-9720-0276

CrpuoHoBa Bepa CepreeBHa — KaHAWAAT MeAULMHCKNX HayK, JOLEHT
Kadeapbl AeTCKON XMPYpPrum n aHectesuonorun degepasnbHoro locy-
fapcTBeHHoro biogeTHoro O6pasoBaTesibHOro YupexzaeHus Boicwero
O6pasoBaHuna «/lOHELKUI rOCyAapCTBEHHbIN MeAWULMHCKUIA YHUBEp-
cnTeT uMeHn M. Fopbkoro» MuHucTepcTBa 3apaBooxpaHeHuns Poccuin-
ckoin depepauymn, e-mail: vera.strionova@bk.ru ORCID ID: https://orcid.
org/0000-0002-6416-2899, vera.strionova@bk.ru

Authors Information:

Gennady G. Taradin — PhD, associate professor, head of the
department of therapy named after prof. A.l. Dyadyk FCMPE the Federal
State-Funded Educational Institution of Higher Education Donetsk State
Medical University named after M. Gorky of the Ministry of Health of the
Russian Federation, e-mail: taradin@inbox.ru, ORCID ID: https://orcid.
org/0000-0003-3984-8482

Irina V. Rakitskaya — PhD, associate professor, associate professor of the
department of therapy named after prof. A.l. Dyadyk FCMPE the Federal
State-Funded Educational Institution of Higher Education Donetsk State
Medical University named after M. Gorky of the Ministry of Health of the
Russian Federation, e-mail: rakytskaya@yandex.ru, ORCID ID: https://
orcid.org/0000-0003-2694-6614

Alina V. Prikolota — PhD, associate professor, associate professor of the
department of therapy named after prof. A.l. Dyadyk FCMPE the Federal
State-Funded Educational Institution of Higher Education Donetsk State
Medical University named after M. Gorky of the Ministry of Health of the
Russian Federation, e-mail: prikav@yandex.ru, ORCID ID: https://orcid.
org/0000-0002-9128-2511

Olga A. Prikolota — PhD, associate professor, associate professor of the
department of therapy named after prof. A.l. Dyadyk FCMPE the Federal
State-Funded Educational Institution of Higher Education Donetsk State
Medical University named after M. Gorky of the Ministry of Health of the
Russian Federation, e-mail: o.prykolota@yandex.ru, ORCID ID: https://
orcid.org/0000-0002-2127-6925

Aleksandr I. Yarichevskyi — resident in specialty 31.08.36 Cardiology
of the department of therapy named after prof. A.l. Dyadyk FCMPE the
Federal State-Funded Educational Institution of Higher Education Donetsk
State Medical University named after M. Gorky of the Ministry of Health
of the Russian Federation, e-mail: a.yarichevsky@yandex.ru https://orcid.
org/0009-0001-9718-5878

Vasiliy A. Bagriy — PhD, head of the cardiology department of the central
city clinical hospital No. 1, e-mail: dr.bagriy@gmail.com, ORCID ID: https://
orcid.org/0000-0001-9720-0276

Vera S. Strionova — PhD, associate professor, associate professor of
the department of pediatric surgery and anesthesiology the Federal
State-Funded Educational Institution of Higher Education Donetsk State
Medical University named after M. Gorky of the Ministry of Health of the
Russian Federation, e-mail: vera.strionova@bk.ru ORCID ID: https://orcid.
org/0000-0002-6416-2899, vera.strionova@bk.ru

ABTOp, OTBETCTBEHHbIN 3a nepenucky / Corresponding author

479



[Pemakcos®

Ond nevyeHm -
BpeM4d ond >XMsHu

M Vi e\

NHPY3NOHHbIN renaToTPOMNHbIN
npenapat gns repanum HapyLeHuUm
PYHKUMN NeYeHn pasIMyHoro reHesa

— IlaeT Takoe
LLeHHOe BpeMS

Pemakcon®BxoauT B AeNCTBYOLLME
KnunHunyeckue PekomeHpaumm:

ID 711 «AnkoronbHasa 60s51e3Hb
neyeHm», 2024 r.'

«HeankoronbHas 6one3Hb

ID'748 rneyeHm», 2024 r.2

«JlekapcTBEHHbIE NOpaXKeHUs

ID 747 nevyeHun y B3pocnbix», 2022 r.3

Yeascaemvie asmopul,
peuenzeHmol U yumamernu!

Pedakuyus u pedkonnezus sxypHana
«Apxuen 8HymperHell MeOUULUHBL»
om eceti Oyuiu nosopasnsiem Bac
¢ Hacmynarouwum Hoevim
2025 2000m!

IIpouieduiuti 200 Ovin HACbIUEH
APKUMU HAYUHBIMU OMKPLIIMUIMU,
cepve3HbIMU OUCKYCCUAMU
U HOBBIMU NYOTUKAUUAMU,
KOmopovLe cmMaiu 603MoHHbL
monvko 611a200aps eauiemy
becueHHomy 6KnA0Y —
6y0b Mo Kponomauswlii mpyo
uccneoosamerns,
becnpucmpacmnas oueHka
peueH3eHma uny HeusmeHHbli
uHmepec 4umarmen.

JKenaem, umo6vr Hacmynaioujuii
200 cmarn 07151 8ac 8pemeHeM HOBbIX
npogeccuoHanvHblx céepuieuil,
800XHOBEHUST U NPOPBIBHBIX UOETL.
IIycmp 6awiu eunome3vl HAX00M
bnecmsujee noomaepicoenue,

a pyKonucu nononHI0M 30710Moti
(POHO MEOUUUHCKOTE HAYKU.

ITycmwv Hoswii 200 nputecem
8am Kpenkoe 300p0sve, 0yuiesHoe
pasHosecue U y8epeHHOCb
6 3asmpauitem oHe!

C Haunyumumu noxcenanusmu,
Inasnuiil pedaxmop u Konnekmue
HypHANA «Apxues 6HymperHei
MeOUUUHDLY










