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Pesrome

IleJsibI0 HALIETO PETPOCIIEKTUBHOIO OHOLEHTPOBOI'O MCCIIEAOBAaHNS OBbIJIO H3yUEHHE OTAJICHHBIX Pe3ylbTa-
TOB MPUMEHEHUS paanodacToTHoi obmurepannu (PYO) y manueHToB ¢ BApUKO3HBIM PaCIIMPEHNEM BEH HIK-
Hux koHeuHocTel (BPB), a Taxoke mpuunH pennauBa 3a0oneBanus. MaTepuasibl 1 MeToAbl. 3a riepuoxn ¢ 2013
o 2022 rT. 66110 BKITI04eHO 4006 MalineHTOB ¢ BBISBICHHBIM pe(IrokcoM B OacceitHe OOIBIION IMTOIKOKHON BEHBI
(BIIB), xotopsM BemoHsack PYO m3ommposanno (n = 81; 19,9 %) mmubo B couerannn ¢ MUHA(DIEOIKTOMUEH
(n=284; 70 %) unu cxieporepanueil nputokoB (n=41; 10,1 %). Pe3yabrarsl. [lepBuunas OKKII031s LEIEBOM
BeHbI Obl1a focturayra 'y 406 (100 %) nmanuenrtos. Peunaus Bapuko3Horo pacumpenus Bed (PBPB) umenu 26
(6,4 %) OompHBIX. Y 18 (4,4 %) MaMEeHTOB ¢ «PAaHHUMY PEIMINBOM B CPOK OT 3 110 6 MeCSIIeB OBLIH BEISBICHBI
HECOCTOSTENFHOCTD TiepeHeit mobaBouHoi BeHs! (I11IB) — 6 (1,5%) nimm nputoxos BIIB Ha Genpe u ronenn —
12 (3%). Cpenu 8 manmeHTOB (2%) C «ITO3THUM)» PEIUINBOM B iepuof ot 24 no 36 mecsues: y 6 (1,5 %) Ha-
Omronanach pekaHaIu3alMs BeH, IOABEPTHYTHIX cKiepoTepanuy, y 2 (0,5 %) — HeoBackynorenes. Bo Becex ciy-
yasix PBPB naryenTam ObUIH BBIIIOIHEHBI TOTIOMHUTENbHBIE BMenIaTenbeTa co 100 % TeXHUYECKUM yCIEXOM.
3akaouenne. Hanbomnee BaxapiMu paktopamu PBPB sBISIOTCS TaKTHKO-TEXHUYECKHE ONTMOKH, CBS3aHHBIC
C NEPBUYHOI HEIOOLCHKON COCTOSIHUSI BEHO3HOI'O pycila; OTCYTCTBHE WJIM HEAOCTATOUYHO AJUTEIBHOE MOCe-
OTIEPALMOHHOE HAOJIONCHNE C BOSMOXXHOCTBIO CBOCBPEMEHHBIX JOTIOJIHUTEIbHBIX MAHHUITY/ISIIMN, HalpaBJieH-
HBIX Ha yCTPaHEHHE PELUINBOB; B HAMMEHBIICH CTEIICHN BIUSET HEOBACKYIOI€HE3. Y UUThIBAsi OCHOBHYIO POJIb
MEPBBIX ABYX MPUYUH, UX MUHUMU3ALMS O3BOJISIET 3HAUUTEIBbHO CHU3UTh puck PBPB.

KuaroueBbie ciioBa: Bapuko3Has 001€3Hb, pajrodacToTHas odnurepanus, PBPB, pennaus, PUO.
Jna yumuposanus: Azaman K.A., benosa I0.K., Bantopkun A1 u 0p. Omoanennvle pe3yibmamsl Ma10UHEA-

3UBHO20 JleUeHUs 8APUKO3HOU OOe3HU 8eH HUNCHUX KOHeuHocmel: onvim Llenmpa um. B. A. Aimazosa. Tparc-
nayuonnas meouyuna. 2024; 11(2): 138-147. DOI: 10.18705/2311-4495-2024-11-2-138-147. EDN: RBIYCC
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Abstract

Objective. The purpose of our retrospective single-center study was assessing the long-term results of ra-
diofrequency obliteration (RFO) in patients with varicose veins of the lower extremities and causes of disease
recurrence. Design and methods. We included 406 patients with reflux in the great saphenous vein (GSV),
who underwent RFO either alone (n = 81; 19.9 %) or in combination with miniphlebectomy (n = 284; 70 %) or
sclerotherapy (n = 41; 10.1 %) during the period from 2013 to 2022. Results. Primary occlusion of the target
vein was achieved in 406 (100 %) patients. 26 (6.4 %) patients had recurrent varicose veins (RVV). In 18 (4.4 %)
patients with “early” relapses in a period of 3 to 6 months, we diagnosed the incompetence of the anterior ac-
cessory vein — 6 (1.5 %) or tributaries 12 (3 %). Among 8 patients (2 %) with “late” relapse in the period from
24 to 36 months, 6 (1.5 %) had recanalization of tributaries and 2 (0.5 %) had neovasculogenesis. In all cases of
RVV patients underwent additional interventions with 100% technical success. Conclusion. The most important
factors of RVV are tactical and technical errors associated with the primary underestimation of venous system
anatomy; absence or insufficiently long postoperative observation; relapse associated with neovasculogenesis.
Considering the main role of the first two reasons, their minimization can significantly reduce the risk of RVV.

Key words: radiofrequency obliteration, recurrence, RFO, RV, varicose veins.
For citation: Azatyan KA, Belova YuK, Vanyurkin AG, et al. Long-term results of minimally invasive treat-

ment of varicose veins of the lower extremities: the experience of the Almazov Centre. Translational Medicine.
2024; 11(2): 138-147. (In Rus.) DOI: 10.18705/2311-4495-2024-11-2-138-147. EDN: RBIYCC

Cnucok coxkpamenuii: bIIB — 6onbimast moakox-
Has BeHa, BPB — Bapuko3Hoe pacumpenue BeH, KO —
kieeBas oonurepanus, [1/IB — nepennss nodaBounas
BeHa, PBPB — penuauB BapuMKO3HOIO pacUIMpPEHUs
BeH, PUO — panmouacrorHas obmurepanms, Y3 —
yIBTpa3ByKoBoe nccienoanne, @D — dredrkromus,
OBJIO — »HIOBEHO3HAS JTa3epHas OOIUTepaIus.

AKTYaJIbHOCTH
B Hacrosee BpeMs MOHATHE PELUINBA BAPUKO3-
HOT'O pacIIMpPEHUs BEH HMKHUX KOHEUHOCTEH SIBIIS-

€TCsl HEOTHO3HAYHBIM U IUCKYTaOeIbHBIM TEPMUHOM
Bo (uebonornn. BBuay OonbIioro pasHOOOpasus
BAapUAHTOB JAHHOM NATOJIOTUHU, OOLIEIPUHSTO OIpe-
nenenue PBPB kak Hanuuusi BApuKO3HOrO CUHIpOMA
1oCJIe MPOBEICHHOTO paHee PaguKaJbHOTO JICUCHUS:
¢dredrxromun (P3), 0oJHOTO U3 BUAOB TEPMOOOIIHTE-
pamuu, ckiepoodnutepannu [1]. MHOrouncieHHbIe
uccnenoBanus npuunH PBPB mo3Bonuiu BbIAETUTH
JIBE OCHOBHBIE I'PyNIbI: | — TaKTHKO-TEXHUYECKHE
(KyIbTs ¢ pedIIFOKCOM IO TIPUTOKAM, COXpaHEHHUE He-
COCTOSITEIIFHOTO CTBOJIA LIEJIEBOH BEHBI, OCTABJICHHbIC
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IPUTOKU B LIEJIEBOM OacceiiHe, HaJU4HMe COXpaHEH-
HBIX HECOCTOSTENBHBIX MepGOPAHTOB); 2 — MpOrpec-
cupoBaHHe 3a00neBaHus (IIOpakeHHEe HOBOTO BEHO3-
Horo OacceifHa, BapWKO3HAas TpaHCOpMAIUs paHee
MHTAaKTHBIX IPUTOKOB 1I€JIEBOM BEHBI, JOpMUpOBaHUE
MaTOJIOTHYECKOro pediokca B paHee COCTOSITEIb-
HOW TiepopaHTHON BeHe, HeoBacKysoreHes). OmHa-
KO B OOJIBIIMHCTBE CIIy4aeB UMEET MECTO COUYETAaHUE
Heckonbkux npuunH PBPB. B paHnomMu3npoBaHHBIX
UCCIICIOBAHUAX JIOCTOBEPHOM PpAa3HULBI B YacTOTE
BozHUKHOBeHUst PBPB B otnanennom mepuone (6onee
2 net HaOIIOACHHUS) TOCIe PAa3IMYHBIX CIIOCOOOB XH-
PYPTHUUYECKOTo JEYCHHUsI BBISIBICHO HE Oblo. YacToTa
pPELUANBOB BapbUpyeT B Npeaenax 22 % At KaxJ10ro
U3 CrI0COOO0B, IPU 3TOM CTOUT OTMETHUTh, YTO CTPYK-
Typa PBPB B paznuuHbIX rpynax HEOTHOPOJHA, HO B
m000M BapraHTe 00JIee XapaKTepHbI TAKTHKO-TEXHH-
YecKHe OIIMOKM, aHaJIN3 U MHUHUMH3ALUS KOTOPBIX
MO3BOJIMT 3HAUUTEIBHO CHU3UThH PUCKU PELIUIUBA 3a-
oomeBanus [2, 3].

Llenpto Hamero ucciaenoBaHUS ObLIO M3ydeHHE
oTnaNeHHbIX (Oonee 36 MecseB) pe3ylbTaTOB MPH-
MEHEHMSI PaJMovyacTOTHONW oOauTepanuu y MHanu-
€HTOB C BapHUKO3HBIM PACHIMPEHHEM BEH HUKHUX
koHeuHocTel (BPB), a Takke mpuumH penmanBa
3a00JIeBaHHUsL.

MarepuaJibl U METOABI

Jnst 3TOro peTpoCHeKTHBHOIO KOTOPTHOI'O HC-
cienoBaHusl Oblia co3faHa 0as3a JaHHBIX, BKIIIOYAIO-
mass 629 manueHToB, mpoonepupoBaHHbIX B OI'BY
«HMUIL] um. B. A. AnmaszoBa» Munsapasa Poccuu
B niepuof ¢ 2013 mo 2022 rr. no noBoAy BapUKO3HOU
00JIe3HN BeH HWKHUX KOHedHocTel. Cpenn Bcex ma-
IIMEHTOB y OOJbIIel YacT ObLIa BBHITIOTHEHA PajIno-
yactotHas obnureparus (PUO) — 406 (77 %), sum0-
BeHO3Has naszepHas oonurepanus (OBJIO) y 61 (12 %)
namueHTa, oTkpeitast guiedsxkromus y 33 (6 %) mauu-
€HTOB, y ocTaBuxcs 24 (5 %) — HeTepMalbHast Kile-
esas obomutepanus (KO). CoBokymHOE COOTHOIIIEHHE
BCEX BBIIIOJIHEHHBIX BMEILIATEIILCTB 33 YKa3aHHBI I1e-
PHOJ IPEICTaBJICHO Ha pUCYHKE 1.

ExeronHasi CTpyKTypa BBIIOJIHEHHBIX BMeIla-
TEIBCTB TI0 TIOBOJY BapWKO3HOW Ooie3Hu B Llen-
Tpe Oblila HEOIHOPOAHOM M JUHAMHYECKU MEHSIACh
[0 Mepe BHEAPEHUSI COBPEMEHHBIX METOJIOB JICUCHUS,
YTO OTPAKEHO HA PUCYHKE 2.

CBezeHHSI O KaXIOM IallMEHTE ObUIM BHECEHBI
B 0a3y JaHHBIX: I10J1, BO3PACT, BUJ XUPYPIrHIECKOTO Je-
YEHUsI ¥ BpeMsl 10 PELUINBA, JaHHbIE HCXOIHBIX U KOH-
TPOJIBHBIX YIBTPa3BYKOBBIX HccienoBanuii (Y3U).

[IpoTokon mocneonepalMuoHHOIO BEACHUS Hally-
€HTOB BKJIIOYaJ B ceOs CTaHIAPTHbIE KOHTPOJIbHbIC

CTpyKTYpa BBINOJHEHHBIX BMELIATE/ILCTB ¥
NANHEeHTOB ¢ BAPHKO3HOI DOJIeIHBI0 32 MepHo
2013-2022 1.

udd
EPY0O
EH3B/IO
= KO

Puc. 1. CTpyKTypa BHIIOJIHEHHBIX BMELIATEJbCTB Y NALMEHTOB ¢ BAPUKO3HOM 00J1e3HbIO
3a mepuoa 2013-2022 rr.

Figure 1. Structure of interventions performed in patients with varicose veins for the period 2013-2022
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OCMOTpPBI COCYIUCTBIM XHPYPIOM C OOSI3aTEIBHBIM KOTOPOro OBIJ HCIOJIb30BAaH COBPEMEHHBIM YJIBTpa-
BbINIOJIHEHHEM Y 31 BEH HMKHUX KOHEUHOCTEH yepe3 3BYKOBOMW ammapat ¢ JIMHEHHBIM qaTyukoM 7—10 MI'n.
1 cyTkn, 2 Henenu, a Takke yepes 1, 12, 24 u 36 mecs- Mcxomnoe (10 onepannn) U KoHTpodbHBIe Y3U mpo-
LIEB MOCIIE XUPYPruueCcKOro JCUCHUsI. BOJMJIMCH B BEPTUKAJIBHOM IIOJIOKEHUH MTALUCHTA.

B coorBercTBUU ¢ PoccuiickuMU KIMHUYECKUMHU [Tpu ucxomuom Y3U, mist oteHKH pedurokca B Be-
PEKOMEHJAUSAMU [0 JUarHOCTUKE U JICYEHUIO XPO- HaxX HIDKHMX KOHEYHOCTEH MPHUMEHSIAaCh NUCTalbHAS
HAYECKUX 3a00iIeBaHMi BeH mpoBoauiock Y3U, s kommpeccnonHas mpoba (puc. 3). [emonmHaMmdecku

XpoHo/10rHA H3MeHEeHHS CTPYKTYPBI BMeIaTeIbCTR 3a
nepuox 2013-2022 roa

100%
80%
60%
40%
20%

0%

2013 2014 2015 2016 2017 2018 2019 2020 2021 2022
2P m3BT0 EPYO mKO

Puc. 2. XpoHoJ10rusi H3MeHEHUsI CTPYKTYPbl BMEeIIATEeIbCTB Y NAIMEHTOB ¢ BAPMKO3HOI 00/1€3HbI0
3a mepuon 2013-2022 rr.

Figure 2. Chronology of changes in the structure of interventions in patients with varicose veins
for the period 2013-2022

Creon BIIBra
ypoBHe ¢/3 6enpa

S . . e '

] '““"ﬂ'“"l' qw-.mﬂlw ay Mﬂ;'prv-. ]
s

pedumokca 2,2 cek.

Puc. 3. Y3U nepea xupypru4eckum JieueHUeM ¢ OLeHKOH Haau4us peduIroKca 1o moJAK0KHbIM BeHaM

Figure 3. Using ultrasound before surgical treatment for assessing the presence of reflux
in the saphenous veins
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3HaYMMBIM U [IATOJIOTMYECKUM CUUTAJICS (10 OMHMCaH-
HOW METOIHKE) PEITFOKC 10 MaruCTPaIbHON TTOTKOXK-
HOI BEHE MPOIOIKUTEIBHOCTHIO Oosee 0,5 cek. [4].

IIpu xonTponpHbIX Y3U oLeHHBanack CTENECHb
obnuTepanuy 1eieBbIXx BeH (puc. 4), MHTAKTHOCTH
IyOOKHX M HELEJEBbIX IOJIKOKHBIX BEH HCCIIeaye-
MOW KOHEYHOCTH. Takike LeIbI0 KOHTPOJIBHOTO OCMO-
Tpa 1 Y3U Ob110 BEISIBIICHUE U OIIEHKA HEKOMTIETCHT-
HBIX ITOJIKOXKHBIX BEH B 1I€JICBOM OacceiiHe: MPUTOKH
MarucTpaJbHBIX BEH, I00ABOYHBIE BETBH (IyOsephl),
nep$opaHTHbIC U KOMMYHHUKaHTHBIC BEHBI.

B name nccienoBanue OblIN BKIIIOYEHB! MALMEH-
ThI, KOTOPBIM BbINONHsUIACH TosIbKO PUO B cTanapT-
HOM pexkume [5] (2 uKIIa B TPOKCHMAaIIbHOM CEerMeH-
Te, | IUKIT Ha Ka)K/IbIi TOCIENYIONNN CETMEHT BEHBI)
B PAa3JIMYHBIX BAPHALMSIX: H30JIMPOBAHHO, C MHU-
HUA(DIEOIKTOMUCH MW CKJIepoTeparuell MPUTOKOB.
U3 406 oneprupoBaHHBIX TauueHTOB 72 % (291) Obn
»eHmuHbI ¥ 28 % (115) — myxunnbl. CpenHuii Bo3-
pacT NalMeHToB cOCTaBUa 53 rofa. Y BcexX BKJIFOUEH-
HBIX B HUCCIIEIOBaHNE OOJIBHBIX MO JaHHBIM UCXOIHO-
10 Y3U OblI BBIABIIEH TEMOIMHAMHUYECKH 3HAYMMBINA
pedurokc B OacceiiHe OONBIIONW TOMKOXHOW BEHBI
(BIIB). Ilpu stom y 352 (86,7 %) marmumeHToB OBLIT
KJacc 3aboneBanns no kinaccudukannu CEAP — C2,
a'y ocranbHbIX 54 (13,3 %) — C3.

[NanmenTsr Obir TOAENeHBl Ha 3 Tpymmbl. llep-
Boi rpynne nanueHtoB (n = 81; 19,9 %) BbimonHs-
nack n3onuposanHas PHO, Bropoii rpymnme (n = 284;
70 %) — PYO B coueraHuu ¢ MUHU(DICO3KTOMUEH,

~| Creon BIIB na
yposHe ¢/3 Geapa
110 PHO

e

i

TpeTheii rpynne (n = 41; 10,1 %) — PYO B coueTanuu
CO CKJIepoTepanueil MpUTOKOB.

Breibop MeToma BMemaTenbCcTBa WIIM WX KOMOHW-
Halusl ObLIM OOOCHOBAaHBI CTENEHBIO BAPUKO3HOI'O
CHH/IPOMA: HAJIMYMUS BEPTHUKAIBHOTO W/UJIM TOPU30H-
TaIBHOTO peqIIFoKca, TPaHCPOPMHUPOBAHHBIX MTPUTO-
KOB U KOMMYHHUKaHTHBIX BeH. CTOUT OTMETHUTh, YTO
OIIpeICJICHHYIO MOIb3y B OOBEKTUBU3ALUN U OLICHKE
PEe3yJIbTaTOB JICUECHHUS JaeT HCIOIb30BaHHE «(OTO-
MPOTOKOJA» — (PoTOhUKCANIHS TETIEBOH KOHETHOCTH
nepes BMELIaTeIbCTBOM € Pa3METKOH «CXeMb» ped-
JIIOKCA M IIPEeATNoaraéMbIM 00bEMOM BMEILIATEIbCTBRA.
Tax, HanpuMep, HA PUCYHKE 5 MpEACTaBJIEH KIMHU-
YECKUH Cilydail mpeaonepalMoOHHOrO NIaHUPOBAHUS
JIeYeHUs TAlMeHTKN C BapuKO3HOW OonesHpro. [lpm
BepTUKaIbHOM peduirokce o bIIB w/nnu mepenneit
nobasounoit Bene (I1/IB) BIIB 6e3 3nagmmoro pac-
MPOCTpPaHEHUsT TPUTOKOB — METOJIOM BEIOOpa Obliia
n3onuposaHHas PHO.

CoBokynHOCTh 3THX NaHHBIX (Y3, BU3yanbHBIE
JaHHbIC) MT03BOJISET 00Jiee TOYHO CIJIAHUPOBATh Me-
TOJ BMEULIATENbCTBA MM MX KOMOWHALUIO As -
(hekTHBHOTO ycTpaHeHUs peduIrokca U O0BEKTHBHOTO
KOHTPOJISl OTAAJICHHBIX PE3YJIbTATOB.

B uccnenoBanue He ObLINM BKJIIOYEHBI MALMCHTHI:
KOTOPBIM BBIIOJNHSJIOCH BMEIIATEIBCTBO H30JIMPO-
BaHHO B OacceliHe NPYTHUX TOAKOXHBIX BEH (Maias
MOJIKO’KHAsT BeHa, TmepQopaHTHBIE, BHeca(eHHbBIE
U PETHUKYJSPHBIC BEHBI); KOTOPbIE NEPEHECIN paHee
mo0bIe (IIeOoIornIecKie BMENIaTeIhCTBA B IIEJIEBOM

~ OBnuTepHpOBaHHKIl CTBOI
= = BIIB Ha yposHe c/3 benpa
== l-e cyrkn nociae PHO

b

Puc. 4. A — Y3U no onepauuu: npocser crosa BIIB Ha ypoBHe cp/3 Oeapa B nonepe4HoM cpese;
b — Y3MU uepe3 1 cyrku nocsie PYO: od1utepupoBannblii creos BIIB Ha ypoBHe cp/3 Genpa
B IONIEPEeYHOM cpe3e

Figure 4. A— Ultrasound before surgery: the lumen of the GSV trunk at the level of mid/3rd femur
in a cross section; B— Ultrasound in 1 day after RFO: obliterated trunk of the GSV at the level of
mid/3rd femur in a cross section
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OacceiiHe W/MITW UMENH TPOMOOTHYECKHE OCIOKHE- YeJIOBEeK MOoTpeOoBaiach JIOMOIHUTENbHAS CKIePO00-

HUsI B aHAMHE3e. nuTepanus nputokos: y 6 6onsHbIX [1JIB BIIB (2 u3

I rpymmet, 3 w3 1 rpynmst w1 w3 11 rpynmen) n y 12

Pe3yiabTaThl O0onpHBIX TTpuTOKOB BIIB Ha Oeape m ronenn (2 u3 |
[lepBrdHast OKKITFO3US TIETIEBOM BEHBI B Cpoku 1o 1 rpymmsl, 8 u3 I u 2 u3 111 rpymm).

Mecsia gocturnyra 'y 406 (100 %) nanuenTtos. B mne- B cpoku Habmonenuit ot 12 1o 24 mecsueB y Bcex

puone HabmoneHuit ot 3 1o 6 mecsues y 18 (4,4 %) mauneHTOB Ha KOHTpoJabHOM Y3U nuarHoctupoBaHa

Hecocrogrenrnas
nobasounas BeTBh BIIB B

\ HecocToaTenbHEII

cteoix BIIB

LN

PaciipeHHbIe IPHTOKH
IieJIeBoro bacceiiHa

o

Puc. 5. Ilinan aevyenusi: PYHO BIIB u I1IB BIIB, munuduied3xkToMusi NPUTOKOB Ha Gepe U rojeH’

Figure 5. Treatment plan: RFO of GSV and anterior accessory with miniphlebectomy

YacToTa peuunansos B passivyHble CPOKu HabntoaeHui (%)

7,32

0 0
1 mec 3-6 mec 12-24 mec 24-36 mec

== Y30AupoBaHHan P4O = PYO + muHMDNEEIKTOMMUA === PYO + cKnepoTepanua
Puc. 6. HacTora penniuBoB B pa3jiu4Hble CPOKH HAOIK0AeHUIT

Figure 6. Relapse rate at different observation periods
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MOJHAsE oOJIuTepanus LEIEeBbIX BEH, MOABEPrHyThIX rojeHn) — y 4 (1 u3 I rpynmnsl, 3 u3 II), nucransHbie
PYO, n OKkIII03US1 IPUTOKOB TOCIE CKJIepOoTepanuu. (IeppOopaHThl I'OJCHU M CBS3aHHBIE C HUMHU IIPUTO-
B nmepuon ot 24 no 36 mecsaueB y 8 (2 %) OonpHbIX Ku) — y 2 (w3 Il rpynmnsr). CBopHbIE 1aHHBIC IpEa-
BBISIBJICHBI Pa3JIMYHBbIC PELMIMBBI IMPOKCHMAJbHBIC CTaBJCHBI HA AHarpaMmme (puc. 6).

y 2 (1 u3 Il rpynnsl, 1 u3 III rpynner) — 1B BIIB; IIpu stom y 6 (1,5 %) n3 HUX — pekaHannza-
cerMeHTapHble peunausel (mputoku BIIB Ha Oenpe, wuMs BeH, MOABEPrHYTHIX paHEE CKJIEPOTEpaINuH,

A

Puc. 7. A — cocrosiHuMe 10 XMpPYpruyeckoro Jedenusi; b — cocrosinue nocie PHO BIIB

Figure 7. A— view before surgical treatment; B — view after RFO GSV

A b

Puc. 8. A — cocrosiHue 10 XUpypruyeckoro jJedenusi; b — cocrosinue nociae P4O BIIB
¢ MmuHu}IedIKTOMUEIH MPUTOKOB HA Oe/Ipe U roJIeH!

Figure 8. A — view before surgical treatment; B — view after RFO GSV with miniphlebectomy
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y 2 (0,5 %) — HeoBackymoreHe3. Bo Bcex cmydasx
«TIO3THUX» PEIUINBOB IPOBEICHBI TOTTOIHUTEIHBIC
BMemaTenascTBa: y 2 6ompHBIX — PUO I1/IB BIIB
Ha Oezpe; y 3 — CKIepoTeparsi, COBMEIeHHas ¢ MU-
HudredskToMuei; y 1 — m3omupoannas PUO mep-
(hopanTHBIX BeH royieHn; y 2 — PUO nepdopaHTHBIX
BEH TOJICHH U CKJIEPOTEPAITHS TTPUTOKOB.

CBOEBpEeMEHHBIE TIOCIIEONEPAIIMOHHBIE OCMOTPHI
U KOHTpOJbHbIe Y3U MO3BOJIMIN BBISIBUTH B PaHHEM
nepuoae PBPB, nmpoBecTu n0MOJHUTENBHBIE Malo-
WHBa3WBHBIE BMEMIATEIhCTBA M CHU3HUTH OTJAJICHHBIC
penuauBel Oosee 4eM B 2 pa3a, MPUOIH3UBIINCE B I1e-
J0M K 2 % 3HaueHuro. 3HaYUMBbIX pa3iuduil B 4acTOTE
PEIMINBOB B MTPECTABICHHBIX IPYIIIaX HE BBISBICHO.
OpHAaKO TIOSICHUM, YTO Pa3INIHs MKy TPYIIIAMH UC-
XOJTHO OTIPEJIENIEHBI PAANKAIFHOCTHIO BMEIIATEIHCTBA
1 00yCJIOBJIEHBI PacIPOCTPaHEHHOCTHI0 BaAPHUKO3HOTO
curpoma. To ecTh MPU H30JIMPOBAHHOM ITOPAKECHUN
ctBona bIIB m Hamuumm BepTHUKAILHOTO pedIIrokca
npoBoamiIack m3oiauposanHas PUO (puc. 7); npu 60-
Jiee BBIPQXKEHHOM CHHIpPOME — BEPTHUKAIBHBIN ped-
JIOKC C HaaudueM TpaHC(HOPMHUPOBAHHBIX IPHUTO-
koB — PYO ¢ MmuanpIeOIKTOMUCH (pHC. 8) U T. 1.

O06cy:xaeHue ¥ BbIBObI

PeruuB BapuKO3HOTO pacHIMpPEHUs BEH OCTAETCA
CepBhEe3HOH MpoOIeMoii Kak ToCie YHIAOBEHO3HOH 00-
JUTEPAIH, TaK U ITOCIIE OTKPBITOTO XHPYPrUUECKOTO
BMeIMIaTensCcTBa. B HacTosiee Bpemsi aBTOPHI BEIIE-
JSAIOT TpU HamOoliee BaXXHBIX (aKTOpa, CBSI3aHHBIX

C pPEeNHANBOM, BKIFOUAIONIUX pEKaHAIIN3AINI0 paHee
OTIEPUPOBAHHBIX YYaCTKOB BEH, HOBBIC FIIM PEIUIH-
BUpYyIomue neppopaHTHBIE BEHBI U HOBHIN pedirtokce
ro I1/1B BIIB [6]. PagnouacToTHast 0OHTEpaIist co-
XpaHseT MPOXOJUMOCTh HaTYPEBHOMN BEHBI, UTO paHee
CUHMTAJNIOCh MPUUNHON peruanBa. OTHAKO MIPEICTaB-
JIETCA, YTO OHA MOXKET 3al[UTUTh OT HEOBACKYIISAPH-
3aIy, coXpaHsst GU3NOIOTHYECKUHN ApEeHaAX OproI-
HoO# cTenku [7]. Cama 1Mo ceOe HEOBACKYISAPU3AIMS,
MO-BUINMOMY, BCTPEUYAETCSI MEHEE 9aCTO TIPH SH/I0BE-
HO3HOH 00JIMTEpaIii, HO MOXKET MPUBECTH K PEIUIH-
BY B 2,8—7 % cnyuaes [§].

Whiteley 1 coaBTOpBI B cCBOeM 15-meTHeM HaOITIO-
neHun penuanBoB mocie PUO cooOmmim, 9To B pa-
Hee OINEPUPOBAHHBIX BEHAaX HE OBLIO PEIUIUBOB,
W pEIUANBEI BO3HUKAIOT de novo B BeHaX, KOTOpHIC
paHee OBLTM WHTAKTHBL. Kpome TOTo, KIIMHWYECKH
U aHATOMHMYECKHMH ycrnex Mpu ucnojib3zoBaHuu PYO
COXpaHsJICd Y OONBITMHCTBA TMAIMEHTOB B TEUYCHHE
5 net HaOmromeHus [9].

B cBoem Meraananmse MONTOCPOYHBIX PE3yIbTa-
TOB SHIO0BEHO3HBIX mporenyp Kheirelseid n kome-
TH TOKa3ajdl OTCYTCTBHE CTATUCTUYECKON pPa3HUIIBI
B yactote peuuauBoB mnocie PUO mo cpaBHeHHIO
C XHPYPru4ecKMM BMENIaTeILCTBOM WU HHJIOBEHO3-
HOM nmazepHoit adsueii [10].

B namrem nccneroBaHmy, COTIIACHO TTPOBEACHHOMY
aHaJN3y, BO3HUKINHE PEIUIUBHI HEe OBLIN CBS3aHBI
C peKkaHaIHu3aIel 1mejaeBoi BeHbI, MBI He HaOI01an
HU OJTHOTO CITydasi peKaHaIM3aIliid BEH, OABEPTHY-

Puc. 9. Bupryanbnas 3D-mMoe/ib NOBEPXHOCTHBIX BEH HA OCHOBAHWHU pe3yJbTaToB Y3U

Figure 9. Virtual 3D model of superficial veins according the results of ultrasound
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TeiXx PYO, 4TO MOATBEpP)KIAaeT NAaHHBIE HCCIENOBA-
HUS O TIOJTHOW 1 HeoOpaTuMon adisiuu [11], Tak kax
B CPOK OT 12 mecsiueB Ha KOHTponbHOM Y3 MBI Ha-
OJr0ay MOJTHOE OTCYTCTBHE CTBOJIA LIEJICBON BEHBI.
BMmecTe ¢ TeM, BEpOSITHOCTh OTHOCUTEIBHO BBICOKOH
YacTOThl HEYJOBJIETBOPUTEIbHBIX PE3YJIbTATOB IPH
OTCYTCTBUHM JAMHAMUYECKOIO IOCJICONEPALHOHHOIO
HaOJIIOICHUS ONPEACICHHBIM 00pa30oM IHUCKPEIUTH-
PYET METOJ JICUCHHUSL.

[lo namemy mHenuto, puck PBPB nocne panu-
KaJIbHOT'O JICYCHHsI B OCHOBHOM CBSI3aH C HECKOJIbKH-
MU IPUIHHAMH:

1) HEHnoJHBIM HpPEABAPUTEIBHBIM OINPEICIICHU-
€M LEJEBbIX BEH M IIJAHMPOBAHWEM IPEACTOSALICH
OIEPALNHU, TO €CTh C TAKTUKO-TEXHUYECKUMHU OLINO-
KaMH{, BBUJY HECOBEPILCHCTBA NMEPBUYHOIO JUATHO-
CTHYECKOI0 MPOLecca, a UMEHHO: OTCYTCTBHE €IHHO-
o CTAaHJAPTU3UPOBAHHOIO IMPOTOKOJIA/3aKIIOUCHHUS
VY3U, oTCyTCTBUE METOJOB BUPTYaJbHOM BU3yaJIn3a-
LMY U IUTAaHUPOBAHUS;

2) OTCyTCTBHE WM HEAOCTaTOYHO JJIMTEJIBHOE
MOCJICONEPAlMOHHOE HAOIIOACHUE C BO3MOXKHOCTBIO
CBOEBPEMEHHBIX JIOTOJIHUTEIbHBIX MAHUITYJISILINHN, Ha-
NPaBJICHHBIX HA YCTPAHEHHE «PAHHUX)» PELUINBOB;

3) B HaWMeHBIICH CTETIEH! Ha Pa3BUTHE PEIU -
Ba BIIMSIET HEOBACKYJIOreHe3, a UMeHHO B 0,5 %.

YuuThIBast OCHOBHYIO POJIb IEPBBIX JIBYX IPUYHH,
UX MUHUMH3ALUS TO03BOJSAET 3HAYUTEIBHO CHU3UTH
puck PBPB. [lanbHeliee ycoBeplIeHCTBOBAaHUE MIEP-
BUYHOM JAMAarHOCTHKH, HAaIpuMep, CO3JaHHe Ipo-
rpaMMBbl ISl IPOEKTUPOBAHUS BUPTYyajabHOU 3D-Mo-
nenmu (puc. 9) mccienyeMbx BeH 1Mo gAaHHBIM Y 3U,
MO3BOJINT YCOBEPIICHCTBOBATh, OOBEKTUBU3UPOBATH
U YCKOPUTb HCXOAHBIH AMAarHOCTHYECKHH Mpolecc
JUISL OTNIpENeJICHUs] ONTHMAJIbHOTO IUIaHA JICUCHHUS
U CHIKeHHs oOmiei yactotel PBPB, uto saBisercs
PEIMETOM JalbHEHIEro UCCIICT0BAHMSL.

PannouactorHas obauTepanus, Kak OJUH U3 CO-
BPEMEHHBIX MaJOTPAaBMAaTHUYHBIX CIIOCOOOB JICUECHUS
BPB, o0Omamaetr psIoM W3BECTHBIX MPEUMYIIECTB
M0 CPaBHEHWIO C Pa3IUYHBIMH criocobamu (reddk-
ToMuH. OZHAKO €€ MAJIOTPAaBMaTUYHOCTb M BO3MOX-
HOCTh aMOYJIaTOPHOTO BBITNIOJIHEHHSI, MUHUMAaJbHAS
BEPOSITHOCTH peruanBa (~2 %) MO3BOJIAIOT HE JIOIY-
CKaTb Pa3BUTHUsI CUMIITOMOB BEHO3HOM HEIOCTaTOY-
HOCTH, IIOAJACPKNBas BBICOKHMI YpOBEHb KadecTBa
JKU3HU nanueHTa. [loaTomy Takoil Buj jJeueHus B a-
paaurmMe ManueHT-OPUCHTHPOBAHHOW  MEIHULIMHBI
JIOJKEH OBITH METO/IOM BhIOOpa utst mutl ¢ BPB.
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Pesrome

AkTyanabHOoCcTh. HecmoTps Ha Gombimoit Bkiaa ¢usndeckoil aktuBHOocTH (DPA) B 3M0pOBbE NleTel mocie
KOPPEKIIMH BPOXKICHHBIX TTOpokoB cepana (BIIC), B muTeparype CyiecTBYIOT JUIIb eAMHUYHBIE JaHHBIe 0 DA
u paborocniocodbnoctu aereit mocie koppekun BIIC. Heab: onenka ¢puzndeckoit akTHBHOCTHA U (PH3UIECKOM
paboTOCIIOCOOHOCTH y JIETE Mocie pauKaaIbHOTO BMemaTenscTBa 1mo nosoxy BIIC. Marepuasbl 1 MeTOBI.
B nccnenoanne 6put0 BKIOUeHO 32 pebeHka mocie paaukanbHoi koppekiuu BIIC. Becem manmenTam xpo-
Me CTaH/JIapTHBIX METOJIOB MCCIIEIOBAHUS OBLT MPOBEICH KapAHOMYIbMOHANBHBINA Harpy3o4Hbii TecT (KITHT),
a TaKk)Ke CTPYKTYpHpOBaHHOE HHTepBhIonpoBanue o MA. Pesyabrarsl. [1o nanasmvm onpoca, 81 % nereit He no-
cTUranu pekoMeHnoBaHHbIX 60 MuHYT exenHeBHON DA. Tonbko 44 % — mocemanu CIOPTUBHBIE KPY>KKH WIH
ceknuu. KonmnyecTBo BpeMeHH MaONOABIKHOTO 00pa3a )KU3HH y JIeTeil cocTtaBmilo 8,4 gaca B IeHb, TIPH 3TOM
MPOJOJKUTEIBHOCTD Pa3BICKATEIbHOIO «3KPAHHOTO BpeMeHM» — 3 yaca. OTaenbHO OBl NMPOBEACH aHAIU3
¢usnyecKkoit paboTOCTIOCOOHOCTH B MOATPYIIIaX, CHOPMHUPOBAHHBIX B 3aBUCHIMOCTH OT 3aHATHH (PU3NIECCKIMHU
tperupoBkamu (OT). Y gereit, koTopsie perynspao 3aanMainich OT, moporosas MOITHOCTE HATPY3KH U 9aCcTOTA
CEpACUYHBIX COKpAILEHUH Ha BbICOTE (pr3MUEeCKON HAarpy3Ku ObUIM BBILIE B CPABHEHUH C ACTHMH, HE 3aHUMAIO-
mmucs OT. Kpome Toro, y HEX OBLTH BBITIE TTOKA3aTENN VOzpeak 1 HUKE — BEHTUIIATOPHOTO SkBHBasicHTa CO,
(VE/VCO,). 3akiouenne. Jletu ¢ koppuruposanubiMu BIIC, 63 mpoTnBonokasanuii K 3aHATUAM QU3HIECKON
KyJIBTYPOH M CHIOPTOM, B OOJIBIIMHCTBE CBOEM BEAYT MAJIONOABIKHBIA 00pa3 ®HU3HH, UMEIOT HEJOCTAaTOYHYIO
(U3NYIECKYI0 aKTUBHOCTh M PabOTOCTIOCOOHOCTh. OMHAKO perymsipHble (pr3udeckne TPEHUPOBKHU TOCIE Paji-
kanpHOU Koppekiuu BIIC 3Ha9mMO MoBkIIaoT paboToOCIOCOOHOCTH JIETEH 3a CYET aeKBAaTHOTO PHUPOCTa cep-
JIEYHOT0 BEIOpPOCA U MUHYTHOM BEHTWISILIUY ITPH (PU3UUECKUX HArpy3Kax.

KuioueBble c10Ba: BpOXKICHHBIN TOPOK CEP/IIa, IETH, MaJIONOIBIKHBIN 00pa3 KU3HHU, peadmmTanus, Gpu-
3UYecKas akTUBHOCTD, (pu3ndeckas paboToCroCcOOHOCTb.

Jna yumupoeanus: Ilomewxuna C.A., bepesuna A.B., Bepwununa T.JI. u Op. @usuueckas axmusHOCmb

u usuueckas pabomocnocobHocmb demell ¢ KOPPUSUPOBAHHBIMU 8PONHCOEHHbIMU NOpoKamu cepoya. Tparc-
nayuonnas meouyuna. 2024, 11(2): 148-156. DOI: 10.18705/2311-4495-2024-11-2-148-156. EDN: POSKOW
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Abstract

Background: despite the great contribution of physical activity (PA) to the health of children after correction
of congenital heart defects (CHD), in the literature there are only isolated data on PA and the performance of chil-
dren after correction of congenital heart defects. Objective: to assess physical activity and physical performance
in children after radical intervention for congenital heart disease. Material and methods. The study included 32
children after radical correction of congenital heart disease. In addition to standard research methods, all patients
underwent a cardiopulmonary stress test (CPST), as well as a structured interview on physical activity. Results.
According to the survey, 81 % of children did not achieve the recommended 60 minutes of daily PA. Only 44 %
of children attended sports clubs or sections. The amount of sedentary time in children was 8.4 hours a day, while
the duration of entertainment “screen time” was 3 hours. A separate analysis of physical performance was carried
out in subgroups formed depending on physical training (PT) activities. In children who regularly engaged in
PT, the threshold load power and heart rate at the height of physical activity were higher compared to children
who did not engage in PT. In addition, they had higher VO, and lower ventilator CO, equivalent (VE/VCO,).
Conclusion. Children with corrected congenital heart disease, without contraindications to physical education
and sports, mostly lead a sedentary lifestyle and have insufficient physical activity and performance. However,
regular physical training after radical correction of congenital heart disease significantly increases the perfor-
mance of children due to an adequate increase in cardiac output and minute ventilation during physical activity.

Key words: children, congenital heart disease, physical activity, physical performance, rehabilitation, sed-
entary lifestyle.

For citation: Pomeshkina SA, Berezina AV, Vershinina TL, et al. Physical performance and physical activity
of children with corrected congenital heart defects. Translational Medicine. 2024, 11(2): 148-156. (In Rus.)
DOI: 10.18705/2311-4495-2024-11-2-148-156. EDN: POSKOW

Cnucok cokpamenmii: BIIC — BpoxaeHHBII
nopok cepauna, KIIHT — xapauonynbMOHalIbHBIN
Harpy3o04Hbid TecT, DA — Qu3nveckas aKkTHBHOCTD,
O®H — ¢uznyeckas Harpyska, OP — ¢usnueckas pa-
6orocniocobHOCTh, DT — puznyeckne TPEHUPOBKH,
HR/Vkg-slope — cooTHoOIIeHHe MpUpocTa IMyiIbca
k notpebnenuto O,, VE/VCO, — BEHTUIATOPHBIH K-
suBajieHT CO,, VOZPeak — MUAKOBOE MOTpeOIIeHNe KUC-
sopona, VO, /UCC — nuKOBbIH KHCIOPOIHBIH MyJIhC.

Brenenune

Bpoxnennsie opoku cepamna (BIIC) Berpeuarot-
cs1y 1 % Bcex HOBOPOJKACHHBIX U ABJISIFOTCS Hanbosee
9acTBIMH BPOXKICHHBIMU TIOPOKaMH pa3BUTHs, AWA-
THOCTHpYeMbIMU Y nietel [1]. brnarogaps ycoBepiieH-
CTBOBAaHMSAM XHUPYPIMUECKHUX M HHTEPBEHLIIMOHHBIX
METOJIOB, @ TAK)KE MEPUONECPALUMOHHON MHTEHCUBHOU
Tepanuu, BbbKUBaeMocTh Aeteil ¢ BIIC 3a mocnen-
HUE JECSTUIIETUS 3aMETHO YTy4lINIach, 4YTO MPUBEIIO
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K YBEJHUYEHHUIO YHCJIa TaKWUX IalMeHTOB, JI0KHBAFO-
X J0 B3pocioro Bo3pacra. [lo Mepe Toro, kak juia
¢ BIIC cTanoBsiTCs cTapuie, Ha UX 310pOBbE MOT'YT J0-
MTOJTHUTEIHHO BIHATH CEPACYHO-COCYANCTHIE (DaKTOPHI
pHUCKa, 4TO YBEIMINBAET BEPOSITHOCTH PA3BUTHS Y HUX
Takux 3a00JeBaHWMN, KaK WHCYIET, OXKHPEHHE, caxap-
HBIH qraleT 2 Trra, uieMudeckas 00J1e3Hb cepra.

®duznyeckas TMOATOTOBKA M (U3NYECKAs aKTHB-
HOCTh ((DA) OTHOCSATCS K BaXHBIM JETEpPMHUHAHTaAM
310poBBs pebeHka. DA sABIsIeTCS IEHTPATHLHBIM KOM-
TTOHEHTOM 3/I0POBOTO TIOBE/ICHUS Y JIETeH U ITOIPOCT-
KOB, a (u3M4eckasi OATOTOBKA YacTO HCIIOIb3yeTCs
JIISL OIICHKH OOIIETO COCTOSHHS 3/I0OPOBBSI U MOTOP-
HOTO pa3BUTHsA peOeHka [2]. ManmomoaBmKHEIN 00-
pa3 )Ku3HU U 0TCyTCTBHE DA MOTYT MPENSITCTBOBATH
HOPMaJBbHOMY Pa3BUTHIO U POCTY AETEH 1 MPUBOIUTH
K OCJIa0JIEHUIO 37I0POBB |3, 4].

Pexomenmarun mo @A s mereit ¢ BIIC B 60ub-
ITUHCTBE CIyYaeB aHAJIOTHYHBI TAKOBBIM JUISI 00IIen
neauaTpuueckor nonynsuuu [5, 6]. CormacHo peko-
MeH1auusM EBponeiickoil acconnanuu IeTCKUuX Kap-
nroJioroB, 6ompmUHCTBY neteit ¢ BIIC cienyer yne-
14Tk He MeHee 60 MUHYT B 1eHb DA ymepeHHOU nin
BBICOKOW HHTEHCHBHOCTH. Kpome Toro, B pekoMeH1a-
[USX YKa3bIBaeTcs, 9To Oonbimmit 00beM DA cBszaH
¢ OoubIei moTp30i 11 3A0pOBbs [7].

DuU3NYECKyI0 MOATOTOBICHHOCTh MOXKHO OTIpeie-
JIUTH KaK CIIOCOOHOCTH YeJIoBeKa ObITh (PU3MYECKH ak-
THBHBIM, OHA BKIIOYAeT B Ce0sl BRBIHOCIHBOCTb, CHITY,
JIOBKOCTh, KOOpAWHANWIO W THOKocTh [8]. U ecim
B OITyOJIMKOBAaHHOM JUTEpAType W €CTh CAUHUYHBIC
JTAaHHBIE O (PU3MYECKON aKTUBHOCTH U BEIHOCITHBOCTH
neteit obmeit nomysituu [9, 10], To TaHHBIX, MTOCBS-
meHHEIX aeTaM ¢ BIIC, 3HaunTe1bHO MEHBIIIE.

Leanb ucecsiegoBaHus: orieHKa (PU3NIECKON aKTHB-
HOCTH W (pr3maeckoil paboTOCIOCOOHOCTH JeTel 1mo-
Clle PaIuKaJIbHOIO XMPYPrHUECKOro BMEIIAaTeIbCTBa
no nosony BIIC.

MarepuaJibl 1 METOAbI

C suaBaps 2022 . mo nexadpp 2023 1. B nccieno-
BaHMe ObLTO BKiIIOUEHO 32 peGeHka B Bo3pacte oT 11
1o 15 ner, nepeHecINX paguKaIbHOE XUPYPrHUECKOE
BMeIaTtenscTBo 1o noBony BIIC 0e3 anaTommaeckux
Y TeMOIMHAMHUYECKHUX OCTaTOYHBIX SBJICHUI B OCIIe-
OTIEPALIMOHHOM IIEpHOJIE.

Bce BbINOTHEHHBIE UCCIICA0BAHMS C YHaCTHEM I1a-
LIUEHTOB COOTBETCTBOBAJIM 3TUUYECKUM CTaHAApTaMm
Bbuostnueckoro komurera, pa3pabOTaHHBIM COIJIAC-
HO XeNbCUHKCKOW Jekiapauuu BcemupHol accouu-
aluu «TUYECKHE MPUHIUIIBI IPOBEIACHNS HAyYHBIX
MEIULUHCKUX UCCIICA0BAHUN C yUaCTHEM YEJIOBEKa».
[TpoToKOa HACTOSAIIETO WCCIIE0BaHUS OB OJOOPEH

150

JIOKaJIbHBIM 3THUYECKUM KoMuTeToM HanmonaneHOTO
MEIHULUHCKOTO MCCIIEA0BATEIbCKOIO LEHTPAa MMEHHU
B. A. Anma3sosa.

Kpurepuu BkItOUEHUS: BO3pACT AETEH MOCHIE pa-
nukanbHOM koppekuuu BIIC B nuanasone 11-15 ner;
OTCYTCTBHE AaHATOMHYECKMX M TI'€MOJUHAMHMUYCCKUX
OCTaTOYHBIX sBJIeHUU mnocne koppekuuun BIIC; Ha-
JMYKE TOAMUCAHHOTO WH(POPMHUPOBAHHOTO COTJIACHS
poaMTeNel Ha ydyacTHe B UCCIEJOBAHUU UX JIETEH.

VY Bcex mauMeHTOB ObLI NMPOAHATU3UPOBAH KIIH-
HUYECKUH CTaTyc, NpOBEACHO (U3MKaIbHOE, JIa-
OoparopHOe W WHCTpPYMEHTaJbHOE OOCIenI0oBaHMeE:
axokapauorpadus (OxoKI') Ha ammapare Philips IE
33 (Hunepnanpmpl), CyTOYHOE MOHUTOPHUPOBAHHE
anekTpokapauorpammel (Cucrema MukapT «Kapmamo-
texHuka 04»), KapauomyJIbMOHAIBHBIA HArpy304-
wo1i TecT (KITHT) ¢ momomtsio cuctemsr Oxycon Pro
(Jaeger, I'epmanms), a TakKe CTPYKTYPHUPOBAHHOE MH-
TepBblo, Kacatouieecst DA.

Hns ouenku ypoBHsi OP Bce maluMeHThI BBIMOTHS-
au KITHT. Jlag razoaHanmmsa HCIIOIB30BAjd METOZ
breath-by-breath (amanmu3 kaxmoro IBIXaTEIHHOTO
LUKJIa B PE&KUME PEAJbHOTO BPEMEHH) C ITOMOIILIO
cuctembl Oxycon Pro (Jaeger, 'epmanus). [laruenTs
BBINOJIHSJIM CUMIITOM-INMUTHPOBAHHY 10, HEPEPbIB-
HO BO3pacTaromyn ¢uzndeckyto Harpy3ky (PH) —
RAMP (cTymeHYaTsIif)-poOTOKON Ha BEIIOIPTOMETPE
¢ yBenuwdeHneM Harpy3ku Ha 10 Br/mun. Pernctpa-
nuo anekTpokapauorpammel  (OKIY), ompenenenne
HACBIIEHHUS KUCIOPOooM KpoBH (SpO,) ¢ momomibro
ITyJIbCOKCUMETPA ITPOBOJMIN HEIPEPBIBHO B TEUCHUE
BCEro TECTa, yPOBEHb apTepraIbHOro AasyeHus (AJl)
H3MEpSIN Kakaple 2 MUHYTH. Kputepusimu mpexpa-
meHus ®H OblayM crepyrouiye napameTpsl: JTOCTH-
KCHHE MaKCHUMAaJIbHOH pacyeTHOH (B COOTBETCTBUHU
C BO3pacTOM) YAaCTOTHI CEPIACYHBIX COKpAICHHUH
(YCC) nnu mosiBJICHUE CUMITTOMOB, TUMUTHPYOIIHX
BoinosiHeHNe @OH: BbIpa)keHHAs yCTaJIO0CTh, OBILIKA,
IIpe-/CHHKONAJIBHOE COCTOSIHHE, TI'€MOJMHAMHMYECKH
3HAYMMBbIC MJIM MOTEHIUAJIBHO OMACHBIC HapyIICHUS
putMa cepaua, camxenue Al =10 mm pt. ct. OTBET
CEpIEYHO-COCYAUCTON U serouHod cucteM Ha OH
OLICHMBAJIM TI0 COBOKYIHOCTH CJICAYIOLUIMX IOKa3a-
TeNel TecTa: NMHKOBOMY IOTPEOJCHHMIO KHCIOpOna
(VOzpeak), YPOBHIO anaspobHoro nopora (VO, na AIl),
kucyopoanomy mynscy (VO,/HYCC), xoTopeii sABIs-
eTcsl MHJeKCOM ynapHoro oorema (YO), BEHTUIATOD-
Homy skBuBajenTy CO, (VE/VCO,) — unrerpans-
HOMY TIOKa3aTeiio, oTpaxammemMy 3(h(eKTHBHOCTH
MUHYTHOH BEHTHJISIIMH, HACBILICHUIO KHUCIOPOIOM
kposu, nuHamuke YCC u AJl. 3HaueHue VO2peak >
85 % OT DOIKHOIO 3HAYCHUS M yPOBEHb aHa3pOOHOTO
nopora, coorsercTBytomuit 40-60 % ot VO, , cun-

peak’
TaJIn HOPpMaJIbHBIMH. Cy6’beKTI/IBHHe OIyHICHUS Ma-
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[AEHTA OIIEHUBAIH Mo MoxuduirpoBanHoii (10-6am-
npHOM) mkane bopra [11].

Bce mnanumeHTBl NPOXOAMIM CTPYKTYPHPOBaH-
HOE MHTEPBBIOMpOBaHUE, Kacatoueecs DA, KoTopoe
BKJIIOYAJIO CIEAYIOIIME BOMPOCHL: BHEKJaccHas DA,
MPOTYJIKM Ha CBEKEM BO3JyXe, Jopora A0 ILIKOJbI/
cekiuu, A B 1IKOJIE, CIOPTUBHASL BHEIIKOJbHAS aK-
THUBHOCTB (IIPOJOJKUTENBHOCTD, YACTOTA, BUJ HATrpy-
30K). Kpome Toro, oneHMBajaoCh KOJIMYECTBO YacoB,
MIPOBE/ICHHBIX 3a IIKOJbHBIMU YPOKAMH, BHIIIOJHEHHU-
€M JIOMAIIHEro 3aJjaHMsl, a TaKkKe BpeMs, MPOBEICH-
HOE 3a KOMIIBIOTEPOM HJIM IIPOCMOTPOM TeEJIEBU30pa
(PxpaHHOE BpeMmsi).

CraTucTHYeCKHil aHAJIN3

Craructudeckyo 00pabOTKy TMONYYSHHBIX aH-
HBIX BBITIOJIHSJIN C HCIIOJIB30BAHUEM CIELHATIN3UPO-
BaHHOTO NporpammHuoro obecneuerusi STATISTICA
10.0. [dnsa npoBeAeHUs AHATUTUYECKUX PacyeToB
ObUIM OIIpeneNiCHbl THUIIbI UMEIOIUXCs JaHHBIX. ['n-
[I0TE3y O HOPMAJIbHOM PACHpPEAEICHUN TaHHBIX IPO-
BEpSIIN C WCHOIb30BaHWEM Kputepus Shapiro-Wilk.
Pacnpenenenus, OTaMYHBIE OT HOPMAJbHOIO, OIHU-
CaHBl TIpU TOMOIIM Meauansl (Me), mepreHTHIeH
U UHTEPKBAPTHIBHOIO pasmaxa [Q25 — Q75]. B He3a-
BHUCHMBIX TpYyIax NPUMEHSJIN HerapaMeTpUIecKUil
kputepuit Mann-Whitney (U-kputepuii). CpaBHeHHE
JUCKPETHBIX BEJIMYUH OCYLIECTBISJIM C HCIIOIb30-
BaHHEM KPHUTEPHUsS ¥> C IONPABKOW Ha HENpEepbIB-
HOCTb 1o Yeats. ITpu Maniom yuncie ciydyaeB B OQHOU
13 CPaBHHUBAEMBIX I'PyNIl (5 U MEHee) HCIOJIb30BAIN
nByctoponHuit kputepuii Fisher’s (F-xputepuit). Jlns

e 3a0oneBanns / Cardiovascular Disease

OLIEHKH CBSI3U M3Yy4YaeMbIX MapaMEeTPOB NPUMEHSLI-
csl KOOQPUITUEHT paHTOBON Koppensiuu CrimpMeHa.
Paznuuus cunuTamM CTaTUCTHUYECKU IOCTOBEPHBIMH
[IpU 3HAYEHUSAX ABYCTOpOHHEro p < 0,05.

Pesyabrarsl

beuin mpoaHanu3uMpoBaHBl Ppe3yNbTaThl  00Cie-
nmoBanus 32 manmeHTtoB: 17 (53 %) mampuukoB U 15
(47 %) neBouek, menmana (Me) Bo3pacTa cocTaBmiia
14,2 (12,0; 14,0) roma. BceM nmeTsiM He MEHee 4eM 3a
roji 10 BKJIIOUYEHUS B MCCIEIOBAaHUE OblIa BBINOJIHE-
Ha pajuKaibHasg xupyprudeckas koppekuus BIIC:
10 TOBOAY Je(eKTa MEKIPEICEPIHON MEPEropoaKT
(AMIIIT) — 6 genmoBek, aedexTa MEKIKETYTOIKOBOH
neperopoaku (JIMXKIT) — 8, oTkpeITOrO apTepuatb-
Horo npotoka (OAIl) — 6, kmanmaHHOTO CTEHO3a Je-
FOYHOM apTepun — 4, KOapKTalluu a0pThl — &8 Ueso-
Bek. KimHuueckas xapakTepucTuka 00CiIeI0BaHHBIX
npeacTasiieHa B Tadnuue 1.

[Ipu Harpy304HOM TECTHPOBAHUH NEPECUUCICHHBIC
B Tabmuue 1 xanoObl HU y KOTO U3 JIeTel He BO3HUKIIN.

VY Bcex manueHTOB OblIa COXpaHHAs (QpaKIus
BbIOpOCa JieBoro xenynouka (Me 70 (66; 74) %, Hop-
MaJIbHbIE pPa3Mepbl KaMep cepila, MPU3HAKOB JIET0u-
HOW TUTIEPTEH3UH HE OTMEYaIoCh (Tadum. 2).

[lo nanubiM OKI' nmokost u CM-OKI' HapymieHuit
pUTMa M TPOBOAHMMOCTH, TPEOYIOIIMX KOPPEKLHH,
y AeTeil He oTMedaliock. TakuMm o0pa3oMm, B pe3yib-
TaTe 00CIeJ0BaHUS Y MALIMEHTOB, BKJIIOYEHHBIX B HC-
clleioBaHKe, He OBbLIIO BBISIBICHO IPOTHUBOIIOKA3aHUI
K (PM3MYECKUM TPEHUPOBKAM MIIM yKa3aHUH Ha HEO0O-
XOAUMOCTB orpanuueHust OA [6].

Tabsmua 1. KiinHuko-aHaMHecTHYeCKAsl XapaKTePUCTUKA JeTeil 1ocJie KOppPeKUHH BPOsK/IeHHOI0
NIOPOKa cepaLa

Table 1. Clinical and anamnestic characteristics of children after correction of congenital heart disease

Iloxa3zarenn Konuuecrso
JKamoOsr Ha yTOMIIIEMOCTS, n (%) 6 (25)

JKano6s1 Ha 6omu B cepaue, n (%) 2 (6)

JKaoOwr Ha cepaiieOueHwue, n (%) 309

Pocrt, cm 154 (138; 160) *
Bec, kr 35(32;49) *
NUMT, kr/m? 16,4 (14,3; 19,6) *
W30wrTounas macca Temna, n (%) 2 (6)

Osxupenne | crerenu, n (%)

13)

IIpumeuanue: UMT — nHpekc Maccol Tena.
* JlanHBIe TpecTaBIeHB! B BIae Me [Q25 — Q75].
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Ta6smua 2. Iloka3aresnu 3xokapanorpaduu aereii ¢ BpokJIeHHbIMU IIOPOKAMH CepALa
nocJie paguKaJbHONH XUPYPru4ecKoi KOppeKunu

Table 2. Echocardiography parameters of children with congenital heart defects after radical surgical

correction

IMokazaresn 3HayeHus*

DK, mm 22,2 (20,0; 26,0)
JI, MM 26,0 (24,0; 26,4)
KCP, mm 25,7(25,2; 29,5)
KCO, mn 31, 5(26,0; 44,0)
KIP, mm 43,3 (39,7, 45,0)
KIO, mn 77,5 (69,0; 81,3)
©B JIX mo Tetixomsiry, % 70,5 (68,0; 73,6)
Cpennee nasnerne B JIA, MM pT. CT. 22,5 (20,0; 24,0)

[Mpumeuanne: 1K — mpassrnit xenymouek, JIIT — neBoe npencepane, KCP — xoHEUHBIN CHCTONMYECKHH pa3Mmep,
KCO — xoneunsIit cucronndeckuit 00pem, KJIP — xoneunsIit nuactonnyeckuit pasmep, KO — KoHEUHBIH qracToIu-
geckuit 00veM, OB JIDK — ¢paxius BeiOpoca 1eBoro xemnyaouka, JIA — jgerognas aprepus.

* JlanHbIe IpencTaBieHb! B Buae Me [Q25 — Q75].

[Ipu ananuze @A no pesynsraram CTPyKTYPUPOBaH-
HOTO MHTEPBBIO OKa3al0ch, 4To 25 % nereit (8 uemno-
BeK) OBLITN OCBOOOXKICHBI OT YPOKOB (PH3KYIBTYPHI, KO-
TOpbIE NPOBOAMIMUCH 2 pa3a B Heaemo 1o 40 MUHYT, U,
COOTBETCTBEHHO, HE MOCEINAJIN UX, YTO C yYETOM KIIU-
HUYECKUX M MHCTPYMEHTAJIbHBIX JAHHBIX MOXKET OBITH
npu3HaHO HeoOocHOBaHHBIM. YerklpHaauats (44 %)
JeTel IOocean CIOPTUBHBIC KPYKKH WM CEKLHMH
(OacceiiH, CIOPTHBHAS THMHACTHKA, TPEHAKEPHBIH 3211,
TaHIpl) 2-3 pas3a B Henmenmo 1o 60—120 MUHYT 3aHsTHE,
IPUYEM JIBO€ U3 HUX ObUTM OCBOOOXKIEHBI OT YPOKOB
¢u3kyneTyphl. Mennana BpemeHu ooOrmieit DA obce-
nmoBaHHBIX coctaBmia 240 (200; 450) MUHYT B HE/IEIIO
(MeHee 35 MHH. B JIeHB), TO €CTh OOJBIITMHCTBO JIC-
Teit — 24 (81 %) — He gocTurany pekoMeHyeMsx 60
MuHyT exenHeBHOH DA [7]. U tombko 6 (19 %) neteit
COOTBETCTBOBAIU pekoMeHAalMsIM 1o PA — 60 MUHYT
YMEPEHHOU WM UHTEHCUBHOU DA B I€HB.

CymmMmapHOe BpeMs, HpPOBEICHHOE B MaJIONOA-
BHXKHOM COCTOSIHUU (YPOKH B INKOJIC, BBIIIOJTHEHHUE
JOMAILIHETO 3aJaHusl, IOJIb30BAHUE KOMIIBIOTEPOM/
MJIaHIIeTOM/Tene(oHOM — dKpaHHOE BpeMmsi), COCTa-
BuJio (Me) 505 (480; 690) MUHYT B ICHb, IIPUYEM TIPO-
JIOJKUTENBHOCTh 3KPAHHOTO BpeMeHH cocTaBuia 180
(60; 190) muayT. OTMEYANIACh CTATUCTUYECKU 3HATH-
Masi OTpULIATENIbHAS KOPPEISIIUS MEXY MPOAOIIKU-
TenbHOCTHI0 DA U SKpaHHBIM BpeMEeHEM — 4eM 00JTb-
e BpeMeHH pebeHok yuensin DA, TeM MeHbIIe ObII0
ero skpanHoe Bpems (r = -0,9, p = 0,03).
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IIpu nposeaenun KIIHT BenmumunHa AbIXaTeNnbHOIO
xoddduimenta nocrurma 1,02 (0,97; 1,05): sato cBume-
TEJIbCTBYET O TOM, YTO MPU HATPY304HOM TECTHPOBAHUI
OBUTO Pa3BUTO (PM3UYECKOE YCHIIHE, JOCTATOYHOE JUIS
KOPPEKTHOH OIIEHKH MTOTyYeHHBIX Pe3yIsTaToB (Taom. 3).

[TuxoBoe moTpedieHne Kuciopoaa (VOZPeak) B 00-
cieloBaHHOM rpymme Obuio 25,9 (23,25 27,2) mu/kr/
MHH, 9TO cocTaBuiio 62 (55; 65) % OT IOIKHOTO To-
Kas3aTels ¢ y4eTOM BO3pacTa, I10j1a, Beca U pocTa pe-
OeHKa, Ipyu HOPMaTUBHOM II0Ka3aTelne He MeHee 85 %
1 ObLIO HUXE peepeHCHBIX 3HAYCHNUHN AT 3J0POBBIX
neteit (36—60 mn/mun/kr) [12]. T[TukoBBIA KUCIOPO-
upiid mynese (VO,/YCC) coctaBun mumb 66 (52; 86) %o
OT JOJKHOTrO ITokazarens — 85 %, 3TO CBUIETEIb-
CTBYET O TOM, YTO CHWXEHHe ypoBHs ODP (VOzpeak)
00yCIJIOBJICHO HEaJeKBAaTHBIM IPHUPOCTOM YIapHO-
ro o0beMa, MHAEKCOM KOTOPOro sBjseTcs O, myibC.
YpoBeHb MaKCUMaJlbHOM MOIIHOCTH B HCCIEIYyEeMOM
rpynne aereit ¢ koppurupoBanusiMu BIIC, o cpas-
HEHHUIO C HOPMAaTHBHBIMH 3HAYCHMSIMH Y 3JOPOBBIX
nereit [13], okazamncs 3Haunmo Hrke (p = 0,03).

Janee ObuT TIpOBEICH CpPaBHHUTENBHBIN aHAIN3
ypoBHs ®P B noarpymnmnax, copMupoBaHHBIX B 3aBU-
CUMOCTH OT Hannuus prusmaeckux TpeHupoBok (DT):
14 (44 %) nereii, 3anumatornuxcsa OT, u 18 (56 %) —
He 3aHuUMaronmxcs uMu (tadm. 4). BospacT nereit,
MOCEIIAIOUINX U HE MOCELIAIINX TPCHUPOBKH, 3HA-
gyuMmo He paznudancs: 12 (11; 14) u 13 (12; 14) et co-
oTBeTCTBEeHHO (p = 0,41).
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Ta6uauuna 3. Ilokazareau KITHT y aereii ¢ Bpo:kieHHbBIMH IOPOKAMH CepALIA NOCJIe PAJUKAIbHON
XUPYPru4ecKoii KOppekumu

Table 3. CPET indicators in children with congenital heart defects after radical surgical correction

Iloxa3zarenn 3HauyeHusa*

[TukoBoe norpednenue kucnopoaa (VO MJI/KT/MHH) 25,9 (23,2; 27,2)

2peak’

YacroTa cepieuHbIX COKPAIICHU B IIOKOE, yI/MUH 100 (89,0; 108)

MaxkcuManbHas 9acTOTa CeplICYHBIX COKpAIICHUI Ha Harpy3Ke, yI/MUH 154,5 (147,0; 169,0)

Munytnas nerounas Beatwranus (VE), m/mMua 28 (25; 32)

IMuxosetit kucnopoansiit mynse (VO,/UCC), mi/yn 7,2 (5,7, 7,8)

24,2 (23,9; 25.,4)
6,8 (5,4;7,4)
70,0 (60,0; 75.0)

Benrunsaropusiii sxsusanent CO, (VE/VCO,)

CootHomrenue prpocta mmyinbca k norpednennto O, (HR/Vkg-slope), yn/mn/kr

MomHOCTh EpeHOCHUMON (U3MYeCcKOl Harpy3ku, Bt

[Ipumeuanne: * Jlanaple mpeacTaBieHs B Buae Me [Q25 — Q75].

Tabuuua 4. CpaBHurteJibHasi Xxapakrepuctuka nokasareseid KITHT y aereii ¢ Bposk1eHHbIMU IIOPOKAMU
cepALa nmocJie paAuKaJbHONH XUPYPrudecKoii KOppeKuu B 3aBUCHMOCTH OT Y4acTusl B GU3nYecKUX
TPeHUPOBKAX

Table 4. Comparative characteristics of CPET indicators in children with congenital heart defects after

radical surgical correction, depending on participation in physical training

IMoka3arenn™ Jlern ¢ T, Jlern, 6e3 DT, P
*n=14 *n=18

INnxoBoe motpebnenne kucnaopona (VO,peak), mu/kr/Mun 29,2 23,6 0,03
(26,5; 32,5) (19,5; 26,4)

MoOIIHOCTH TePEeHOCUMOM HATrpy3kH, BT 70 60,0 0,04
(65,0; 77,5) (50,05 70,0)

YCC B nokoe 92,5 102 0,4
(88,0; 100,5) (94; 106)

MaxkcuManbHas 4acToTa cepleuHsix cokpamienuit npu KPT, 152 147,5 0,03

VI/MHH (135,5; 154,4) (131; 154,5)

MumnyTHast teroynast BeHtuisinus (VE), n/mMun 27,5 28,0 0,17
(24; 28) (25,0; 32,0)

IMuxoBerit kucnopoansiit myase (VO,/YCC), mi/yn 7,3 6,5 0,5
(5,05 7.,8) (5,7, 7,7)

Carypanus npu pusmdueckoit Harpyske, % 96,5 97 0,6
(96; 97) (94,5; 98)

CooTHomlenue IpUpoOCTa IMyibca K norpednennto O, 5,0 7,25 0,01

(HR/Vkg-slope), (yn/mi/kr) (4,15 5,6) (6,8;9,4)

Benrunaropneiit sxsusanent CO, (VE/VCO,) 23,9 243 0,01
(23,0; 23,9) (24,2; 25,4)

[pumeuanne: KITHT — xapauomyIbMOHANBHEIH Harpy309Hbiil TecT, T — pusndeckue TpEHUPOBKH.

* JlaHHBIC TpencTaBIeHB! B BIae Me [Q25 — Q75].
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CpaBHUTENBHBINA (MEXAY MOArPYNIaMH) aHAJIN3
pesyarraToB KITHT nokasan, uro y aetei, 3aHUMaro-
muxcest OT, MOIITHOCTE BBITIONHEHHOH (pr3HYecKoi Ha-
rpy3ku u 3Hadenne VO, Obut BeIIE, a VE/VCO,
n HR/Vkg-slope — HuMXKe, 4eM y He 3aHUMAIOITUXCS
OT (tabu. 4); 5TO CBUAECTENBCTBYET O 00JIee BHICOKOU
¢uznyeckort paboTOCIIOCOOHOCTH JETEH, BHITTOIHSIO-
mux OT, u 6onee a3 dexTrBHON paboTe cepaeaHO-CO-
CYyIUCTOU CUCTEMBI.

ITpu KOppensLMOHHOM aHalIM3€e OTMedajach CTa-
TUCTUYECKU 3HAYMMAasl TOJIOKUTEJIbHAS KOPPELUs
MEXIY TPOJAOIKUTEIBHOCTRIO 00mmeid DA 1 TakuMm
IoKas3arejeM, Kak VOzpealk (r=0,7,p=0,03).

Oocy:xaeHue

[lo nanHbBIM nUTEpaTyphl, pekoMeHJanu Bce-
MHpHOW opraHu3anuu 3apaBooxpaneHus (BO3)
no ypoBHio A — nHe menee 60 MUHYT B JACHb —
coOmronator 12-27 % 300pOBBIX AECTEH U MOAPOCT-
KoB [14] u Tonbko 8,8 % nmereil, MpoOOIEpUPOBAHHBIX
no noony BIIC [15]. Ilo HamuMm JaHHBIM, TaKXke
OonmpmmHCTBO netelt (81 %) He mJocTHTaNn peKOMEeH-
noBaHHBIX 60 MUHYT exxeaHeBHOU DA. [IpuBbIYHBIN
MaJIOTIO/IBFKHBIN 00pa3 ®KU3HH peOeHKa, ¢ OOIBIION
BEPOSTHOCTBIO, COXPAHUTCA HA MPOTSIKCHUH BCEH
€ro B3pOCJIOHN XHU3HHU, YTO MOXKET NPUBECTH K yBe-
JUYECHUIO PUCKA Pa3BUTHS CEPACUHO-COCYIUCTBIX
3aboneBanuil B OyaymeM. OTcyTcTBre nomxHOH DA
MOXET OOBSICHATBCS PSAJOM MPHYMH, HO BELYLIMMH
SABISAIOTCS CyOBeKTHUBHBIE dakTopsl [16]. B wacTHO-
ctu, HenoctaTok DA Moxer popmupoBaThes H3-3a
Ype3MEpHON ONEeKH M OMAacCeHWH ONM3KUX 3a KH3Hb
pebenka. /|BuraTeabHBIN ASPUITUT, B CBOIO OYepe/b,
CIOCOOCTBYET MPOTPECCUPYIOIEMY CHIDKCHHIO (H-
3MYeCKON pPabOTOCIIOCOOHOCTH W emie OOJIbINe YCH-
JIUBAET TPEBOKHOCTH U YPE3MEPHYIO OIEKY B CEMBE,
(dhopMupyst MopodHbIN KpyT [16].

Kpome Toro, B mocnegHee BpeMms Bce Ooblie
BHUMAHHUS YyIENISETCS MaJlONOABHKHOMY (cuasye-
My) 00pa3y KM3HU, KaK He3aBUCUMOMY (PaKTOpy pH-
CKa CepIeYHO-COCYJUCTBIX 3a00JI€BaHUM, Jaxke MpH
COOMIOZICHNN PEKOMEHIANNi 1o HeoOxoaumonr DA
[17]. PacmipocTpaHEHHOCTh MAaJIOMIOIBHIKHOTO OOpa-
3a JKU3HM YBEJIMYMBACTCS CPEIH HACEIICHUS B LIEIIOM
npuMepHO Ha 30 MUHYT B I€Hb KaXK bl r0Jl, HAUMHAS
C MJIQJIIIEr0 LIKOJIBHOI'O BO3pPacTa M 10 MOAPOCTKO-
Boro [18]. Tak, mo nanueM L. A. Ewalt u coaBTopoB
(2008), netn u nogpoctku ¢ BIIC BexyT mamomon-
BIDKHBIA 00pa3 >kxu3Hu 6,7 daca B neHb [19]. B Ha-
HIeM HCCIIEIOBAHUM KOJINYECTBO BPEMEHU MaJIONOJI-
BIDKHOTO 00pasa KU3HHU cocTaBuiio 8,4 yaca B JICHb,
OpPU 3TOM MPOAOIKUTEIBHOCTh Pa3BIIEKATEIBHOTO
SKpAaHHOTO BPEMEHH cocTaBuia 3 vaca. Takum 00-
pa3zoM, MaJIONIOJBHKHBIA 00pa3 KU3HU CIIeyeT pac-
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CMaTpHUBATh KaK €IIe OAHY LeJIb PeadHINTallHOHHBIX
U NpoQUIAKTHYECKUX MEPONPUATHH, HaIlpaBiCH-
HBIX Ha yJIy4lIEHHE 30POBbS JETEH M MOAPOCTKOB
¢ BIIC.

OP sBisieTcs OIHUM U3 OCHOBHBIX (haKTOPOB, BIIU-
SIOLIMX HA KAueCTBO XXU3HH, IPOrHO3, PUCK 3aboie-
BAaEMOCTH M PAHHIOK CMEPTHOCTb OT CEpAEYHO-CO-
CYIOUCTBIX, META0ONIMUYECKUX WM PECHUPATOPHBIX
3aboneBannii y marueHToB ¢ BIIC [20]. OnauM U3 oc-
HOBHBIX METOAOB OLlcHKH PP Kak neTei, Tak u B3poc-
abix siasgercss KITHT. Ilo naHHBIM nuTepaTypsl, Ta-
kue nmokasarenu KIIHT, kak VO, max wniun VOzpeak,
VE/VCO,, uMeT NpPOrHOCTHYECKYI0 HEHHOCTh
y B3POCIJIBIX C MPUOOPETECHHBIMHU MOPOKaMH cepaua
U CepACUHON HENOCTAaTOUHOCTHIO [21, 22]. Takke oHU
SBJIAIOTCS HE3aBUCUMBIMHM INPEAUKTOPAMH CMEPTH
WY TOCHUTAIN3ALNUN H3-32 CEPAEYHO-COCYAHCTOrO
coObITHS y TarnueHToB ¢ pasnuaabiMu BIIC mocne
XUPYPruueckoro jgeueHus [23, 24].

B Hamem mccnenoBaHuu ObLIIO yCTAHOBJICHO, YTO
y TOAABISIOUIEr0 OOJBIIMHCTBA OOCIIEAOBaHHBIX
3HauUCHUE VO2peak OBIJIO HMYKE HOPMAaJIbHBIX 3Hade-
HUHN A7 JaHHOTO I0jla M BO3PAacTa, YTO CBUICTENb-
CTBYET O HM3KOM ypoBHe DP mannueHToB ¢ KOppUTH-
poBanubiM BIIC. OnHako y nered, 3aHUMAIOIIUXCA
®T, momHOCTE BEITTOTHEHHON @H 1 3HaUeHME VO2peak
ObLTH BEINIE, YeM y He 3anumatommxcs OT, uto cBu-
JIETENBCTBYET O OoJiee BBICOKOU (hr3mueckoi paboTo-
crocoOHOCTH JeTel, BeImonHsomux OT.

Bbonee Bricokuii ypoBerp ®OP y neteit ¢ @T Obin
00yCIJIOBJICH aJIeKBaTHBIM TPHUPOCTOM CEPACYHOTO
BBIOpOCAa M MUHYTHOM BeHTUIsiiu ripu @H, ato moj-
TBepXkKIaeTcs Takumu nokasarensvu KITHT, xak O,
nynse, HR/Vkg-slope, VE/VCO,. VYcranosnennas
IpsiMasi KOPPesIUOHHAs CBsI3b MEKy ypoBHeM DA
u OP cBugetenscTByeT, yTo Hanuuue OT mosmoxu-
TEJIbHO BIUsET Ha ypoBeHb ®DP, a 3HAUUT, U Ha 3/10-
POBBE B LIEJIOM Yy MALUEHTOB ¢ KOPPUTHPOBAHHBIMU
BIIC, u eme pa3 monrBepkaaeT HEOOXOIUMOCTh Ha-
Y4YHO 0OOCHOBAaHHOI'O IOHCKA PEKUMOB (PU3MUECKUX
TPEHUPOBOK C LIETbIO peaduINTaluy JAaHHOW KaTero-
PHH MALUECHTOB.

3akiouenne

Hetn c¢ xoppurupoBamasiMu BIIC, 0e3 mportu-
BONOKAa3aHUW K 3aHATUAM (PHU3NYECKON KYIBTYypOn
U CIIOPTOM B OOJIBIIMHCTBE CBOEM BEOYT MaJOMOJ-
BIDKHBIN 00pa3 JKW3HU, UMEIOT HEeJIOCTATOUYHYIO (H-
3MYECKYI0 aKTHBHOCTH W paboTocmocobHOCTh. Of-
HAKO peryJysipHble (U3NYECKHE TPEHUPOBKH IIOCTE
panukanbHoil koppekiuu BIIC 3Ha4uuMO MOBBIIIAIOT
paboToCTIOCOOHOCTH JeTe 3a CYeT aJeKBaTHOTO MPH-
pocTa cepaeyHOro BEIOpoca 1 MUHYTHOW BEHTUIISILIUN
pu GU3NIECKUX HArpy3Kax.
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Pesrome

AxkTyanabHocTb. OcTphiii umemudeckuii HHCYAsT (OM) acconmmmupoBaH ¢ BEICOKHM YPOBHEM CMEPTHOCTH,
WHBAJIUIHOCTU ¥ 3HAYNTEIIbHBIMU SKOHOMHUECKUMH 3aTpaTaMu. D(PPEeKTUBHOCTD JICUCHHUS HANPSIMYIO 3aBUCHT
OT MPOAODKUTENIBHOCTH «TEPaNeBTUYECKOrO OKHay. ClieoBaTenbHo, Ui ObICTPOi JUAarHOCTHKH, INHAMUYE-
CKOTO KOHTPOJIsI, CBOEBPEMEHHOTO IPUHSTUS TAKTUUECKUX PEIICHUH U TPOTHO3UPOBAHUSI PE3Y/IBTATOB JICUCHUS
HEOOXOAMM JIOCTYITHBIA, MAKCUMAIIEHO OOBbEKTHBHBIN 1 BOCTIPOM3BOJAMMBIN qrarHoctudecknii meton. Llesb pa-
00TbI — OIPEACTUTH BO3MOXHOCTH JIYTIJIEKCHOTO CKAaHUPOBAHMSI 3KCTPA- U MHTPAKPAHUAIBHBIX apTepUil At
OIIEHKH IIepeOparbHOTO KPOBOTOKA Ha paHHUX cpokax jieueHuss O, Marepuasabl U MeToabl. B uccrnemosa-
Hue Bomww 460 maruentoB ¢ ONMY, y KOTOpBIX W3MEHEHUS IepeOpaIbHOi TeMOINHAMHUKHN OIIEHUBAJIHCH C T10-
MOIIBIO TYIUIEKCHOTO CKAaHMPOBAHMS 710 JICUCHUS U MOCIE MPUMEHEHUS Pa3IMYHbIX METOAOB penepdy3nu —
CHCTEMHOH TPOMOOJINTHYECKOH Teparuu, TPOMOIKCTPAKLMH, CTCHTUPOBAHUS U X KOMOMHau. bbut mpoBeneH
PSAI KIMHUKO-JIYYEBBIX COTOCTABICHUHN C HCIoNb30BaHneM kinuHuuecknx mkain (NIHSS, Rankin) u myueBbix
METONOB (MYJIBTUCIMPAIbHON KOMIIBIOTEPHOH TOMOTpaduu, KOMIBIOTEPHO-TOMOrpaduueckol aHruorpadun
U PEHTI€HOKOHTpAacTHOH aHruorpaduu). Pesyabrarel. B uccinenoBaHny NOATBEPAMIM CONOCTAaBUMOCTb pe-
3yJbTaTOB AYIUIEKCHOTO CKAHWPOBAHMS MHTPAKPAHUAIBHBIX apTepuil ¢ aHrHOrpaduIecKuMy TaHHBIMH, YCTa-
HOBMJIM B3aUMOCBSI3b HAJIMUUS U CTECICHW CTEHOOKKIIIO3UPYIOLIETO NMOPAKEHHsI SKCTPAKpaHUAIbHBIX apTepuit
¢ (hyHKUIMOHAIBHBIMU U KIIMHUYECKUMH UCXoaMHt JiedeHUs. OcOOEHHOCThIO TeMOAMHAMUKH B MHTPAKpaHUaIb-
HBIX apTepUsiX B paHHHE CPOKHU IIOCIE JICYCHHs SIBUWIOCH MpeodiagaHue runeprnepdysuu, Haludue KOTOpPOor
KOPPEJINPOBAJIO C OIarONPHUSTHBIM KIMHUYECKUM UCX0ZI0M. 3akJjtoueHue. [lyriekcHoe CKaHUpOBaHHUE apTepuit
LIEH U TOJIOBHOTO Mo3ra y nanueHToB ¢ OV MoxeT ciyXuTh METOZOM BbIOOpA HE TOJIBKO I HEMHBA3UBHON
MIEPBUYHON JMArHOCTUKH OPAXKEHUS, HO U KOHTPOJIS 3(p(heKTUBHOCTH PEBACKYIIIPU3ALIUHI U IPOTHO3UPOBAHNUS
HCXOJIOB.

Ki1roueBble cji0Ba: 1ynieKCHOE CKAaHUPOBAHUE, MHTPAKpaHUAIbHbIC APTEPUH, OCTPbIN MIIEMHUYCCKUI UH-
CYJIBT, TPOMOOJINTHYECKAs! TePalts, TPOMOIKCTPAKIMSL, SKCTPAKpaHUAIbHbIC apTEPUH.
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Abstract

Relevance. Acute ischemic stroke (AIS) is associated with a high level of mortality, disability and, therefore,
corresponding economic costs. The effectiveness of treatment is directly dependent on the duration of the “ther-
apeutic window”. Therefore, for the fastest diagnosis, dynamic control, timely adoption of tactical decisions and
prediction of treatment results, an accessible, objective and reproducible diagnostic method is required. Pur-
pose. To determine the possibilities of duplex ultrasound of extra- and intracranial arteries at the early stages of
AIS treatment. Methods. The study included 460 patients with AIS before and after using various reperfusion
methods: systemic thrombolytic therapy, thrombextraction, stenting, and its combinations. Clinical-radiological
comparisons were made using clinical scales and radiological methods: computed tomography, computed angi-
ography and radioangiography. Results. The study confirmed comparability of the results of vascular intracrani-
al ultrasound with the data of angiography. The relationship between the presence and degree of stenoocclusive
lesions of extracranial arteries and the functional and clinical outcome has been established. Hemodynamics in
the intracranial arteries at the early stages after treatment were characterized by hyperperfusion, correlated with
a favorable clinical outcome. Conclusion. Cerebral ultrasound in patients with AIS can serve as the method of
choice for non-invasive primary diagnosis and monitoring the effectiveness of revascularization and predicting
outcomes.

Key words: acute ischemic stroke, extracranial arteries, intracranial arteries, thrombextraction, thrombolytic
therapy, ultrasound duplex scanning.

For citation: Zakhmatova TV, Hadisova AG. Possibilities of ultrasound examination of the cerebral blood

flow in patients with acute ischemic stroke treated by various types of reperfusion therapy. Translational Medi-
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Cnucok coxpamenunii: BCA — BHYTpeHHsS
conHas aptepus, JJC — nyIIekCHOe CKaHUPOBAHUE,
KTA — xoMmmbroTepHO-TOMOTpaduieckass aHruorpa-
¢usa, MCKT — MynbsrucnupanbHas KOMITBIOTEpHAs
tomorpadus, OMW — ocTpeiii HIeMU4ecKuil WH-
cynsT, CMA — cpennsia mosrosas aprepust, TJIT —
TpoMOonuTHYeCKas Tepanus, TO — TpoMOIKCTpaK-
nust, A" — peHTTreHOKOHTpacTHas IiepeOpasibHas
anruorpadus, TAMX — ycpeaHeHHast IO BpeMeHU
MaKCHMaJIbHasi CKOPOCTh KPOBOTOKa, Vsist — cucro-
JIMYECKasi CKOPOCTh KPOBOTOKA.

Brenenue

Octpeiii nmemudeckuit nacynstT (OMN) mepeHo-
caT okono 13,7 MIIH YeJloBeK B TOX, a JICTAJIBHOCTH
COCTABIISIET 5,5 MJIH B IOJ, SIBJISSICh BTOPOU BenyILeH
npuunHON cMepTH B Mupe. Cpeau BceX MHCYJIBTOB
10 80 % ABIAOTCS UIIEMUYECKUMH, PACIPOCTPAHEH-
HOCTb KOTOPBIX 3HAUNTENIBHO YBEINIHIIACH B TEUCHUE
nocnenqHux 30 JeT, 4YTO CBSI3bIBAIOT, B MEPBYIO Oue-
penb, ¢ pacIIMpPeHHEM BO3MOXKHOCTEH IHArHOCTHKU
[1]. bompmas BapmabensHOCTh BO3pacTa MAIMEHTOB,
BKJIIOYAsl TPYHOCIIOCOOHBIX JIHMI, PacnpocTpaHEHUE
BO BCEX ITHUYECKUX TPYMIaAX, a TAK)KE CYLIECTBEH-
HBIE 3aTPAThl CUCTEMBbI 3[paBOOXPAHEHUS HA JICUCHUE
JaHHOM MAaTOJIOTUU CBUETEJILCTBYIOT 00 aKTyaJbHO-
CTH M BayKHOM COLIMAJIbHO-?)KOHOMHUYECKOM 3HAUCHUH
paccMaTprBaeMoii Mpo0IeMbl B HACTOSIIIIEE BPEMSI.

CornacHO COBpPEMEHHBIM pEKOMEHJauusIM Awme-
pUKaHCKON accommanuu cepana u uHeynsra (AHA/
ASA, 2016), mamueHTaM CJleayeT BBINOIHATH Me-
XaHUYECKYI0 TPOMOADKTOMHIO C  HCHOJIBb30BaHHUEM
CTEHT-PETPUBEPA, €CIM OHH COOTBETCTBYIOT BCEM
MIEPEYUCIICHHBIM KpUTepusiM: 1) OIeHKa [0 MoAu-
¢urupoBanno# mkaie Pankuaa (mRS) ot 0 mo 1; 2)
OacceliH acCOIMUPOBAHHOW apTepUd — BHYTPEHHSS
connas aprepus (BCA) wnm cpennsisi Mo3roBasi apTe-
pust (CMA) B cermente M1; 3) Bo3pact crapme 18
net; 4) oreHka 1o mkaire HalmoHaasHOTO WHCTHTYTA

e 3a0oneBanns / Cardiovascular Disease

3apaBooxpanenus (NIHSS) — 6 u Gonee; 5) orenka
o mkaie ASPECTS — 6 u Gonee; 6) BO3MOXKHOCTB
HayaTh SHIOBACKYJISIPHOE JICUCHHE B TeueHHe 6 da-
COB I10CJIC MOSIBJICHUSI CHMIITOMOB. B pekomeHnanusax
OTMEUYEHO, YTO NP HAIWYMM y MAlMEHTa MOKa3aHui
K BHYTpHBEHHOU TpoMmOonuTrueckoii teparmu (TJIT),
OHa JIOJKHA OBITH IIPOBEAEHA, JaKE €CJIN PaccMaTpu-
BAETCsl BO3MOXHOCTb 3H/I0BACKYJISIPHOTO JIEUEeHHUs [2].
[Ipennonaraercs, uro coderanue TJIT m TpomO3IKC-
tpakiuu (TD) mo3BomuT moBeICUTE 3(H(HEKTUBHOCTH
neyenus mnauueHtoB ¢ OUMU. OueBuaHOU SBISIETCS
HEOOXOOUMOCTb HM3YYEHHs JOJITOCPOYHBIX PE3yJbTa-
TOB B JIMHAMMKE, JaHHbBIE O KOTOPBHIX B COBPEMEHHOMN
JUTEpaType HEMHOTOYMCICHHB. B cnucremarnuyeckom
0030pe, OCHOBaHHOM Ha Marepuaje 8 WCCIe0BaHui,
coobmaetcs, uto couetanue 1O u TJIT He mpuBoaMIO
K YBEJIMYEHUIO CMEPTHOCTH, IO3BOJSUIO CHU3UTH Ya-
CTOTY CJIy4aeB IIOTEPH TPYAOCIIOCOOHOCTH B OTHAJICH-
HOM IIEpHO/IE ITPY 00513aTEIbHOM yCIOBUH IPOBEACHUS
€ro CTPOro B COOTBETCTBHHU C PEKOMEHAALMSIMHU, IPU-
BeZieHHBIMH BhIne [2]. [IpencraBisercs nemnecoobpas-
HBIM IOMCK JOTOJIHUTEIbHBIX AOKA3aTelbCTB, YTOObI
YCTaHOBUTH, KaKoH MeTox pernepdys3un sBiseTcs 60-
nee 3Q(EKTUBHBIM, a TAaKXKE OINPEACIUTh MCXOIHBIC
napameTpsl, MO3BOJISIOIIME HA PaHHUX JdTanax IMpo-
THO3UPOBATh (DYHKLIMOHAIBHBIE PE3ylbTaThl y Halu-
enToB ¢ OMU, nyist NpUHATUSA TAKTUUECKUX PEILICHUM.

Lesr — ompenesnTs BO3MOKHOCTH IYIUIEKCHO-
ro ckanupoBanus ([C) skcTpa- u MHTpaKpaHHaIb-
HBIX apTepuil 1J1s OLEHKH LepeOpasbHOro KPOBOTOKA
Ha paHHUX cpokax JedyeHus OV u BbIaenuTh napa-
METpbI, KOTOpPBIE 11€JIECO00Pa3HO HCIOIB30BaTh ISl
PaHHEro MPOTrHO3UPOBAHUSI PE3YIIBTATOB PA3IMUYHBIX
METO/OB JICUCHHUSL.

MarepuaJjbl 1 METOAbI
B mHacTosmemM TpPOCHEKTHBHOM WCCIEIOBAHUH
ob110 0o0cnenoBano 460 manmentos ¢ O no meue-

Tabuuua 1. PacnipesesieHre nanuueHTOB 110 BO3PACTY M MOJY

Table 1. Distribution of patients by age and gender

Bo3pacTHble KaTeropu, Jer Beero
Tox 20-39 40-59 60-79 80-100 (%0)

Adc. % Adc. % Adc. % Adc. % Adc.
MyKYHHBI 6 1,3 57 12,4 107 23,3 40 8,7 210
JKeHIuHEI 7 1,5 30 6,5 141 30,6 72 15,7 250
Bcero 13 2,8 87 18,9 248 53,9 112 244 460
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HUS ¥ Ha 1, 3, 7 cyTKHM mociie BOCCTAHOBJICHUSI KPO-
BoTOKa. My>x4uHbI coctaBunu 45,6 % (210 genosek),
keHIMHBL — 54,4 % (250 manmeHTOB), Bo3pacT 00-
CIeOBaHHBIX — OT 23 10 97 neT, cpeaHuil BO3pact
coctaBui 69 net (Tabdmn. 1). ['pymnmbl My>KYuH U JKeH-
IIMH ObUIM CONOCTaBMMBI 10 Bo3pacTy. Kpurepusmu
WCKJIIOUCHUS! SIBUJIMCH: HAJIMYKE TEPBUYHOIO KPOBO-
W3IUSHUS B MO3T, LiepeOpabHbIX apTEPHOBEHO3HBIX
Maiab(popManuii, HEIPOHUIIAEMOCTh BHCOUHBIX aKy-
CTHYECKHX OKOH /ISl YIbTpa3ByKa.

TJIT 6p11a mpoBeneHa 263 manueHTam (rpymnmna 1),
TO — 87 (rpymnma 2), couetannoe npumenenue TJIT
n TO — 91 marmuenty (rpymnma 3), TPOMOIKCTPAKITUS
C YCTaHOBKOH cTeHTa — 19 manmenTtam (rpynmna 4),
PUCYHOK 1.

KomrmiekcHoe 06cnenoBaHye MalueHTOB BKIIOYAIO0
HEBPOJIOTHYECKUH OCMOTP, J1Ja0OpaTOpHbIE UCCIIEN0Ba-
HUS, 2MeKTpokapanorpaduto, sxoxkapauorpaduro, JIC
OpaxuonealbHBIX W WHTPAKpaHUAIBHBIX apTepui,
MYJIBTUCIIUPAJIBHYIO  KOMIIBIOTEPHYIO  TOMOTpagHio
(MCKT) n/unn MarHUTHO-PE30HAHCHYIO TOMOTpaduio
TOJIOBHOTO MO3Ta, Nep(y3nOHHYI0 KOMIIBIOTEPHYIO TO-
Morpaduro, CIIPaTbHY0 KOMIBIOTEPHO-TOMOTpadmuye-
ckyro anruorpaduto (KTA) cocynoB ronoBHOTo Mo3ra,
PEHTTEHOKOHTPACTHYIO IIepeOpalbHYI0 aHTHOTPa(HIo
(JAT"). IC BBIIONHANM HA yNBTPa3ByKOBOM arirapare
Vivid E9 xomnannu GE ¢ ucnons3oBaHueM JHHEHHO-
ro jardvka yactotod 5-7,5 MI'n npu uccienoBaHUU
9KCTPAKPaHUAIbHBIX aPTEPUi U CEKTOPHOIO JaTdynKa
yactoToil 2-2,5 MI'm mpu uccienoBaHUM HHTpakKpa-
HuaneHbIX aprepuii. MCKT mnpoBommmm Ha ammapa-
Te Somatom Emotionl6 ¢ cuctemoli BHyTPHBEHHOTO
6omocHoro konTpactuposanuss MEDRAD  Stellant

Mpynnsbi

Injection System u Tomorpade Canon Aquilion Prime
SP 1 GE Revolution EVO. LIAI" BeITONHSIM Ha aHTH-
orpaduueckoii ycraHoBke GE Innova IGS 540. Ilns
OLICHKH TSDKECTH HEBPOJOTHUECKOIO CTaryca HMCIOJb-
30BajM 1IKady HaumoHambHOTO MHCTHTYTa 310POBBSI
(National Institutes of Health Stroke Scale, NIHSS)
1 MommuIMpoBaHHyto mkary Rankin (mRs).

IIpu JIC nmpoBoauIu OleHKY MOJKJIFOUYNYHBIX, 00-
LIMX ¥ BHYTPEHHUX COHHBIX apTepuil, HA HHTpaKpa-
HUAJIBHOM YPOBHE — U3y4allid HapaMeTphbl KPOBOTOKA
B CpEIHEH, 3alHEH U nmepeHeld MO3TOBbIX, TO3BOHOY-
HOM (V4 cermenT) m GazungpHoi aprepusx. OIEHKY
MIPOXOJUMOCTH 3KCTpPaKpaHUAJIbHBIX apTepuil mpo-
BOJIMJIM TPU HPONOJIBHOM M IIONEPEYHOM CKaHUPO-
BaHHU B B-pexxume, ¢ UCIIOIB30BaHMEM IIBETOBOIO,
9HEPTreTUYECKOr0 KapTHPOBAHUS KPOBOTOKA M HM-
MTyJILCHO-BOJTHOBOH jpomnuieporpaduu. Mcecnemopanu
COCTOSIHME COCYAMCTON CTEHKH, JIOKAJIN3ALHIO 1 IIPO-
TSKCHHOCTb TMOPa)KCHMSI, OLIGHUBAJIN CTCHECHb CTe-
Ho3a. [lns onmpeneneHusi BBIPaXKEHHOCTH CTEHO3UPY-
IOLIEro Mpolecca B apTepUsX HCIIOIb30BAIM aHAIHU3
CKOPOCTHBIX MOKAa3aTelel U CIIEeKTPaJIbHBIX XapaKTe-
PHCTHK KPOBOTOKA, & TAKXKE OLCHUBAJIN OCTATOYHBIN
JUaMeTp B 30HE MAaKCHMAJbHOTO CTEHO3HPOBAHUS.
BbIsBICHHBIE CTEHOTUYECKHE MTOPAKEHUs OB O/~
pasnenensl Ha cTeHo3bI 710 50 %, 50—-69 %, 70 % u 6o-
Jiee TIoaau mpocseTa aprepun (puc. 2) [3].

[Ipn wnccrenoBaHMM HHTpPaKpaHUAJIBHBIX apTe-
pHil OLIEHMBAJU: MPOXOJUMOCTh apTEPUHU, CHUCTOIH-
yeckyto (Vsist) M yCpenTHEHHYIO 10 BpeMEHU MaKCH-
manbHyi0 (TAMX) ckopocTH KpPOBOTOKA, WHJIEKCHI
nepueprudeckoro CONPOTHUBICHUS B WHTPaKpaHU-
aTBHBIX apTepHsX C ompereneHUeM Kodddummenrta

mTAT

T3

WTNTcT3

T3 co
CTeHTUpOBaHUEM

Puc. 1. Pacnipese/ienne nauMeHTOB [0 IPYIIIaM B 3aBUCMMOCTH OT BH/Ia IPOBOAMMOI penepdy3HOHHOI
Tepanuu

Figure 1. Distribution of patients depending on the type of reperfusion therapy
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ACHUMMETPHH JI0 JICUCHHUSI, a Takke Ha 1, 3 u 7 cyTKu
0cjIe MIPOBEACHHON Tepanuy. XapakTepUCTUKH KPo-
BOTOKa IMOAPA3AEISUIA HAa HOPMaJbHbIC, TUIO- U THU-
niepriepdysuto (tadm. 2) [4].

Pesynpratel [IC uHTpakpaHUaJdbHBIX apTEepUi
conoctapisian ¢ AaHHbIMU KTA cocynoB rojoBHO-
ro mMosra B kadecTBe pedepercHoro meroxa. MCKT
TOJIOBHOTO MO3T'a BBINOJHSIJIN BCEM NalMEHTaM 10 U
I0CJIE JICYCHUS C LIEIbI0 UCKIIIOUEHHUS! BHYTPUMO3IO-
BOTO KPOBOM3JIMSIHHS U OLEHKHM CTEICHHM HILEeMHYe-
CKMX U3MEHEHUH. J[JIs1 KOMMYEeCTBEHHOH OLICHKH CTe-

saboneBanus / Cardiovascular Disease

MEHU NLIEMUYECKOr0 MOBPEXXICHHS TOJIOBHOI'O MO3Ta
npuMensing mkany ASPECTS. IIAT Beimonssinu na-
LUEHTaM, KOTOPbIM ObLIN ITOKa3aHbl PEHTT€H3HI0Ba-
CKYJISIPHBIE METOJIbI BOCCTAHOBJICHUSI LIepeOpaIbHOro
kpoBoToka (197 yenosek).

st 06paboTKM MONYYEHHBIX JaHHBIX HCIIOJIB30-
BaJICsI CTAaTUCTHYECKUH MakeT mporpamm Statistica
12.0, SPSS Statistics 17.0. CpaBHeHHe TPyIII MO KO-
JIMYECTBEHHBIM IT0KA3aTeJISIM IPOBOAMIIN C IIOMOLIBIO
U-kputepust MaHHa-YUTHH, IO KaYECTBEHHBIM IIOKa-
3aTeNsiM — MPH IOMOLIN TOYHOTO kKpuTtepus dumepa

Tabuuua 2. Kpurepun oleHKH KPOBOTOKA B MHTPAKPAHUAJIbHBIX apTepusix y nanuedTos ¢ OUN

Table 2. Criteria for assessing blood flow in intracranial arteries in patients with AIS

T'unonepgysus T'unepnepdysus
Aprepus

Vsist, cm/c TAMX, cm/c Vsist, cm/c
CMA <60 <40 > 220
[IMA <45 <30 > 155
3MA <40 <25 > 145
A <20 <15 > 120
BA <30 <20 > 140

[Mpumeuanne: [IMA — nepenusst Mo3roBas aptepust, SMA — 3anHssa Mo3rosas apTepus, [IA — mo3BoHOYHAs apTe-

pust, BA — Gasmnsapras apTepus.

Puc. 2. lynjiekcHoe CKAHUPOBAHNE COHHBIX apTepHii HA IKCTPAKPAHUAJIBLHOM YPOBHe:
reMoAMHAMHU4YecKH He3Ha4YNMBbIi cTeH03 OCA B o0sacTu Oudypranuun (50 % mo ECST)
€ CHCTOJINYECKOIi CKOPOCTHIO KPOBOTOKA 95 cM/c (a), cyOokkito3ust BCA (ctenos 90 % no NASCET)
€ YCKOpPEeHHeM CUCTOJIUYEeCKOl CKOPOCTH KPOBOTOKA 10 570 cM/c U AUACTOINYECKOIl CKOPOCTH
KpoBoToka 305 cm/c (0)

Figure 2. Carotid extracranial arteries ultrasound: hemodynamically insignificant stenosis of the
carotid bifurcation (50 %, ECST) with a systolic blood flow velocity 95 cm/s (a), subocclusion of the ICA
(stenosis 90 %, NASCET) with acceleration of the systolic blood flow velocity to 570 cm/s and diastolic
blood flow velocity 305 cm/s (b)
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nnu Xu-kBaapar (y?). [Ipu mpoBepke cTaTUCTHIECKIX
TUIOTE3 JONYCTUMBIM YPOBHEM OIIMOKH IIEPBOIO
THIIA CYNTAJIOCh 3HAYCHHUE, HE MPEBBILIAIONICE MOKA-
3atens 0,05. J{i1st oueHKU KOppEIILMOHHOM CBSA3H Na-
paMeTpoB ucnosb30Baics Meron CrnupMena.

Pesyabrarsi

Bpewmst ot nauana OMU no nposenenns MCKT u no
HayaJja JeYeHUs B IPyNINax 3HaYMMO HE Pa3iInyaioch
U B CpeHEM cocTaBuiio 2—3 yaca. Pacnpenenenue na-
LMEHTOB Ka)XI0H I'PyNIbl IO pa3MepaM oyara, ornpe-
nenernroro npu MCKT, npeacraBieHo Ha pUcyHKe 3.
C HanOomblel 4acTOTOl BO BceX I'pyNIax perucTpu-

CepaeuHo-cocyauctoie 3a6oneanus / Cardiovasc

poBanu odaru a0 2 cM. JlocToBepHO Hamie oOmup-
HbIe opaxkerus (4—5 cM u 6onee 10 cMm) BcTpeya nch
B I'pyIIE MAlUEHTOB, KOTOPHIM BBIIOJIHSIIA CTEHTHU-
posanue.Pezynsraret MCKT romosroro mosra u KTA
nepeOpaIbHBIX apTeprii 00CIIeIOBAaHHBIX MAIMEHTOB
IIpeaCcTaBIIeHbl B Tabnuax 3 u 4, 1aHHbIC YIbTPa3By-
koBoro uccienoanus (JIC) — B Tabnure 5.

HawnbGonee dwacTeiM WH(pAPKT-aCCOMUUPOBAHHBIM
OacceifHOM BO Bcex rpymmax sBisuics 6acceiin CMA,
npu 3toM aaHHble KTA un JIC OblaM comocTaBUMBbI
B 94,1 % cnyuaes (puc. 4, 5). HanGonpmuii nponeHt
pacxoxaeHui HaOIro1aICs IPU HOPAKEHUH IUCTAIb-
HbIX cerMeHTOB CMA.

Ta6auua 3. Pesyasratel MCKT roJioBHoro mosra y nanueatTos ¢ OMN

Table 3. Results of cerebral MSCT in patients with AIS

I'pynma 1 I'pynma 2 I'pynna 3 I'pynna 4
Pa3mep ouara . o . o . o .
Quar uieMUH HE BBISIBICH 30 11,4 5 5,7 6 6,6 2
Jo1lcm 96 36,5 18 20,7 30 32,9 5
12 cm 84 32,0 25 28,8 22 24,2 2
2-3 cm 23 8,7 7 8,0 8 8,8 1
34 cm 11 4,2 12 13,8 7 7,7 1
4-5cm 13 4,9 13* 15,0% 13* 14,3* 6*
Bomee 10 cm 6 2.3 7* 8,0% 5% 5,5% 2%

162

* 3HaYNMbIC CTATUCTUYCCKHUE pa3iangusd B rpyrnmnax MHBa3uBHOTO U HEMHBA3WUBHOTO JICYCHU .

I\

I'pynma 1 I'pynma 3 I'pynmna 4
= HeT ovara =lo1cm
m1-2¢cm m2-3cMm
=3-4cm =4.5¢cm

= bonee 10 cM unu BCe nonywapue

Puc. 3. Pacnpene/ieHue nanueHTOB YeThipeX IPYIIl B 3aBUCMMOCTH OT pa3Mepa o4ara
mo ganabiMm MCKT

Figure 3. Distribution of patients in four groups depending on the size of the lesion according

to MSCT data
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Tabuuua 4. PesyasraTrel KTA cocynos rosoBaoro mosra y nanuenros ¢ OUN

Table 4. Results of CTA of cerebral vessels in patients with AIS

fcicrs el Tl Tl e
Tpom603 M1-CMA 88 (33,5) 30 (34,5) 40 (44,0) 16 (84.2) 166 (36,1)
Tpom6o3 M2 u M3-CMA | 135 (51,3) 32 (36,8) 44 (48.4) 5(26,3) 216 (47,0)
Tpom603 IIMA 28 (10,6) 6 (6,9) 12 (13,2) 5(26,3) 51(11,1)
TpomGos 3MA 39 (14,8) 17 (19,5) 9(9,9) 6 (31,6) 71 (15,4)
TpomGos TTA 15 (5,7) 11 (12,6) 9(9,9) 41,1 39 (8,5)
TpomGos BA 17 (6,5) 13 (14,9) 7(1,7) 5(26,3) 42.(9,1)
Oxxmosus BCA 29 (11,0) 21 (24,1) 15 (16,5) 1(5.3) 66 (14,3)
oot vt mnone | 280106 |- 36.3) 2(105) 33(7.2)

Tabuuua 5. Pezyabrarsl IC HHTPAKPAaHUAJBHBIX APTEPHUil 10 JeUeHHs NALUEeHTOB

Table 5. Results of intracranial arteries duplex ultrasound before treatment

gl Tomen [T s | e
Tpom603 M1-CMA 88 (33,4) 32 (36,8) 43 (47.3) 9 (47,4) 172 (37.4)
Tpom6o3 M2 u M3-CMA | 119 (45,2) 32 (36,8) 47 (51,6) 5(26,3) 203 (44,1)
Tpom603 IIMA 27 (10,3) 4 (4,6) 13 (14.,3) 5(26,3) 49 (10,7)
TpomGos 3MA 39 (14,8) 19 (21,8) 10 (11,0) 5(26,3) 73 (15.,9)
Tpom6o3 ITA 14 (5,3) 11 (12,6) 10 (11,0) 421,1) 39 (8,50
TpomGos BA 17 (6,5) 9(10,3) 8 (8,8) 5(26,3) 39 (8,5)
Crenos M1-CMA 3(1,1) - - - 3(0,7)
ot e posmene | 27(103) : 5(5.5) 2(10.5) 34 (74)

[Ipumeuanne: [IMA — mepenHsst Mmo3roBas apTepus, 3SMA — 3anHssa Mo3roBas aptepusi, [IA — mo3BoHOUHAS ap-
tepusi, BA — OasmspHas apTepus.

IIpn yabTPa3ByKOBOM HCCIECOOBAaHMU 3KCTPaKpa-
HHUAJIBHBIX apTepuil Hanboee 4acTo BO BCEX TPYIIIax
BCTpEYaId I'€MOAMHAMMYECKH HE3HAUYUMbIC CTEHO3BI
10 50 % 100 CTEHOOKKIIO3UPYIOLINE IOPAXKECHUS
OpaxwuornedanbHBIX apTEPUN OTCYTCTBOBAIH (Ta0dII. 6).

Ilo naHHBIM KJIMHUYECKOW OLCHKH BKJIIOUEHHBIX
B HCCIICIOBAaHME NALMEHTOB 10 M IIOCIE JICUCHUS,
HaunOosnee Beicokuil 6an o mxane NIHSS ormeuanu
B rpymne 3 o cpaBHenuto ¢ rpymmoit TJIT (p =0,032).
[locne nedyeHus: pe3yabTaThl KJIMHUYECKOM OLIEHKU

o mkasre NIHSS u mkane Rankin 3HaunMo He oTi1u-
gajauch oT UCXoAHBIX (p > 0,05), 9To 00OCHOBBHIBAET
HEOOXOIMMOCTh TPUMEHEHHS WHCTPYMEHTaJBHBIX
METOJIOB U TTONCKA PaHHUX MPEAUKTOPOB BOCCTAHOB-
JICHHS] TEMOJJUHAMUKY U (PYHKITHOHATBHBIX MCXOIOB.

IIpu cpaBHeHun TAMX B HHTpakpaHUAJIbHBIX
aptepusix 1o Jedenus B rpynne TJIT HopmanbHble
3HaUeHUsl perucrpuposanucs y 167 (63,5 %), cHu-
xerable — y 93 (35,4 %), moBeimennsie — y 3 (1,1 %)
nanueHToB; B rpymme TO —y 33 (38,0 %), 53 (60,9 %)
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ny 1 (1,1 %) cooTBETCTBEHHO; B IpyIie KOMOMHUPO- TaHUsA T3 CO CTEHTUPOBAHHEM HOpPMaJIbHBIC IIapame-
BanHoro JjedeHus (TJIT u TD) — y 42 (46,2 %), 47 Tpsl BeIsIBICHBI y 6 denoBek (31,6 %), CHIKEHHbIE —
(51,6 %) u 2 (2,2 %) cooTBeTCTBEHHO; B Tpymie coue- vy 13 (68,4 %) mur. Takum ob6pazom, B 44,8 % cinydaes

a §)

Puc. 4. MyabsTHCIIMpPaJibHASI KOMIIBIOTEPHAsi TOMOTpagusi FOJI0BHOI'0 MO3ra B AKCHAJIbHOI NPOEeKLNHU:
oyar MiIeMuHM B JI00HOH JoJie cipaBa pa3mepoM 1,8 x 1,4 cm (a). KomnbrorepHast anruorpadgusi aprepuii
rOJJ0OBHOI'0 MO3ra B AaKCHAJIbHOM npoexkuuu: okkI03usa M1 cermenta CMA cnpasa (0)

Figure 4. Cerebral computed tomography in axial plane: a focus of ischemia in the right frontal lobe
1.8 x 1.4 cm (a). Computed angiography of the cerebral arteries in the axial plane: occlusion of the M1
segment of the right MCA (b)

Puc. 5. MyabsTucnpaJjbHasi KOMIIBIOTEPHAsi TOMOrpagusi rOJI0BHOTO MO3ra B AKCHAJIbHOM NPOEKIHHU:
oyar MIIeMHUH B JIeBOil 0CTPOBKOBOIi 10Jie pa3mepoM 1,0 x 0,6 cm (a). KomnbroTepHasi anruorpadust
apTepuii roJIOBHOr0 MO3ra B aKCHaJIbLHON nmpoekuun: okkJ03ust M1 cermenta CMA cJaeBa (0)

Figure 5. Cerebral computed tomography in axial plane: a focus of ischemia in the left insular lobe

1.0 x 0.6 cm (a). Computed angiography of the cerebral arteries in the axial plane: occlusion
of the M1 segment of the MCA on the left (b)
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Tabuuua 6. Pesyasrarsl JIC 3xcTpakpaHHaJdbHbIX APTEPHil B TpyNax 00c/e10BaAHHbIX NALMEHTOB

Table 6. Results of extracranial duplex ultrasound in examined patients

Crenennb creHo3uposanus (%) ::gcy.n(rol/a:)l, ::gcy.n(rol/z:)Z, ggg‘?&:)‘%’ ggg‘?&:)‘"
Menee 50 75 (28,6) 21 (24,2) 28 (30,8) 2 (10,5)
50-59 44 (16,7) 21 (24,2) 17 (18,7) 2 (10,5)
60-69 23 (8,7) 7 (8,0) 99,9 1(5,3)
70-79 8(3,0) 13 (14,9) 14 (15,4) 2 (10,5)
80-90 5(2,0) 10 (11,5) 7(7,7) 4(21,1)
OKKITFO3HSI 4 (1,5) 11 (12,6) 5(5,5) 2 (10,5)
Cowommomprenes | lgpes ade 1020661

BBISIBUJIM CHMKEHME CKOPOCTHBIX IOKazaTesed Kpo-
BOTOKA B COCY/IaX TOJIOBHOTO Mo3ra (puc. 6).

Wnpexcbl nepugepruyeckoro CONpoTUBICHUS H3-
MEHSUIMCH CIIEeAYIOIUM 00pa3oM: B rpymie | B mpene-
J1aX HOpMaJIbHBIX 3HaueHu# Haxoamincs y 30 (11,4 %)
MareHToB, CHIKEeHbl — y 180 (68,4 %), MOBBIIICHBI
-y 53 (20,2 %); Brpymme 2 —y 6 (6,9 %), 33 (37,9 %)
n 48 (55,2 %) coorBeTcTBeHHO. B rpymnmnax 3 u 4 HOp-
MaJjbHbIE WHJEKCHl NepudepruIeckoro CornpoTuBIIe-
Hust umenu 7 (7,7 %) u 2 (10,5 %) nauenTa, CHUXEH-
Hble — 46 (50,5 %) u 6 (31,6 %), moBwIIeHHBIE — 38
41,8 %) u 11 (57,9 %) cooTBEeTCTBEHHO.

ITo mannbM IIAT, BbImonHEHHOH B rpymmax 2, 3
u 4 mocye ’HIoBacKyspHOTo Jedenus (197 uccnemo-
BaHMH), MOJHOE BOCCTAHOBJIEHHE KPOBOTOKA 3aperu-
ctpupoBano y 70 (80,5 %), 90 (98,9 %) u 19 (100 %)
[ALMEHTOB COOTBETCTBEHHO; YaCTUYHOE BOCCTAHOBIIC-
Hue —y 16 (18,4 %) manmentos rpyrmmsr 2 u 1 (1,1 %)
nagueHta rpymnmnsl 3. BOCCTaHOBIEHHST KPOBOTOKA
HE yAaloch JOCTHYb B CIMHCTBEHHOM CIydae IOCye
TpomO3kcTpakuuu (1,1 %) B cBSA3M ¢ pa3BUTHEM TeMOp-
parmdeckod TpaHC(hOpMaIUM Ovara HIIeMHU. Takum
o0pa3oM, B paccMaTpuBaeMbIX IpyHIax MalUeHTOB
9HIOBACKYIIIPHOE JIeUeHHE B I[eJIOM 0Ka3ajoch 3(dek-
TUBHBIM B 99,5 % ciyudaeB (puc. 7).

[ocne mpumenenus TJIT (rpymma 1) BoccTaHoBIe-
Hue KpoBoToka Habmonanu y 88 (33,5 %) manueHTos,
YTO CYLIECTBEHHO YCTyHaJI0 pe3yjbraTaM B I'pyI-
[ax ¢ MCHOJIb30BAHMWEM 3HIOBACKYJISIPHOTO JICUCHHUS
(p = 0,0001). XapakTepucTrka KpOBOTOKa B WHTpa-
kpaHuaipHbix apTepusax npu C Ha 1, 3 u 7 cyTku
ocJIe JIeYeHUs IpUBEACHa B Tabiuie 7.

OcHOBHBIE U3MEHEHUS 1epedpalbHON TeMOINHA-
MUKH B niepBbie 7 cyTok nocie jeyenus ONU 3akiro-
YaJINCh B THIEpHepQy3nun, BOCCTAHOBIEHHUE KPOBO-

TOKa /10 HOPMAJIbHBIX IapaMeTPOB K 7 CyTKaM Iocie
nedeHus onpeaensnu B 4,6 % cinydaes B rpynme TJIT
u B 36,0 % ciryuaeB — B IpyIIax HHBa3UBHOTO JieUe-
Hus (puc. 8).

Pesynprater JIC mocne sedenust ObLTM cOmoOCTa-
BUMBI C aHruorpaduyecKkuMu AaHHBIMH B 97,8 %
cinyyaeB. IlonyuyeHa cTaTHCTHYECKH 3HAYMMasi KOP-
PEIISLIMOHHAS CBSI3b MEKy BOCCTAHOBJICHUEM KPOBO-
Toka 1o pe3ynsratam JC Ha 7 CyTKU HOCHe JCUCHUS
U KIMHUYECKUM YIyUIICHHEM HAa MOMEHT BBINHMCKH
(r= 0,76, p < 0,05). AHanorn4Hasi CHJIbHAs B3aHMMOC-
BSA3b C KJIMHUYECKHUM HCXOAOM Oblia IOATBEPKIC-
Ha ang gaHHeix AT (r = 0,69, p < 0,05). CunpHyTO
KOPPEJSLIUOHHYIO CBSI3b YCTAHOBHJIM MEXIY BBISIB-
JICHHEM HE TOJBKO HOPMAJIbHOI'O KPOBOTOKA, HO M
CHHAPOMOM Tureprnepdy3un B MHTPAKpaHUATIbHBIX
apTepusiX B paHHUE CPOKH IOCIIE JICUCHUS] U KIMHU-
geckuM ucxomoMm (r = 0,86 u 0,79 cooTBEeTCTBEHHO,
p < 0,05). McxomHoe CHUKEHHE CKOPOCTHBIX Mapame-
TpoB (TAMX) 1 pe3ucTUBHOTO MHIECKCA B HHTPAKpa-
HUAJIBHBIX apTepUsAX HMMEJO 3HAYMMYI0 OOpaTHYIO
KOpPPEJSILIMOHHYIO CBA3b C HCXOAOM 3a00JIeBaHUs
W CTETNIeHBIO BOCCTAHOBJIEHUS KpoBOoTOKa (r = -0,69
u -0,85 cooTBercTBeHHO). [IpoBeneH aHaTM3 YaCTOTHI
U CTETIEHHU MOPAKCHUSI SKCTPAKPaHUAJIBHBIX apTEPH,
U YCTAHOBJICHO, YTO HAJM4ME U CTENEHb CTEHO3UPO-
BaHUS apTEepUil 1€ MMEIH OTPHULATEIBbHYIO CBS3b
YMEPEHHOH CHIIBI CO CTETIEHBIO BOCCTAHOBJICHUS KPO-
BOTOKa riocite sieuenus (r = 0,64, p < 0,05).

O0cy:k1eHue pe3yJibTaToOB

[Ipumenenue JIC skcTpa- U MHTPAKPAHUAIBHBIX
aprepuii npu OMU oxBaTbIBaeT LENbINA PsiA THArHO-
CTHYECKHMX, TAKTMYECKUX M IPOTrHOCTUYECKHUX 3a-
a4, AaeT LEHHYI0 MH(QOPMAaIHUI0 O HPOXOAMMOCTH
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apTepuil MIeW W TOJOBHOTO MO3ra M MMEET PsiJ Tpe-
MMYIIECTB Tepe]l IPYTHUMH METOAAMH HEHpOBU3Y-
anuzauuu [4]. OcHoBHbiMU orpaHuyeHusamu JC sB-
JAIOTCSL ONEePaTOpP-3aBUCHMOCTh, HEMPOHUIIAEMOCTH
TPAHCTEMIIOPATBHBIX aKYCTHYECKHX OKOH, KOTOpas
BCTpedasack B uccienoBaHun y 4,6 % MalnueHToB,
YTO COBIAJIAET C JIAHHBIMU NIPYTUX aBTOpoB (520 %
ciydaes) [5].

Ilo mamHbBIM JuTEpaTypsl, pesynsratel [IC Obin
conoctaBuMbl ¢ qaHHbiMU LIAT u KTA [6, 7], cono-
CTaBUMOCTh PE3YJbTaTOB YIBTPa3ByKOBOT'O HCCIIE-
JIOBaHUS OJKCTpa- M HMHTPAKPAHUAIBHBIX apTEepHi
I AUATHOCTUKH TOpPaXKeHHH, TPeOyIOmmuX Xupyp-

THYECKOH PpEeBacKyJIspH3alud WM TPOMOOJIM3HCA,
nocturaetr 94,1 % B cpaBHenun ¢ KTA. TounocTh
OIIpeIeJICHU S JIOKAIU3allMi OKKJIFO3UH YMEHBILIACTCS
IIPY HAJIMYUU TaHJEMHBIX HOPAKEHUH M COCTaBIsET
75-96 % [5, 8].

IIpu oOmmpHOM HOpPaXEHWH TOJOBHOI'O MO3Ta
(MIIIEMUYECKOM HITH TeMOPPArudeckoM) OTeK TKaHen
MOJKET YBEJINYUBATHCS B JUHAMUKE U U3MEHSTh CKO-
pocTb kpoBoToka B CMA B mepBbl€ Yachl U JHU MO-
cie pa3Butus nHcynbra. [lo manaeim H. Finnsdottir
u coaBtopoB (2020), ckopocTs kpoBoToka B CMA
npu JIC menee 30 cMm/c B TeueHne nepBhIX 12 gacoB
OCTPOT0 MHCYJIbTa KOPpEIUpoBaja C IJIOXUM BOC-

Puc. 6. lyniiexcHoe ckanupoBanue OpaxuounedanbHbix aprepuii: TpoM603 BCA caesa (a).
LepeOpanbHasi peHTT€HOKOHTPACTHASI AHTHOrpadusi: cocTosiHue nocJe crenrupopanus BCA caesa,
CTEHT NPOX0OAHMM, Ae(heKTOB KOHTPACTHPOBAHUS apTepuii He BbIsABJIeHO (0). TpanckpanuanbHOE
AYIJIeKCHOE CKAHMPOBaHHe apTepHii r0JIOBHOI'O MO3I'a Yepe3 BUCOYHOE OKHO: HU3KOCKOPOCTHOM
KoJL1aTepaJibHbIi KpoBOTOK B M1 cermente CMA cJieBa 10 JeueHnus (B), mocJje creHrupopanuss BCA
cKkopocTHbIe oka3zareju B M1 cermente CMA ciieBa B npejieiax HOpMaTUBHBIX 3Ha4YeHMl (T)

Figure 6. Brachiocephalic arteries ultrasound: thrombosis of the left ICA (a). Cerebral X-ray contrast
angiography: condition after stenting of the left ICA, the stent is passable, no arterial contrast defects
were identified (b). Transcranial duplex ultrasound of the cerebral arteries through the temporal
window: low-speed collateral blood flow in the M1 segment of the left MCA before treatment (c),
after stenting of the ICA, blood flow velocity in the M1 segment of the left MCA are within the
normative values (d)
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craHoBieHueM [8]. B HacTosimieir paboTe BhIsSBIICHA
3HaYMMasi B3aMMOCBSI3b CKOPOCTHBIX MOKa3aTelen
B MHTPAKpaHUAIBHBIX apTEPHUAX C KIWHHUYCCKUMH
1 (YHKIHOHATBHBIMUA HCXOAAMH, YTO TII03BOJISIET

Tabauua 7. Pesyabrarsl JIC MHTpaKpaHUAJIbHBIX apTepHii B pAHHHE CPOKH I10CJIe JIeYeHUs!

Table 7. Results of intracranial arteries duplex ultrasound at the early stages after treatment

paccmatpuBarh Metox JIC B kauecTBe HHCTPYMEHTA
JIIST MOHUTOPHHTA TIepeOpaibHOTO KPOBOTOKA Y Ta-
nneHToB ¢ OMM m OneHKW MpOrHO3MPOBAHUS pe-
3yJIbTATOB JICUCHHUSI.

PesyasTar JIC J(Ije[:loel:ll:l ;locne nl')g;:;a 1, Il‘lp();zl;a 2, 5131/11)113 3, III‘[?;:;Ia 4,
1 cyt. 5(1,9) 18 (20,7) 9(9,9) 6(31,6)
HopmanbHblil KpOBOTOK 3 cyT. 8(3,1) 21 (24,1) 24 (26,4) 6 (31,6)
7 cyT. 12 (4,6) 24 (27,6) 39 (42,9) 8 (42,1)
1 cyt. 6(2,3) 11 (12,6) 8(8,8) 1(5,3)
Tunonepdy3ust 3 cyT. 4 (1,5) 8(9,2) 6 (6,6) -
7 cyT. 4(1,5) 5(5,7) 2(2,2) -
1 cyr 17 (6,5) 57 (65,6) 74 (81,3) 12 (63,1)
Tunepriepdysus 3cyr 18 (6,8) 57 (65,6) 61 (67,0) 13 (68.,4)
7 cyT. 14 (5,3) 57 (65,6) 50 (54,9) 11 (57,9)
1 cyr. 235 (89,3) 1(1,1) - -
OTCyTCTBHE KPOBOTOKA 3 cyT. 233 (88,6) 1(L,1) - -
7 cyT. 233 (88,6) 1(1,1) - -

a

0

Puc. 7. PeHTreHokoHTpacTHast HepedpaJjibHasi aHTHOrpadus BO (PPOHTAJILHOI NPOEKIMH: OTCYTCTBHE

koHTpacTupoBanusi CMA — okkiio3ust M1 cermenta CMA (a), BoccTanoB/ieHne KpoBoToka B CMA

nocJjie TpoMo3IKcTpaKiuu (6)

Figure 7. X-ray contrast cerebral angiography in the frontal plane: lack of MCA contrast — occlusion of

the M1 segment of the MCA (a), restoration of blood flow in the MCA after thrombextraction (b)

ToMm 11 Ne 2 /2024
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B pannem mepuone mocie JieueHus: cpean oocie-
JOBaHHBIX MALIMEHTOB Yalle BCEro HabroxaIach I'u-
nepnepdysus. [lo maHHBIM 3apyOeXHBIX aBTOPOB,
runepnepdysusi B HHTPAKPAHHUAJBHBIX apTEPUIX
B paHHeM nepuoze nociue aeuenus O moxet umMeTh
nporHoctuueckoe 3Hadenue [9]. Cpenn obcnenoBaH-
HBIX HaMH MAIlMEHTOB JaHHBIH ()eHOMEH ObLI CBS3aH
¢ OaronpUsITHBIMU KIMHUYECKUMU U (PyHKIIMOHAIIb-
HBIMH UCXOIaMU.

B pa6ote Y. J. Chang (2020) moxa3aHo MpOTHOCTH-
YECKOE 3HAUCHHE HKCTPAKPAaHHAJIBHBIX CTEHO30B IS
paHHUX " oTnaneHHbIX (12 Mec.) QyHKIIMOHAIBHBIX
pesyabraToB nedenuss OUU [10]. B Hamewm uccneno-
BAaHUU BBISIBJICHA B3aWMOCBS3b LIepeOpasIbHON THIIO-
nepdy3uy U CHIDKEHHUS YPOBHS Iepupepruyeckoro
COIIPOTUBJICHUSI B HHTPaKPaHHUAJIBHBIX COCYAaX C He-
OJaronpusATHBIMU PAHHUMH PE3yJIbTaTaMU.

3akJo4eHue

B Hacrosmei#t paboTe TOATBEPAMIN 3HAYUMYIO
COIIOCTAaBUMOCTB PE3YJBTAaTOB YJIBTPa3ByKOBOI'O HC-
CJICZIOBaHMSI MHTPAKPAaHUAJIbHBIX apTepuil ¢ JaHHbI-
MU KOMIIbIOTEpHOM aHruorpadpuu: 94,1 % no neue-
Hus u 97,8 % nocne penepdysun. Cpean UCXOTHBIX
napametpoB JIC apTepuil 1ien M TOJOBHOTO MO3ra
Ha KJIMHUYECKUI HCXOA OKa3blBalOT BIMSHHE Ha-
JUYME U CTENCHb CTEHOOKKJIIO3MPYIOLIETO IMOpaxe-
Husl OpaxuonedaiabHBIX apTepuil, CKOPOCTHBIC IIO-
Ka3aTeIu KPOBOTOKA M HMHJAEKCH NepuepryecKoro
COIIPOTUBIICHUSI B HHTPAKPAHUAJBHBIX apTEpUsX.
B pannem nepuoze nocne neuenust O nsmenenus
KPOBOTOKAa B HHTPAaKpaHUAJbHBIX apTEpUsX Mpel-

CTaBJICHBI B OCHOBHOM rumnepnepdysueil, Haauaue Ko-
TOPOH KOPPENUpyeT ¢ 01aronpusATHBIM KIMHUYECKUM
ucxoznoM. Hannyumue pesynbrarsl jgedeHus (OITHOE
BOCCTAHOBJICHHE KPOBOTOKA) OBbIJIM JOCTUTHYTHI IIPH
npuMeHeHun T3, a Takxe npu couetanuu 1O ¢ TIIT
u crentupoBanueM (80,5 %, 98,9 % u 100 % cooTBet-
cTBeHHO). BoccranoBnenue kpoBoroka mocie TJIT
HaOmomamu B 33,5 % ciydaeB, WTO CyHIECTBEHHO
yCTyIaeT pe3yJbraTaM B IpyIax ¢ UCIOIb30BaHUEM
sHA0BacKysipHOTO JleweHust (p = 0,0001).
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Pesrome

Haubonee yacto BcTpevarouiics Bu KapAHOMUONATHH Y MALIUEHTOB — rUNepTpoduieckas KapauoMHuo-
natus (I'KMII), onmpenensemMas mo yTONIIEHUIO CTEHKH JIEBOTO kerynouka. OaHol u3 Hanboiee YacThIX MpH-
YUH pa3BUTHUA JAHHOTO BUJA NMATOJOTHUHU SIBISIOTCS MYTalllU B T€HaX CapKOMEpPHbIX 0enkoB. OqHAKO UMeeTcs
OOJBIIION MPOIIEHT MAIIMEHTOB, Y KOTOPBIX HE YJaeTCs YCTaHOBUTD YeTKyto nmpuunHy pa3sutus [ KMII Benen-
CTBUE OTCYTCTBUSI MyTallMi MPUYMHHBIX TeHOB. POPMUPOBAaHUE BBIPAXKEHHON I'MIEPTPOGUN MUOKapaa CTH-
MYJIUPOBAJIO U3y4YE€HUE BHYTPHUKJIETOUHBIX MPOLECCOB MOAJACPKaHUs IOMEOCTa3a, B YACTHOCTH ayTO(aruu.
Bynyun omHUM U3 OCHOBHBIX MEXaHM3MOB KOHTPOJIS KaueCTBa OeJIKa B MBIIICYHBIX KJICTKAX, HAPYLICHUE IIPO-
necca ayrodaruu NpuCyTCTBOBAJIO NPU HAJIWYUU MYTalUil capKOMEpHBIX OesikoB. FIMEHHO 103TOMY B JaH-
HOH paboTe MbI CHOKYCHPOBAJINCH HA U3yUYECHUH MU3MEHEHUS SKCIPECCHHM OCHOBHBIX MAapKEpOB, CBSI3aHHBIX
¢ mporieccoM ayTodaruu B 00pas3ax TKaHH MHUOKap/a, TOJTYyYEeHHBIX OT JIHI ¢ nuarHoctupoBanHor ['KMII.
Hccnenyemas rpynmna naueHToOB ObUIa pa3feiieHa Ha HECKOJIBKO TOArPYI AJIs CPAaBHEHUS MOJyYEHHBIX pe-
3yJIbTAaTOB B 3aBUCUMOCTH OT HalJECHHOW MyTaluu. BblUIO BBISIBIEHO, YTO 3KCIPECCUsI MApKepoB ayTodaruu
U ToMeocTa3 MUTOXOHIpui y nauueHToB ¢ I'KMII, accounupoBaHHOM ¢ HaIu4YMeM CapKOMEPHBIX MYyTallui,
OTIMYAJIUCh OT HKCIIPECCHU JAHHBIX T'€HOB OTHOCHUTENIBHO I'PYIIBI CpaBHEHMs. B TO Bpems kak B o0Opa3max
OT MAIlMEHTOB C MYTalUsMHU B reHaX Z-IHCKa, a TAKXKE B I'eHaX, KOAUPYIOLIUX JIM30COMaJIbHbIC (DEPMEHTHI,
M3MEHEHUH 3KCIPECCUH UCCIIeyeMbIX MapKepoB Mpolecca ayToparuu 0OHapyKeHO He ObLIO.

KuioueBsle cjioBa: ayrodarus, runepTpodudeckas KapAHOMHOIIATHS, TOMEOCTa3, MPOTe0cTas3, capkoMep,
Z-TTUCK.

Jna yumuposanus: Cyxapesa K.C., Muxanesa A.H., I'ypwenkos A.B. u Op. Dxcnpeccus eenos, accoyuupo-
BAHHBIX C NPOYECCOM aymodazuul, 8 MUOKAPOe NAYUEHMOE ¢ SUNepMpoPuIecKol KapOuoOMuonamueti pasiui-
HoU eenemuyeckoli smuonozuu. Tpanciayuonnaa meouyuna. 2024; 11(2): 170-180. DOI: 10.18705/2311-4495-
2024-11-2-170-180. EDN: OMYQZC
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Abstract

The most common type of cardiomyopathy is hypertrophic cardiomyopathy (HCM), determined by
wall thickening of the left ventricle. Most often the reason of this type of cardiomyopathy are mutations in
genes encoding sarcomere proteins. However, in most cases it is not possible to establish a clear cause of
the development of HCMP due to the absence of mutations of causal genes. The development of pronounced
myocardial hypertrophy stimulated investigation of intracellular processes of maintaining homeostasis,
in particular autophagy. Being one of the main mechanisms of protein quality control in muscle cells, at
the impairment of autophagy was previously discussed in the presence of sarcomere proteins mutations.
This work is focused on studying expression changes among main biochemical markers associated with the
autophagy process in myocardial tissue samples obtained from patients with diagnosed HCMP. The study group
of patients was divided into several subgroups to compare the results obtained depending on the mutation found.
It was found that the expression of autophagy markers and mitochondrial homeostasis in patients with HCMP
associated with the presence of sarcomere mutations differed from the expression of these genes relative to the
comparison group. While in the samples from patients with Z-disk genes mutations, as well as in the genes
encoding lysosomal enzymes, no expression changes of the studied autophagy markers were found.

Key words: autophagy, homeostasis, hypertrophic cardiomyopathy, proteostasis, sarcomere, Z-disk.
For citation: Sukhareva KS, Mikhaleva AI, Gurshchenkov AV, et al. Gene expression associated with the

autophagy process in patient’s myocardium with hypertrophic cardiomyopathy of various genetic etiology.
Translational Medicine. 2024; 11(2): 170-180. (In Rus.) DOI: 10.18705/2311-4495-2024-11-2-170-180. EDN:

OMYQZC

Cnucox cokpamennii: 'KMII — runeprpodrye- Beenenue
ckast kapauomuonartus, MJIJI — Melieynass AucTpo- I'umeprpoduueckas kapauomuonarus (I'KMIT) —
¢us Hdromenna, C[1 — wmuoroHmueckas muctpodus HanOoJee dYacTo BCTpedaromascss KapJAHOMHOIa-

I tuma, DRM — necmmuH-3aBucuMas kapauomuonarusi, Tust (EURObservational Research Program of the
MDCI1A — BpoxxaenHas Mbimiednast auctpodus 1 tima,  European Society of Cardiology, 2015), onpenensiemast
MFM — muodudpmmusipaas muornarusi, UPS — yOuK- 110 HaJTW9HIO BRIPAXKEHHOTO YTOJIIEHUS CTEHKH JIEBO-
BUTHH TIpoTeocomHast cuctema, XLMTM — X-crierien- 1o skenyaodka (¢ nuim 6e3 THnepTpouu mpaBoro xKe-
Hasi MHOTYOYIISIpHAst MAOTIATHSI. JyI0YKA) WU yBEITMYEHUIO MacChl MHOKap/a, He 00b-
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SCHSIEMasi NCKIIIOUUTEIBHO YCIOBUSMH IOBBILICHHON
Harpy3ku (2023 ESC Guidelines for the management of
cardiomyopathies). Haubonee gacToii mpuauHON pas-
Butuss I'KMII sBisit0TCS maTOreHHbIE BapUAHTHI re-
HOB capKoMepHBIX OenkoB (MYBPC3, MYH7, TNNT2,
TNNI3, TPM1, MYL3), oqHAKO YeTKUH T€HOTHII-CITCII-
nunuecknil GEHOTUN YAAETCs YyCTAHOBUTD JIMIIb IS
HeOobImoi YacTu npuuuHHBIX TeHoB (https:/doi.
org/10.1093/cvr/cvu014, Modelling of Genetic Cardiac
Diseases By Chandra Prajapati and Katriina Aalto-
Setdld, DOI: 10.5772/intechopen.84965). Ilouck ¢dak-
TOPOB, MOAYJIUPYIOINX (JOPMHUPOBAHNE BBIPAKEHHON
rUNepTpo(UU MUOKAp/a JICBOTO KEJyI04YKa, IPUBEI
K H3YYEHUIO POJIM MHOXECTBAa BHYTPUKIJICTOYHBIX
MPOLIECCOB, MPUHUMAIOIINX yYacTHE B TPAHCKPUII-
LIMOHHON ¥ TIOCTTPAHCKPHUIILIMOHHON PETYIISALHNN KC-
IIPECCUU T'EHOB B OTBET Ha HACJIECACTBEHHBIEC U CPEO-
Bble (pakTopbl. OMHUM U3 TaKUX BHYTPUKIJIECTOUHBIX
MPOLIECCOB SABJISACTCS MOJICKYJISPHBIH KOHTPOJIb MU-
OKapHaJbHOTO IPOTEOCTa3a M KOHTPOJIb KauecTBa
0enKoB, 411 KOTOPOTO HEOJHOKPATHO Obljla ITOKa3aHa
POJIb B Pa3BUTHH BPOXKACHHON U NPUOOPETEHHOM ma-
TOJIOTMM MMOKapaa. Bo BHYTpPHKIIETOUHOWH cucTeMe
KOHTPOJIS1 KauecTBa OEJIKOB BBIICISIIOT 1BA OCHOBHBIX
MyTH: YOUKBUTHH-IIPOTEACOMHBIN IYTh U ayTOarus
[1]. O6a myTtn OGenkoBOW nerpafamyy, yOUKBUTHH-
nporeacomHas cucrtema (UPS) n ayrodarus-nmmuzoco-
MaJIbHBII IPOTEOIN3, SIBIISIIOTCS B3aUMO3aBUCHUMBIMU,
Y HapyIICHUE OIHOIO MYyTH MPUBOAUT K HAPYLICHUIO
npyroro [2, 3]. Tak, HapyweHue peryaanuua UPS BbI-
3bIBACT MBIIICUHYIO aTPO(UIO IPH BPOXKICHHON MBI-
meuHor auctpoduu 1 tauma (MDCIA) u MpIteqyHON
nuctpodun Hromenna (M/1/]), compoBoxgarontyrocs
HAaKOIIJICHHEM HEIPAaBUJIIBHO CBEPHYTHIX OCJIKOBBIX
arperaroB [3—5]. IIpu HEKOTOPBIX TUIIaX HEPBHO-MBI-
nieyHbIX narosioruil, Hanpumep, MDCIA, muotonu-
yeckor auctpoduu | Tuma (C/1), ayrodarus upes-
MEPHO aKTHBHUPOBAHA, YTO IPUBOIUT K YMEHBIICHUIO
MBILIEYHON Macchl. B To Bpemst kak mpu apyrux 3abo-
JICBAHMSIX, TAKUX KaK X-CLEIUICHHAsI MUOTYOYJIsIpHas
muomnatust (XLMTM), muodpubpusiisipaast MUOTIATHS
(MFM) u 6one3np JlaHOHa, MTHTEHCHUBHOCTB IIpoOIiecca
ayTodarunu MokeT ObITh HEIOCTATOYHOM ISl yTHIIU-
3aIuu OEJKOBBIX arperatroB, TaKUM oOpa3oM, Oe-
KOBbIC BKJIFOUCHHS] HAKAIUIMBAIOTCS BHYTPHU KIJIETOK
Y MTHULMUPYIOT Pa3BUTHE TUIEPTPOPHUH UITH TICEBIO-
runepTpouu BCIECICTBUE HAKOIJICHUS Helerpaau-
POBaHHBIX OETKOBBIX Macc [6—12].

Cunraercs, 4To ayTo(arus B MbILICYHBIX KJIETKAX
ABJISICTCS. OAHUM U3 OCHOBHBIX MEXaHU3MOB PEryis-
Uy MeTa0oinu3Ma KapIHOMHOLUMTOB, aKTHBHUPYIO-
IIMXCSl B OTBET HA HArpy3ky M moBpexaeHue. Hop-
MaJIbHOE IIPOTEKaHue npouecca ayTodaruu SBIsSeTCs
HEOTHEMJIEMBIM YCIIOBUEM AJI O0ECIEUCHHS CTPYK-
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TYpPHOH CTAOMJIBHOCTH MBILICYHBIX BOJIOKOH ITYyTEM
noaaepkaHusi 6eiakoBoro romeocraza. OqHaKo B yc-
JIOBUSIX CTpecca — BO BPEMs I'OJI0OAHUS, B MOMEHTHI
BBICOKOH SHEpPreTHYEeCKOH MOTPeOHOCTH MM I'eMo-
JUHAMHMYECKON Harpy3ku — OINTHUMajbHAs CKOPOCTh
mpouecca ayTodaruy CTAaHOBUTCS PpeIIAIOMIEH IS
3alUTHl KJICTOK OT MOBPEXKICHMS, & HAPYILICHUE pe-
IyJsiuuu ayTodaruu B MUOKapae MOXKET SBJISATHCS OJl-
HOH M3 KJIIOYEBBIX MPUYKH pa3BUTHS naTojoruit [13].
OOBIYHO Ype3MepHas WIH HeAoCTaTouHas dPPEKTUB-
HOCTb CKOPOCTH IIpoliecca Aerpagauu Oesika 3a cueT
ayTodaruu B KJIETKaxX cepAla BbI3BaHA MYTALHIMHU
WY OTKJIOHEHUSMHU B CTPYKTYPHBIX T'€HaxX M Oelkax
MBIILICYHBIX BOJIOKOH, & HE MPSIMBIM BMELIATEIbCTBOM
B Iporiecc ayTodaruy Uil ero peryinamnud [6, 14].

B HacTosmee Bpemsi ogHMM H3 Hauboiee HU3y-
yaeMbIX BHAOB KapAHOMHONATHH, acCOLMUPOBAH-
HBIX C HAaKOIUICHHEM OEJIKOBBIX arperaros, sIBJISCT-
csi necMuH-3aBUcHMMas kapauomuomnatus (DRM).
OnHako BKIIOUEHHS OEJIKOBBIX arperaToB TaKXkKe
OBLIIM ONHCAHBI IPU KapAHMOMHUOIIATUSAX, BEI3BAHHBIX
myTauusiMu B reHax FLNC u ZASP [15, 16]. Hau-
0oJbIee KOJIMYECTBO KCIIEPUMEHTOB 110 U3yUEHHUIO
ponn ayrtodaruu B NATOIEHE3€ HACIEICTBEHHBIX
3a00sieBaHNI MHOKapzaa ObLIO IPOBEACHO C UCIOJb-
30BaHHMEM TPAHCTEHHBIX KHBOTHBIX MOJEJICH ¢ My-
tauusamMu B reHe CRYAB. U3MmeHeHune IUHAMUKH
npouecca ayTodaruu, SKCIpeccupyomel My Tauio
CryabR120G, 0b110 TIOKa3aHO HAa KapAMOMHOIIATAX
KpbIChl. B 3THX KapauoMuonuTax KIIOUeBble OENKH
aytodaruu, takne xkak ATGI0, Beclin-1 u ATGS,
9KCIPECCUPOBAIHCH HA 00JIee HU3KUX YPOBHSX, UEM
B KOHTPOJIBHBIX 0o0Opa3max aukoro tuma [17], a cTu-
MyJIsinus Iporiecca ayTodaruy myTeM BO3AeHCTBUS
Ha JKCIPECCUI0 Afg7 MPUBOAMIIA K CHUXXEHUIO CO-
JepXKaHUsl arperaroB M NPEAOTBPALICHUIO THUIIEP-
Tpoduu u pudbpo3a Tkaner Muokapaa [18].

IToka3zano, uto npu pa3sutuu I'KMII BcneacTeue
myTtanuii B reHax MYBPC3 nnu MYH7 B Ouoricuii-
HOM MaTepuaje MHOKapja MalueHTOB OOHapy KuBa-
€TCsl YBEIMUEHHOE YNCIIO ayTO(arnuecKux BaKyoseH
u Oonee Bbicokmit ypoBerb LC3-11 [19]. B To ke Bpems
OTCYTCTBYIOT J€TaJIbHbIC JaHHbIC 00 U3MEHEHHUH B CH-
cTeMe IMpoTeocTa3a Muokapaa y 0oipHBIX ¢ ['KMII
BCJIEZICTBUE HECAPKOMEPHBIX MYyTAallMii, a SKCIIPECCHU-
OHHBIX JaHHBIX 00 M3MEHEHHWH AMHAMMKH Ipolecca
ayrodarun mpu passutun ['KMII B 3aBucmmocTtn
OT F€HETHUYECKOI ATHOJIOTHH 3a00J1eBaHus B AOCTYII-
HOW JuTepaType He BcTpeuyaeTcs. B cBsi3u ¢ 3TUM
LIEJIBIO JAHHOTO UCCIIEIOBAHNUS SIBIISIACh OLICHKA KC-
IIPECCUOHHOTO MPOQUIIS KIIOUEBBIX I'€HOB, aCCOLUHU-
POBaHHBIX C MPOLIECCOM ayTO(aruu B MHOKapAE JIUI]
C TUNEPTPOPUIECKON KapIUOMHOIATHEH PazTuYHON
FeHETUYECKON STHOJIOTHH.

0 2 /2024



MarepuaJjbl 1 METOAbI

Coop mamepuana nayuenmos

Hannas pa0OoTa mpoBOIMIIAaCh C HCIOJIb30BAHU-
eM OHMOICHMHHOro Marepuaja MHOKapnaa MalleHTOB
C JAMAarHOCTHUPOBAHHOW THUIIEPTPO(UUECKON Kapauo-
muonatueit (n = 58). OCHOBHBIC KITMHUYECKHUE U IXO0-
Kapauorpaduyeckue XapakTepUCTUKH HCCIIEAYeMOH
Pyl HAIMEHTOB IPEACTaBICHbI B Tabaume 1.

OO0pa3s1pl TKaHel OBLUTH MTOTYYEeHbI U3 MEXOKETyI0U-
KOBOH neperopoaku. Ha ocHOBe TaHHBIX T€HETHUYECKO-
r0 TECTUPOBAHUS MALMEHTHl ObUIN Pa3AeieHbl Ha JBE
rpymmsr guna ¢ KMIT 6e3 myTanumit B renax (Mut-,
n=35), muma ¢ 'KIIM c BersiBneHHo# MmyTanueit (Mut+,
n=23). B o 5xe Bpems BTopas rpyriia nanueHToB Oblia
paszeneHa emie Ha 2 Trpynmbl: OONbHBIC, Y KOTOPBIX
ObLa BBISIBJICHHAs! MyTallKsl B TeHaX, KOAUPYIOLIUX cap-
komepHbIe 0enxu (MYLI, MYBPC3, MYOMO, TNNC3,
MYH7, MYL3 — SarcMut+), ¥ TanueHTbl, y KOTO-

etnka / Molecular Biology and Genetics

PBIX BBIABICHHAS MyTalUs HE OTHOCHTCSI K T€HaM,
KOAMPYIOMNM capkoMepHble Oenku (ALPK3, LDB3,
FLNC, ACTNI, FHOD3, GLA, PRKAGI, FHLI, TTR,
SOS1 — SarcMut-). B noronHeHune, Tpymia naeHToB
C HECapKOMEPHBIMU MYTalMsIMH ObUIA TaKKe paszelie-
Ha Ha JIB€ TOATPYMIIBL: JIMLA, Y KOTOPBIX OblLIa BBISB-
JIeHa MYyTalysl B TeHaX, KOAUPYIOIIMX OeJKu Z-AncKa
(ALPK3, FLNC, ACTNI, FHOD — Z-disk+), u rpynna
MALMEHTOB, y KOTOPBIX BBIABICHHAS MyTalMs HE OT-
HOCHUTCSI K CAPKOMEPHBIM T'€HaM WJIM K TeHaM Z-/I1UCKa
(GLA, PRKAGI, TTR, SOS1 — Z-disk-) (puc. 1).

Bvioenenue PHK u3 obpasyos muoxkapoa

Brigenenue Toranpaoi PHK 13 00pasios Tranei
MHOKap/ia MalieHTOB POBOJMIIN C UCTIOIb30BaHUEM
Habopa s Beiaenenuss PHK Extract RNA (Evrogen,
Poccust) cormacHo mpoTtokony mpousBogutens. s
TOMOT'CHM3allMM 00pa3libl TKAHU MHOKapaa MHKYOu-

Tab6uauna 1. OcHOBHbIE KJIMHUYECKHE U 3X0KapAuoOrpadpuyeckue XxapakTepucTUKU HCC/IeayeMoii
rpynibl NAaHEHTOB

Table 1. The main clinical and echocardiographic characteristics of studied group of patients

Bospacr Tonmuua
Bos- nocra- (0] 3] CTEHKHU MaxkcumaJjbHbIi
pacr*, HOBKH Cumncon, |JIK HOJI}I i HKI[?’ G rpaguent BTJIK,
o MJI/M /M MM PT. CT.
Jer auaruo- | % MaKc., MM PT. CT.
3a, JeT MM
Cpennee
(crammapT- | 58.5 52.1 21.5 51.8 54.8 29.3
HOE OTKIIOHE- | (+10.7) (£12.3) 662 (+74) (x4.4) *17.7) *17.7) (£12.3) 100 (+48.8)
HHE)
P, Illarm-
0.060 0.005 0.539 0.002 <0.001 0.037 <0.001 <0.001
po-Yuik
Moa AT CI XCH UBC @I Hncyumnl o e eckas
auchyHKIHs
e II K — 1 tumm — 31 (53)
KonmngecTtBo o ) 48 (83) 2 turm — 18 (31)
%) ?51,;) 34 149 (84) 11 (19) 1 PK — 20 (34) 19 (33) 8 (14) 3 Tun— 4 (7)
9 (16) Her — 5 (9)

[Ipumeuanus: * — Ha MOMEHT uccaenoBanus; Al — aprepuanpras runeprensus; BTJIJK — BeiHOCAIINN TpaxT Jie-
Boro xemynouka; MbC — umemnueckas 6ome3ns cepamna; MOJIIT — maaexc o6vema nesoro npeacepaust; MKJ0 — un-
JIeKC KOHEYHOTO quacToiandeckoro oovrema; JIDK — nessiit sxenynodex; PC/IJIA — pacdeTHOE CHCTOTHYECKOE TaBIICHHUE
B jerouHoi aprepun; CJ] — caxapusrii nuadet; ®B — dpaxnns Beiopoca; PK — dhynknnonansHeri kiacc; @I — ¢u-

opumnsanus npencepauii; XCH — xpormdeckas cepiedHasi HeIOCTaTOYHOCTb.

Note: * — at the time of the study; AH — arterial hypertension; OTLV — the outflow tract of the left ventricle;
CHD — coronary heart disease; ILAV — index of left atrium volume; IFDV — index of final diastolic volume; LV —
left ventricle; CSPPA — calculated systolic pressure in the pulmonary artery; DM — diabetes mellitus; EF — ejection
fraction; FC — functional class; AF — atrial fibrillation; CHF — chronic heart failure.
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poBanu B pactBope Extract RNA ¢ ucnonb3zoBanuem
MeTaJUTHYecKuX ImapukoB. [lms mydmero sddexra
TOMOTEHHM3AINU 00pa3Ilsl IoMemmany B meikep. s
myuiero npenenutupoBanus PHK, mocie moGasme-
HUS W30IPOIIaHoIa 00pa3Ibl MHKYOHPOBAJIH B TeYe-
Hue Houu npu Temneparype —20 °C. KonueHTpauuio
n kadecTBO BhIIeneHHoW PHK onenmBanmu ¢ momo-
mipto NanoDrop OneC (Thermo Fisher Scientific) u B
1 % arponom-reue.

Obpamuas mpauckpunyus u 111{P-PB

Kommremenrapuyro JIHK (xIHK) cunTesnposa-
JI1 C UCHOJIb30BAHUEM CITyYalHbIX NpaiiMepoB U Ha-
Oopa mis oOparnoii Tpanckpurin MMLV (Evrogen,
Poccust). Cmech w3 1 mxr PHK, 20 MM cimydaitHbIX
npaiiMepoB U Bojbl, He copepxkamet PHKa3bl, nHky-
oupoBamu B TeueHne 2 muHyT mipu 70 °C. Ilaruxpar-
HBII pacTBOp Oydepa s meppoit nenw, 10 mm ANTP,
20 mm DTT u Bogpl, HE conepxamieir PHKazb1, mobas-
JISUTM K TpeAbIAyIIeH peakuuy U CMEIUBaIU ¢ 1 MK
(100 en/mxim) obpatHO# TpanckpunTazsi MMLV. Pe-
aKIUs CMHTE3a BKIIOUasa ciemyromue craauu: 10 mu-
HyT nipu 25 °C, 1 vac npu 37 °C, 10 munyT npu 70 °C.
OKCNPECCHI0 TEHOB KOJIMUECTBEHHO ONPEJIeNIsUd ¢ HOo-
momrpio [II[P-PB ¢ ucrmons3oBanmem qPCR mix-HS
SYBR+ROX (Evrogen, Poccust) B cucteme 7500 Real-
TimePCRSystem (LifeTechnologies, CILIA) ¢ ucrmomns-
3oBarreM 100 HM crieruuIHbIX TPSMBIX U 00paTHBIX
npaiiMepoB Uil reHoB-muiieHei. [locnenosarenbHo-
CTH JJTS TIPAiMEPOB TIPUBEACHBI B TAONMUIIE 2.

VYenous nns nposenenus I11[P-PB Ovutn cnenmy-
omumu: 95 °C B TeueHue 5 MUHYT, 3aTeM 45 UKIIOB
npu 95 °C B teuenue 15 cexynn u 60 °C B TeueHue
1 MuBYTBI. [17151 MOy YeHN I KPUBBIX IJIABJICHU S KOHEU-
HbIX nTpoaykToB [1L[P Oplna mpoBeeHa 3aKITIOYATETh-
Has ctaaus Harpesa ot 65 °C go 95 °C. YpoBeHb 3Kc-
npeccun GAPDH wucnonb3oBanu ajisi HopMaiu3zaluu
HM3MEHEHHUH B SKCIIPECCHH MPEACTABIISIOUINX UHTEPEC
reHoB. [[JIs1 OTHOCHUTEIHbHOM KOJTWYSCTBEHHONW OLICHKH
JKCTIpeccuu TeHOB paccunThiBa RQ = 2(-AACY) u uc-
HOJIB30BAJIN ISl CPABHEHMSI SKCIIPECCUH T'€HOB B HC-
ciemyeMbIx oOpasmax. J[ms pa3paboTku mpaiiMepos,
crieqU(pUIHBIX JJIsI KOHKPETHOH 1enH, OblT UCHONb30-
BaH HHCTpYMeHT Primer-BLAST (tabm. 2).

Cmamucmuyeckuti ananus

OTHOCcUTeNnbHAsT KOJHMYECTBEHHAs OLEHKA 3KC-
MPECCHH T€HOB PacCYMTHIBAJach 1mo gopmyrne: RQ =
2(-AACt). HopMupoBKa 3KCIIpEecCHH TEHOB MPOU3BO-
munack Ha GAPDH nns Bcex mcciemyeMbIx oOpas-
1oB. J{ns craTucTrdeckoil 00paboTKM JaHHBIX H TT0-
CTpOCHHSI TI'pa(UKOB HCIOJIB30BAJIACh Iporpamma
GraphPad. Paznnune skcripeccnu TeHOB MEXAY TPyTI-
MaMu MarrueHToB 0e3 00Hapy >KeHHBIX MyTaruii (Mut-)
Y MIALMEHTOB, Y KOTOPBIX ObljIa BBISIBICHA KaKas-1H00
myTanus (Mut+), TPOBOAMIOCH OTHOCUTEIHHO 00pa3-
IIOB ManueHToB 60e3 myTanuii (Mut-). JlonogHUTETH-
HBIH aHaJIM3 HKCIIPECCUU T'€HOB B 00pasuax ¢ MyTa-
nusMHU 1715 Beex rpynn (SarcMut+, Z-disk-, Z-disk+)
MPOBOAMIICS OTHOCUTENBHO TPYIIbI 00pa3LoB, B KO-

MauuenTtbl ¢ TKMIN
n=58

Mut+
n=23

k4 L 4

Mut-
n=35

SarcMut+ SarcMut-
n=11 n=12
MYL1, MYBPC3, MYOMO,
TNNC3, MYH7, MYL3
Z-disk +
n=6

Z-disk -
n=6

) |

ALPK3, FLNC, ACTN1, FHOD3

GLA, PRKAG1, TTR, SO51

Puc. 1. Cxema pa3je/ieHusi NALUEHTOB HA IPYyIIIbI

Figure 1. The scheme of dividing patients into groups
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Tabsmua 2. I'eHbl U M0CJ1€10BaTEJIBHOCTD NIPaiiMepoOB, UCIOJIb3yeMbIX B padoTe

Table 2. Genes and primers sequences used in the study

N IocaenoBarenbHOCTH 00PATHOTO

Ha3zBanue rena IMocnenoBaTe/ibHOCTH MPSAMOIO NpaiMepa .
npaiimepa

VPS37B AGGAAGACACTGAGAACATGGC CTCGATTTTCACCCGTCGCA
ATG7 GCATCCAGAAGGGGGCTATG GATCAAGAACCTGGTGAGGCA
NBRI1 ACTTGGGCTGATATCGAAGCTA CCTTGACTGTTGATGGATACCTCT
MFN2 TCAACCTGAGACAGGACAGAAG AGCAGGGACATTGCGTTTT
DYNLL2 GCTGCCTATATCAAGAAGGAATTTG GCTTTGTCTCGTGTGTGACG
PINK1 GTACCAGTGCACCAGGAGAAG GAGGAACCTGCCGAGATGT
GAPDH GGATCTGACGTGCCGCCTG GAAGGTGGAAGAGTGGGAGTT

TOPBIX OBIIM OOHApy>XKEHbl MYTAaLIUHU HECapKoMep-
HBIX TeHOB (SarcMut-). [lomydeHHBIE pe3ynbTaThI
MIPEICTABIICHB B BUJE CPEIHEr0 3HAYCHUS ISl BCEX
MPOBEACHHBIX AKCIEPUMEHTOB, + SD. JocTOBEpHOCTH
pasIuuMil MeXAY rpyIaMy OLECHUBAIN C IIOMOIIBIO
HemapaMeTpuyeckoro kpurepust Manna-Yutau. Pasz-
JINYUS CUUTAIUCH 3HAUMMBIMHU ITpU ypoBHE P < 0,05.

PesyabraTsl

Jst onileHK™ pornu mpoliecca ayTodarui B maTore-
He3e TUIepPTPO(UUYECcKOi KapAHOMHUOMATHU HCTIONb-
30Balli KOJIMYECTBEHHOE M3MEPEHHNE IKCIPECCHH OC-
HOBHBIX T'€HOB, yYaCTBYOIINX B PETYJISAIHNH IIpoIiecca
ayrobarun: ATG7, PINKI, MFN2, VPS37B, NBRI
u DYNLL?2.

[lo pesynpraraMm OILIEHKH DKCIIPECCHU TEHOB MBI
HE BBISBHJIM JIOCTOBEPHBIX pa3WYU{ HH JUISL Of-
HOW W3 aHAJIU3UPYEMBIX TPyNI oOpasmnoB B mpodu-
ne skcnpeceun VPS37B, NBRI, DYNLL? (puc. 2, T,
H, E). 3naunmoe paznuune sxcripeccunn ATG7 ObLI0
BBISIBIIEHO MEXJy TpylnmamMu MarueHToB 0e3 mMyTa-
nnii (Mut-) u ¢ myTarusmu (Mutt) (puc. 2 A). YBe-
JTUYEeHHE B JIBa pasa dkcrpeccuu A7G7 HaOI01a10Ch
y Tpynmbel OONBHBIX C OOHApYKEHHBIMH MYTaIlHs-
mu (Mut+) OTHOCHTENBHO TIAIMEHTOB 0€3 MyTarui
(Mut-). Takxe MBI IETEKTHPOBAJIH, YTO MOBHIIIICHHE
skcnpeccun PINKI y TanyeHToB ¢ OOHapy KeHHOU
myTtanueit (Mut+) B cpaBHEHHH C TIAIMEHTaMH, y KO-
TOPBIX MYyTaIlMU He OBLTN HalnieHbl (Mut-), sIBIIsieTCS
noctoBepHBIM (puc. 2 b). Cxoxas ¢ PINK] nuHamuka
YBEITUYEHHUS SKCIIPECCHH B J[Ba pa3a y OOIBHBIX C MY-

tanmedr (Mut+) OTHOCHTENBHO 00Opas3IoB 0e3 MyTa-
nun (Mut-) Obla BEISIBIIEHA TIPU OIICHKE SKCIPECCHH
MFN2 (puc. 2 B).

Hanee npu Oonee AeTaIbHOM CPaBHEHHWH TPy
MAUECHTOB, Y KOTOPBIX ObUIM OOHApY’KEHBI MY TALINH,
HEe ObUIO BBISIBJICHO HMKAKHUX 3HAUMMBIX Pa3JIMYUil
Boakcnpeccun ATG7, PINKI, VPS37B, NBRI n DYNLL?2
I'CHOB P aHAJIM3€ IPYII MALUCHTOB C MyTallUsIMU
B T€HaX, He OTHOCSAIIINXCS K capkoMepHBIM (SarcMut-),
C capKOMepHBIMHU MyTarusaMu (SarcMut+), ¢ MyTaIu-
SIMU B T€HaX, KOAUPYOMUX 0enku Z-aucka (Z-disk+),
U MyTallUsIMU B T'€HAX, HE OTHOCSIIUXCS HU K CapKo-
MEpHBIM TeHaM, HU K TeHaM Z-nucka (Z-disk-) (puc. 3
A, b, I, I, E). Onaako m0ocTOBEpHOE pa3Iudme B IKC-
rpeccuu ObLIO BBISIBICHO Mpy aHanu3e MFN2 (puc. 3
B). Dxcnipeccust MFN2 Oblina HIDKe B 1Ba pasa u 6osee
y IpyIIbI MALMHEHTOB ¢ MYTALUSMHU B T€HAX, HE OTHO-
CAIIMXCS K capkoMepHBIM (SarcMut-), 1 y Tpynmnsl na-
LUCHTOB C MyTallUsIMHU B I'€HaX, HE OTHOCSIINXCSA HU K
CapKOMEpHBIM TeHaM, HH K TeHaMm Z-nucka (Z-disk-),
IIPY CPAaBHEHHMH C TPYMNION MALUEHTOB C CapKoMep-
HBIMHU MyTarusaMu (SarcMut+), COOTBETCTBEHHO.

Oo6cy:xneHue

B nanHOM HccenoBaHMY MBI OLICHUBAJIH 3KCIIPEC-
CHIO T€HOB, ACCOLIMNPOBAHHBIX C IpoLieccaMu ayToda-
rud, B Muokapze nanueHtoB ¢ 'KMII pa3znuuHoii re-
HEeTHYeCKOU aThosoruu. Ilpu aHanu3e reHeTHYECKOM
9THOJNIOTUK 3a00JIeBaHUs HaMH PaccMaTPHUBAJINCH
TaKHe TPYIIIbI, KaK HAlMEHThl C HAJIMYUEM U OTCYT-
CTBUEM NPUUYMHHBIX MYTALHUH, MAUEHTHI C IPUYHH-
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HOM MyTanuel B CapKOMEPHBIX U HECAPKOMEPHBIX I'e-
HaX, a TAK)KE MAIIUCHTHI C MyTallUsIMH B FeHax OCJIKOB
Z-11icKkoB U 0e3 TakoBbIX. Hamu ObLIO ITOKa3aHoO, YTO
OCHOBHBIMH I'€HaMHU, aCCOLMHPOBAHHBIMU C ayTo(a-
ruel ¥ MEHSIIOIUMU cBOKO 3Kcrnpeccuto npu I'KMII,
sBastoTes reubl ATG7, PINKI u MFN2, B To BpeMst
Kak st reHoB VPS37B, NBRI, DYNLL2 He Oblio
JETEKTUPOBAHO [OCTOBEPHBIX H3MEHEHHUH HpoQu-
JI51 SKCIIPECCHU B 3aBUCHMOCTH OT 3THOJOIMYECKOI0
xapakTepa 3aboneBanus. Ilpu neranbHOM aHaIu3e
OBbUIO BBISIBJICHO, YTO IIOBBIILICHUE SKCIIPECCUH TCHOB,
perymupytonux tpouecc ayrodparuun (A7G7, PINKI

u MFN2), Hraubosee BBIpaXeHO B TPYTITe TeHOTHTI-TIO-
3UTHBHBIX ITALIUEHTOB IO CPAaBHEHHUIO C OOJIBHBIMHU
0e3 IeTeKTUPOBAHHBIX IPUUYNHHBIX MyTaLlUH.

B Hacrosmee BpemMsi HET OIHO3HAYHBIX JAHHBIX
0 BJIMSIHMM MYTalU{ CapKOMEPHBIX OEJIKOB Ha Ipo-
necc aytodaruu. OnHAKO IEpBbIE HCCICAOBAHUS
0 BKJIa/I¢ TIpoliecca ayTo(aruy B pa3BUTHE THIEPTPO-
(hryeckol KapAHOMHUOMATHHU Yy JIOACH W KUBOTHBIX
MoOzeNied ¢ MyTallusIMU B TaKUX reHax, kak MYBPC3,
MYH7, MYOM]I, tioka3ajii, 9TO B TKaHIX U KJETKaxX
npoucxonut HakorureHue Oenka LC3-II, a Takxke ay-
ToQarndeckux BakKyoJIeH, YTO SIBISETCS OIHUM W3
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Puc. 2. Anaan3 sxcnpeccuu reios PB-IIIP B muokapae nanuentos ¢ F'KMII
A — yposenb skcnipeccuit ATG7; b — yposens skcnipeccun PINKI; B — yposens skcnpeccun MFN2; I' — ypoBeHb
skcripeccun NBR1; [1 — ypoBens skcnpeccuut DYNLL2; E — ypoens skcnipeccuu VPS37B. * < 0,05. OTHOCHTENBHEIC
ypoBan MPHK 651111 paccuntans! kak (-AACt)"2. JlaHHBIE IpEACTAaBICHH B BUJE CpeIHEero 3HaueHus + SD.

Figure 2. RT-PCR gene expression analysis in the myocardium of patients with HCMP
A — ATGT7 expression level; B — PINKI1 expression level; C — MFN2 expression level; D — NBRI expression
level; E— DYNLL2 expression level; F — VPS37B expression level. * < 0.05. Relative mRNA levels were calculated as

(-AACH)"2. The data is presented as an average value of = SD.
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HEOCHOPHUMBIX NOKa3aTeIel akTHBALMU 00pa30BaHUs
ayToarocoM B KJETKaX, a, CJIEI0BATEIbHO, U IPO-
recca ayrodaruu [13, 20].

OnHako B TO e BpeMsl IPOUCXOANUT U CHUKCHUE
perymsauuu MHOTUX (akTOpOB, Y4acTBYIOIIMX B IPO-
Leccax CIUSHUS ayTo(arocoM ¢ JIM30COMOI U mociie-
OyIOLIeH Aerpajanyy, 4To yKa3blBaeT HAa HapyLICHUE
mporiecca ayrodaruu. Takum 0Opa3oM, HEBO3ZMOYKHO
C YBEPEHHOCTbHIO TOBOPUTH 00 YBEIWYEHUH CKOPOCTH
1 aKTUBalMu aytodaruu, a ckKopee, JIMIIb O Hapy-
LICHUH HOPMAJIbHOTO YPOBHS M JUHAMUKHU JaHHOTO
npouecca npu 'KMII BcnenctBue Mytauuii B reHax

u reHetuka / Molecular Biology and Genetics

CcapKOoMepHbIX OenkoB. [/laHHBIE, MOTYy4YEHHBIE B XOJ€
HAILIETO MCCIICA0BAHNS, TIOKA3bIBAIOT, YTO Y ALIUCHTOB
C OOHapy)KCHHBIMM MYTALUSIMH AKTUBUPYETCSI OIUH
13 KJII0YEBBIX T€HOB, OTBEYAIOLIMX 3a Ipolecc obpa-
30BaHMs U co3peBaHus aytodarocom: ATG7, a Takxke
rensl PINKI n MFN2, yyacTByrolye B IpoLecce Mu-
To(haruu ¥ KOHTPOJIS Ka4eCTBA MUTOXOHAPHH.

[Ipu HaciaencTBEHHOM NATOJOTUU MUOKapaa Hapy-
LIEHUE Ipolecca ayTo(paruu MoKa3aHo TAKXKE U IS
NPUYMHHBIX MYyTalluid B Takux reHax, kak FLNC,
ALPK3, FHOD3 [21-23]. Tak, B3aumoneiicteue FLNC
¢ 6enxom BAG3, ABISIOIIMMCS OJHUM U3 KJIFOYEBBIX
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Puc. 3. Anaius s3xcnpeccuu renos PB-IIIP B muokapae nauuentos ¢ 'KMII
A — yposens 3kctipeccnnt ATG7; b — yposens skcnpeccun PINK1; B — ypoens sxcipeccun MFN2; I’ — ypoBeHB
skcnpeccun NBRI; J1 — ypoens 3kcnipeccunt DYNLL2; E — ypoens akcnipeccuu VPS37B. * < 0,05. OTHOCHTENBHEIE
ypoan MPHK 051111 paccunTtans! kak (-AACt)*2. JlaHHBIC TIPEICTAaBICHEI B BUJIE CPEIHET0 3HaueHus = SD.

Figure 3. RT-PCR gene expression analysis in the myocardium of patients with HCMP divided into
groups depending on the detected mutation
A — ATGT7 expression level; B — PINKI1 expression level; C — MFN2 expression level; D — NBRI1 expression
level; E— DYNLL2 expression level; F — VPS37B expression level. * < 0.05. Relative mRNA levels were calculated as

(-AACt)"2. The data is presented as an average value of = SD.
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LIaNIePOHOB IIANepPOH-aCCUCTUPOBAHHON ayTodaruu
(CASA) — crienmudu9aHOTO TSI MBITIIEYHBIX TKaHEH
BuJa ayTo(haruy, — BBI3bIBACT HAKOIIJICHHUE B KJICTKE
arperaroB OEJKOB, UTO SIBISIETCS CUTHAJIOM ISl 00-
Jiee aKTUBHOW PEryJisiliuy mpouecca ayToharuu u Ha-
KOTUICHUSI B KJIeTKax ayTtodarocom [22, 24]. JlaHHBIX
0 HapyIlIEHHH Ipolecca ayToaruu u3-3a HaJH4Us
MyTallui B Takux reHax, kak ALPK3, FHOD3, Her,
OJIHaKO, U3BECTHO, 4YTO crienuduyeckas 1jsi MblIIey-
HBIX KJIeToK u3odopma dopmunaa (FHOD3) n anb-
¢da-xnHaza 3 (4LPK3) B3auUMOJCHUCTBYIOT C OEIKOM
p62 (SQSTM). Takum 00pa3om, CyIIECTBYET MPEIIIO-
JIOKEHUE, YTO NMPHU HAPYLIEHUH CTPYKTYPhl (OPMHUHA
u anbga-KMHA3bl IPOUCXOANT HapyLIEHUE Ipoluecca
aytodarum [21, 23].

XOopoIIo U3BECTHO O HAPYIICHUH PEryISLUU PO-
1ecca ayToaruu B MaToreHe3e TaKkuxX 3a00JIeBaHUH,
Kak Oone3ns [lanoHa, 6one3ar @adpu, TpaHCTUPETH-
HOBBIHM aMHJION103, HACJICAACTBEHHBIC BApHAHTHI 10pa-
KEHUsS CepAlla C HAKOIIJICHUEM INIMKOoreHa. B ocHoe
pa3BUTHUS NMEPEUMCICHHBIX 3a00JE€BaHUN JIeXKAT MY-
tauuu B reHax LAPM2, GLA, TTR, PRKG2 [25, 26].
OnHUM U3 MPOSBIICHUN TAHHBIX 3200JI€BaHII MOXKET
SABJISITbCSA TUHEPTPOdUUECKass KapAUOMHONATHUS, UTO
¥ HaOIfoJaeTcs B psijie CllydaeB cpeau oOcienoBaH-
HBIX HAMHU IIALIMEHTOB (I'PyIIa C BADMAHTAMH B I'€HAX
GLA, PRKAGI, TTR). OnHaKo mpy STUX MATOJIOTHUIX
HapyIICHUs Jerpajaluil BHYTPUKJIETOYHBIX KOMIIO-
HEHTOB B OCHOBHOM OOYCJIOBJICHBI ITPOLIECCAMU, CBSI-
3aHHBIMH C JM30COMaMHU: HapyLIEHHEM TPaHCIOpTa
YTHIM3UPYEMBIX OPTaHeIls B JIN30COMBI, HApyILICHHEM
cnusiHUS ayTodarocoM ¢ nu3ocoMaMu U T. 1. Hamm
JaHHBIC IOATBEPXKAAIOT, YTO HM3MEHEHHE 3KCIIpec-
cuu ATG7 npoUCXOIUT, BEPOSITHEE BCEro, B PaMKax
YHHUBEPCAJIBHOI'O IIpolecca runepTpoduu u He 3aBU-
CUT OT TPUITEpPa M I'€HETUYECKOM 3THONOrnu 3abo-
neBanus. [loBeienHas skcnpeccusi A7TG7, KOTOPBI
Y4acTBYET B PEryJIsIIUN CO3PEBaHUS ayTO(Parocomsl,
B o0Opa3uax T'e€HOTHUII-IOJOKUTENbHBIX IAUEHTOB
MOXET OBbITh BBI3BAHA YBEJIMYEHHOH MOTPEOHOCTHIO
KJIETKM B OENIKOBOH aerpajganuu, a, CJiedoBaTelb-
HO, POCTe Koln4decTBa (OPMUPYEMBIX ayTo(harocom.
CxonHbIM 00pa30M Mbl He OOHApPY’KUIIU U U3MEHEHUH
B DKCIIPECCHUU KJIOUEBBIX ACCOLMHPOBAHHBIX C ay-
todarueit renoB u npu ['KMII, accormmupoBaHHBIX
C MyTalUsIMH B Z-IHUCK-aCCOUMHUPOBAHHBIX T'CHAX.
B 10 xe BpeMsi HaMu ObUIO TOKA3aHO IOBBILICHUE
skcnipeccun MFN2 — reHa, BO MHOTOM OIpEAEIIsIIo-
LIEro JUHAMHMKY MUTOXOHAPUAIBHOTO IIyJa U CTPYK-
TYpY MUTOXOHJIPHH B KJIETKE, IIPH 3TOM H3MEHEHHE
ero skcnpeccnn npu ['KMII mMoxeT KOCBEHHO OBITH
CBSI3aHO C HM3MEHEHHEM IIpolecca MuTodarum —
4acTHOro ciydas ayTodaruu. [loBblIeHHBIN yPOBEHb
skcnipeccun PINKI y reHOTHI-NONOXKUTEIbHBIX Ma-
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LIUEHTOB TAKXX€ CBUACTEIBCTBYET 00 YCHUIIEHUH Pery-
asuuu npouecca GpopMupoBaHus ayTogarocom s
mutodaruu. B To ke Bpems B oOpasnax MaIrMeHTOB
C KapAHOMHONATUAMU Ha (OHE Z-TUCK-aCCOLUHUPO-
BaHHBIX MyTalil ObLIO 3aperucTPUPOBAHO OTHOCHU-
TelbHOE MNoBbIIeHHE 3Kkcnpeccu MFN2, XoTh u He
JOCTHUTAIOIIee 3HAYCHUH JOCTOBEPHOCTH, YTO MOXKET
KOCBEHHO CBHUAETEIbCTBOBATH O 3HAYMMOM BOBJICUE-
HUU IPOLECCOB CIMSHUS/ACIPAagallui MUTOXOHAPHUH
B natorene3 ['KMII, accounnpoBaHHBIX C MATOJIOTH-
el 0eJIKOB Z-111cKa.

Takum 00pa3oMm, MPHU3HAKK HW3MEHEHUS KOHTPO-
Js IPOTEOCTa3a W MHUTOXOHIPHAIBHOIO TOMEOCTa-
3a B Oouplieil cTeneHW HaOMIOAAIOTCS B MHUOKapje
TCHOTHII-NIOJIOKUTEIBHEIX TanueHToB ¢ ['KMII u,
B OCOOCHHOCTH, B CIydasX NPHUYMHHBIX MYyTaluil
B CApKOMEPHBIX I'eHax. B Muokapze nui ¢ MyTanus-
MU B I'eHax OeJKOB Z-IUCKOB, a TAK)KE B T€HAX JIN30-
COMAJIbHBIX ()EPMEHTOB CPEIH UCCIIEIOBAHHBIX HAMHU
T€HOB CIeNU(UYIECKOro N3MEHEHUSI SKCIIPECCHH B re-
HaX, aCCOMMUPOBAHHBIX C IIPOIECCOB ayTodaruu, 00-
Hapy»XeHO He OBIJIO.
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Pesrome

AKTyaJIbHOCTh. [eMOMM3 — 3TO MATOJIOTHYECKOE COCTOSHUE, CONPOBOXKIAIOIIEECS BBICBOOOXKICHHEM
TreMOINIOOMHA B COCYIHCTOE PYCJIO, YTO HECEeT HEeONaronpusaTHBIC MOCIEACTBUS Ul OopraHusMa. BHyTpuco-
CYIUCTBI IeMOJIM3 BCTPEUAETCs MPU Pa3IMUHBIX 3a00JICBaHUAX, A TAKKE OCIOXKHAET TEUCHHE ONEPaTUBHBIX
BMEILIATENbCTB C MCIIOIb30BAHMEM MCKYCCTBEHHOTO KpoBooOpamenus. Lleap uccienopanusi. B skcnepumen-
T€ Ha KMBOTHBIX M3YUMTh BIMSHHE MHramsauuu okcuza aszora (NO) Ha cozmepkaHue CBOOOIHOIO TeMornoou-
Ha (Hbf). Marepuaabl u Metoasl. B uccnenoBanme BkitoueHsl 10 CBUHEH, KOTOpbIe OBUTH pas/ielieHbl Ha JIBE
TPYMIBI: KOHTPOJBHYIO (N = 5) M dKcnepuMeHTaIbHY0 (n = 5). BceM )XKMBOTHBIM TOCIIe WHAYKIINYA aHECTE3UH
U TIepeBoJa Ha NCKYCCTBEHHYIO BeHTWALMIO Jerkux (MBJI) MmonenupoBanu BHyTPHUCOCYIUCTHIA TeMOJIN3 IIy-
TeM BHyTpHuBeHHOT0 BBeneHus Hbf. [locne MonenupoBanus reMosn3a )UBOTHBIM 3KCIICPUMEHTAIbHON TPYIIIIbI
ocymectssiid uHramsinuo NO B go3upoBke 80 ppm. JKUBOTHBIE U3 KOHTPOIbHOM rpymmbl NO He mosrydaiu.
OnennBanu nuHaMuky Hbf n merremornoOuHa B TeueHre 6 4acoB, MMOCIIE YEro KUBOTHBIX BBIBOIAMIIM U3 JKC-
nepumenTa. Pesyibrarbl. Yposens Hbf B sxcrieprMenTanbHOM rpymie ObUT CTATUCTUYECKN 3HAYMMO HHUXKE T10
CpaBHEHHIO ¢ Tpytmoii KoHTpois yepe3 30 munyT (1,2 (1; 1,3) r/mnporus 1,7 (1,6; 1,9) v/m, p=0,047), 60 MmunyT
(0,9 (0,9; 1) r/m mpotus 1,24 (1,2; 1,5) r/m, p = 0,046) u 90 munyT (0,7 (0,7; 0,8) r/m1 mpotus 0,94 (0,9; 1,2) r/m,
p = 0,035) mocne BBenenuss Hbf. YpoBeHs MeTremMoriioOnHa B SKCIIEPUMEHTAIBHOMN Tpyme ObIT CTaTHCTHYE-
CKHM 3HAUMMO BBIILIE 110 CPABHEHUIO C TPYIIION KOHTPOJISI HA BCEX 3Talax MCCIEIOBAHMs, OJHAKO HE JOCTHUrall
TOKCHYECKON KOoHLeHTpauuu 5 %. 3akiaodenue. VMaramsanus NO B no3upoke 80 ppm cHikaeT yposeHb Hbf.
Nuransamus NO B qo3uposke 80 ppm MOBHIIIAET YPOBEHh METTEMOTIIOONHA B TIpeiesiaX 0e30TIacHBIX 3HAYCHHH.

KuroueBble ¢jioBa: reMOoJIN3, METTeMOITIOOMHEMUS, OKCH/JT a30Ta, CBOOOIHBINA TeMOTIIOOHH.
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Abstract

Background. Hemolysis is a pathological condition accompanied by the release of hemoglobin (Hbf) into the
plasma, which has adverse effects. Intravascular hemolysis occurs in various diseases, and also complicates the
postoperative period of surgical interventions using cardiopulmonary bypass. Objective. In an animal experiment,
to study the effect of inhalation of nitric oxide (NO) on the cell-free hemoglobin (Hbf) concentration. Methods.
The study included 10 pigs, which were randomized into two groups: control (n = 5) and experimental (n =
5). After induction of anesthesia and tracheal intubation, intravascular hemolysis was simulated in all animals
by intravenous administration of Hbf. After modeling hemolysis, the animals of the experimental group were
inhaled with NO at a dosage of 80 ppm. Animals from the control group did not receive NO. The dynamics of
Hbf and methemoglobin were evaluated for 6 hours. Then euthanasia was performed. Results. The Hbf level
in the experimental group was statistically significantly lower compared to the control group after 30 minutes
(1.2 (1; 1.3) g/l vs. 1.7 (1.6; 1.9) g/1, p = 0.047), 60 minutes (0.9 (0.9; 1) g/l vs. 1.24 (1.2; 1.5) g/, p = 0.046)
and 90 minutes (0.7 (0.7; 0.8) g/l vs. 0.94 (0.9; 1.2) g/l, p = 0.035) after administration of Hbf. The level
of methemoglobin in the experimental group was statistically significantly higher than in the control group
throughout the study, but did not reach a toxic concentration of 5 %. Conclusion. Inhalation of NO at a dosage
of 80 ppm reduces the level of Hbf. Inhalation of NO at a dosage of 80 ppm increases the level of methemoglobin
within safe values.

Key words: cell-free hemoglobin, hemolysis, methemoglobinemia, nitric oxide.
For citation: Bautin AE, ChomahashviliIG, Radovskiy AM, et al. The effect of inhalation of nitric oxide (Il) on

the concentration of cell-free hemoglobin in hemolysis. Experimental research. Translational Medicine. 2024,
11(2): 181-190. (In Rus.) DOI: 10.18705/2311-4495-2024-11-2-181-190. EDN: OJRYLV



Cnucok coxkpamenuii: IBJI — wuckyccTBeHHast
BeHTHIsIMS Jlerkux, AUC Hbf — mmomaas mom xpu-
BOH JIMHAMUKH KOHIICHTPAIIMH CBOOOHOTO FeMOTJIO-
ouna, Hbf — cBOOOIHEIN (BHEKJIETOUHBIH) T€MOTIIO-
ouH, NO — okcun asora (I1), NO, — nuokcun asora.

Brenenue

I'emonu3 — mpexaeBpeMeHHast ASCTPYKIUS 3PH-
TPOLIUTOB, SIBISETCS MOIUITHOIOTHUHBIM IIPOLIECCOM
C IIMPOKUM CIEKTPOM HEOJAronpUsTHBIX IMOCIHe-
cTBuid [1]. DTO MaTONIOrMYECKOe COCTOSTHUE MOXKET
OBITH PE3yJbTaTOM BPOXKICHHBIX IE(EKTOB 3PUTPO-
LUTOB WJIM BHEIIHErO pa3pyLIaloLIero BO3ACHCTBHS
HMMYHOJIOTHYECKOT0, MEXaHHYECKOro, MH(EKIHOH-
HOTI'O, TOKCHYECKOTO, a TaKXe TI'MIOOCMOTHYECKOTO
xapaktepa [l, 2]. HebmarompusiTHbIE TOCIENCTBUS
reMoJIn3a CBSA3aHbI C BBICBOOOXKACHUEM IeMOTIo0nHa
U IUTOTOKCHYECKMMH BO3JACHCTBHUSIMH IOCIEIHETO,
pa3BUTHEM aHEMUH, POCTOM COAEP)KAHUS OMIINPYOH-
Ha, HapyILLEHUEM TPaHCIOPTUPOBKU Kucaopona [1, 2].

[Ipn paszpymenun meMmOpaHbl 3PUTPOLUTOB M3
HUX B IUIa3MYy BBIXOAST OMOJIOTHYECKH aKTUBHBIC Be-
1iecTBa, Haubojee 3HAYNMBIM U3 KOTOPBIX SIBJISETCS
cBobOonubIi remornooun (Hbf) [3]. Bayrpucocymu-
CTBIH T€MOJIN3 COIIPOBOXKAAETCS ONPEICICHHBIMHY I1a-
ToduznonornueckuMu peakuusamu. Ipu paspymenun
IPUTPOLUTA F'EMOIJIOONH MONaAaeT B MJ1a3My KPOBH,
Il CBS3BIBACTCS C TAaTOIJIOOMHOM M MeMOIIEKCHHOM
¢ JanpHeie snuMuHanued u3 opranusma [4]. On-
HAKO BBIPAKEHHBII T'€MOJIM3 COINPOBOXKAAETCS UCTO-
IIEHUEM 3aIacoB dTUX OeIKOB, BcaeacTBue yero Hbf
B3aUMOJIEHCTBYET ¢ okcuaoM azoTa (NO) ¢ oOpa3oBa-
HUEM METIeMOITIO0MHA, 4TO, B CBOIO OUEPEb, IPUBO-
muT K gepunuty NO. JomoTHHTETEHBIM MEXaHU3MOM,
CHOCOOCTBYOIIUM HCTOMIEHUIO 3amacoB NO, sBisieT-
Csl CHIMDKEHHE YPOBHSI OCHOBHOI'O IPEAIICCTBEHHHUKA
oKcHa a3ora L-apruHuHa moj neicTBrueM (epMeHTa
apruHasbl-1 [5]. AprunHaza-1 — 5T0 QepMeHT IuKIa
MOYEBHHBI, KOTOPBIH KaTalu3UpyeT MpEeBpalLICHUE
L-apruHuHa B OpHUTHH, YTO CHUXAET yPOBEHb CyO-
ctpata sHaorenuanbHoi NO-cunTassl [6]. Hakonen,
paspylIeHHe SpUTPOLUTOB COIPOBOKIACTCS BBICBO-
OOXJIEHHMEM AacCHMMETPUYHOIO JAMMETHJIAPTUHUHA,
KOTOPBIA SIBISIETCS MPAMBIM HHTHOUTOpOM NO-CHH-
ta3pl [7]. CHWXeHHEe CcHHTE3a W OHOAOCTYIMHOCTH
OKCHJa a30Ta CONPOBOXKJACTCSI HETaTUBHBIMU IIO-
CJICICTBUSIMHU, OOYCJIOBJICHHBIMU INOTCHLHPOBAHUEM
OKCHUJIATHBHOI'O CTpEcCa, pa3BUTHUEM 3HIOTEIHAIIb-
HOU Auc(yHKINH, a TAKXKE aKTUBaMeH TPOMOOLIUTOB
u HelTpo¢minoB. OnucaHHble MTaTOPU3HOIOTTUECKUE
HU3MEHEHUS BeAYT K HapyLIeHHIO0 nepdys3uu TKaHel
C HOCIEAYOIMMMU OPraHHBIMU HapyleHus MU [8—12].

CeronHst HET €AMHOTO MHEHHUSI O HOPMAJIBHBIX 3HA-
yeHusx cozxepxkanus Hbf B minasme xpoBu yenoseka.

rus / Pain, Critical Care and Anesthesia

st OMOXMMHMUYECKUX aHAJIU3aTOPOB, HCHOIb3yEMBIX
B KJINHHKE, OOBIYHO IIPUHUMAETCs peepeHCHBIN HH-
tepsan 0,0—0,3 r/n. B nureparype yka3piBaeTcs, 4TO
y 310poBBIX Jn1l ypoBeHb Hbf 0611 B ipenemax 0,0767
+ 0,0043 1/n [13]. B npyrom uccienoBaHUU y Ipak-
THYeCKH 310poBbIX Moaeit — 0,0306 + 0,009 r/n [14].

JlocTaToyHO aKTyambHOM TpoOiieMa T'eMOJH-
3a ocTaercss AN KapIAUOXUPYpruu. bonbmmHCTBO
ONepanuii Ha CepAle BBIIOJIHAIOTCS B YCIOBHSX HC-
KYCCTBEHHOTO KPOBOOOPAIIECHHUS, COXPAHSIOIIETO
BBICOKMH PHUCK MEXaHMYECKOrO MHOBPEXKICHUS 3pU-
TPOLUUTOB M pa3BuTus remonusa [15, 16]. Hama uc-
clefoBaTeNbCKasl TIpylia HEeJaBHO II0Ka3aja, 4To
B IOCJICONEPAlMOHHOM IIEPUOAE KapAUOXUPYypruye-
CKHMX BMEIIATENbCTB TOJNBKO y 10 % manueHToB He Ha-
omronaeTcs yBenndeHne koHneHTpanun Hbf. ¥V 82 %
OOJIBHBIX POCT COACPKAHUS 3TOTO0 COCAMHEHUSI HOCUT
BbIpaXeHHbIN XapakTep [17].

Ceronna Haubojee H3YUCHHBIM OCIIOXKHEHHEM
IpU  KapIUOXMPYPrHUECKUX BMEIIATENIbCTBAX, ac-
COLIMMPOBAHHBIM C HEraTUBHBIM Bo3zaelicTBueM Hbf,
SABJISIETCS OCTPOE IOYedHoe noBpexieHue. [lo nan-
HBIM PAa3HBIX HCCIECHOBAaHUM, YacTOTA MOBPEKICHUS
MOYEK I0CJIE ONepaluii, BBHIIOJIHEHHBIX B YCIOBHUSX
HCKYCCTBEHHOTO KpPOBOOOpAIIEHHUS, MOXET JIOCTHU-
ratb 3050 % [18, 19]. Kpome ocTtporo nospexaeHus
MOYEK I'eMOJIU3 MPU KapAHOXUPYPrUUYEeCKUX BMeIla-
TEJIbCTBAX MOKET BBI3BIBATH M JIPYTHE HATOJIOTHYE-
CKHE COCTOSIHUSA, OCJIOXKHSIOIIME TEUCHHUE IepuoIie-
PallIOHHOTO NEPHOAd, B YAaCTHOCTH apTEPHAJIBHYIO
U JIETOUHYI0 runepTeHsuto [14, 20].

Beicokast kJIMHUYECKass 3HAYUMOCTH IPOOIEMBI
reMoJin3a U TOKcHueckoro Bo3aeicTsust Hbf nukryer
HEOOXOIMMOCTb IIOWCKA ITyTE€H CHMKEHMsI KOHIICH-
TpaluK 3TOr0 COEAMHEHHS B Ija3Me KpoBu. Teope-
TUYECKH OOOCHOBaHHBIM HAINpaBICHUEM CUYUTAETCS
MOBBIILICHUE BHYTPUCOCYIUCTOro coaepkanus NO
¢ uenbio BocnoiHeHus nepunura NO, a TakKe OKHC-
JIEHUSI CBOOOIHOTO OKCHTeMOrIo0OnHa 110 Oosiee ObI-
CTPO AMUMHUHUPYEMOTO MeTremMoraoomHa [20-23].

Lesb HccieoBaHUsI: B DKCIIEPUMEHTE C MPHBIIC-
YCHUEM KUBOTHBIX U3yUUTh BIMSHUC HHTANSIHA OK-
cupa azora (II) Ha comepxanne Hbf.

I'mnote3a wcciefoBaHWsA: WHTAIAIMS OKCHIA
azora (II) B noze 80 ppm cHmxkaet coaepxanue Hbf
IIPU TEMOJTU3E Yy CBUHEH.

MatepuaJibl 1 METOAbI HCCJIETOBAHUSA

[Iporokon wuccrmemoBaHus OBUT  PACCMOTPEH
Y YTBEPXK/ICH Ha 3acelaHny bro3THuecKoil KOMUCCHH
OI'BY «HMUL um. B. A. AnmazoBa» MuH3apasa
Poccun (mpotokon Ne 23-4/1 or 12.04.2023). B mpo-
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CHEKTHBHOE PAaHIOMHU3UPOBAHHOE KOHTPOJIHPYyEMOe
ucciaeqoBanue BKIOUWian 10 gomMamrHuX CBUHEHR
(JIamgpac) sxeHckoro moja B Bo3pacte 3,9 (3,5; 4,3)
MecsiIa, MelnaHa Macchl Tea Obura pasHa 38,5 (38,1;
42,2) KT.

JKuBOTHBIE CTydallHBIM 00pa30M C MPUMEHEHHEM
METOa KOHBEPTOB ObUIM pa3fefieHbl Ha JBE IpyIl-
bl — KOHTPOJIBHYIO (N = 5) ¥ SKCIEePUMEHTAIBHYIO
(n = 5). Ilocne MHAYKIMN aHECTE3UU U BBIIIOJIHECHUS
OpoTpaxeajbHOM MHTYOALMH XUBOTHBIX NEPEBOIU-
M Ha MCKYCCTBEHHYIO BeHTW M0 jerkux (MBJI)
yepe3 3HAOTpaxeajabHylo TpyOky. JKuBoTHBIM OC-
HOBHOH M JKCIEPUMEHTAJIbHOW TI'PYNI IPOBOJUIH
MOZAETUPOBAHUE TEMOJIN3a 110 METOAMKE, OIUCAHHOM
MyxamagusapoBeiM P. A. u coaBTopamu [24]: myTem
BHYTPHUBEHHOr0 BBeAeHMS 3,7-3,9 T 3apaHee mpuro-
TOBJICHHOTO W3 KPOBH Kaxka0ro xxuBoTHOro Hbf. [la-
Jiee )KMBOTHBIM 3KCIIEPUMEHTAIBHON TPYIIbI HAa3HA-
yanu uHraiasauuo NO B nosze 80 ppm, y KUBOTHBIX
KOHTPOJIBHOM TI'pyHIbl IPONOJIKAIACH AHECTE3Hs,
MoHuUTOpUHT U MBJI, unranauuo NO He UCIONb30-
Bann. Yepes 6 wacos nocie BeeaeHus: Hbf UBOTHBIX
BBIBOAMJIN U3 SKCICPUMEHTA.

Anecme3suonocuueckoe obecneuvenue. Ilpemenu-
KalKs BKJIIOYajla BHYTPUMBIIIEYHOE BBEICHUE 30-
naszernama/tunetamuna (Zoletil Virbac, ®panrus)
B JIO3UpPOBKE 5 MI/KI. B acenTwdeckux yCIOBHAX
OCYIIECTBIISIIN MYHKIHUIO M KaTeTepU3anuio nepude-
pudeckoil BeHbI (ymrHas BeHa) kateTepom 1820 G.
Ilocne manykun anecte3uu mponodomnom (IIpormo-
¢don-mumypo, «b bpayny, [epmanus) B 1o3e 2—3 Mr/kr
MPOBOJMIIN MPSIMYIO JJADUHTOCKOIIUIO U MHTYOALHIO
Tpaxeu. Ilocne mHTyOanmm Tpaxeu BBOIMIIM Hexe-
HOJISIPU3YIOLUIMM MHUOPETaKCaHT POKYPOHHUS OpomMuz
(Kpyapon, «Bepodapm», Poccus) B moze 0,6—1,2 mr/
kr. [logaepikaHne aHecTE3MM OCYIIECTBIISUIM MyTeM
nH(py3un nporodona B mo3upoBke 10—20 mr/kr/4ac.
C nenpto 00ecriedyeHrss MOHUTOPUHTA LEHTPAJIbHOTO
BEHO3HOI'O JIaBJICHUS U MPOBEACHUs MH(Y3UH JeKap-
CTBEHHBIX IPENapaToB BCEM JXUBOTHBIM IOA YIbT-
Pa3ByKOBBIM KOHTPOJIEM BBITIOJIHSIN KaTETEPU3ALIHIO
Hapy>KHOU sipeMHOl BeHbL. IHBa3UBHBIN MOHUTOPUHT
apTEepPHAJIbHOTO JABJICHMS OCYLIECTBIISJIN IIyTEM Ka-
Terepusannu OenpeHHON apTepun karerepom 20 G
(«b bpayn», I'epmanus) mo metoguke CenpauHTEpA.
C uesbio KOHTPOJIS TEMIIA M XapaKTepa Anype3a ycra-
HaBJIMBaJIM MOYEBOM KareTep HenaToH 10 Fr.

MOHHUTOPUHT BHUTAJbHBIX (YHKLUUH OCyIIecT-
BIISIJIM C MOMOLIBIO MOHHUTOPHOH cuctembl Mindray
BeneView T8 (Mindray, KHP). MoHuTOpHBII KOH-
TPOJIb BO BPEMsI ITPOBEACHUS SKCIIEPUMEHTA BKIII0OUAT
B ce0sl MyJbCOKCUMETPUIO, 3JIEKTPOKapauorpaguio,
U3MEpEHHUEe LEHTPaIbHON TeMIepaTypbl, NHBA3UBHOE
apTepuaibHOE AABJICHHE U LEHTPAJIbHOE BEHO3HOE
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JaBJICHUE, Ta30Bblil COCTaB BABIXAEMOW M BbIJbIXac-
MOH CMECH, 4aCTOTY JbIXaHHUS.

WNBJI npoBoauiau B peXUME HOPMOBEHTHIISILIUHU
u HopMmokanHuu. s MBJI ucnonp3oBaium HapKo3-
HO-ABIXaTeNbHBIN ammapar Mindray Wato Ex-35
(Mindray, KHP). IlapameTpsl mHTpaomnepanroHHOK
NBJI: pexxuM BEHTUIISIIHHA C KOHTPOIIEM TI0 00BEMY,
MUHYTHBI 00beM nbixanws 20-30 mi/kr/mMuH, Ya-
cToTa Aprxanus 8§—14 B MUHYTY, QpaKkus KUCIOpoia
BO BabIxaemol cmecu (FiO,) — 65 %. Koppekuus na-
pamerpoB UBJI npoBoaunack no pe3yiapraTaM OKCH-
METpPUHU, KATHOMETPUHU M aHAJIM3a T'a30BOr0 COCTaBa
apTepuaIbHOU KPOBH.

Hneansyuonnas mepanusa oxcuoom azoma. Y xu-
BOTHBIX 3KCIEPUMEHTAJIBHON TI'PYMIBl OCYIIECTBIIS-
nack nogadya NO B JbIXaTelbHBIM KOHTYp ammapa-
ta VUBJI ¢ neneBoil KOHUEHTpaUUEld BO BIbIXaeMOU
cmecu 80 ppm. HUctounukom NO cayxun anmapat
«Tuanokey, cunaTesupytomuii NO u3 armochepHOro
BO3/lyXa C HCIIOJb30BaHHUEM METOJa MMITYJIbCHO-IIC-
puonudeckoro AuQ@y3HOro 3JeKTPOIHOrO paspsia
[25, 26]. JIunus nmomaum cMmecu, comepxamed NO,
MOAKJII0YaJach K MaruCTpan BAOXa Ha PACCTOSIHUM
30 cM ot s3HmOTpaxeanbHON TpyOKu. JImHUSA oTOOpa
nmpo0 ra3oBoil cmecw s aHanmm3a coaepxkanus NO
1 NO, oTxoguia OT MarucTpaid BIOXa HENOCPEN-
CTBEHHO niepen Y-00pa3HbIM KoHHeKTopoM. [l aHa-
nu3a copepkanus NO u NO, ucronip3oBaiiu ra3oBbli
MoHUTOp annapara « Tuanoke». Maransuus NO npo-
JOJDKaIach Ha MPOTSHKEHUH 6 4acoB MOCe MHAYKIUT
reMoJIn3a A0 BbIBOJA KUBOTHOT'O U3 3KCIICPUMEHTA.

Onpeoenenue coodepocanus Hbf u nrowaou noo
Kpueou ounamuxu konyenmpayuu Hbf. Conepxanne
Hbf B murazme ompenensiin Ha 0OCHOBE MOIUBHUITIPO-
BAaHHOTI'O I'eMOITIOOMHIIMAHUIHOTO METOJda M Iociie-
OyHOIero (GoToMeTpUpOBaHUS C MCHOIb30BAHUEM
ananuzaropa HemoCue Plasma/Low Hb (HemoCue
AB, llIBenus). 3a60p MpoO KPOBHU BHITIOIHSIIN HEMO-
CpelcTBEeHHO Tiepes BBegaeHneM Hbf, uepes 15 munyT,
nanee — Ha Kaxk o 30 MuryTe Tocie BBeaeHus Hbf,
BILIOTH 10 300 MuHyThl. PacueT miomaau non Kpu-
Boil nuHamMuku koHneHTparuu Hbf (AUC Hbf) mpo-
M3BOJMIIM METOAOM TpareLuii.

ConepxaHue METTeMOITIOOMHA B IIJIa3Me KPOBHU
ocyllecTBIsIn ¢ nomoulpto anmnapara Ilonul’EM
Oxcmpecc [Ipo (BAO «Texnomenukay, Poccus). Ypo-
BEHb METTE€MOITIOONHA OIpenesyii UCXOIHO, Yepes3
15 MunyT, 2, 4 1 6 4acoB MOCJIEe BHYTPUBEHHOI'O BBE-
neaus Hbf.

Cmamucmuueckuti ananau3. CTaTUCTUYECKUN aHA-
JIU3 BBITIOJIHEH ¢ iomolnbto naketa MedCalc Statistical
Software 20.218 (MedCalc Software Ltd, benbrus).
YuuthiBass Majbli 00bEM BBIOOPKH, HCIIOJIB30BAIN
HerapaMeTpHuecKue MeTosl. [[1s cpaBHeHHUs Konu-
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YECTBEHHBIX TOKazaTeneld nmpuMmeHsn U-KpuTepui PesyabTaTsl

ManHa-YUTHH. Y4UTBIBas Majiblii 00beM BBIOOPKH B Tabnumne 1 mpencraBieHbl JaHHBIE 00 MCXO-
U pacrpenesieHue, OTVIMYHOE OT HOPMAJIBHOTO, AaH- HOM COCTOSIHUM YXHBOTHBIX MCCIEAYEMBIX TIPYIIL
Hble npezacTaBiieHsl B Bune Menuanbl (Q1; Q3). Kpu- Hwu mo omHOMY M3 MpHBeIEHHBIX ITApaMETPOB HE OBLITO
THYECKUM yPOBHEM 3HaUUMOCTH cunutanu p = 0,05. 00Hapy» EHO CTAaTUCTUYECKH 3HAYMMBIX Da3Tuduil,

Tabumnua 1. McxoaHble noka3are/iv )KMBOTHBIX KOHTPOJIbHOM U IKCIIePUMEHTAJIbHOM IPyILI,
menmnana (Q1; Q3), n =10

Table 1. Baseline values of the control and experimental groups, median (Q1; Q3), n =10

Iloka3areJb KonTpoabnas rpynna, n =95 BKCHepl/lMEHTa.HLHaﬂ
rpynna, n=>5

Bec, xr 38,3 (37,2; 38,5) 40,7 (38,3; 43,4)

Bospacr, mec. 3,7(3,5;4,1) 3,9 (3,6;4,4)

ConeprxaHne TeMOrIo0nHa, T/IT 96 (82;97) 91 (89; 97)

HUcxonnoe conepxanue Hbf, r/n 0,2 (0,2; 0,2) 0,4 (0,12; 0,4)

Coneprxanue MetreMoriioouna, % 1,6 (1,6; 1,8) 2,2(2;2,4)

Jlo3a Hbf, BBeieHHOTO 1151 HHIYKIIMK TEMOJN3a, T 3,8(3,8; 3,9) 3,8(3,7; 3,8)

[Ipumeuanne: Hbf — cBoOomHBII reMorIoOnH; MEK Ty TPYNIIaMH He 0OHAPYKEHO 3HAYUMBIX PAa3IHIHi HU IO OTHO-
MYy U3 [IPEACTABJICHHBIX [TapaMETPOB.
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Figure 1. Dynamics of Hbf in the study groups



IKCIEPHMEHTA.

[Tpu MexxrpymIIoBoM cpaBHEeHUH KOHIIEHTparmy Hbf
B IJIa3M€ KPOBHU OBLIM MOJIYUYEHBI CIICAYIOLINE JaHHbBIE:
ypoBeHb Hbf B 0cHOBHOII TpyTiIie ObLT CTaTUCTHYECKH
3HaUUMO HMKe B Toukax 30, 60 u 90 MuHyT noce BBe-
nernst Hbf. JlanHpie mpeacTaBieHs! B Tadmmie 2.

AHecTtesnonorus u peannmaronorus / Pai

YTO TO3BOJHJIO MPOAOJIKUTH aHaJIu3 pe3yJIbTaTOB

AUC Hbf B m3ydaeMbIX rpymnmax mpoaeMOHCTPH-

poBaja CTaTUCTHUYECKH 3Hauumyro pasznuny: AUC

Hbf 6pina 3HAYMMO MEHBIIIE B TPYTITIE )KUBOTHBIX, KO-
TopbIM BhITTONHsA WHTaIAu0 NO. Iunamuka Hbf
B MICCTIC/IyEMBIX TPYIINaX OTPa)keHa Ha PUCYHKE 1.
JlaHHBIE O KOHIICHTPAIIMU METTEMOTIIOONHA Y JKHBOT-
HBIX HCCIEIYEeMbIX TPYII MPEICTaBICHbI B Tabmuie 3.

Tabuuua 2. Conep:xanue Hbf (r/;1) y ;KUBOTHBIX 3KCIIEPMMEHTAJIbHOI U KOHTPOJIbHOI IpyI,
meauana (Q1; Q3),n =10

Table 2. The Hbf value (g/1) of the experimental and control groups, median (Q1; Q3), n =10

Bpems nocJe KoHTpoakHan rpynna, n = 5 3KCHepHMSHTaJIbHaﬂ ManHa-YuTHU
BBeaeHuss Hbf rpynna, n=>5 U-tect
HcxomHo 0,2 (0,2;0,2) 0,4 (0,12; 0,4) p=0,33
15 munyT 1,9 (1,78; 1,9) 1,9 (1,7; 1,9) p=0,874
30 MUHYT 1,7 (1,6; 1,9) 1,2 (1; 1,3) p=0,047
60 MUHYT 1,24 (1,2; 1,5) 0,9 (0,9; 1) p = 0,046
90 MuHYT 0,94 (0,9; 1,2) 0,7 (0,7; 0.8) p=0,035
120 MunyT 0,79 (0,71; 0,8) 0,6 (0,4; 0,7) p=0,14
150 MunyT 0,7 (0,69; 0,7) 0,5(0,3;0,7) p=0,287
180 MunyT 0,56 (0,5; 0,6) 0,5(0,3;0,5) p=0,13
210 MuHYT 0,5 (0,5; 0,57) 0,4 (0,3;0,5) p=0,067
240 MuUHYT 0,5 (0,5; 0,53) 0,4 (0,4;0,5) p=0,16
270 MUHYT 0,5 (0,41; 0,6) 0,5(0,2; 0,5) p=0,164
300 MuHYT 0,3(0,3; 0,4) 0,5 (0,2; 0,5) p=0,75
AUC Hbf, r/n/300 mun 272,8 (230;272,5) 197 (183,3; 214,8) p=0,009

IMTpumeuanue: AUC Hbf — mromaas nox kpusoit auaamukyu konnentpanuu Hbf, Hbf — cBoGogubIii remorino6um.

Taoauua 3. Cogep:xanue MeTremMorsioonHa (%) y sKkMBOTHBIX IKCIIEPUMEHTAJIbHOM M KOHTPOJILHOM
rpynn, meguana (Q1; Q3), n =10

Table 3. Concentration of methemoglobin (%) of the experimental and control groups,
median (Q1; Q3), n =10

Bpems nocJie KouTtpoabHasi rpynna, n =5 | JkcnepuMeHTaAbHasA Manna-Yutuu
BBeaeHus1 Hbf rpymmna, n=>5 U-tect
Hcxonno 1,6 (1,6; 1,8) 2,2 (2;2,4) p=0,07

15 MmunyT 1,7 (1,7; 2,2) 4,15 (3,2; 5,15) p=0,009

120 MunyT 1,7 (1,3; 1,7) 4,9 (4,8;5,25) p=0,016

240 MuHYT 1,8 (1,4; 2) 4,9 (4,25;5,5) p=10,008

360 MuHYT 1,6 (1,2; 1,9) 4,15 (3,8; 4,9) p = 0,008



Wuranauust NO conpoBoXkianach 3HaUUMbIM IOBBIILIE-
HHEM YPOBHS METTEMOITIO0MHA 110 CPABHEHHIO C TPYIIION
KOHTPOJISI, YTO MOJIYYMIIO CTAaTUCTUYECKH 3HAYUMOE TIOJI-
TBEPKJCHUE HAa BCEX ITarax HcciemoBaHus. JluHamuka
KOHLICHTPALMH METIeMOIVIOONHA B M3Y4aeMbIX IpyIIax
OTpakKeHa Ha PUCYHKeE 2.

Oo6cy:xneHue

B Hamem wucciaenoBaHMM NMPOAEMOHCTPHUPOBAHA
BO3MOXXHOCTh CHIDKeHHS ypoBHA Hbf myrtem wH-
raJlsIHOHHOTO BBeAcHUs okcuma asora (II). Tax,
nogadya 80 ppm NO compoBoxjajiach 3HAUMMbBIM
CHWKeHWeM KoHIleHTpanuu Hbf mo cpaBHeHuto
C KOHTPOJIBbHOU I'pynnoi yxe yepes 30 MUHYT nocie
BHYTpHBeHHOTO BBeAieHus1 Hbf. BzanmoneiicTBre k-
3orenHoro NO ¢ Hbf moaTBepmanochk MOBHITIIEHH-
€M YPOBHS METIeMOIJI001Ha, COAECP)KaHUE KOTOPOro
Y JKUBOTHBIX OIBITHON IPYMIIBI ObIJIO 3HAYUMO BbILIIE
10 CPAaBHEHUIO C I'PYIIION KOHTPOJIS HA BCEX dTarax
9KCHEPUMEHTa. B KIMHMYECKUX HCCIeOBaHUAX
TOKCHUYHBIM CUMTAETCS YPOBEHb METIeMOrjoOMHa
5% [27]. B BBIIOJHEHHOM 3KCIEPUMEHTE METIe-
MOTJIOOMHEMHUSI HE JOCTUTJIA KPUTHUECKOTO YPOBHS

k%

5,0
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5 %, 4TO MO3BOJISIET FTOBOPUTH O OE30MACHOCTH BbI-
Opanno#t mo3upoBKU NO.

[lonyuyeHHble HaAMHM JAaHHBIE COTJIACYIOTCS C pe-
3yJbTaTaMyd pabOThl, BBIIOJHEHHOW IOA PYKOBOI-
ctBoM P. Minneci. ABTOpBI HCITONTE30BAIA JIBE MOJIE-
JIM OCTPOr0 BHYTPHCOCYAMCTOI'O TeMOJIM3a Y cOoOaK.
[lepBas Monenp npeanoaraia BHyTPUBEHHYI0 HHOY-
3WIO BOJIBI JUJISl HHBEKITUH B 103¢ 16 MII/KT/9ac Ha TIpo-
TSOKEHUW 6 9acoB ¢ JMOCTHKeHueM cozaepxkanus Hbf
B ma3me Ha yposae 200—-300 mxmons/1 (3,2—4,8 r/m),
BTOpasi — BHYTPHUBEHHOE OomtocHoe BBeneHne Hbf,
MOJIYUYCHHOT'O Iy TEM IIPEABAPUTEIIEHOIO TPEXKPATHO-
T'0 IUKJIA 3aMOPaKUBAHUS/Pa3MOPaKBaHU s IEJIbHON
KPOBHU KHBOTHOI'O C IOCJIEIYIOIIUM HEHTPUPYTHPO-
BaHHMEM U (PUITbTpanueld. ABTOPHI JI0KA3aH TUTIOTE3Y
o ToM, uto Hbf B mmasme kpoBu 3HAYUTENHHO CHH-
JKaeT OMOmOCTYMHOCTh SHAOoreHHoro NO, a Taxxe
BBI3bIBACT Ba30KOHCTPUKIUIO U, KaK CICICTBHE, IHC-
¢yskuuio sHporenus. MccnemoBaHue pe3ynbTaToB
WHTJISIHAK OKCHIA a30Ta B 103upoBke 80 ppm npose-
MOHCTPUPOBAJIO CTATUCTHYECKU 3HAYMMOE CHUKEHUE
YPOBHSI CPEIHETO apTepUabHOIO AABJICHUS, HHACKCA
00I1Iero COCYANCTOro COIPOTUBIICHUSI U COCYIUCTOrO
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Figure 2. Dynamics of methemoglobin in the studied groups
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COIIPOTUBJICHUSI MAJIOr0O KPyTa, a TAKXKE IOBBIIICHUE
CEepACYHOT0 HHJIEKCA B CPAaBHEHHM C YXUBOTHBIMH
KOHTPOJIbHOM I'pynmbl. belo mokaszano, yTo MHramis-
must NO Bei3eiBaiia okuciieHue 85-90 % cBoOogHOrO
OKCHTEMOTIIOONHA C 00pa30BaHHEM METTeMOTI00NHA.
OnHako B 3TOH padoTe HE y1aJI0Ch HOATBEPANUTD (PAKT
CHIDKeHUS cozepkanust Hbf B oTBeT Ha mHransauuio
NO [20].

B uccnenosanuu 1997 roma BHYTPUCOCYAUCTBIN
TeMOJIN3 y CBUHEH MOJEIMPOBAJIN IIyTEM BHYTPHBEH-
HOT'O BBEICHHS KPOBE3aMEHMTENSI TEMOITIOONHA, BHY-
TPUMOJICKYJISIPHO CLIMTOIO JUaclipyuHOM. BBenenue
JAHHOTO IIpernapara CONPOBOXKIAJIOCh POCTOM JIaB-
JICHUsI B JIETOYHOM apTepuH, JErOYHOTO COCYIUCTOIO
conpoTUBJIEHUA. bbl10 noka3zaHo, yTo nHraasuus NO
B 103UpoBKe 5 U 10 ppm conpoBOXKaanack CHUKEHHU-
€M JIaBJICHUS B JICTOYHOW apTEepPHUHU U JIETOYHOI'O COCY-
JIUCTOro conpoTunieHus [28]. Ha TOT MOMEHT aBTOpBI
HE CMOIIM OOBSICHUTH MEXaHU3M HaOII0NaeMbIX H3-
MEHEeHHH, OJHAKO ceifvac, ¢ OONBIION ToJeil BeposT-
HOCTH, Mbl MOXEM Mpeamnoaaratb, 4yTo NO OKuCIsI
KpOBE3aMEHUTENIb ¢ 00pa30BaHHEM MEHee TOKCHY-
HOTO METa0OJINTa, a TAK)KE BOCHOIHSI AepULUT 3H-
JOTEIHAIBHOIO PeNlaKCUpyomero ¢akropa, 4To CO-
MPOBOXKIAJIOCH CHUKEHUEM TOHYCa COCYAOB Majoro
Kpyra KpoBOOOpaIleHHSI.

Mps1 oOHapyxwimH, 9to nHrajmsanus NO accommu-
poBaHa co cHnxeHueM yposHsa Hbf. Dto norennunans-
HO MOXET IPEIOTBPATUTH HEraTUBHBIE MOCIECACTBUS
BHYTPUCOCYIUCTOrO remMosin3a. TakuM oOpa3oMm, BbI-
MOJTHEHHOE HCCIIeI0OBAaHUE TI03BOJISIET PAacCMaTpUBATh
uHTransanuio NO B ocTrepy3noHHOM MEepHojie Kap-
JUOXMPYPrUUECKUX BMEIIATEILCTB B KAYECTBE METO-
Ja Npo(UIaKTUKK U JICYCHUS MOCICICTBUI BHYTPH-
COCYJIMCTOrO IeMOJIN3a, OAHAKO [I0JyYCHHBIC JaHHbIC
TpeOyIOT MOATBEPXKACHUS B PAaHIOMU3MPOBAHHBIX
KOHTPOJIUPYEMbIX  KJIMHUYECKMX  HCCICIOBAHUSIX
¢ 60IBIIUM 00FEMOM BBIOOPKHL.

3akJo4eHue

Nuransuus NO B nozuposke 80 ppm npu reMosiu-
3€ M03BOIIsIeT CHMXKaTh ypoBeHb Hbf. Muransnus NO
B no3upoBke 80 ppm Npu reMoJiu3€ MOBBIIIAET yPO-
BEHb METIeMOIJIOONHA B Ipesesiax 0e30MacHbIX 3Ha-
yeHuil. TpeOyeTcs BbINOJIHEHHE PaHIOMU3HPOBAH-
HBIX KOHTPOJIMPYEMBIX KJIMHUYECKUX HCCICIOBAaHUI
¢ OONBITUM 00bEMOM BBIOOPKH C IEITBIO TIOITBEPHKIC-
HUst 39((HEeKTHBHOCTH U 0€30MaCHOCTH MPEI0KEHHOM
METOAMKHU.
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circulation devices”, No. 123021000129-1.
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Abstract

Stress hyperglycemia is a physiological defense mechanism that manifests itself in an increase in glycemia
in acute distress. Despite the fact that the presence of this phenomenon and its adverse effects on the body are
not in doubt, there are still no algorithms for intraoperative management of patients without a history of diabetes
mellitus: mandatory control of glycemia, frequency of control, intervention points for glucose, optimal insulin
therapy regimen, methods for leveling glucose levels. This review discusses the definitions of stress hypoglyce-
mia, pathogenesis, its effect on the human body, cut-off for glucose, predictors of hyperglycemia and possible

ways to prevent adverse effects.

Key words: glucose cut-off point, insulin therapy, intraoperative glucose, stress hyperglycemia.
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EDN: OFCIMQ

BrniepBble 00paTwi BHUMaHHME Ha IOBBILICHHE
TIIMKEMUU Yy TAIMEeHTOB 0Oe3 caxapHoro auadera
npu oo6mnbHOM KpoBomorepe Claude Bernard B 1877
roxy. B Hacrosmee Bpems nosiBasieTcst Bce OoJiblue
u OOJIbILIE HCCIICIOBAHMUMN, JIOKA3bIBAIOLINX HAJIWYUE
CTPECCOPHOI TMNEPIIIMKEMUHU IIPH OCTPBIX COCTOS-
HUSAX (TpaBMax, XUPYPrudecKMX BMELIATEIbCTBAX,
ocTpoM HH(apKTe MHOKapAa, OCTPOM HapylICHUH
MO3TOBOTO KPOBOOOpAIIeHNs) U €€ HeOIaronpusTHO-
ro BIUSHUS HA IPOTHO3 115 nauueHTa. CTpeccopHO
TUIEPITIMKEeMHUEH Ha3blBaeTCs IIOBBIILICHUE YPOBHS
TJIIOKO3bl y TALMEHTOB B KPUTHYECKOM COCTOSIHHUU,
CaMOCTOSITEIBHO pa3peliaronieecss Npu KylHupoBa-
HUHU OCTPOro mpouecca. IToT (EHOMEH MOXKET BbI-
ABJIATbCA KaK IpPU HaJIMYUU caxapHOro nauadera,
TaK U y NMalUEHTOB C HOPMOIJIMKEMHUCH B aHaAMHE3e.
CyIIecTBYIOT pa3JIMYHBIE KPUTEPUU TUATHOCTUKH
JAHHOTO COCTOSIHUS: HEKOTOPbIE UCCIIE0BATENIN OPH-
SHTUPYIOTCSI Ha OOIIME MapaMeTphl, HCIOJIb3yeMble
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JUTSl TIOATBEPKICHUS caxapHoro nuadera (ITIMKeMUS
BEHO3HOH Mma3mbl Beime 11,1 MMonb/ B m00oe Bpe-
Ms CYTOK W BbIIIIe 7 MMOJB/I HaTomlak) [1], MHOTHE
HCCIICIOBAHHUSI ONIPENCIISIIOT OCTPYIO THIEPIITUKEMHIO
TP 3HAYCHU X BhITIE 8,3 MMOIB/T [2, 3], 7,8 MMOIB/TT
[4] wim 11 Mmomw/i [5, 6]. OmHaKO HA CETOXHSIITHII
JIeHb HE CYLIECTBYET SICHOTO IOHUMAaHUs, KaKOH ypo-
BEHbB IJIIOKO3BI CIEAYET OTHOCUTH K CTPECCOPHOM T'H-
MEPIIUKEMUHU. YTOUHEHUE «OTPE3HON TOUKU» yPOBHS
IJIIOKO3bl HEOOXOAMMO ISl NMPHUHSITUS CBOEBPEMEH-
HBIX MEp IO HUBEJIHMPOBAHUIO OTPULATEIHHOTO BIIU-
sHuS; cut-off ToIKHA OmpenensiThes Ha OCHOBAaHHH
pHCKa yBEJINYCHUS YaCTOTHI OCJIOKHEHHH.

Ocrtpast runeprMKeMust IMEET MHOTO HeOIaronpu-
ATHBIX ((HEeKTOB, TaKMX KaKk 00pa3oBaHUE YHIOTEIH-
AJIbHOTO OKCHJIa a30Ta CO CHIKEHUEM Ba30AMIaTalllY,
MOBBIILICHUE 00pa30BaHMsI YHAOTEITHAIBHBIX U JEHKO-
LUTHBIX aAre3UBHBIX MOJICKYJ, CHIDKCHHME (DyHKUINH
KOMITJIEMEHTa, yXy[IIIeHne (QyHKIUH HEeWTpoduion
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W YBEIMYEHHE CHHTE3a LMTOKMHOB. BONBIIMHCTBO
STUX IMPOLECCOB BO3HUKAIOT MpH mukemun 10-11
MMoITk/1. Hampumep, B nccnenoBanuu Lazzeri n coas-
Topos (2010) [7] 252 marmuenTa ¢ oCTphIM HHPAPKTOM
MHOKapaa 0e3 aHaMHECTUYECKHUX JaHHBIX O CaXapHOM
nuabere ObUTH pa3fesieHbl HA TPU TPYMIbI B 3aBUCHU-
MOCTH OT ypOBHS TnmkeMuu: < 7,8 mmounb/m; 7,8—10
MMOJTB/1T; > 10 MMonb/m. CMepTHOCTH ObLTa 3HAYUMO
BBIIIIE B TPYIITIE TIAITUEHTOB C IIHKeMuer > 10 MMOITB/I
(15,9 %) no cpaBHEHUIO ¢ IBYMs APYTHMMHU TPyNIIaMU
(p=0,001 u p = 0,034 coorBercTBeHHO). [ MTIeprTIKE-
MUl ABJISUIACh HE3aBHCHUMBIM NPEJUKTOPOM CMEPTHO-
CTH Y NALICHTOB B OTAEJICHUN HHTEHCUBHOMH Tepanuu.

Ewe B oiHOM HcciieoBaHUU [8] TakKe BBISIBICHBI
HE)KeJaTeJIbHbIE SIBJICHUS Ha ()OHE INIMKEMHUH BBIIIE
10 MMoOJIB/IT: OBLTH BKIJTIOYCHBI 3586 ManmueHToB (N =
3586), TOCIMUTAIM3UPOBAaHHBIX MO TIOBOAY OIepa-
TUBHOTO JICUCHMS] apTEPUl HIDKHUX KOHEYHOCTEH.
l'umeprnukemust (Beime 10 MMONB/T) COMpPOBOXKIA-
Jach OONbIICH JJIMTEIBHOCTHIO T'OCIHUTAIN3ALNN
(6,9 nueit vs 5,1 gueit, p < 0,0001), Gospmieit yacTo-
Toi nHpexuuit (23 % vs 14 %, p < 0,0001), ocTpsix
OCJIO)KHEHUH (3JIEKTPOJIMTHBIE HAapyLICHHUs, OCTpas
Mo4YevyHasi HeJOCTAaTOYHOCTD, PECIIUPATOPHBIE OCIIOXK-
HEHMSI) IO CPAaBHEHUIO C NALIMEHTaMHU ¢ 00Jiee HU3KUM
YPOBHEM IMTUKeMHUH. YacToTa NOBTOPHOM rOCIUTAIH-
3aruu B TedeHue 30 qHEH (TO eCTh OTCPOYCHHBIE OC-
JOXHEeHus) Obl1a cxoqHa Mexxay rpynmnamu (10,9 %).
Bonbmast yacrota MHQEKIMOHHBIX OCIOXHEHUHN BBI-
SIBJIATACh W NPU MEHBIIEM ypoBHE IiinkeMuu: 49 %
n3 3150 oOcie0BaHHBIX MAIIMEHTOB UMEIN WHTPAO-
MEPAIOHHO THIIEPTIUKEMHUI0 (BbIE 8,3 MMOIB/M),
ny 15 % u3 HUX BO3HUKJIN NUH(EKIIMOHHBIE OCIIOKHE-
Hust. [lanmenTs! ¢ HeBbIpaXkeHHOH (8,3—11,0 MMOTTB/IT)
n ymepennoit (11,1-16,6 MMOB/1) TUTIEprIMKEMHUCH
HUMEJIM 3HaYMMO OOJIBLIMM PUCK MH(EKIHMOHHBIX 3a-
0osieBaHUH B MOCIICONEPALMOHHOM IIEPUOIE 110 CPaB-
HEHMIO C JIMIIAMU C HOPMaJIbHBIM YPOBHEM INIUKEMHUHU
[9]. UccnenmoBanue, mpoBeaeHHOoe X. Xiong U KOJIe-
ramu (2023), MOATBEpPKAAET MPEABITYIIHE BBIBOJBIL:
Yy KapAUOJIOTHYECKUX OONBHBIX PUCK HH(PEKIINOHHBIX
OCJIO)KHEHHUH MOBBIIIAETCS IPU YPOBHE MHTpaolepa-
[IMOHHOW TTUKeMHH BIIEe 8,3 MMoJTb/1 [10].

Ecin oneHuBaTh JOITOCPOYHBIC IEPCHEKTUBBI,
TO MNpPU HUHTPAOHEPALMOHHON runepriavkemun 10
MMOJIB/JT HE OBIJI0 YBETWYEHHS] CMEPTHOCTH WU OC-
Jo)kHeHUH uepe3 30 aHeil mocie onepaTuBHOrO BMe-
aTenbCcTBa, ogHaKo mpu raukemun 250 mr/mi 13,8
MMOJIB/TT Takas 3aKOHOMEPHOCTb YX€ INPOCIICKUBa-
nace [11].

B npyrom umccnenoBanum, Ishihara m coaBTopoB
(2005) [5], cpenu 1253 mamumeHToB uepe3 48 yacos
ocje ocTporo HH(papKTa MUOKapIa TaAKXKe OTMEUEeHa
OosblIast 4acTOTa CMEPTHOCTH NPH TMIIEPIIIMKEMUN >
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11 MMOITB/1, 4YeM TIpH HOPMAJIHHOM YPOBHE TITIOKO3BI
(16 % vs 6 %, p < 0,01). B aTOM HccnenoBaHUY HE BbI-
SBJICHO OTJIMYMU MEXIYy IMaldeHTAMU C CaxapHbIM
nabeToM MM 0e3 Hero, OJTHAKO, 110 JTaHHBIM JPYTHUX
paboT, MoTyYeHBl pa3iuyusi B 9aCTOTE OCIOXKHEHHI
MEXIy MalMeHTaMu C TPEACYIIECTBYIOIMUM caxap-
HBIM IuabeToM 1 0e3 TakoBOTO. bhlTo moka3aHo, 9ToO
4acTOTa OCJOXKHEHUH (CepledHO-COCYIUCThIE 3a-
OoneBanus, WHMEKIIUU, OCTpas MOYEUHAss HEIOCTa-
TOYHOCTH, MPOJOIKUTEIBHOCTh NMPEOBIBAHHUS B OT-
JISJICHUH peaHuMaIlid U CMEPTHOCTH) Y TAIlUEHTOB
C BIIEPBBIC BBISIBJICHHOHN CTPECCOPHOMN TUMIEPTIIHKEMH-
et Oputa B 18,3 paza BbIIIIe, 4eM Y JIMI] ¢ HOPMOTJTUKE-
MHEH, B TO BpeMs KakK y IMalHMeHTOB C MPE/IIecTBO-
BaBIIMM CaxapHBIM auabeTom Bcero B 2,7 pasza [8].
MHorue apyrue WCCIeAOBaHUs MOATBEPKIAIOT, YTO
MareHTsl 0e3 caxapHoro amadera B KPUTHYECKOM
COCTOSSHUH TIPH THUNEPTIUKEMHH WMEIOT TTOBBINICH-
HBII PHCK CMEPTH, YeTr0 He HaONroaeTcss y OOIbHBIX
¢ caxapHbIM quabeTom B anamuese [12-16].
Oka3zanoch, 4TO TIOMUMO OOJBINEH YacTOTHI OC-
JIOKHEHUH U CMEPTHOCTH Y MTAIlHEHTOB 0€3 caxapHOTO
nrabeTa Py CTPECCOPHON THIIEPTIINKEMIH, YPOBEHb
TITFOKO3BI KPOBH, TIPUBOSAIINHN K YBEITHYESHUIO YaCTO-
THI OCJIO)KHEHHH, y TaKMX MAIMEHTOB MEHBIIE, YeM
y OOJIBHBIX ¢ caxapHbIM AuadbeTom: 7,8 MMOJIB/IT U 00-
nee 10 MMOJIB/TT cCOOTBETCTBEHHO [17]
WNHTpaonepanmoHHass TIHKEMHUS TakK)Xe BIHUSET
Ha BO3HUKHOBEHHE ITOCIICOTICPAIIMOHHBIX OCIOKHE-
HUW: C TIOMOIIBIO JIOTUCTUYECKOH perpecchu ObIIo
MmokaszaHo Ha BBIOOpKe W3 409 manueHTOB, MOIBEPT-
MTUXCS KAPAHOXUPYPrUIECKOMY BMENIATEIBCTBY, YTO
MOBBIIICHUE MHTPAONEpPallMOHHON rinkemun Ha 1,1
MMOJTB/JT CBSI3aHO C YBEJIMUYEHUEM YaCTOTHI OCIOKHE-
HUW (CMEpPTHOCTh, MH(PEKIIUHU, OCTpasi ModeyHas He-
JIOCTaTOYHOCTh, OCTPOE HAPYIIEHHE MO3TOBOTO KPO-
BooOpaIeHus, Aenupuil, PUOPHUIIAIIHAS TTpeaCcepaui,
MPOJIOHTHPOBAHNE BPEMEHH HCKYCCTBEHHOW BEHTH-
nsun Jterkux) Oonee yem Ha 30 % (OP 1,34; 95 % A1
1,1-1,62) [28], prck HECOCTOATETHFHOCTH aHACTOMO3a
P KOJIOPEKTATBHBIX OMEPANHAX ObLI BBIIIE TPH HH-
TpaoTepalMoOHHON TiukeMun Oonee 7 mMmons/m [18].
UccnenoBanue 2019 r. [29] noaTBepKIaeT BIHUSIHUE
WHTPAOTICPAIIMOHHOW THIEPIIUKEMUn (B JTAHHOM
Cilydae THUTEPTIIMKEMHUEH CUMUTAJICS yPOBEHB TIIFOKO-
361 BHIIIIE 8,3 MMOIIB/T) Ha KOTHUTHBHBIE (YHKIIHH
naruenTa. [lokazaHo OTCyTCTBHE BIWSHHUS Ha KOT-
HUTHBHBIE (YHKIHH B JOJTOCPOYHON MEpPCHIEKTHBE
(3 Mec.), OTHAKO BBISIBJICHO YBEIWYEHHE YAaCTOTHI BO3-
HUKHOBEHUS ICTTUPHS B TEUESHUE TIEPBBIX CYTOK TTOCITEe
omeparuu (OR 3,86 [CI 95 % 1,13, 39,49], p = 0,044).
TakuM 00pa3oM, MOXKHO CHENaTh BBEIBOIL O TOM,
YTO 3HAYMMBIM TIOBBIIIEHWEM YPOBHS TIWKEMHH,
KOTOpOe TpeOyeT HEOTIOXKHBIX MEPONPHUSATHN IS
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YMEHBIICHHUS] HEOJaronpusTHOIO BO3JAEHCTBUS, SIB-
nsercs 8—11 MMoIb/II.

YacToTa cTpecCOpHON TMIEPIIUKEMHUH Y MallUeH-
TOB B KPUTHUYECKUX COCTOSHMSIX JOCTaTOYHO BBICO-
Ka: TI0 pa3HbIM JaHHBIM OHa Kosebsercs oT 9,9 % [6]
10 75 % [19]. Takoii pa36poc, BO3MOKHO, 00yCIOBICH
OTCYTCTBHEM UYETKHMX JHAarHOCTMUYECKUX KPUTEPHUEB
CTPECCOPHON T'MIEPIITMKEMHH M, COOTBETCTBEHHO,
pasIu4MsIMH B BBIOOpE YPOBHSI IIIOKO3BI 151 OTIPEae-
JICHUSI 3TOT'O COCTOSIHUS.

HecmoTpss Ha camocCTOsTENbHOE paspelleHne
OCTPOH THIIEPITIMKEMHH, 3TO COCTOSTHUE TpeOyeT 00s-
3aTeJIbHOTO JICYCHNUS, a B HJeasie — MPEeJOTBPAILICHHS
BO3HMKHOBEHHS, JJIsI YET0 HEOOXOOUMO BBISBICHHUE
HNPEAUKTOPOB M CHOCOOOB MHUHHUMH3ALMN MHCYJIUHO-
PE3UCTEHTHOCTH U THIIEpIIINKeMHUU. Bo MHOTHX Hccie-
JIOBAaHMSIX OBLIO ITOKA3aHO YBEIMUYCHHUE YPOBHS CMEPT-
HOCTH, YaCTOTBI OCJIOKHEHHUI U NMPOAOIDKUTEIBHOCTH
TOCHUTAJIM3ALUN TPH CTPECCOPHON THUIEPIIIUKEMUN
[20, 21] y mauueHTOB moCiie onepaluii Ha KUIICUYHU-
ke [22, 23, 30], na xenynke [24], mocne Gapuarpude-
ckoil xupypruu [25], kapauonoruueckux [2, 26-28],
opronenuyeckux [59] U HEHpOXUPYPrUUECKUX BMeE-
marenbetB [31], octporo mHbapkra muokapna [4, 7,
5], ocTporo HapyIIeHHs] MO3TOBOTO KPOBOOOPAIICHHS
[32, 33]. T'uneprnukemusi SIBISIETCS HE3aBUCHUMBIM
IPEAUKTOPOM CEPACYHO-COCYAUCTOIO PUCKa y Halu-
EHTOB 0e3 XMpPYpPruueckoro BMELIaTeNbCTBA, HAXOs-
LIUXCS B OTJICJICHUN UHTEHCUBHOU Tepanuu [34].

IlaTorene3

OCHOBHBIM NaTOr€HETHMUYECKUM MEXaHU3MOM BO3-
HUKHOBEHHUSI CTPECCOPHON THIICPIIIMKEMUH SIBIISCTCS
MHCYJIMHOPE3UCTEHTHOCTh. XUPYPrudeckuii crpecc
MPUBOJUT K MOBPEXKACHUIO TKaHEH, HAPYIICHUIO MU-
KPOLMPKYJIALUHN U TOCICONEPALIMOHHBIM OCIIOXKHE-
HUSIM, TAKUM KaK CEIICHC.

AddepenTHbIe HEpPBHBIE UMITYJIHCHl K T'OJIOBHO-
My MO3TY SIBIISIFOTCSL TpUTTE€paMH HE TOJIBKO Ooun,
HO W NPONYyKUHMHM LIUTOKMHOB. [IpoBocnanurenbHble
(bpaxtop Hekposza omyxonu (PHO), maTepneiikuH-1
(WUJI-1), wnaTepneiikua-6 (MJI-6), wuHTEpneHKuH-8
(MJI-8)) m mpoTWUBOBOCTIANUTEIbHBIC (MHTEpPICH-
kuH-10 (MUJI-10), narepneiixkun-4 (UJI-4)) nurokuHb!
Y4acTBYIOT B OCTPO(a3HOM OTBETE: JIUXOpajKa, JeH-
KOLIUTO3, CUHTE3 OCTPO(a3HbIX OCIKOB U AaKTHBALIUS
nuMmyHureTa [35].

Cekpenysi NPOTHBOBOCHATIUTEIBHBIX LUTOKMHOB
(MJI-10) yBenmnunBaeTcs MOHOIIUTAMH TIPH XUPYPIH-
YeCKUX BMeIIaTeIbcTBax O0bIIoro oosema [36, 37].

AddepeHTHBIN UMITYIIBC U3 TOBPEKICHHBIX TKaHEH
CTUMYJIUPYET HE TOJIbKO CUHTE3 IUTOKUHOB, HO U CTpeC-
COPHBIX TOPMOHOB (apEHAINH, KOPTHU30J1, IIIIOKaroH),
TOPMOHOB THIIO(U3a M AKTUBALMIO CHMIIATHYECKOH
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HepBHOU cucTeMbl [19], 9To crmocoOCTBYeT BO3HUKHO-
BEHHUIO CEPIICYHO-COCYIUCTOrO U METab0OIMIECKOTO OT-
BETOB. MeTaOONMMYeCcKuii OTBET JETUTCS Ha KOPOTKHUN
(1224 gaca) n nponomkuTenbHBIN. [[ponomkuTensHas
(haza oTBeTa — KaraboiMyecKas, Jascsa 3—8 JaHel,
KOIZIa «OIyCTOLIAIOTCS 3alachl MBI U XKHPOBOTO
Jerio. 3areM cienyeT aHaOommdeckas (asa, Jsmasics
HECKOJIbKO HeJlelb, BO BPEMsI KOTOPOH BOCCTaHABIINBA-
FOTCS 3amackl )Kupa, Oenka u Macca tena [38]. B xarabo-
IUYECKyIo (ha3y yBEJIMUUBACTCS NPOAYKIUS aIpeHaH-
Ha, YCUJIMBAETCsl MOOMIIM3ALMS JKUpa U OeNKa, IPUBOLISL
K TOBBIIICHNUIO AKCKPELHMH a30Ta C BO3HHMKHOBEHHEM
OTPULATEIBHOTIO a30THCTOTO OajIaHca v MOTEPe MacChl
Tena. YBEJIMUUBACTCS NPOAYKINS IVIFOKO3bI BCIICICTBHE
IJIMKOTCHOJN3a 1 DIIIOKOHEOTeHe3a. YBEIMIUBACTCS ce-
KpeLUsl MHCYIMHA, HO CHWXXAETCS 4YyBCTBUTEIBHOCTD
K HEMy H3-3a MHTHOMPYIOLIEro NEHCTBUS aJpeHaInHa
U DIIoKaroHa. [Ipy MHCYIIMHOPE3NCTEHTHOCTH BO3HHKA-
er unonu3. CBOOOAHBIC KUPHBIE KUCIOTHl YCUITUBAIOT
MHCYJIMHOPE3UCTEHTHOCTD IIyTE€M HApYILEHUS peLer-
TOPHOTO OTBETAa MHCYJIMHA Ha Iepudepuy M CHUHTE3a
IJIMKOTeHA. JTa JIMIIOTOKCUYHOCTD, 10 aHAJIOTHUH C TIII0-
KO30TOKCHUYHOCTBIO, YCHJIMBACT MPOLECC BOCIAICHHUS.
B cBoro ouepenp, coueTaHMe IIFOKO30TOKCHYHOCTH,
JIMIIOTOKCHYHOCTH M BOCHAJIMTEIIBHOTO KOMIIOHEHTA
CIOCOOCTBYET Pa3BUTHIO SHIOTEIMAIBHON IUC]YHK-
. Bee 3TO NPUBOIUT K IOBBIIECHUIO DIMKEMHUH
[38, 39]. BbIpaX€HHOCTh HHCYJIMHOPE3UCTEHTHOCTH
NPOIOPLUMOHANIbHA BEJIMYMHE ITOBPEXKICHUS, HalpH-
Mep, OHa MEHbILE MPH JANapOCKOINMYECKUX OIepary-
X, YeM IPH JaNapOTOMHUUECKHX, 1 MaKCUMalbHa MPU
OONBIIMX M0 JUIMTEIBHOCTH M 00BEMY BMeELIATENb-
CTBaX, HANpUMEpP, KOJIOPEKTAIBHOH OHKOXUPYPTUH
[40, 41]. Ectb naHHBIC O CHW)KEHUM UYyBCTBHUTEIBHO-
CTH K MHCY/IMHY Ha ()OHE TAKNX BMEIIATEIILCTB: CBBIIIE
90 % 1O CpaBHEHHUIO € JOONEPALMOHHBIM P OTIEpaLH-
SIX Ha KUILIeYHUKe [39]. 3aBUCUMOCTb HapyILIEHUH yIie-
BOAHOTO OOMEHa OT 00beMa OINEPaTUBHOIO JICUCHUS
Takas ke, Kak U y HUHCYJTUHOPE3UCTCHTHOCTH: MEHBILIE
U JTaapOCKONNYECKOH 10 CPABHEHUIO C «OTKPBITOW)
xupypruei [21].

Ha nepudepun MHCYIMHOPE3UCTEHTHOCTh peaju-
3yeTcs 2 MyTSAMH: YMEHbIICHUE UHCYJINHO3aBUCHMO-
o NOTPEOIEHHUS TITFOKO3bI IPUBOAUT K 1€(EKTY B IO-
CTPELENTOPHOM MHCYJIMHOBOM CHUTHAJIC U CHUKECHUIO
peryisinuu riaroko3Horo Tpancnoprepa GLUT-4. Io-
MHMO 3TOI'0 CHHYKAeTCs CHHTE3 IIIMKoreHa. Upesmep-
Hasl CeKpeLusi ¥ KOPTU30Ja, U MUHE(PPUHOB yMEHbB-
[IaeT HMHCYJHMH3aBUCUMOE IOTPEOJICHHE TIJIIOKO3BI.
Hurokunsl, Takue kak PHOa u uHTepaeiikun-1, un-
rUOUPYIOT NOCTPELENTOPHBIN HHCYTMHOBBIN CUTHAJL.

B cBoto ouepenp, cama TUIEPriIMKEMUs] YCUIINBAET
BBIPA0OTKY LINTOKHMHOB, BOCIIAJICHUE, OKCUIATHBHBIH
CTpECC, YTO CO3JAeT 3aMKHYTBHIH KPyT U IPUBOIUT
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K emie OONbIIeMy YpOBHIO TIIMKeMHH. Pazperrenue
THIIEPTIIMKEMHUN CIIOCOOCTBYET HOPMAJIM3aI[H BOC-
MaJNTEIEHOTO OTBETA.

Kpome Toro, manuent-cnenuduueckne QpaxTopsl,
HEKOTOpBIC TepaNleBTHUECKHE BMEIIATEIbCTBA, TAKHE
Kak WH(QY3Us KaTeXOJIAMHHOB, KOPTHKOCTEPOUIOB,
SHTEpAJIbHOE M TapeHTEepaNbHOE HUTAHUE, MOTYT
YCHIJIMBATh TUIEPTIINKEMHIO.

IIpeauxTopsl

JUist CHYDKEHHMSI 4acTOThl CMEPTHOCTH U OCIJIOXK-
HEHMH HEOOXOIMMO BBISBIISTH HMPEIUKTOPHI CTpec-
copHoil runepriaukemuu. B wuccnenoBanum Garg
u coaBTopoB (2013) [2], uzyuasmem 1453 manueHTOB
C pPa3BUBILICHCA CTPECCOPHOM T'HMIEPIIMKEMHUEH Mo-
cJie KapAHOoNOoruyeckux onepanui u 2205 nanueHToB
C HOpPMAaJIbHOW TIJIMKEMHEH, BBISIBJICHBI CICIYIOIIUE
MPEIUKTOPBI: BO3PACT (MALMEHTHI ¢ T'MIIEPIIIMKEMU-
eil ObLTH cTapIiie), My>KCKOH TT0JI, WHIEKC MacChl Tela
(mamMeHTHl ¢ TUIEPIIIMKeMHEH UMeIu OOJIbIINH HH-
JIEKC Macchl Tela), HAJIM4YUE apTepHalbHON rumep-
TEH3UH U TUIIEPXOJIECTepUHEMUH. MHOropakTOpHbII
JIOTUCTUYECKUN PErpEeCCUOHHBIN aHaIu3 MoKa3al He-
3aBUCUMBIC (DAKTOPBI TMIIEPIIIMKEMHUH: BO3PAcCT, 107,
HMHJIGKC Macchl Teja, yPOBEHb ChIBOPOTOYHOr'O Kpea-
THHWHA JI0 OTIEPAIlNy, (PpaKIus BRIOPOCA JIEBOTO HKe-
JTy04Ka, KapAHOJIOTHYECKHE ONepalui B aHaAMHE3e,
MpeIoTepaMoHHbI KaparoreHnsiii mok (p < 0,05
ISl BCEX TTapaMeTPOB).

B apyrom uccnenoBanuu [43] Takke OTMeuyeHa
KOppEeJsLUs YaCTOThl OCIOKHEHUH y NallMEHTOB I10-
CJIe OIEPaTHUBHOTO JICUYCHHS ¢ HAJIMYUEM apTepHallb-
HOW T'MIIEPTEH3HH, CEPIAEUHO-COCYIUCTHIX 3a0o0eBa-
HUH U 0)KUPEHUEM.

Varunya Sermkasemsin ¢ xonneramu (2022) [44]
HasbIBaeT cluenyromue (GakTOpbI-NMPEIUKTOPbl HH-
TPaoNepalOHHON TUHEPIIUKEMHUH: IMTEIbHOCTD
anecte3uu 6onee 3 gacos (p = 0,021), uaTpaoneparu-
onnas runorensus (p < 0,001), BBemeHUE TIIFOKOKOP-
tukouoB (p = 0,013), remorpanchysus (p < 0,001),
(m3nuecKknii cTaTyc MAIMEHTOB 1O KJiacCH(pHUKAIIN
AMepHuKaHCKOro o0IecTBa aHecTe3nosoroB (ASA
physical status classification system) 3 (p < 0,001).

VY nmanueHToB C MPeICyLIECTBYIOMIMM CaXapHbIM
nuabeToM MPEeIuKTOPOM BO3HUKHOBEHHS OCIIOX-
HEHUH W YBEIMYEHHUS CMEPTHOCTH MOXKET CIIYXHUTb
ITIMKUPOBAHHBIN T'€MOTJIOOMH, OIHAKO 3TH JaHHBIC
MpoTHBOpeUnBHL. B omHOM mccnenoBanuu [43] ObLia
rmoka3zaHa Ooublas dacToTa ocloxHeHUH (36 % vs
11 %) y manueHToB ¢ ypOBHEM INIMKMPOBAHHOTO Ie-
Morno0uHa Bble 6 %, CMEPTHOCTh B 00€UX TIpyll-
nax Oblja cXoaHa. ABTOPHI JENAIOT MPEANOIOKECHUE
0 OOIbIIeM ypOBHE OCIOXHEHHH BCIEICTBHE OOJb-
meil KOMOPOMIHOCTH (CepIedHO-COCYAUCTasl MaTo-
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JOTHUsA, OXUpeHue). B napyrom wmccnemoBanuu [45]
y HAaIMEeHTOB C YPOBHEM INIMKMPOBAHHOT'O T'€MOIJIO-
OuHa BbIme 6,5 %, MOABEPrIIMXCS XUPYPrUUYECKO-
My BMEILIATEIbCTBY HAa KJallaHax cepiua, HeCMOTPS
Ha Mpeodiajanre B DTOH TpyIe MaIlMeHTOB Ooee
crapmero Bo3pacra (70 net vs 66 neT), ¢ Oonpmiei ya-
crotoit quciumuaemun (83,5 % vs 57 %) n xpoHude-
CKOM cepieuHo HepocTaToaHOCTH (39,5 % vs 27,8 %),
OTIMYMNA B yPOBHE CMEPTHOCTH M 4aCTOTE OCJIOXKHE-
HUH BBISIBJICHO He ObL10. BeposiTHO, TpoTHBOpEUMBbIC
JaHHBIC U OTCYTCTBHUE Pa3JINUUIl B YPOBHE CMEPTHO-
CTH Y 3THX NAaILEHTOB CBA3aHbI C HU3KOH OTPE3HOM
TOYKOH TIAWKUPOBAHHOTO TremMorinoomHa (6—6,5 %).
Crnenyer oxxuaaTh 0oJsiee BbIPaXCHHbIE OTIIMYUS TIPH
SIBHOM T'MIIEPIIIMKEMUU.

B cBsi3u ¢ TeM, YTO NMpU OAHOM M TOM XK€ YPOB-
HE MIMKEMUHU Y MAaleHTOB CO CTPECCOPHON TMIEpr-
nuKeMuel 0e3 caxapHoro nuadeTa B aHaMHE3€ Ipo-
LEHT IOCJCONEPALIMOHHBIX OCJIOKHEHUH BBIILE, YeM
y OONBHBIX C caxapHbIM JauabeToM, HEeoOXOIUMO
YTOYHEHUE YPOBHSI TJIMKEMMH, NP KOTOPOM Tpedy-
€TCsl HA3HAaUCHUE CaXapOCHIDKAIOLIEH Tepanui.

EcTb uccienoBanus, KOTOPhIC BBISIBUIM CBSA3b MH-
CYJIMHOPE3UCTEHTHOCTH ¢ HU3KUM ypOBHEM (ocdopa
y NALMEHTOB C OCTPOH TMIEPrIUKEMHUEN B OCIeomne-
panroHHOM nepuoae. MHCyIMHOPE3UCTEeHTHOCTD CTa-
HOBUJIACh MEHEE BBIPA)KEHHOH NPU KOPPEKLIUHU CHIBO-
potouHoii runodocharemnn [27].

Hccnemoranme S. Lee u kommer (2021) BBISBHU-
7o emie onuH ¢pakTop prucka: C-peaKTUBHBIN OEIOK.
Bb110 MoKa3aHo, UTO COYETAHHE UHTPAONIEPALIUOHHON
CTPECCOPHOI THNEPIIUKEMHUH U HOBBIILIEHHOTO yPOB-
Hst CPb o omepanuu yBelIM4MBaeT PUCK BO3SHUKHO-
BEHHUSl OCTPOTO IOBPEKICHMS MOYEK B IOCieonepa-
LHOHHOM niepuone [46].

Ha ypoBeHb TIIMKeMHMM BIMSET M HHTpAoOINEpa-
nuoHHasi MH(py3uoHHas Tepanus. B uccienoBaHuu
S. Maitra u coaBtopoB (2013) [47] u3yuanuce aBe
rpymmsl nanueHToB (o 100 genoBek) B Bo3pacte 18—
60 et Ge3 caxapHOTo AMadeTa, MOABEPTITUXCS KaKO-
My-IH0O ONEpPaTHBHOMY JICUCHHUIO (KpOME KapaHoXu-
PYprum) ¢ mpuMeHeHneM o01ei anecTe3nn. B mepBoi
rpyIIe B UHTPAONEPALMOHHOM IIEPHO/IE UCIIOIb30Ba-
nu pactBop Purrepa (rpynma A), BO BTOpOH rpymre
(rpynna B) — pactBop, comepxkamuid 0,9 % NaCl,
5% nexctposbl 1 20 MMonb/n xmopuaa kamus. Ka-
NWUISIpHAs TI0Ko3a Obljla MCCiIedoBaHa 10 Hadaja
nH(Y3MOHHON TEpaNNU U YePe3 Yac MOCIe OKOHYAHUS
ormeparuu. [Ipu mpeBbIIeHNN TINKEMAN 8,3 MMOJIB/IT
BBOJMJICS MHCYJIMH BHYTPUBEHHO OOiroCcHO. B rpym-
ne By 63 % nmanueHToB oTMevacs o MEHbIIEH Mepe
1 snu3on runepriaukeMud (6ombie 8,3 MMOJIB/IT), B TO
BpeMs Kak B rpymnme A Tonbko y 29 %. [lns noctrxe-
HUSl HOPMOITIMKEMHUH B rpynne B TpeboBanacs 00ib-
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mast go3a uHcynauHa. OP runmeprinukeMun B rpymnme
B cocrapmamo 2,172 (95 % AU 1,544-3,057).

Takue sxe pe3yabTaTsl ObUTM IMOIYYEHBI IPH H3Y-
YEHUM BIUSHUS 3TUX PacTBOPOB BO BpeMs aOIOMH-
HAJILHOW XUPYPTUHU UIMTETHHOCThIO Oomee 90 MHUHYT
Ha YpOBEHb DIMKEMHUM [3]: DIMKEMHUSI UCCIIE0BANACh
[0 Hauasla HHQY3MOHHON Tepalnuy U KaXIble roirdaca
JI0 OKOHYAHMS OIlepaluy, NPHU MOBBILICHUN TIMKEMHUU
Oomprre 8,3 MMONB/T BBOAWIICS WHCYTUH. He ObLIO
CTaTHUCTUYECKU 3HAYMMBIX PA3INYUil B YPOBHE INIIOKO-
3B1 I0 OTIEpaITiy, OJJHAKO BO BTOpoii rpyme (p-p NaCl
0,9 % + p-p aexcrpossl + p-p KCl) ypoBHH mIHKeMUH
Ha 15, 30, 60, 90, 120 u 150 MuH. ObUIH 3HAYUMO BBIIIIE,
PETHCTPUPOBAINCH TU30/1bI TUIIEPIVINKEMUH, B TO Bpe-
M KaK B [IEpBOM I'PYIIIIE TAKUX 3MTU30/10B HE ObLIO.

[Ipu cpaBHeHHH WH(Y3HOHHOW Tepanuu (QU3NO-
JIOTMYECKUM PAcTBOPOM M JIAKTaTHBIM PacTBOPOM
PuHrepa BBISICHMIIOCH: HpPHU BBEACHUH IOCIEIHETO
YPOBEHb MHTPAONICPALIMOHHON ININKEMUHN OKa3bIBAJICS
3HAYMMO MEHbIINM [48].

BBenenue pactBopa IJIIOKO3BI BO BpeMs OIepa-
UM TaK)Ke BIHUSET Ha IMOCJIEONEPalMOHHbIN ypo-
BEHb IIMKeMHH. Tak, MOBBILIEHUE TJIFOKO3bl KPOBH Ha
10 M1/ (0,56 Mmmonw/m) Ha GoHE HH(PY3UA TITIOKO3BI
MOBBITIIAET TIIUKeMuto depe3 12 u 24 4. Ha 2,6 mr/mi
u 2,4 MT/IT COOTBETCTBeHHO. KynupoBaH#e MHCYITH-
HOM THIIEPIIIMKEMHUH LeJIec000pa3HO MPOBOAUT, Ha-
ypHas ¢ ee ypoBHs 140 mr/mn (7,8 MMonb/n): B 3TOM
Cllyyae IocijeonepaluoHHasi TUIIEPIIINKEMUs HE pas3-
BuBaeTcs. Eciny BBeeHHEe MHCYJIMHA TPOBOIUTH MPH
rimroko3e 180 mr/mi (10 MMoOIB/i), TO TIOCTIEOTIEpaITy-
OHHas TUIEepPIiIuKeMus pa3oBbeTcs [49].

IlomumoO BbIIIEHA3BAHHBIX (AKTOPOB, BIUSHHE
OKa3bIBaCT M THUI AHECTE3MM: OOIasi aHECTEe3Us COo-
MPOBOXKTaeTCA OOJNBIIECH TIWKEeMHEW, 4eM MecCTHas
WM snuaypasibHas. BeposTHo, Takas 3akoHOMeEp-
HOCTB CBSI3aHA C TUIIEPCEKPELNeii KOPTH30J1a, KaTeXo-
JTAMWHOB U TJTIOKaroHa Ha (oHe oOrieit anecte3ni [3].

HNMeercss MHOro HCCIENOBaHUN M aJIrOPUTMOB
10 UHTPAONIEPALMOHHOMY KOHTPOJIIO INIMKEMUH Y T1a-
LUEHTOB C CaxapHbIM AMA0ETOM, OJHAKO IPaKTHYe-
CKM HE M3yyajach ONTHUMaJbHAs 4acTOTAa KOHTPOJS
[JIMKEMUH y ML 0e3 caxapHoro auadera. YUuThIBast
JTaHHBIE O OOJIBIIEH YaCTOTE OCIOKHEHHH, B TOM YHC-
Jie CMEPTHOCTH, Yy MAaIlMEHTOB IPU CTPECCOPHOM I'M-
MEPrINKeMUun 0e3 caxapHOro nuadeTa B aHamHese,
9YeM Yy MHalMEHTOB C 3TUM 3a00JeBaHHEM, SKOHOMU-
9YEeCKHM BBITOJHO NMPOBOIUTH KOHTPOJIb IJIMKEMHH BO
BpeMsl ONEpaluy Jaxe JiniaMm 0e3 HapylleHus yrie-
BOJHOTr0 0OMEHA, TaK KaK CTporasi peryssinus Iiuke-
MHUH CHOCOOCTBYET YJIYUIIECHHIO HCXOA0B, TAKUX KaK
MPOAOJIKHUTENBHOCT TOCIIUTATIN3ALUH, OCTPOE Hapy-
LIEHHE MO3IOBOTO KPOBOOOpAIICHHUS, XPOHHUYECKAas
MoYeYHask HeAOCTATOUHOCTh, CMEPTHOCTH [3].
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BrisiBICHHE TPEIUKTOPOB CTPECCOPHOM TUmepr-
JTUKEMUH MO3BOJUT ONPEICIIUTh TPYIIY MaIlUECHTOB,
KOTOPBIM HEOOXOMMMO 0053aTebHOE WCCIEOBaHNE
TIIMKEMUU B TIEPU-U MOCICONEPAIHOHHOM TEPUOax
U MPHU OCTPHIX COCTOSHUSX.

IpopuaakTuka cTpeccopHoil rUNEPriIMKeMun

Bo mMHOrmX mccienoBaHHSX IMMOKa3aHO YMEHBIIe-
HUE PHUCKa IMTOCICOTIePAIIMOHHON MHCYTMHOPE3UCTEHT-
HOCTH W TUTIEPTIIMKEMHUU TPU YTIIEBOIHON HATpy3Ke:
MIEPOPATHHOM TTPHEME YTIIEBOIOB Ha TIPEIOTIEPAIIHOH-
HoM »Tarne [21, 50, 58] unu BHYTpUBEHHOM BBEICHUU
rntoko3bl [50]. BenenctBue yero ymeHbIIaeTcs 4a-
CTOTa OCJIOKHEHUU (HAmpuMep, KapAHOIOTHYECKHX
PHUCKOB MOCJE OTKPBITOM KApAHOJIOrMYECKON omepa-
un [50]), 3aboneBaeMocTh, cMepTHOCTH [S1] u Bpe-
Ms HaxoxaeHus B cranuonape (Ha 20 % [20]). Kpo-
M€ TOTO, YIJIEBOIOCO/ICPIKAIIE HATMTKH, TTPUHSTHIC
B TIPEJOINEPANMOHHOM IEepPHO/Ie, YMEHBIAIOT TaKHe
HETPUSITHBIC OIIYIIEHUS IO OMNEpaIHy, KaK XKaxia,
rosion u tpesora [50], a mpuHATHIE per 0s 3a 2 yaca
JIO OTIepaIiiil — TIOJIOKUTEIBHO BIUSIOT HA TEUCHHUE
MOCIIEOTIEPAITHOHHOTO TIEPHO/Ia: MUHUMH3UPYIOT TI0-
Tepro OelKa, CHUXAIT WHCYIWHOPE3UCTEHTHOCTD,
YMEHBIIAIOT TPOAOIDKUTENFHOCTh TOCHUTATU3AIHH
U OLYLIEHUE IIYCTOTHI B kenyake» [51].

OnHaKo ecTh paboTHI, KOTOPBIE HE IOATBEPK/IAIOT
TYYIIANA TIIAKEMUYeCKUH TPO(UIs P YTIICBOIHON
Harpy3ke 10 OTepalii, HO JTOKa3bIBAIOT HEOOXOIH-
MOCTh MEHBIIIEro 0o0beMa WH(Y3UH WHTpaOoIepallu-
OHHO M YMEHBIIICHHE YaCTOTHl BOSHHKHOBEHHS TOIII-
HOTBI U PBOTHI [53, 54].

HaGmroneHust MOATBEPKIAIOT, YTO CEKPEIUs ITH-
TOKWHOB MOHOIINTAMH YMEHBIIaeTcs Ha OHE «yTJIe-
BOJIHOI Harpy3Kn» | MOBBITIIAeTCS HA (POHE TOI0/A.

Y GoNBIIOro KOMWYECTBA MAIIMEHTOB C CaXapHBIM
nuabeToM 2 THIa Tak)Ke BO3HHUKAET ITOCIIeOoTepaliu-
OHHAasl WHCYJIMHOPE3UCTEHTHOCTh M, COOTBETCTBEH-
HO, THTEPIINKEMHs], OHAKO HET JIOCTATOYHOTO KO-
TuYecTBa padoT, N3YUaBIINX BIHMSHUE «YTJIEBOIHOM
Harpy3Kn» Ha TpeIoNepaliioHHOM dTale Ha CTpec-
COpPHYIO THNEPIrINKEeMHIO, HO €CTh MyOJIHUKaIiH, J10-
Ka3aBIIue 0€30MacHOCTh TAKOW TaKTHKH [52].

Jleuenne

Jisi IpUHATHSL PELICHUS O KOPPEKLUUM THIepr-
JMKEMUH HHTPAONEPAllMOHHO TPeOyeTcsl MPOBOAUTH
KOHTPOJIb YPOBHSI IVIFOKO3bI BO BPEMsI BMELIATEIILCTBA.
OpnHako Jaleko He BO BCEX KIMHHUKAaX 3TO JIENAeTCs
y HanueHToB 0e3 caxapHoro nuabdera. MHorue mMeau-
LUHCKHE LIEHTPBI IPUHSJIM PELIeHHE 00 00s13aTeIbHOM
MOHHUTOPUPOBAaHUM THKemud [55, 56]. Kpome 00br4-
HOTO KOHTPOJISI U3y4aeTcsl BO3MOKHOCTh UCIIONIb30Ba-
HHUS HETIPEPBIBHOI'O MOHUTOPUHTA TNIUKEMUH [57].
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EnvHCTBEHHBIM ONTHMAaJIBHBIM METOJIOM Jieue-
HUSI CTPECCOPHON THUIEPIIUMKEMUHN SIBISETCS HHCY-
nuHoTepanus. [IpuMeHeHHe WHCyJIHHA II0Ka3ajio
CHM)KCHHE DHAOTEIHAIBHON aKTUBHOCTH, CTUMYJIS-
LU0 MOTPEOICHUs TIIIOKO3bl, IPOTEKTUBHOE BIIMS-
HUE Ha MUTOXOHJPHUM NEUEHHU, YMEHBIICHUE MapKe-
poB BocnaieHus [3].

B uccrnenoBanmm Weston u coasropos (2007) [6]
31 % manueHTOB €O CTPECCOPHON TMIEPITTMKEMHEN
Ha (OHE OCTPOro KOPOHAPHOIO CHHAPOMA IOIydaan
uHcynuHotepanu. CmeprHocTh Ha 7-i u 30-i nHH
cocTaBWwia B Tpynne OOJbHBIX HA WHCYIMHOTEPAIUH
11,6 % u 15,8 % coOTBETCTBEHHO, B IpyImiIie 0e3 HHCY-
JIMHA OHa ObLTa BhIIIE M cocTaBisia 16,5 % u 22,1 %
cooTBeTcTBeHHO. llocie mompaBku Ha BO3pact, MO
1 KOMOPOUIHOCTH MALMEHTHI, HE MOJIy4YaBLIME Tepa-
ITUI0 MHCYJINHOM, IMEJIN OTHOCUTEIIbHBIN PUCK CMEPTH
56 % na 7-i1 nenb u 51 % na 30-i1 nenb. Takum oOpa-
30M, MHCYJIMHOTEpanus MpH OCTPON THUIEPIIIMKEMUHN
(Bpime 11 MMOIB/TT) yMEHBIIIAET YaCTOTy CMEPTHOCTH
y OOJIBHBIX C OCTPBIM KOPOHAPHBIM CHHIPOMOM.

Crioco0 BBeIeHMS M CXeMa WHCYJIMHOTEPAaluu
TaK)Ke MMEIOT 3HaueHue. [loka3zaHo, YTO WHTEHCHU-
¢bunupoBaHHasi MHCYJUHOTEPAINHS C ITOMOIIbIO BHY-
TPUBEHHOU WH(Y3UHU CIIOCOOCTBYET CHIIKEHHIO 3200-
neBaemMoctH U cmepTtHocTH [50, 51]. B uccnenoanue
Subramaniam u xoyter (2009) [34] BKIrOUaIHCh ITa-
LUEHTHI N0ciIe nepudepuyuecKoil peBacKyIsipu3anuy,
XUPYPruvecKoro JICUCHHs aHEBPU3Mbl OPIOLIHON aop-
Thl WJM aMIyTalUM KOHEYHOCTEH. Bpu1o mokaszaHo,
YTO NMPOAOJKUTENbHAS HH(DY3HSI HHCYJIMHA CHUXKAJIA
4acTOTY OCTPOro MH}apKTa MHOKapa, OCTPOH cep-
JEYHOH HEAOCTATOYHOCTH U CMEPTHOCTH II0 CpaBHe-
HUIO C TPYIIOH, MOTydYaBIIedl CTaHIApTHBINH OOItoC
HHCyJIMHA. YacToTa runo- u runepriukeMuii, nH}ek-
LHMOHHBIX OCJIOKHEHUM, OCTPOM MOYEeYHOM HenocTa-
TOYHOCTH, HPOJODKUTEIBHOCTH TOCIHTAIU3ALUN
OblIa cX0/THa B 00EUX IpyTINax.

B apyrom uccnenosanuu [19] cpaBHMBanuCh Ba
BUJa MHCYJIMHOTEPANNy (TPaJUuIMOHHAs U IO ONTH-
MU3HUPOBAHHON MPOrpaMMe) y MalHueHTOB CO CTpec-
COPHOM runeprivkeMuen nocie onepanuii Ha renaro-
OmIIMapHOI CUCTeMe M TIOKEITy I0UHOM jkenese. beimo
MoKa3aHo Ooyee OBICTPOE JOCTHIKECHHE IIEJIEeBbIX
3HadeHnit TukeMun (7,8—10 MMonb/1) y OONBHBIX
Ha (OHEe ONTHUMM3UPOBAHHON HMHCYIHMHOTepanuu. Ya-
CTOTA TUIOTTIMKEMHUI U MH(EKLIHOHHBIX OCIOKHEHHUH
ObLTa 3HAYMMO HUKE Yy MAllMEHTOB, MTOJy4aBLINX HH-
CYJIMHOTEPAIHNIO II0 ONTUMHU3UPOBAHHOH cXeMe.

3akiouenne

3a 150 ner HakOMUJIOCHh HEMAJIO JAHHBIX O CTpec-
copHo# runeprukeMur. He BbI3bIBacT cOMHEHUs! (haKT
€e HaIM4Yus y AOCTAaTOYHO OOJBLIOrO HPOLEHTA JIUIL

eckue 3a0omeBannsa / Metabolic diseases

B OCTPOM COCTOSIHUH WJIM TIOCJIE ONEPAaTHBHOIO Jieue-
HUSL, @ TaKKe €e HeTaTUBHOE BIIMSIHUE Ha IIPOTHO3 Y Ta-
KX mnanueHToB. OpHaKo, HECMOTPS Ha IJIMTENIBHOE
N3Y4EHHE 3TOT0 COCTOSIHUS, OCTAETCsl Macca BOIPOCOB,
Ha KOTOpBIE ITOKA HET aJieKBaTHBIX 0TBeTOB. Heobxonu-
MBI UCCJIEAOBAHUS MALMEHTOB O3 HApYILIECHUS YIJIEBO-
JTHOro 0OMEHa, TOJIBEPTIINXCSI XUPYPrUUECKOMY Jiede-
HUIO. Pe3ynbrarsl OMOOHBIX MCCIICIOBAaHUIN TO3BOJIST
BBIJICTIUTh TPYMIIbI OOJIBHBIX C BBICOKUM PHCKOM IIE€pHU-
OIEPAIlMOHHON THUIEPIIMKEMHH W HEOOXOAMMOCTHIO
KOHTPOJISL IVIFOKO3bI, YCTAHOBUTb YPOBEHb INIMKEMHH,
Py KOTOPOM TpeOyeTcsi MHULHMALUS HHCYITHHOTEpa-
UM AJ1s1 YMEHBLICHUsI 9acTOThl OCJIOKHEHHI; pa3pa-
0oTarh CroCOOBI MPENOTBPAILCHUS WM yMEHbLICHHS
BBIPAXCHHOCTH TEPHONEPALMOHHON THIEPIIIMKEMHH.
[TonyueHHble TaHHBIC JOJKHBI IOMOUYb B CO3IAHUHU aJl-
TOPUTMOB TI0 ONTUMAJIbHOMY BEJCHHIO MAIIEHTOB IIPH
BO3HUKHOBEHUH OCTPOH T'MIEPIIIMKEMHU.
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Pesrome

Bbonesns [lanona (b/l) — penkoe MmynbTHCHCTEMHOE 3a001€BaHNe, 00YCIOBICHHOE ITaTOT€HHBIMH BapHaHTa-
mu B reHe LAMP?2 (lysosomal-associated membrane protein-2). s My»49uH XapakTepHa MyJIbTHCUCTEMHOCTb
MOpakeHMs, HanboJee 4acTo MPEICTABICHHAS TPUAIO0H CUMIITOMOB: CKEJIETHas MUOIATHS, KapAXOMHUOIIATHS
(runeprpodudeckuit GeHOTHIT) U KOTHUTHBHAS AUCPYHKITNS. JKSHIIHBI Yale UMEI0T U30JIMPOBaHHOE TIOpasKe-
HHUE cepALa. YUUTbhIBasl TO, UYTO JIMIA KEHCKOTO M0J1a PEXEe NMEIOT 3KCTPaKapAuaabHbIC IPOSBICHUS, UArHO-
CTHKa 3a00JIeBaHMsI y HUX OBIBACT OYCHH CIIOKHOW M HECBOEBPEMEHHOH. B JaHHOI cTaThe MBI MPENCTaBIsIeM
2 KIMHUYECKUX ciydas b/l y JeBOUeK-ToJpOCTKOB, XapaKTepH3YIOUIecs paHHUM JIe0I0TOM 3a00ieBaHUS
1 MYJBTUCUCTEMHBIM BapUAHTOM TCUCHUSI.

KuaroueBsie ciioBa: 6one3ns JlaHOHa, BHE3aIHas cepliedHasi CMEPTh, TUTIEpTpodudecKas KapTHOMHUOTIaTHS,
JIeTH, cepAeyuHasl HeA0CTaTOYHOCTh, LAMP2.

Jna yumuposanus: @emucosa C.1., Anexceesa J].10., A6oyinaes A.H. u op. Mynomucucmemnoe nopasicenue
u panuuti debrom odonesnu Jlanona y oesouex. Knunuueckue cayuau. Tpauciayuonnas meouyuna. 2024, 11(2):
201-215. DOI: 10.18705/2311-4495-2024-11-2-201-215. EDN: OBLASN
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Abstract

Danon’s disease (DD) is a rare multisystem disease caused by pathogenic variants in the LAMP2 gene. Men are
characterized by a multisystemic Involvement, most often represented by a triad of symptoms: skeletal myopathy,
cardiomyopathy (hypertrophic phenotype), and cognitive dysfunction. Women are more likely to have isolated
heart disease. Given that women are less likely to have extracardiac manifestations, the diagnosis of the disease
in females can be very difficult and untimely. In this article, we present 2 clinical cases of BD in adolescent girls,
characterized by an early onset of the disease and a multisystem course.

Key words: children, Danon disease, heart failure (HF), hypertrophic cardiomyopathy (HCM), LAMP2,

sudden cardiac death (SCD).

For citation: Fetisova SG, Alekseeva DYu, Abdullaev AN, et al. Multisystem involvement and early onset
of Danon s disease in female children. Clinical cases. Translational Medicine. 2024, 11(2): 201-215. (In Rus.)
DOI: 10.18705/2311-4495-2024-11-2-201-215. EDN: OBLASN

Cuucoxk coxkpamenuii: ACT — acnaparusar-
amuHOTpaHc(hepaza, bJ[ — Oome3nr JlaHoHa,
BCC — BHe3anHas cepaeunas cmeptb, [ KMIT — ru-
neprpodudeckas kapauomuonarus, JJKMII — nuna-
TalMoHHas Kapauomuonatus, 3C — 3aaHssI CTCHKA,
UKJl — wMIuiaHTHpyeMblii KapauoBepTep-aedu-
opumnsatop, KMII — kapamomumonatus, JIAIT —
naktataeruaporenasa, JOK — neBblil Kenylouek,
MIXKIT — mexoxenynoukoBas neperoponka, MPT —
MarHUTHO-pe3oHaHcHas Tomorpadus, IIMXKA —
NepefHssl MEXiKenyaoukoBas neperopogka, [IT —
npeacepaHas Taxukapaus, I[19 — npencepanas
skctpacucronuss, CMOKI' — cyTo4yHOE MOHHUTO-
pupoBanue OKI, TC — TtpancnnanTauus cepaua,
®B — ¢pakmus BeidOpoca, YCC — gacroTa cepued-
HbIX cokpamiernii, OKI' — snexTpokapamnorpadus,
OPII-AB — s¢ddexTuBHbIN pedpaKkTepHBIH MEPHO
aTPUOBEHTPUKYJISAPHOro coeaunenus, PN — snek-
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Tpodu3noIornueckoe uccienpoBanue, IXoKIm — sxo-
kapauorpadus, LAMP2 — nm3ocoma-accorunpo-
BaHHBIN MeMOpaHHBIN Oenok-2 (lysosomal-associated
membrane protein-2), NT-proBNP — narpuiiypeTu-
yeckoro ropmoHa (B-tumna) N-koHIIeBOH TTponenTu,
VAD — 3enya04KOBOE€ BCIOMOraTelbHOE YCTPOi-
ctBO (ventricular assist device), WPW — cunapom
Bonwda-Ilapknacona-Yaiita.

Beenenne

bonesnr [lanona (bJ]) — penkoe 3aboneBanme,
00yCIJIOBJICHHOE IaTOTCHHBIMH BapuaHTaMH B TI'EHE
LAMP2 (lysosomal-associated membrane protein-2),
JIOKaJIM30BaHHOM B X-xpomocome (Xq24.1), B ocHOBe
KOTOPOTO JIeXaT HapyLIeHUs MPOLECCOB ayToharuu
[1, 2].

OTO0 MynbTHCHCTEMHOE 3a0o0jieBaHHME, M3HAYAJIb-
HO Ha3BaHHOE ONMCABLUIMMH €€ aBTOPaMU: «JIHU30CO-
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MalibHas 00JIe3Hb HaKOTIEHUs O0e3 pepunnra Kuciou
MaibTo3b» [1]. Ha cerogusimiauii neHp n3BecTHo 577
BapuaHToB TeHa LAMP2, koTopsie onucansl B 0aze
nmaHHbeIX ClinVar Miner [3]. IIpu aTom B nutepatype
o0o3HaueHo Oosee 50 MyTanwii B TaHHOM T€HE, Ofl-
HAKO YCTAHOBJICHHE I'€HOTHI-()EHOTHIIUYECKUX KOp-
pessiuMii 3aTPYAHUTEIBHO M3-3a MaJIOYMCICHHOCTU
Py NAaUEHTOB A1 KaKI0H MyTauuu [4].

Kak mpaBuno, knuHuueckass kaptuHa b/ cymie-
CTBCHHO OTJIMYAETCS y MYXYMH M >KeHIIUH. Tak,
y MyX4nH HaOmonaeTcs Oonee panHmii nedror (13,3
+ 8,0 roga) u TAKEIOe TEUEHHE, B TO BPeMs Kak IS
KCHILIMH XapaKTEPHO MO3[Hee Hayajlo 3a00JeBaHUS
(28,9 = 14,2 roma) [5].

CornacHO nUTEpaTypHBIM AAHHBIM, IS MY>KUUH
XapaKTepHa MYJIBTUCUCTEMHOCTb IIOPaXXeHU s, HAnbo-
Jiee 4acTo MpeACTaBJICHHAs TPUAZ0H CHMIITOMOB: CKe-
JIeTHAsI MUONIATH I, KapAUOMHOINATHUSI, THIIEpTpOodude-
CKUH ()eHOTHI U KOrHUTHBHAsI qucyHkuus. Kpome
TOTr0, B NMATOJOTMYECKUI MPOLECC MOTYT BOBJIEKATh-
csl IN1a3a, MEYEeHb, JIETKUE W IpyTHe opraHsl [6, 7].
JKeHIHBI yale UMEI0T U30JIUPOBAHHOE MTOPAKECHUE
cepana B Buje (PEHOTUTIOB THIEPTPOPHUUECKOi Kap-
nuomuonatun (I'KMIT) (oxomo 70 %) n qunarammoH-
Hoit kapauomuonaTuu (JJKMIT) (30 %) [8].

Pesynbrarel McmaHcKoro MyJabsTHLEHTPOBOIO PerH-
cTpa nauueHToB ¢ b/l y nui MykcKoro moja nokasaiu
BBICOKYIO PAacClpOCTPAaHEHHOCTh 3KCTPaKapAUabHbBIX
nposiBieHuii: Muonatud B 80 % cirydaeB, HEBPOJIOTH-
YEeCKMX HapylleHHH B 83 % cilydaeB, 3pUTEIIBHBIX Ha-
pyuieruii B 60 % cirydaeB, KOTOpBIE PEKO BCTPEUAINCH
y skeHIUH — 5 %, 0 % 1 27 % cOOTBETCTBEHHO [9].

CornacHo pe3ysbTaTaM SIOHCKOT0 HCCIIEI0BaHUS,
KOTOpO€ BKJITI0YaIO 39 MannueHToB, MAOTIATH ST HAOITO-
Jlajach y BCEX MYXYHH, TP 3TOM Y 76 % BBISBIICHBI
KJIMHUYECKHE NPOSIBICHUS MBILIEYHOH cinabocTy,
OCTaJIbHbIC MMEJIHM TOJBKO H3MEHEHHUS IO JaHHBIM
nekTpoMuorpaduu. Y IKEHIIMH TNPUCYTCTBOBAJA
JUIIb MBILIEYHAs] CcJIa0OCTh, KOTOpas BCTpedaach
B 9 % cnyuaes [6].

Ilo naHHBIM JIMTEpPATY PBI, TPUMEPHO Y 65 Y% namu-
eHToB ¢ bJl BcTpeuaeTcs nmopaxkenue rnas [7]. Xapak-
TEPHBIM 0()TAJTLMOJIOTHYECKUM CUMIITOMOM SIBJISIETCS
MUIMEHTHAas peTuHonatus. Kpome Toro, MoryT ObITh
IIOCTENEHHOE YXYyIIIEHUE 3pEHUS U CBETOOOSA3Hb.

[IporHo3 3a0oneBaHus TIABHBIM 00pa3oM ompe-
JEJseTCsl TCYCHUEM KapAHMOMMOIATUH U Pa3BUTHEM
aputmuil. Tak, y mauuentoB ¢ B/l ¢ Bo3pacTom OT-
MEUAETCsl MOSIBJICHHE JKENyIOYKOBBIX HapyILICHUI
putMa, GpubprIALuy npeacepauil. B coBokynHoctn
C TpOTrpeccUpyromell ANaCTOTNIeCKON auchyHKITU-
€l MHOKapa JIEBOI'O JKEJIyZ0YKa 3TO YBEIWIMBACT
puck BHe3armHO# cepaeuHoi cmeptr (BCC). Bricokas
JIETAJIBHOCTh OTMEYAETCsl BO BTOPOH JeKaze >KU3HU
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0CcO00EHHO y JIuL My>xcKoro noja. Ilo qanHbIM cucre-
MaTHYECKOIr0 aHaJN3a CPeJHUIl BO3PACT CMEPTH MPHU
B/l y myxuun cocraBnsget 19,0 (+ 8,0) net, y KeHIIUH
34,6 (£ 15,5) roma. TpancrmanTtanus cepaua (TC)
0CTaeTCs OCHOBHBIM METO/IOM JICUCHHS IALMCHTOB
¢ nanHoi naronoruei. [To nanusiM Boucek ¢ coasro-
pamu (2011), cpeqnuit Bo3pact mposenaennoit TC co-
craBui 17,9 (+ 7,2) rona y my»xums u 33,7 (+ 16,1) roga
Y JKEHILHMH [5].

VYuuThBask TO, YTO KCHIIUHBI PEKE MMEIOT 3KC-
TpakapAuaJbHbIC MPOSBICHUS, YeM MYKUUHBI, AHa-
THOCTHKA 3a00JIEBaHUS Y JIUI )KEHCKOT'O 110J1a ObIBAeT
OUYeHB CIIO)KHOM M HECBOEBPEMEHHOW, 0COOCHHO TIpH
OTCYTCTBHHM CEMEHHOI0 aHaMHe3a MJIM TeHETHYECKO-
ro tectupoBanus [8—10].

B nanHOl cTathe MBI NpeACTaBIsEeM 2 KIUHU-
yeckux cayyas b/l y aeBOYEK-NOAPOCTKOB, Xapak-
TepU3ylomieiics paHHUM fAe0ToM  3a0oiieBaHUS
U MYJIBTHCUCTEMHBIM BapuaHTOM TEUCHMSI, C LIEIbIO
MOBBIILICHUS] OCBEIOMJICHHOCTH Bpadyel U yJIydILICHHS
IuarHocTuku b/I.

Pe3yabraTsl

Tayuenmxa 1

[TanmenTka BHepBble Obla TOCHUTAIN3HPOBAaHA
B OTJEJICHHE JETCKOM KapAHOJOIMHM U MEIULIUHCKON
peabunuranuu OI'BY « HMUIL um. B. A. AnmazoBa»
MunsapaBa Poccuun B Bo3pacte 13 net. OCHOBHBIMHU
*ano0aMu Ha MOMEHT I'OCHHUTAIM3allMK OBIIN KpaT-
KOBPEMEHHBIEC SMH304bl YUYaIIEHHOTO CcepaLeOneHMs
B cpeqHeM | pa3 B Henelno, BOSHUKAIOIIUE NPEUMY-
LIECTBEHHO B TIOKOE, KOTOpPBIE KYNHMPOBAJINUCH CaMO-
CTOSITEJIBHO B TEUCHHE HECKOJBbKUX cekyHH. Ilpu ca-
mocroaTreinbHoM noacuete YCC cocrasisa 130-150
B MUH. CHHKONaJBHBIX COCTOSIHUI HE OBLIIO.

CeMeiiHbI aHaMHE3 10 CEPIEYHO-COCYJUCTHIM 3a-
00JIeBaHUSIM HE OTATOLICH.

W3 anmamHe3a 3a0oneBaHUSI HW3BECTHO, 4YTO
C TPEXJETHEro BO3pacTa MAalMEHTKAa HaOJI0Aanach
0()TaIbEMOJIOTOM C MUTMEHTHOW pEeTHHONIATHEH, CIIeL-
npuUecKoro JeueHuss He mnoiyvana. B Bospacte 5
et Ha OKI' OblT 3aperucTpupoBaH maTTepH (eHo-
MeHa Bombda-Ilapknacona-Yaitta (WPW), Hanmane
KOTOPOTO BIIOCIEACTBUM HE OBLIO IOATBEP)KICHO
[0 pe3ynbTaTaM 3HJOKApAHAIBHOIO 3JeKTpodusu-
oormdeckoro uccienoBanus (3PU) B 16 met. B 11
JIET MO JAHHBIM CYyTOYHOro MoHuTopupoBanus DKI'
(CMD3KI') Oblmm 3aperucTpupoBaHbl HEYCTOHYMBHIC
snu3onbel mpencepaHoit Taxukapauu (IIT) ¢ UCC
no 160 yn/MuH, penkas mpefcepaHas dKCTPacHuCTO-
mus (I13) (puc. 1). JleBouke mpoBonUiIaCh perymsip-
Has sxokapauorpadus (OxoKI'), mo maHHEIM KOTOpOWA
N3MEHEHUH BBISBIICHO HE ObUIO. AHTHAPUTMHUUYECKYIO
TEpanuio MaueHTKa Ha TOT MOMEHT He MoJTydala.
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B Bo3pacre 13 ner npu mnanosom OxoKI™ Brepsbie
oOHapy’keHa acCHMMETpHYHAsl TUTIepTpodus MHOKap-
na nesoro skenynodka (JIXK), mpenmyriecTBeHHO cpe-
JUHHBIX ¥ AlIMKAJIbHBIX CETMEHTOB 0€3 MPU3HAKOB 00-
CTPYKLUH, TOJIINHA MEXKKEITYI0UKOBOH IIEPErOpOAKH
(MXII) cocraBmsuia 14,7 mm (Z-Score 3,63), 3amHeit
crenku (3C) 14,3 mm (Z-Score 4,24). ITanuenTka OblTa
rocnutanusupoada B HMUILL um. B. A. Anmasosa.
[lo pesynbraTaM MarHUTHO-PE30HAHCHOH TOMOIpa-
¢un (MPT) cepamia ¢ KOHTpacTHpOBaHHEM OTMeda-
nack rareptpodust muokapaa MXKII mo 17 mm, 3C JDK
mo 11 MM, pacmpocTtpaHeHHBIe (HOPO3HBIE H3MEHe-

Ve

HMS B 0a3aJIbHBIX OT/eIaX OOKOBOM, 3aJHEH U HHYKHEN
creHok JIOK, a Takke B CpeIMHHBIX OTAEaxX NepeaHen
crerku JIXK (puc. 2).

B 0OHapy keHbI BEICOKHE 3HAYCHU I TPOTIOHUHA
I, NT-proBNP. Kpome Toro, oOpamano Ha ceOsi BHU-
MaHHUE ITOBBILIEHUE YPOBHS aclapTaTaMHHOTpacge-
passl (ACT), makratneruaporenassl (JIJII') (3HaueHns
rpescTaBieHsl B Tabd. 1). Yaprpa3BykoBoe mcciesno-
BaHHE OPTraHOB OPIOITHOM MOJIOCTH — 0€3 aTOJIOTHH.

ITo naHHBIM O TATHMONIOTHUECKOTO 00CIIETOBAHUS
COXpaHSJINCh NPU3HAKK Nepuepudeckol MUIMEHT-
HOU TUCTPOUH CeTYaTKH OOOUX TI1a3 C COXpaHEHHOU

(I OuneTp: 35y MsoNUHMN

V: 25mmic A 10MMm

Puc. 1. ®dparmenT cyrounoro Mouutopupoanus IKI' nanuenTku 1, mo JaHHBIM 00c/Ie10BAHUS
B Bo3pacre 11 ser
[Mpumeuanne: KT marrepr WPW, sninzon HeycTortunsoii [1T ¢ YCC 160 B MuH. (YKa3aH CTPEIIKOH).

Figure 1. Fragment of Holter ECG monitoring of patient #1 at the age of 11 years
Note: ECG pattern WPW, episode of unsustained atrial tachycardia with heart rate 160 bpm (indicated by arrow).
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3puTenbHON QyHKIHEH (puc. 3), 6€3 OTpUIaTeIbHON [IpuHuMass BO BHUMaHHUE HalW4HE y MAllUCHTKU
JUHAMMKH 110 CPABHEHUIO C IPEABLAYIIUMH 00CIe0- TOpakeHUs cepAla B BUJE runeprpoduu MUoKapaa,
BaHUSMH. NPEACEepIHbIX HapyLIeHHH pUTMa, MUTMEHTHOH pe-

IlanmmenTka Takxe OblLta OCMOTpE€Ha HEBPOJIOI'OM, THUHOIIATHU, ObLTa 3aro103pc€Ha BI[, 9TO OBLIO Ioa-
JIaHHBIX 32 MHUOTCHHBIN Imponecc, o4aroByro 1aTrojio- TBEPKACHO HaHHBIMHU TI'€HETHYCCKOI'O 06CJ'IC,Z[OBaHI/I$I.
THUIO HE ITOJTYYCHO. C moMoInIpi0o TapreTHBIX TTaHeIeH JJIs BBICOKOIIPOU3BO-

Puc. 2. ®parmenTsl 3xokapauorpagpuu u MPT cepaua ¢ kKOHTpacTUpOBaHMeM NAalMEHTKH 1, 10 JaHHBIM
o0cienoBanus B 13 jer

[Ipumeuanne: a — runeprpodus MIXKII u 3C neBoro xerynodka, mapacTepHalbHas TMO3UIN, JUTMHHAS OCh; O —
runepTpodus u JaKyHapHOCTh MHOKapaa JIK, mpoeknns KOpOTKOH OCH JIEBOTO JKEITyA0UKa; B — pPacIpOCTPaHEHHBIE
ydacTku (pudpo3a MHOKapIa JEBOTO JKEITYIA0UKa (CTpETKa), OTCPOYEHHOE KOHTPACTHPOBAHHE, KOPOTKAS OCh; T — TUIIEP-
tpodus muokapaa JIXK mo manaesim MPT cepara, geTeipexkamMepHas IO3UIINS.

MIKII — mexokenymoakoBas nmeperopoaka; 3C — 3amgusas ctenka; JIDK — neBsrit xemynodek; MPT — marauTHO-pe-
30HaHCHAsI TOMOTpadus.

Figure 2. Fragments of echocardiography and MRI of the heart of patient 1, 13 years old
Note: a — hypertrophy of the IVS and PW of the left ventricle, parasternal position, long axis; b — hypertrophy and
lacunarity of the LV myocardium, short axis projection of the left ventricle; ¢ — widespread areas of left ventricular
myocardial fibrosis (arrow), lage contrast enhancement, short axis; d — LV myocardial hypertrophy according to cardiac
MRI, four-chamber position.
IVS — interventricular septum; PW — posterior wall; LV — left ventricle; MRI — magnetic resonance imaging.
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mutenbHoro cekBeHupoBanus (NGS), oxBaTbiBaomx — 00caeJOBaHMs, NAIIMEHTKE Ha3HadeHa Tepanus Merto-
17 reHoB, y J€BOYKHU BBISIBIICHA MATOTEHHAs] MyTallUsl  [IPOJIOJIOM TapTPaToM B 103€ | MI/KI/CYT.

B reHe LAMP2 (c.864+3 864+6del chrX:119580154 IIpu xoHTpOIBEHOM 00OCIEIOBaHUM B Bo3pacte 14
119580157del, NM 01122606.1: rs397516751) B re- neT y AEBOYKH COXPAHSIOCH TOBBHIIICHHE YPOBHSA
TEepO3UroTHOM coctosiHuH, accommupoBanHas ¢ b/l.  JIJI, ACT, NT-proBNP, a takxe oTMeueHo HapacTa-
JlanHas MyTanus BaJMIUpPOBaHA METOJOM CEKBEHHM- HHE TPOIOHMHA | B 5 pa3 (3HaueHus mpencTaBiICHBI
poBanus no Canrepy. lnst onpenenenus crenenu na- B Tada. 1). I[lo manaeiM OxoKI™ Bnepsbie BhIsBICHA
TOTCHHOCTH JIETEKTUPOBAHHBIX BAPHAHTOB HMCIIONB30- JMJIATAlUs JIEBOrO mpeiacepaus (MHIekc oobema 36
Baymch pekoMenaiu American College of Medical  mu/m?), mpu 3tom tommuna 3C JIDK u MXKIT — 6e3
Genetic (ACMGQG). Ilpuanmas BO BHUMaHHE JaHHBIE JMHAMHUKH (3HaueHWs mpenctaBieHsl B Ta0u. 1). Co-

Puc. 3. KapTuna mia3Horo qHa nauMeHTkM 1, mo 1aHHbIM 00cje1oBanus B Bozpacre 13 Jier
[Tpumeuanme: a, 6 — OTIOKESHHE MUTMEHTA 110 Beelt mepudepudeckoit 3oae OD 1 OS; B, T — IeHTpasbHas 30HA I1a3-
aoro guaa OD u OS.

Figure 3. Fundus features of patient 1 according to ophthalmic examination at the age of 13 years
Note: a, b — pigment deposition throughout the peripheral zone OD and OS; ¢, d — central zone of the fundus OD
and OS.
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Tabumua 1. lunHamMuka 1a00paTOPHBIX M 3X0KApAUOrpaduecKUuX nokas3aresieil nanueHTku 1

Table 1. Dynamics of laboratory and echocardiographic parameters of patient 1

ACT ‘(J;Izlg_ Tponouun |NT-proBNP gc,ls)_K MOKTI 3C I
Bo3pact (10-31 450 I1(0-0.016 |(<206 nr/ 165 (M) Z-score (Mm) Z-score (Z-score)
En/a) HI/MUT) MJT)
En/m) En/n)
13 net 51 * 1.5 661 146 14.7 3.63 143 4.24 0.82
14 ner 50 453 7.020 653 142 14.7 3.63 14.3 4.24 2.44
16 et 42.4 470 7.433 722 185 23 9.5 23 11.5 2.37

[Ipumeuanne: ACT — acnapratamuHotpancdepasa; JIAI — makratneruaporenasa; KOK — kpeatnHpocdokmHasa;
KOK-MB — ¢pakmus MB kpearnadocpoxmnassr; NT-proBNP — N-koHIIEBOH mpomenTu HaTpUuiypeTHIECKOTO TOp-
MoHa (B-tumna); MXKII — mexoxenynoukoBas neperopoaka; 3C — 3aguss crenka; JIII — neBoe nmpeacepamne.

* — HET JaHHBIX.

Note: AST — aspartate aminotransferase; LDH — lactate dehydrogenase; CPK — creatine phosphokinase; CPK-
MB — creatine phosphokinase fraction MB; NT-proBNP — N-terminal propeptide of natriuretic hormone (B-type);
IVS — interventricular septum; PW — posterior wall; LA — left atrium.

*— no data.

KparuTenabHas criocobnocTs JIXK Orp11a B HOpMe (DB
64 %).

B Bo3pacte 16 et mosBuUIMCH xanoObl Ha 00-
JICBbIC OLIYLICHHUS B O0JIACTH CepAlla CKUMAIOIIe-
ro xapakTepa ¢ MEepUOJUYHOCTHIO | pa3 B Mecs,
HE CBA3aHHBIE ¢ (M3UUYECKOW HATPYy3KOW, KyNupy-
IOLIUECS] CAaMOCTOATENIBHO B TEUEHHUE HECKOJIBKUX
cekyHa. Ilo maGopaTOopHBIM JaHHBIM OTMEYEHO
JalpHEelIIee HapacTaHWe ypOBHs TpornoHuHa | (3Ha-
YeHUs npeacTaBieHsbl B Ta0u. 1). MimemMuueckux us-
menenuit o nanaeiM OKI, CMOKI He oOHapyxe-
HO, COXPaHSUINCh IpeiCcepAHbIC HapyIIEHUs PUTMA,
B TOM YHCIIe HeycTOHumBbIe mapokcusmbl IIT (22
snn3ona) ¢ UCC go 165 yn/mun, peakas [1D (831
3a cyTkH). TeM He MeHee, AJIsl HCKIIIOUEHUS aHOMa-
JIMM KOPOHApHOI'0 pycia AeBOYKe Oblja IpoBeIeHa
MYJIbTHUCIUpabHasd KOMIBIOTEpHAsi ToMmorpadus
KopoHaporpadusi — JaHHBIX 3a MaTOJOTHI0 KOPO-
HapHBIX apTEPHUIl HE MOTYYEHO.

ITo manusiM Ox0KI' 1 MPT cepaua ormeueHa oT-
puLaTenbHAs IMHAMMKA B BUJEC HApACTAHUS CTEICHU
aCUMMETPUYHOW THUIepTpoGUU MHOKapAa MNpeuMy-
LIECTBEHHO CPEAMHHO-ANHUKAJIBHBIX CETMEHTOB (TOJI-
muHa 3C 23 mMm Z-score Boston M-mode +11,5; M2KIT
1o 23 MM Z-score Boston M-mode +9,22) (tab:. 1).

Ha oTcpouennbix mocTkoHTpacTHEIX MP-m300pa-
skeHusx B muokapae JDK, mpakTuuecku BO BCeX €ro
CerMEHTAaX BBISBIICHBI PACIPOCTPAHCHHbIC HHTPaMY-
panbHble GpuOpo3HbIe M3MeHeHUs. [Ipu HeBposornye-
CKOM 00CJIeJOBAaHUH B JMHAMHUKE, a TAKXKE 10 Pe3yJib-
tataM MPT wmpImng mpaBoro u jgeBoro Oeapa JTaHHBIX
3a MHOTE€HHBIN TIpoliecc He oOHapyskeHo. [IpuHnMas

BO BHMUMAaHHME HapacTaHHE CTEHCHHU T'HUIEePTPOPUN
MHUOKap/a, MPEeACTaBICHHOCTH NPEACEPAHBIX Hapy-
LICHUH pUTMa, IPOBEICHA CMEHA Tepanuu Ha AHa-
MNPUIINH U3 pacdeTa 1,7 MI/KI/CyT ¢ HONOKUTEIbHBIM
3¢ eKTOM B BHAE OTCYTCTBHS NPEICEPAHBIX U KETY-
JIOYKOBBIX HAPYLICHUH pUTMA.

C yd4eToM BBISBICHHOM MAaTON€HHOM MyTalluu,
MPOrPECCUPOBAHUS TUNIEPTPO(YUN MHOKapIa, BHICO-
koro prucka BCC, ¢ nenbio nepBUYHON MpopUIakTHKA
NalMeHTKe ObUI MMIIAaHTHPOBAH KapAHOBEpTep-Ie-
¢ubpumsaTop (UKM). Tlepen mvmmmantanmenn MK/
JIEBOUKE MPOBEIACHO AHAOKapAuaipHoe DDU: StA —
s hexkTHBHBINA pedhpaKkTepHBINA TEPHO aTPHOBEHTPH-
kynsipHoro coennaenns (OPII-AB) 470 mcek, «Touka
Benkenbaxa» 130 B MUH., TpOBeZICHHE IEKPEMEHTHOE
0e3 ckaukos; StV — DPIT AB 280 mcek, «Touka Ben-
keHOaxa» 200 B MWH., IpOBENEHUE IEKPEMEHTHOE,
0e3 ckaukoB. [Ipu npobe ¢ BHYTPHUBEHHBIM BBEICHU-
eM 1 % AT® pa3suTne NOTHON aTPHOBEHTPHUKYIISP-
HOW OJIOKazbl, MaHHBIX 3a JONOJHMUTEIBHBIA HYTh
MpOBEEHUST HE NoiydeHo. [lanuenTka npomosskaeTt
MoJNTy4aTh Tepanuio Oera-Omokaropamu (AHATIPHINH
B o3e 1,7 mr/kr/cyT). CpabarsiBaruit UK /I, xxerynod-
KOBBIX HapyIICHUH pUTMa y peOeHKa He ObLII0.

Tayuenmxa 2

[TanmenTka 16 et BHepBble ObIJa TOCITHTAIHU3H-
poBana B Ham LleHTp ¢ jxamobaMu Ha CHMIKEHHE TO-
JIEPAaHTHOCTH K OBITOBBIM (DM3MUECKHM HArpy3Kam,
OJTHOKPAaTHOE KPATKOBPEMEHHOE (HECKOJIBKO CEKYH]T)
CHHKOMAJIBHOE COCTOSIHHE B 15 JIeT pH JJIUTEITBHOM
opTocTaze B AYIIHOM momenieHnd. [lpumma B ceds
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Tabsmua 2. /{luHaMuKka J1a00paTOPHBIX U IXOKapaAMorpaguyecKnX JaHHbIX NALUEHTKH 2

Table 2. Dynamics of laboratory and echocardiographic parameters of patient 2

ACT g’gg_ Tpomonun |NT-proBNP g(?_K MOKTI 3C I
Boszpacr (10-31) 1(0-0.016 |(<206 nr/ Z-score Z-score
Ex/n 450 Hr/m) 1) 165 (Mm) (Mm) (Z-score)
: En/x) En/x)
15 ner 67.9 882.8 | * * 11 4.27 16 7.72 *
16 et * * * * 21 9 16 161 | *
(mapr) ’
16 ner 118
(oKT3Gpb) 61.6 1004 | 0.084 2933 N) 20 8.94 21 11,94 | 1.9

[Mpumeuanne: ACT — acmapratamuHoTpancdepasa; JIAI — makratneruaporenasa; KOK — kpeatundpochoknnasa;
K®K-MB — ¢pakmus MB kpearnnpocokmrazer; NT-proBNP — N-koHIIEBOH TporenTH HAaTpUHypeTHIECKOTro Top-
MoHa (B-tuma); MXKII — mexcxemynoukoBas neperopoaka; 3C — 3anass crenka; JIII — neBoe npexacepaue.

*— HET JaHHBIX.

Note: AST — aspartate aminotransferase; LDH — lactate dehydrogenase; CPK — creatine phosphokinase; CPK-
MB — creatine phosphokinase fraction MB; NT-proBNP — N-terminal propeptide of natriuretic hormone (B-type);
IVS — interventricular septum; PW — posterior wall; LA — left atrium.

*—no data.

CaMOCTOSITEIbHO. B  NOCTCHMHKONAJIbHOM IEPUOAE
orMmevasa ciaaboctb. CeMeHHbIM aHAMHE3 OTATOLICH:!
Mama, a Tak)Ke CBOAHBIN OpaT MO JUHUM MaTepu
yMepiau B Bo3pacte 35 neT u 21 roga cOOTBETCTBEH-
HO, OT JICKOMIICHCAILIUU CEPACYHOI HEJOCTaTOYHOCTH
Ha ¢oHEe THNepTpoPuN MHOKapaa (B 00OMX CIIydasx
TeHETUYECKOE UCCIICIOBAHNE HE IIPOBOAMIIOCH).

W3 anamHe3a 3a0051eBaHUS U3BECTHO, YTO AEBOUYKA
¢ 7 net HabIr0aIach HEBPOJIOTOM IO [TOBOY MHTEII-
JIEKTYaJIbHO-MHECTUYECKOr0 paccTpoiicTBa, oOyua-
Jach B CIELMATU3UPOBAHHON KOPPEKLIMOHHOM HIKO-
me. C 15 nmeT mosBHIINCH kKajo0bl HA OTpaHUYCHHE
OBITOBOW (pM3MHYECKOM HATpYy3KH, B CBSI3U C YeM ObLia
obcnemoBana. Ilpu mpoemennn OxoKI' BrIsBiIEeHA
runieprpodus MXKII o 11 mm (Z-score +4,27), 3C
16 MM (Z-score +7,72), B 0OCTaIbHOM 0€3 OTKJIOHCHHI
oT HOpMBI. IIpu mabopaTopHOM 0OCIIEOBAaHUN OTME-
yeHo mosbimenne ACT mo 67,9 En/n (10-31), JIAT
o 882,8 En/m (225—-450 En/n). Ilo manaeiM CMOBKI
3aperucTpupoBaHo 10 HEyCTOMUMBBIX MAPOKCHU3MOB
IIT ¢ UCC no 157 B muH., penkas I13. Tpenmun-tect
NalMeHTKEe HE MpOBOAMICS. bblan Ha3zHaueHbl Oe-
Ta-0mokaTopsl (AteHonon B go3e 0,5 Mr/kr/cyT).

B Teuenue roga y pebeHka oTMevanach BbIpajkeH-
Hasl OTpULaTelbHAsl TUHAMHUKA MO AaHHBIM 2DX0oKI
B BHJIC IIPOI'PECCUPOBAHMS THNEPTPOPUHN MHOKapAa
JOK (MXII B 6a3zambHOM cermMeHTe 9 MM, Ha Bep-
xymke 10 21 MM Z-score +15), 3C no 16 mm Z-score
+11,61), B cBs131 ¢ ueM Oblia HanpaBieHna B HMULL nm.
B. A. Anma3sosa.
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[lo naGopaTopHBIM [AaHHBIM COXPAHAJIOCH IIO-
Beimenue ACT, JII, Takke OTMEUYEHO ITOBBIIICHUE
ypoBHs TporioHuHA I, NT-proBNP (3HaueHus ykaza-
HBI B TA0JI. 2).

[To marabM DX0KI' — BBIpaxkeHHas THIEPTPOPHS
Muokapza JIXK, npenmy1iecTBeHHO alluKalbHBIX CEr-
menToB (MOKIT — 20 mMm (Z-score +8,94); 3C mo 21
MM (Z-score +11,94)), runepTpodusi ManmuiIaspHBIX
MBIIIL, NPU3HAKU JUACTOJIMYECKOM IUCHYHKIIUH
JIK. O6bem neBoro mpezacepaAns ocTaBajics B HOPME,
COKpaTHUTENbHAas CIIOCOOHOCTD MPABOI0 U JIEBOTO XKe-
TyI0OYKOB ObLITa coxpaHeHa (puc. 4).

[lo nmaHHBIM IM100aJBHOTO IPOIOIBHOIO CTpEHi-
Ha JDK BpIABIEHA 30HA THUIOKMHE3WH B MEPETHUX
0a3aMbHBIX CETMEHTaX, KPOBOCHAOXKEHHE KOTOPBIX
OCYILECTBIISICTCS MEPEAHEN MEXIKETYI0UKOBOM apTe-
pueit (IIMXXA). Ilpu mpoBeneHUH MyIBTHCIHPAITH-
HOM KOMITBIOTEPHOH ToMorpaduu KopoHaporpadun
BBISIBJICH MBILICYHBIH MOCTHK B CPEIHEM CEIMEHTE
TIM2KA mpoTsKEeHHOCThIO OKOJIO 48 MM C KOMIIpECCHU-
eit 10 70 % B cucToy. YUUTBIBask aCHMIITOMHOE Teye-
Hue MbleyHoro moctuka [IMXKA, npussTo pemieHue
BO3/IEPKAThCS OT XUPYPrHUECKOTO BMEIIATEIbCTBRA.

ITo nanubeiM MPT cepaua ¢ KOHTpacTUPOBAHUEM
moATBep K ieHa TurepTpodus muokapaa JIK, Gomree
BBIPaXCHHAsi B CPEIMHHO-alIMKAJIBHBIX OTIEJNAX.
Pazmeper MKII coctaBnsiu 15 mMm, 3C no 20 mm.
Ha oTcpodYeHHBIX MOCTKOHTPACTHBIX HM300pa’keHUSIX
B MakCHMaJIbHO YTOJIIEHHOM yactu muokapaa JDK
BBISIBJICHBI HMHTpaMypalibHble (UOPO3HbIE H3MEHe-
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Hus (puc. 4). [To naraeiv CMOKT peructpupoBanack  OTSTOIICHHBIH CeMEWHBIH aHaMHE3, BBICOKHNA PHCK
TpesicepIHas PKTOMMYECKasi aKTUBHOCTh, npenctaB- BCC, ¢ nenpio nepsuyHoi npodunaktukn BCC ma-
JeHHas 328 ONMHOYHBIMU HADKEIYIOYKOBBIMU 3KC- LMEHTKE Oblila MPOBEIEHA UMILIAHTAIUS KapJHOBEP-
TpacUCTONaMH, a Takke 17 HeycTOWUMBBHIMU mapok- Tepa-nedpudpumisatopa (MKJ) n yBennuena nosa Oe-
cuzmamu 1T ¢ YHCC no 160 B MuH. Ta-0JIOKATOPOB (aTEHOJION 2 MI/KT/CYT), B TOM YHWCIIE

[IprHNMas BO BHUMaHHUE BBIPAXKCHHYIO TUIIEPTPO- € LEJBIO0 IOAABJICHUS NPEICEPIHON IKTOMUYECKOM
¢uro MHOKapaa ¢ MPOrpeccCUpoBaHUEM B JUHAMHKE, akKTUBHOCTHU. Ilpm HaOmiomeHMM B IHHAMHUKE yCTOM-

Puc. 4. ®parmentsl 3xokapauorpagpuu, MCKT koponaporpadpuu u MPT cepaua
¢ KOHTPACTHPOBaHHMEM NALMEHTKHU 2 B Bo3pacre 16 Jjer
[Ipumeuanne: a — runeptpodus MIKII u 3C neBoro xemymodka, 9eThIpexXKaMepHas MO3UIUs; 6 — runepTpodus
Bepxymku JIK, TpexkamepHas mo3urus; B — MbimedHbrii Moctuk [IMXXA mo nanasim MCKT koponaporpadum; T —

yuacTku (pubpo3a MHOKap/a JICBOTO KeIyIouka (CTpesKa), OTCpOUYeHHOE KOHTPACTHPOBAaHNE, KOPOTKAS OCh.

Figure 4. Fragments of echocardiography, MSCT coronary angiography and MRI of the heart
with contrast in patient 2 at the age of 16 years
Note: a— hypertrophy of the IVS and PW of the left ventricle, four-chamber position; b — hypertrophy of the LV apex,
three-chamber position; ¢ — muscle bridge of the LAD according to MSCT coronary angiography; d — areas of fibrosis
of the left ventricular myocardium (arrow), late contrast enhancement, short axis.
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YUBBIX JKEJIYJOYKOBBIX HapyIIEHHH puTMma, cpabda-
teiBannii UK/] Ha oHE Tepanuu aTeHOIOIOM B J103€
2 MI/KT/CYT HE 3apeTHCTPUPOBAHO.

[Tpn odrampmonornyeckoM 00CIIEIOBAHNH OTIpE/Ie-
JSUTHCh TIPU3HAKK MUTMEHTHOTO PETHHUTA O00MX IJ1a3.

[lo naHHBIM CTUMYISLIMOHHON AIEKTPOHEUPOMU-
orpaduu 3aperucTpUpOBaHbl HETrpyOble M3MEHEHMUS
MHOT'€HHOT'O XapakTepa B ABYIJIABOM MBIIILE IJIeya.
MPT wmbimn Oeapa, a Takke CTUMYIISIIMOHHAS DJIeK-
TpoHelpoMuorpadus ykazaHHOW OONaCTH HaJTUYHE
MaTOJIOTUYECKUX U3MEHEHHU HE BBISIBUIIN. Y JEBOUKH
0TMeUaJioch WHTEIIeKTyaidbHoe cHikeHne (MMSE
20 6anoB) 6€3 MporpeccupoBaHus B THHAMUKE.

B xome komrmuiekcHOTO 00CnenoBaHus OOpalianu
Ha ce0sl BHUMaHME YJIbTPa3ByKOBbIE IIPU3HAKH PEaK-
THUBHBIX U3MCHEHUH IIEYCHU B BUJC YIUIOTHEHUS TKa-
Hel MO XOAy BHYTPHUIICYCHOUHBIX COCYAOB U SKEIU-
HBIX XOZI0B. B CBsI3M ¢ HaJIMYMEeM HOBBILICHUS YPOBHS
(epMEeHTOB, a TAaK)Ke H3MEHEHUH, 110 JaHHBIM yJIbTpa-
coHorpauu OPIONTHON MOJIOCTH, JIEBOYKE ObLIIA TIPO-
BeZieHa 31acTorpadusi ne4eHu 1 00Hapy KeHbI IPHU3HA-
KH, cooTBeTcTBYROmue F2 craanm pnubposa mo mkae
METAVIR. Ona Takxe Ha0OII01aJ1ach y IepMaToiora
B CBSI3U C HAJIMYUEM IICOPHA3a.

KinHnveckast KapTUHa MyJIbTHCUCTEMHOTO HOpa-
JKEHHsI ¢ MPEUMYIECTBEHHBIM MOPaKEHUEM CepaLa
no3ponuia 3anono3puth bJ[. C moMolbio TapreTHhIX
naHeseH 17151 BBICOKOIIPOU3BOAUTEIBLHOTO CEKBEHUPO-
BaHus (NGS), oxBaTeiBatomux 17 reHOB, y TAIUEHTKA
OblJIa BBISBIICHA ITaTOTeHHAs MyTalus B rene LAMP2
(c.928G> A (chrX:119576454 C>T, NM 001122606.1;
rs104894858) B reTepO3UTOTHOM COCTOSTHUH, KOTOPast
accouuupoBana ¢ bJ[. JlanHHas MyTanus BaJIuAUPOBA-
Ha METOJOM CEeKBeHHpoBaHus 110 CaHTeEpy.

Oocy:xaeHue

CornacHo JaHHBIM JuTeparypsl, 1 b/l xapak-
TEPHBI pa3In4usl B KIMHUYECKON KapTUHE U TEUCHUHN
3a00J1€BaHUs B 3aBUCUMOCTH OT nosia. Kak mpaswuiio,
Yy MYX4YHMH OOJE€3Hb COIPOBOXKIACTCA HOPAKEHU-
€M HECKOJIbKMX CHCTEM U OpPIraHoB, 0o0Jiee TSKENIbIM
MPOrHO30M U BBICOKOH JIETAJIBHOCTBIO BO BTOPOH Jie-
KaJie )KU3HU. Y JKEHIIMH 3a00JIeBaHUE XapaKTEepHU3y-
€TCsl IPEUMYILECTBCHHBIM BOBJICUCHHEM MHOKap/a,
B PEAKHUX CIIydasiX OTMEYaIOTCs IMOPAXKEHUE MBIIIL,
HapylICHUEe KOTHUTUBHBIX (PyHKLIHH, a Takxke od-
TaIbEMOJIOTHYECKHE TIpOosiBIeHHs 3abomeBanus [10].
OCOOEHHOCTBIO MPEACTABICHHBIX CIy4YacB SIBISETCS
paHHUN ne0rT 3a00JeBaHUS W MYJIBTHCHCTEMHBIH
BapHUaHT MOPAXEHNU S, YTO BeCbMa HETUIINYHO AJIS Te-
yeHust B/ y nui sxeHckoro nona. OCHOBHBIE JaHHBIE
KJINHUYECKOM KapTHHBI U J1a00paTOPHO-UHCTPYMEH-
TaJBHBIX NOKa3aTeseld nauueHTok ¢ b/l nmpencrasie-
HBI B Ta0IHIE 3.
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B onmcanHbIX HaMu ci1ydasx y o0enx JeBodeK mep-
BbIE IIPU3HAKH 3a00J1€BaHMsI ObUIN 3aPErUCTPUPOBAHEI
B OoJiee paHHEM BO3PaCTe, 4YEM ITO XapaKTEPHO AT Jie-
Bouek ¢ b/[: B mepBoM ciiyyae — 3TO MOPAKEHUE I1a3
B 3 rozia, BO BTOPOM — MOPaXCHUE HEPBHOUN CUCTEMBbI
B Bo3pacte 7 jer. IlpumeuarensHo, 4TO, 10 JTaHHBIM
J. M. Yang ¢ coaBropamu (2020), mopaskeHIe OpraHoB
3pEHMS MPOUCXOIUT B MO3JHUN MEPUOA M MEIJICHHO
nporpeccupyer. Tak, B XoAe JBEHaUATUICTHETO Ha-
OmrofieHus 3a AByMs KEHIIMHAMH C TUTMEHTHOHN PeTH-
Hormatuei Ha Gpone b/ He OBIJI0 0OTMEYEHO KITMHHYECKA
3HAYMMOT0 YXYIIICHHUsI OCTPOTHI 3PEHUS WIIM Hapylle-
HUS 1BeT-pasznudatonieit pynkmnuu [11]. B To ke Bpe-
MS PAJIOM aBTOPOB IMUTMEHTHAsI PETHHONATHS, HA000-
POT, paccMaTpuBAaeTCsl KaK OAWH M3 PAaHHUX U MOPOH
€IMHCTBEHHBIX MPU3HAKOB HAIWYMS MYTALlUU B T€HE
LAMP2. UnrtepecHo 3axmouenne B. Kousal u xomer
(2021), xoTOpOe OBLIO CHIETaHO MOCIE JJOCKOHAIEHOTO
n3ydenus riasHoro aHa 10 mauuentoB ¢ b/l u 1 Hocu-
TeJis reHa 0e3 KIIMHUYECKUX MPU3HAKOB 3a00JIeBaHMS.
Tak, y 6ecCHMNTOMHON KEHITUHBI OTMEYAIIUCh aHO-
MaJIbHBIE TTATTEPHBI IIPU Ay TO(PIFOOPECLIEHTHOM OLIeH-
K€ B OIHOM IJIa3y, IPH HOPMaJbHBIX JAHHBIX APYTHX
odrarpMonorudecKkux uccnenoBannii [12]. Takum 06-
pas3oM, o(hTaIbMOIOrHYECKOE UCCIICIOBAHUE SIBIISIETCS
BR)XHBIM METOJIOM B QJITOPUTME IEPBUYHON THATHO-
ctuku b/l B cemMbsix ¢ paHee M3BECTHBIMHU CIIydasiMH
JAHHOTO 3a00JICBaHNU.

Crnenyer OTMETUTH, YTO HEBPOJIOTMYECKHUE Hapy-
LICHUS] B BUJIE YMCTBEHHOH OTCTaJOCTH MM KOTHHU-
TUBHOTO JeduuuTa Oornee XapakTepHBI Ui Majbdd-
KOB M BcTpewaroTcsi npumepHo B 70-95 % ciydaes.
Kak mnpaBuio, maHHbIE HapyLIEHUS HPEACTaBISIOT
co00if nerkrie POpMbI KOTHUTUBHBIX PacCTPOUCTB [6].
VY manueHTKH 2 HaOomancs KOTHUTHBHBIN Me(UINT,
a TakKe HerpyOble M3MEHEHUsI MUOTEHHOTO XapakTepa
B JIBYIVIaBOM MBIIIIIE [UIEYA, YTO, COINIACHO JINTEpaTyp-
HBIM JIaHHBIM, PEIKO BCTpEUaeTcs y KEHUUH [6, 9].

VY o6enx neBouek OblsIa 00HApYKEHA THTIEPTPOdUS
MHUOKapaa 6e3 oOcTpyKuuu BbixogHoro Tpakta JIXK,
B Bo3pacte 13 u 15 neT, 4To COOTBETCTBYET JIUTEPA-
TypHBIM AaHHBIM. Tak, cormacHo M. Brambatti ¢ co-
aBropamu (2019), Bozpact nebdrota henoruma ['KMII
HMEET JIOCTOBEPHYIO PA3HUILY Y MY>KUMH U Y KECHILIUH
u coctapisieT 14 (10,0-18,0) m 16 (12,5-25,5) 1eT coot-
BETCTBEHHO [8]. DEHOTUIIMYECKUE BAPUAHTHI [TOPAKE-
HUS cepAilia TaK)Ke MMEIOT TeHAECpPHbIE 0COOCHHOCTH.
Tak, uccienosanre M. Brambatti 1 Kosjer mokasalio,
YTO y KCHILIMH Yalle PEerucTpupyrorcs (EeHOTHIIBI
I'KMII u JKMII, 70,3 % u 29,3 % cOOTBETCTBEHHO.
Y My»X4YHH IPEUMYIECTBEHHO BCTpedaeTcs: HEHOTUIT
I'KMII — B 96,2 % cny4aes [8]. IIpu aToM paznmuunii
B YacTOTe 00CTpyKImil BhxogHoro Tpakra JIXK B 3a-
BUCHMOCTH OT I0JIa HE 3aPETUCTPUPOBAHO.
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Tabuuua 3. /laHHbIe KIMHUYECKOH KAPTHUHBI M JIa00PaTOPHO-HHCTPYMEHTAJIBLHBIX NIOKAa3aTeJiei

MANHUEHTOK

Table 3. Clinical, laboratory, instrumental features of patients

IMapameTtp

ITanuenTka 1

ITanuenTka 2

Habnronenwue ¢ (Bo3pact), JieT

3

7

JleOrot 3a00seBanus (TIOPAKEHUE OpraHa-MHUIICHH )

IMMI'MCHTHAas pECTUHOIIATUA

KOTHUTHUBHBIC HAPYIICHUSA

Iopaxenue cepana (1a/Her)

Ja

JHa

®enorun KMIT T'uneprpoduueckuii Tuneprpoduueckuii
Bo3spact ne6rora KMIIT 13 15
OTSTOImeH B CeMEWHBIN aHAMHE3 CO CTOPOHBI

CEPICYHO-COCYIUCTOM CUCTEMBI (J1a/HET) Her Hla
Bo3spact ycranosieHust quarsosa bJJ 13 15
Petunonarus (na/Her) Ha Ja
KoruuTHuBHBIE paccTpoiCcTBa (1a/HeT) Her Ha
Muonarndeckuii KOMIOHEHT (1a/HeT) Her Ha
[Ipencepanbie HapyieHUs puT™Ma (1a/HET) Ha Ha
ACT (10-31) En/n 51 61,6
JIAT (225-450) En/n 470 1004
K®K (35-165 En/m) 185 118
Tpononwus I (0-0.016 Hr/mi) 7.433 0.084
NT-proBNP (<206 rir/mu) 722 2933

Jlokanuzauust runepTpodum

CpCANHHBIC, AlTMKAJIbHBIC
CCTMCHTBI

CpCANHHBIC, AlTMKAJIbHBIC
CCTMCHTBI

MXII, mm 23 20
Z-score MXKII (Boston Z-score) 9.5 8.63
3C, MM 23 21
Z-score 3C (Boston Z-score) 11.5 8.8
Hanunuue o6crpykiun va BTJDK (na/ner) Her Her
CoxparurenbHas ciocooHocTs JIDK Hopma Hopma
Huacrommueckas qucynkiust JOK (na/Her) Ha Ha

2
gﬂélgcc oowema JIIT, mi/m 36 29
Hammuue ¢pubpo3a mo nanaeiv MPT cepana (ma/met) | Ja Ja
Crenenp ¢pubpo3a no nanasiM MPT cepaua pacnpocTpaHeHHbII 04aroBbIi

[pumeuanne: KMIT — xapauomunomnatus; b/ — 6omne3ns Jlanona; ACT — acmapraramunoTpanchepasa; JIAI — max-
tataeruaporenasa; KOK — kpearnapocpoxunaza; KOK-MB — dpakuns MB kpearnadocokmnazsr, NT-proBNP —
N-KOHIIEBOI TpONENTH HAaTpHitypeTndeckoro ropmona (B-tuma); MXKII — mexokemymnoukoBas meperopoaka; 3C —
3anHas crenka; BTJIJK — BbixogHoM TpakT aeBoro xenynouka; JIXK — neswiitl xenynouek; JIIT — neBoe npencepaue;

MPT — MarauTHO-pe30HAHCHAS TOMOTpadwHs.

Note: CMP — cardiomyopathy; DD — Danon disease; AST — aspartate aminotransferase; LDH — lactate
dehydrogenase; CPK — creatine phosphokinase; CPK-MB — creatine phosphokinase fraction MB; NT-proBNP —
N-terminal propeptide of natriuretic hormone (B-type); IVS — interventricular septum; PW — posterior wall; LVOT —
left ventricular outflow tract; LV — left ventricle; LA — left atrium; MRI — magnetic resonance imaging.
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B o0oux mpencTaBieHHBIX KJIMHUYECKHX CIlyda-
X PEruCTPUPOBANINCH CyIPABEHTPUKYJISIPHBIC Hapy-
menus putMma B Buae [T, I13. ITo ganHbIM Hccneno-
Banus S. Jhaveri ¢ coaBTopamu (2019), y momoBuHBI
nanueHTos ¢ b/l orMeuanuces cynpaBeHTPUKYIISIPHbIE
HapymieHus putMma, Haubosee yacto [T u pubpumrs-
uus npencepauit [13].

Ha OKI' y nauuentoB ¢ BJl Hepenko BbISBISETCS
HaTTepH MPEABO30YKICHUS KETYAOUKOB C y4acTHEM
JOIOJIHUTENIbHBIX MyTeH MpOBEACHUs (aTPUOBCHTPH-
KYJIAPHBIX WJIM, HanOojee 4acTo, (pacuuKyIOBEHTPHU-
kymspHbIX). Tak, D. Boucek ¢ xomneramu (2011) 06-
HapyXWIN NPU3HAKH IPEABO30YKICHUS KTy JOUKOB
y 68,2 % Myx)uuH u 26,7 % KEHIIUH IpU perucTpa-
mu moBepxHOCcTHOM OKI, KOTOpBIE OBIITM OTHECEHBI
K miposiBieHuto peromena WPW [5]. Omnako crnemyet
OTMETHTb, YTO HU OJHOMY IALUECHTY IIPU 3TOM HE BbI-
HOJHSJIOCH 3JEKTPOPHU3HOIOIHYECKOE HCCIIEA0BAHUE
C ILENbI0 HOATBEPXKACHMS NOTNOJHUTEIBHBIX ITyTeH
nposeaeHus [5].

WHTepecHOH sBIsSETCS MHTEPIpPETALUs NaTTepHa
npenBo30ykieHus xenynoukoB Ha DK y maruenToB
¢ BJ1 B pa3HbIX HCCIIEAOBAHUSX.

[lo ogHON W3 TUIOTE3, SKCTPANOIUPYS Pe3yib-
TaThl HMCCICAOBAaHUI Ha XUBOTHBIX C MYTalUsIMHU
PRKAG2, cuntamoch, 9TO MHOIIMTHI, HaKaIlJIHBaIO-
IIMe TJIMKOTEH, HApyLIaroT LEJIOCTHOCTh aTPHUOBEH-
TPUKYISIpHOTO (hHOpO3HOTO KOIbIla. TakuMm oOpazom,
AQHOMaJIbHbIC AaTPUOBCHTPUKYISIPHBIE COCIUHEHUS
n 00yCIaBIMBaIOT XapaKTEPHbIN NaTTEpH, TAKXKE Ha-
omromaemerii y manueHToB ¢ b/ [14].

Hpyroif rumore3oii siBiseTcs Hamudne (aciuKy-
JIOBEHTPHUKYJISIPHBIX IyTeH, KOTOPbIC NPEICTABISIOT
co0OH ONOJIHUTENbHBIC IyTH NPOBEACHNUS, COCANHS-
IolIMeE My4oK [ Mca unm ero BeTBu ¢ pabounM MHOKap-
JI0M xemyaouka. [IockonbKy 3TH IMyTH HE COOOIIAroT-
Csl ¢ MPEIICEPANIMH U JKEeNyI0YKaMH M PACIOIOKECHBI
JUCTaJbHEE aTPUOBEHTPUKYIISIPHOIO y37a, (hacluKy-
JIOBEHTPHUKYJISIPHBIE IIyTH HE MOT'YT CIIY>KUTb CyOCTpa-
TOM JIJIs1 BO3HUKHOBEHHUSI TaXUKapaAuu re-entry [14].

Tak, Jhaveri u xomiern B cBoeil pabore moaTBep-
OWIM Hajdudue (PacluKyIOBEHTPUKYJISIPHBIX ITyTeH
y 3 u3 4 NanueHToB, UMEBLIUX IPU3HAKH NPEABO3-
OyxaeHust xemymodkoB [13]. ABTOpbI OOBSACHSIOT
3THOJIOTHIO MTPEKIEBPEMEHHOI'0 BO30YKICHUS JKEIy-
JIOYKOB y HEKOTOPBIX nanueHTos ¢ b/l nMeHHO Hanu-
yueM (acuMKyJIOBEHTPUKYIISIPHBIX IyTEH, a HE aTpH-
OBEHTPUKYJISIpHBIX IyTel [13].

B T0 xe Bpemsa Konrad ¢ xomieramu, KOTOpbIe
BBIMOJIHUIIN SHAOKApAHAIBHOE 3JIEKTPOPU3N0IOrU-
YecKoe HCCIIeAOoBaHNE 4 ManueHTaM MYXKCKOTO IT10Jia
¢ npusHakamu ¢eHomeHa WPW mo mamabsiM OKI,
HE MOIATBEPAWIM HAJUYME IONOJHUTEIBHBIX MyTeH
MPOBEACHUS HU B OJTHOM M3 YEThIpEX cityuaes [15].
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B nameM wucciaenoBaHMM y MalMeHTKHA | Takxke
ObITM BBISIBICHB! M3MeHeHus: Ha DK, koTopkie omu-
CBIBAJINCh KaK IMPHU3HAKU NPEABO3OYKICHUS XKeETy-
noukoB — deHomen WPW. OmgHako npu mpoBefieHHH
sHaoKapauanbHoro MU naHHBIX 32 HATUYHUE TONOI-
HUTEJIBHOTO Iy TH IIPOBEICHUS IOy YEHO HE ObLIO.

O0enM HamMM TAalMeHTKaM Obljla TPOBECHA
ummnantanuss K], kotopass pekomeHAoBaHa s
npodunaktukun BCC. Mexay TeMm, CTOUT OTMETHTD,
yto UK ]I He Bcerna r3hekTHBEeH B MpeaynpexIeHHH
JKU3HEYTpokarouux Hapyenuil putma npu b/l Tak,
Maron ¢ coaBropamu (2009) mokazanu, 4to y 5 u3 7
narueHToB ¢ MK /] mpu npocriekTHBHOM HaOII0IeHU N
JICTaJIbHBIH MCXOZ HACTYNHJ B pe3ylbTaTe 3IH307a
(hatanpHON apuTMuU [16], U TOTBKO CBOEBpEMEHHAas
tpancrutantanus cepamna (TC) crmocoOcTBOBana BEI-
skuBaeMocTu npu B/ [8]. DTo Takxke MoATBEpKAaCT-
Csl pe3yJibTaTaMM HAOIIOAATEIBHOIO HCCIICIOBAHUS
K. N. Hong u xomer (2022), B koTopoMm u3 38 TpaHc-
IUIAHTHPOBAHHBIX MALMEHTOB (COOTHOLICHHE MYX-
YUH W KeHITUH 1:1) 5-TeTHSS BBDKHBAEMOCTD ITOCIIE
TC cocrasuna 87,1 % (95 % HAU: 63,6 %—95,9 %)
ciyuaes [17].

Craenyer OTMETUTh, YTO ACKOMIICHCALIMS cepled-
HOHM HEIOCTaTOYHOCTH y MY>KUMH HaOII01aeTCsl paHb-
e, yem y xenmuH 21 (17,0-25,0) net u 28 (18,0— 50,0)
JIET COOTBETCTBEHHO. [Ipy 3TOM BO3pacT nepBUYHOTO
KOMOWHHpOBaHHOTO ucxona (cmepth, VAD, TC), co-
IJIACHO JINTEPATYyPHBIM IaHHBIM, Y MY)KUHUH COCTaB-
nset 23 (19,0-32,0) roma, y sxenmuH 38 (28,0-52,0)
et [18]. B mpencraBieHHBIX HaMU KIMHUYECKHX
cilyyasix y o0eHX JIeBOUYEK B HACTOSILEE BPEMSI COXpa-
HEHa COKPATUTEJIbHAsI CIOCOOHOCTh MPAaBOro U JIEBO-
ro xeayno4koB. OHM MOTY4YalOT aHTHAPUTMHUECKYIO
TEPAIHUIO C MOJOKHUTENBHBIM 3P (PEKTOM 1 CHMIITOMA-
THYECKYIO TEPaIIUIO.

IIpeacraBieHHbIE KIMHUYECKHE CIIydau XapakTe-
PHU3YIOTCS MOJIMOPraHHOCTBIO MopaxeHus. CoriiacHo
D. Miani ¢ coaBTopamu (2012), Takoe pazHooOpasue
KJIMHUYECKUX NPOSABICHUH Y reTepPO3UTOTHBIX KEH-
IIMH MOXET OBITh CBSI3aHO C OLIMOKOM X-WHAKTHBa-
LIUU HEMYTHPOBAaHHON XPOMOCOMBI HJI ¢ HEOJHOPOI-
HbIM pacnpeaenenueM norepu LAMP2 Bcnencteue
30HAJILHOM MHAKTUBaUUU X-xpoMocoMsbl [18]. Momne-
KYJISIPHO-T€HETHYECKOE HCCIIeOBAaHUE, IIPOBEICHHOE
y HallUX MAIUEeHTOK, MOATBEPAMJIO HAJIUYHME MaTo-
reHHoil mytanuu B rene LAMPB2.

[lo nanHbBIM JIUTEpATyPBI, ONHUM U3 HauboJee ya-
CTO BCTPEYAIOLIUXCS BAPHMAHTOB I'CHA SIBISETCA MY-
tanust ¢.928G>A (c MpomycKkoM 5K30HA 7), KOTOpas
Oblna oOHapyskeHa y manueHTku 2. Gourzi U KoJje-
ru (2018) omucanu KIWHWYECKWU CITydall pa3BUTHA
3a0oieBaHns y cecTep-OJM3HENOB, Y KOTOPBIX ObLiIa
oOHapyxeHa myTamus c.928G>A u nmelroT 3abore-

©2/2024



BaHus 1nociue 30 et ObUI acCOLUUPOBAH C Pa3BUTHU-
€M BBIPa)KEHHOH AMIaTalluK KaMep cepAla ¢ ObICTPO
MPOTrPECCUPYIOLIEH CEepACYHON HEIO0CTATOYHOCTHIO
[19]. Apyrue cooOmeHus O ManueHTax ¢ JaHHOW MYy-
Talue onuceiBaau TUNUYHOE TeueHue bl y manpun-
KOB C MpOsiBIeHUSIMH MUonaTuu u Geroruna ['KMII
[20]. Apyroii cnyvail TaHHON NAaTOJIOTMHU, ONTUCAHHBII
Popa c coaBropamu (2020), y *KeHIIUHEI 24 JIeT ¢ My-
tauueit ¢.928G>A yka3pIBa€T Ha BO3MOKHYH KOHBEP-
cuio (heHOTHIa KapJUOMHUONATHH Ha (DOHE OCTPOrO
Muokapauta. OOHapy>KeHHBIC NMPHU3HAKH THIEPTPO-
(UM KapAMOMHMOLUTOB M HApPYLICHWUS] apXUTEKTOHU-
KM MHOKapJa IO pe3yJbTaTaM 3HAOMHOKapAHaIbHON
OMOTICHH Y TaHHOW MAlMEHTKH HOCIYXHUJIH TOBOAOM
IUIsL TIPOBEICHUSI MOJICKYJSPHO-TEHETHYECKOI0 HC-
cnenoBanus [21].

Myranus c.864+3 864+6delGAGT, xotopas ObLia
oOHapy’KeHa y INEepBOIl MalUeHTKH, PEXE OIUCHIBA-
eTcsi B Hay4dHOW smteparype. Bui u xommern (2008)
npuenu ciyvaid tedenuss bJ[ y 16-netHero ronomu,
y KOTOPOT'O IPEBAJINPOBAIIN CUMIITOMBI THIIEPTPOdU-
yeckoro ¢eHoruna kapauomuonaruu (KMII) n mu-
omaruu. [logpocTky mBaxkasl Obia mposeneHa TC,
OJTHAKO TI0CJIC BTOPOM TPAaHCIUIAHTALMHU MPOSBUIIUCDH
CHUHJIPOMBI BbIpaXkeHHOM Muonatuu [22]. dpyroi
crydait B/] ¢ mogoGHo# MyTanueit Ob1 onmcaH B Pe-
cnyonuke bemapych: y 30-meTHero My>K4MHBI OTMe-
Yyajgach CUMMETpHYHast (hopMa THUMEPTPOGUUECKOrO
tdenorumra KMII ¢ koHBepcueld B AMIIaTallMOHHBIN
(denotnn, mnpuzHaKU TepuEepUIecKOil MHUOMATHU
1 CHUKEHHE KOTHUTHUBHOTO cTaryca. IlanueHTy Ob110
HMIIJIAHTUPOBAHO PECUHXPOHU3UPYIOIIEE YCTPOM-
cTBO ¢ (hyHKIMEH KapauoBepTepa-aedpudpunasTopa
C TIOCIIeYIOIINM HaOmroieHueMm [23].

HeoOxomnMo momuepkHyTh, 9TO pa3paboTka reH-
HOH Tepanuu, B ToM uucie u ans B/, Ha cerogus
SIBJISIETCS. OJHUM M3 TEPCIEKTHBHBIX HAaIpPaBICHUM.
Tak, Rossano ¢ coaBropamu (2022) mpenctaBui pe-
3yJNbTaThl MEpBOi (ha3bl KIMHUYECKOTO HCIBITAHUS
npenapata RP-A501 — aneHoaccouuupoBaHHOIO
BHpYCa, COACPIKALIETO HOPMAJIbHYIO KOIHIO YeJIoBe-
yeckoro resa LAMP2B, — y myxckoro nona ¢ B/I,
B JIaHHOE HMCCJIEA0BaHUE BOLUIN TOJIBKO 2 MaJbuHKa.
VYyeHble TPOIEMOHCTPUPOBAIN O€30HacCHOCTh U 3-
(exTHBHOCTD MaHHOW Tepamuu. CorjlacHO pe3yibTa-
TaM HCCJICIOBAHHUS, Y TALIUEHTOB HAOII01aeTCsI TIOBBI-
weHue skcnpeccud LAMP2B, oTMeueHo ynydlieHue
ayrodarun B KapAUOMHOLMTAX, a TAK)KE BBISBJICHA
MOJIOKUTEIbHAST TUHAMHKA JIA0OPAaTOPHBIX, dXOKap-
nuorpauuecKrx U KIMHUYECKUX apaMeTpos. B Ha-
CTosillee BpeMs IIJIAHUPYETCs] IPOBEICHHE BTOPOH
(hassr uccnenoBanus [24].

Takum 00pa3oM, NpeNCTAaBICHHBIC KIMHHUYECKUE
ciydau AEMOHCTPUPYIOT paHHuii nedtor b/ y nmeso-
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yek (3 u 7 neT), mepBUYHON MaHHU]ecTaei KOTopoi
SIBJISIFOTCSL IOPA’KEHUSI OPTaHOB 3PEHUSI U HEBPOJIOT -
YeCKHe HapyLICHUs, YTO BECbMa HEXapaKTEPHO IS
XKeHcKoro mona. Ciegyer OTMETHTh, 4TO, HECMOTPS
Ha HaJIM4YMe TUIUYHBIX IMaTOTHOMOHWYHBIX IPHU3HA-
KOB 3200JIeBaHuUs, JIJIs1 IOCTAHOBKHM BEPHOI'O JHArHo-
3a B 000uX cioydasx morpebdoBanock okoso 10 Jer.
CO’)XHOCTH JMarHOCTUKH, HA HALI B3IVIAJ, B IIEPBYIO
ouepenb OOYCJIOBJICHBI HEAOCTATOYHOH OCBEIOM-
JIEHHOCTBIO MPAKTUKYIOUUX Bpaued o ToMm, uTto BJI
y ZI€BOYEK MOKET NMPOTEKATh C HEKJIACCHUUYECKOH s
HHUX KJIUHUYECKOW KapTUHOH. TONBKO THIATENBHOE
o0cie0BaHNE U BBISIBICHHUE MPOIPECCUPYIOLIEH Iu-
nepTpoun MUOKapaa B COBOKYIHOCTH C JIPYTHMH
KJIINHUKO-UHCTPYMEHTAJIBHBIMU JaHHBIMH, B TOM
qyciae pe3yIbTaTaMH MOJIEKYJISPHO-TeHETHYECKOrO
HCCIIeIOBAHNU S, MTO3BOIMIIN 3aMI0J03PUTh U HOATBEP-
IUTh MYJIBTUCUCTEMHOE I'€HETHYECKOE 3a00JeBaHue
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Pe3rome

BeHo3HBIE aHTHOMBI TOJIOBHOTO MO3Ta SBISIOTCS OJTHOW M3 CaMBIX YaCTHIX IIepeOPOBACKYIISIPHBIX aHOMAJIHHA
Y HEepeAKo OOHAPYKUBAIOTCS MPH HEWPOBHU3YAIH3alllN y JONel ¢ HecrenupuieckuMu xanodamu. [TpuaATO
CYHTATh, YTO BEHO3HBIE AHTHOMBI UMEIOT TOOPOKAuYeCTBEHHOE TEUCHHE M HE HY)KJIAIOTCS B HAOIIOICHUH U Jieue-
Huu. [Ipn 3TOM omucaHbl caydan CIOHTAHHOTO TPOMOO03a BEHO3HBIX aHTHOM C Pa3BUTHEM HIIIEMHYECKOTO WH-
CYyJbTa ¥ BO3MOXKHOTO MIX Y4acTHs B BA30HEBPAIHHOM KOH(IUKTE U dMriienTorenese. HanbompIiee koamaecTBo
myOJIMKaIuii KacaroTcs pa3phbliBOB BEHO3HBIX aHTHOM C (POPMHUPOBAHHMEM BHYTPHMO3TOBBIX reMaTtoM. B craTthe
MPEJCTaBIEHO COOCTBEHHOE KIMHMYECKOE HAOIOIEHNE MOJIOIOTO MAIEeHTa ¢ BHYTPHUMO3TOBEIM KPOBOM3IIHU-
STHAEM BCIIE/ICTBHE pa3pbIBa KPYITHOW BEHO3HOH aHTHOMBI, TOTPEOOBABIINM XUPYPrHUECKOTO JedeHus. Takxke
MPECTaBIICH 0030p HAyYHBIX MYOIMKAIIHA 10 YaCTOTE€ KPOBOMBIHUSHUHN U3 BEHO3HBIX aHTHOM, (haKTOpaM pHCKa
M TAKTHKE BEJAEHUS TaKUX ITal[HEHTOB.

Ki1roueBble cji0Ba: BEeHO3HAsi aHTOMa, BEHO3HAS! aHOMAJINS PAa3BUTHSI, TEMOPPAarn4eCKUii HHCYIIBT.
Jna yumuposanus. naxun 11.1°, Munexuna HU.E. BHympumoseo8oe KpogousiusHue 8ciedcmeue paspoléd

BCHO3HOT AH2UOMBL 207106HO20 MO32a (KAUHUYECKUL cydall u 0030p aumepamypul). Tpancasayuonnas meouyuna.
2024, 11(2): 216-222. DOI: 10.18705/2311-4495-2024-11-2-216-222. EDN: NZCGGS
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Abstract

Venous cerebral angiomas are one of the most common cerebrovascular anomalies and are often detected by

neuroimaging in people with nonspecific complaints. It is generally accepted that venous angiomas have a be-
nign course and do not require observation and treatment. At the same time, cases of spontaneous thrombosis of
venous angiomas with the development of ischemic stroke are described, their possible participation in vasoneu-
ral conflict and epileptogenesis. The largest number of publications concern ruptures of venous angiomas with
the formation of intracerebral hematomas. The article presents our own clinical observation of a young patient
with intracerebral hemorrhage due to the rupture of a large venous angioma, which required surgical treatment.
A review of scientific publications on the frequency of hemorrhages from venous angiomas, risk factors and

management of such patients is also presented.

Key words: hemorrhagic stroke, venous angioma, venous malformation.

For citation: Shnyakin PG, Milekhina IE. Intracerebral hemorrhage due to rupture of venous angioma of
the brain (case report and literature review). Translational Medicine. 2024, 11(2): 216-222. (In Rus.) DOI:
10.18705/2311-4495-2024-11-2-216-222. EDN: NZCGGS

Cnuncok cokpamenuii: ABM — aprepuose-
HO3Has Mmanbhopmarus, BA — BeHO3Has aHTHO-
ma, MPT — wmarauTHO-pe3oHaHCHas ToMorpadus,
MCKT — mynbsrucnupanbHas KOMIOBIOTEPHAsE TOMO-
rpadusi, PCL| — pernoHanbHBIN COCYTUCTHIHN IEHTP.

Brenenue

Benosnrie anrnomsl (BA) romoBHOro Mo3ra BCTpe-
YaroTCs B MOMYJISAUH B 2-3 % ciydaes [1-3], mosTomy
HEpEIKO BBISABIAIOTCS npu BbinonHeHurn MPT rosmos-
HOT'O MO3ra 3JI0POBBIM JIIOISIM C HecHeu(pruIecKuMu
*KaobaMu, B TIEPBYIO OYepelb Ha TOJIOBHYTO OOJTb.

BA mpencraBisieT coboii cusiHIE HECKOIBKUX pa-
JUaJIbHO OPUEHTHUPOBAHHBIX BEH B €AUHYIO KPYITHYIO

JIPEHUPYIOLYIO BEHY [3—5], 4TO MOJIyUHJIO PEHTTE€HO-
JIOTUYECKUI TEPMUH «T0JIOBa MEAy3bD» (puc. 1).

I'mcromornueckorr ocobeHHOCTHI0O BA siBnsiercs
OTCYTCTBHE 3JACTHYHOW IUIACTUHKU M TIJIaJKOMBbI-
MIEYHOTO CJ1os [6].

Otunonorus BA uzyuena negocrarouHo. Cuuraer-
cs1, 4To BA sBISIOTCS pe3ynbTaToM amjia3uM, THIO-
MJIa3UU WIM paHHEH OKKJIIO3UM HOPMaJIbHO pa3BUBa-
FOLLUXCSL MEAYJUISPHBIX BeH [3, 7, §].

B 1986 romy P. Lasjaunias BMecTO TepMHHa «Be-
HO3HAs AHTHMOMa» IPEAJIOKHUI HCIOJIBb30BaTh I10-
HATHE «BEHO3HAsi aHOMalusl pa3BUTHUs», Kak Ooiee
MOJHO OTpa’Kalollee XapakTep NaHHOH IaTOoJOrHUu,
49TO OBIJIO 0M0OPEHO MHOTHMH HCCIIEIOBATEISIMHU.
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[TosTomy B 3apyOekHOI JHTEpaType 9acTO UCIIONb-
3yeTcs HMEHHO 3TOT TepMHUH [7]. OqHaKo, yUUThIBas,
YTO PYCCKOSI3BIYHBIM CIELUaINCTaM 0ojee 3HaKOMO
Y IPUBBIYHO MOHSTHE «BEHO3HAsI aHTHOMa», B TaHHOM
cTaThbe OyZeM MOJIb30BaThCs UM.

ITo xmaccudukanuu X. G. Yu u coaBropos (2018),
BA mnonpa3zaensrorcs Ha HECKOJIBKO THUIIOB: TUI A —
pacrionararorcs B IOJIyILIapUH TOJIOBHOTO MO3Ta U Jipe-
HUPYIOTCSI B IIOBEPXHOCTHYIO KOPKOBYIO BEHY WJIH
CHHYC TBEp/OH MO3roBoi 00010ukH; THI B — pac-
M0JIararoTCs B MOMYLIapUH TOJIOBHOTO MO3Ta U IPCHU-
PYIOTCSI BO BHYTPEHHHE BEHBI T'OJIOBHOTO MO3ra; THII
C — pacnosiararorcsi B ojiyIapiuy roJI0BHOIO MO3ra
U JPEHUPYIOTCS B CyO3NEHIMMAIIBHYIO BeHy; Tul D —
pacrionararorcs B Mo3xeuke; Tull E — pacnonararorcst
B CTBOJIE MO3Ta; TUI F — pacronaratorcs mOAKOKHO
WK B 00J1aCTH OKOJIOHOCOBOH mazyxu [9].

TpaauuuonHo cuuTtaercs, 4To BA He npencrasis-
10T YTPO3Yy AJIs 310POBbs, KPOME TOTO, HECYT BaKHOE
(yHKIIMOHAIBHOE 3HAYEHUE, 00ECTIeYnBasi OTTOK KPO-
BU OT HOPMAJIbHBIX CTPYKTYp Mosra. IIpu 3Tom omnu-
CaHbl CIy4yal Pa3BUTHS HILEMHYECKUX OCIOKHEHUH
Ha QoHe TpomOo3a BA, yuactne BA B Ba3oHEeBpab-
HOM KOH(JIUKTE, a TAKXKE UX PoJib B (HOPMUPOBAHUH
04aroB 3MUAKTUBHOCTH [5, 10—14].

Camoe Irpo3HO€ OClIO)KHEHUE — pa3pbiB BA ¢ BHY-
TPUMO3rOBBIM KpoBousnusHueMm [8, 15-20]. YuuTel-
Bast, 4To BA saBIsgeTCS HU3KOIMOTOYHOM aHOMAJIWEH,
yale BCTpedaeTcss HeOOJbIIOe KPOBOM3IUSIHUE IPU
ee paspbiBe. OHAKO B HEKOTOPBIX CIIy4asX MOTYT
(dopmMupoBaThcs OONBIINE TEeMATOMBI, TpeOyromme
XUPYPrudeckoro yaajieHus.

KpyIHbIX nccliefoBaHUM 110 TAKTHKE BEICHMS Ma-
LIMEHTOB C pa3pbeiBaMu BA He cyIluecTByeT, a MHEHHUS
9KCIIEPTOB MHOTAa pacxonsrcs. IloaToMmy oueHb Bax-
HO (MKCHPOBATH 3THU PEAKUE KIMHHUYECKHE HaOIro-
JEeHUsI, 4YTOObI pa3paboTaTh ONTHUMAbHYIO TaKTHUKY
BE/ICHUSI TIALINEHTOB.

Kaunuvecknii cayyai

ITauuent X., 29 neT, ocTaBiaeH CKOPO OMOILIBIO
B IEPBUYHBIN cOCyAUCThIN LeHTp I. Hopunbcka ¢ no-
JO3PEHHEM Ha HapylLIeHHE MO3rOBOrO KpoBOOOpaile-
Hus. M3BecTHO, 4TO 3a001en ocTpo, Korga Ha pabo-
T€ Pa3BHJIACH CHJIbHAS TOJIOBHAs 00JIb, HAPYLIMJIACh
peub U ocnabnu mpasble KOHEYHOCTH. Ilo maHHBIM
MCKT royioBHOro MO3ra BbISIBJIEHO BHYTPUMO3[OBOE
KPOBOM3JIHUSIHUE B JIeBO J100HO# norne. [To MCKT-an-
ruorpauy He MCKIIOYAETCS Pa3pblB apTEPHOBCHO3-
Holi Masnbdopmanuu. IIpuHATO peleHne o nepesone
MalyeHTa CAaHUTAPHOM aBHalMed B pPEruOHaNIbHBIN
cocyauctoiii ieHTp (PCLI) . KpacHosipcka nis 1006-
CJICZIOBaHMSI M OIPEACITICHNS TAKTUKH BeeHus. M3-3a
HEJICTHON MOTo/bl MallMeHTa YAaJIoCh 3BAaKyHPOBATh
B PCII Tonbko uepe3 4eTBEpPO CYTOK OT MOCTYILJIE-
Hus. [Ipu noctynnenuu B PCL] manueHT B ymepeH-
HOM ornymeHuu (14 OanmioB mKaidsl KOMBI |11asro),
3paukn D=S, ¢doTopeaknuu cOXpaHEHBI, BUKCHUE
IJIa3HBIX S10JI0K B MTOJTHOM 00beME, JTUI0 CUMMETPHY-
Ho. [IpaBoctroponHsst remuruierusi. Cumnrom badun-
CKOTO CIIpaBa MOJOKHUTEIbHBIH. PUIMIHOCTD MBI
3aThuiKa A0 8 cM, cumnToMm Kepuura 120°. ITo MCKT
TOJOBHOTO MO3Ta ONPEICIseTCs] BHYTPHUMO3TOBast
reMaroma B JIeBOW JIOOHOH moie (mapacaruTTaibHO),
00beMoM 38 MIT?, ¢ TpU3HAKAMH HAYaBIIETOCS JIN3UCA.
[To MCKT-anrnorpaduu no nepeqHe60KOBOMY Kparo
KPOBOM3JIUSHUS ONpPEACIACTCS KpyNHas BEHO3HAs
AQHT'MOMa, IPEHUPYIOLIasics B BEPXHUN CaruTTalbHbIH
cunyc (puc. 2).

Hns muddepennmnpoBanus BA oT apreproBeHO3-
HOI Manbdopmanmu (ABM) BemosHeHa 1iepedpatb-
Has aHrworpadus. Jlanueix 3a ABM ner. OnHako,
YUMTBIBAs MOJIOAOHM BO3pacT HalMeHTa, I'pyOblii He-
BPOJIOTHYECKUH JePULUHUT U BEPOATHOCTH TOTO, UTO
WMeeTCs 3a/IaBJICHHBIN TeMaToMoi KiTyook ABM wm
accouuupoBaHHas ¢ BA kaBepHO3Hast aHTHOMA, IIPHU-
HSITO peleHue 00 oreparuy.

Puc. 1. MCKT cocynoB rosioBHoro Mmosra. Crpeikoi ykazaHa BeHO3Hasi aHTHOMa,
JpeHUpYUasics B Cy03NeHIMMAIBHYIO BEHY

Figure 1. MSCT of brain vessels. The arrow indicates a venous angioma draining
into the subepindeminal vein
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BbinosniHeHa KOCTHO-IUIACTHYECKAsl TperaHalus
yeperna B JIeBOH JI0OHOW ob6mactu. Ilom HeiipoHaBH-
rallMOHHBIM KOHTPOJIEM OIpE/AEiICHa JIOKaIU3allHs
remaTomsl U BA. Tlon MUKpPOCKONIMYECKUM yBEJIHYE-
HUEM BBINOJIHEHO MMKPOXUPYPrU4YecKoe ylajeHue
BHYTPHUMO3TOBOM I'€MaTOMBI B BUJIE CTYCTKOB U JKH/]I-
KOU KPOBH. YUaCTKOB, NOAO3PUTENbHBIX HA ABM ninu
KaBEpHO3HYIO aHTMOMY, He oOHapyxkeHo. CrycTtku
CIIaHBbl Ha T'UCTOJIOTHYECKOE MCCIEN0oBaHuE (TIPH II0-
CJICAYIOLIEM THCTOJIOTHYECKOM HCCIIECIOBAaHUHU HaTo-
JIOTMYECKUX COCYAMCTHIX 00pa30BaHUI Takke HE 00-
HapykeHo). [lo mepenHel cTeHKe JOXka yIaleHHOW
reMaToOMBbl OIpeNeIeTCs] KpyIHasi BEHO3Has! aHT'HO-
Ma C YMEPEHHBIM KpoBOTeueHHEeM H3 Hee. [lonmbITku
OCTaHOBUTbH KPOBOTEUEHHE IeMOCTATUYECKHUMHU CpeJl-
ctBamu 0e3 3¢ddexra. [lombiTka TOYEUHONW KOATYIIS-
LN TOJBKO YCHJIMJIA KPOBOTEUCHME, M IPHILIOCH

prus / Neurology and neurosurgery

KoarynupoBatb BA Ha npotskeHun. KpoBoteueHue
ocTaHOBJIeHO. BusyansHO Ha (oHe koarynsmun BA
nepu¢OKaIbHbIA OTEK HE YCHUITHIICS.

Ha crenyromue cyTKu mocie onepanuy Ha KOH-
tponbHO MCKT rosoBHoro mosra remaroma yna-
JIeHa TOTaJIbHO, OTMedaeTcsl MHeBMouedanus Hax
00HBIMHU 10NAMHU. IpH3HAKOB ycuieHus oTeka Min
(hopMUpOBaHMS BEHO3HOTO HHCYJIBTA HET (pHC. 3).

B mepBeie cyTkH mociie omepanuy MalueHT 3KC-
TyOMpOBaH, OTMEYAeTCs NOSABJICHUE ABM)KCHUUN
B IIPaBBIX KOHEYHOCTAX 10 2 OamioB. Ha ¢one pea-
OMIIMTALMOHHBIX MEPONPUATHH HAa MOMEHT BBIIU-
cku (12-e CyTKH OT MOCTYIUICHUS): COZHAHUE SICHOE,
OPHUEHTHUPOBAH B MECTE U BPEMEHH, KOHTAKTy JOCTY-
neH. 3pauku D=S, ¢oropeakmnus xuBas. Hucrarma
HeT. JBuraTenbHas cdepa: NpaBOCTOPOHHUN TeMu-
nape3 10 4,5 6amna. CyxoxuiasHble peduiekcsl D>S.

Puc. 2. MCKT u MCKT-anruorpagus rosioaoro mo3sra nanuenra X. B jieBoii J100Hoii 10J1€
(mapacaruTrajbHO) onpeeaseTcsi BHyTpuMo3rosasi remaroma. Ilo nepeane0oxkoBoii NoBepxXHOCTH
reMaToMbl pacrojaraercsi KpylnHasi BeHO3Hasi aHruoMa (yKa3aHa CTPeJIKOil)

Figure 2. MSCT and MSCT angiography of the brain of patient X. An intracerebral hematoma
is determined in the left frontal lobe (parasagittal). On the anterolateral surface of the hematoma there

is a large venous angioma (indicated by an arrow)
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MpelmeuHslil TOHYC cnpaBa noBbileH. [latonoruue-
CKHUX pe(IIeKCOB HET.

O6cy:xneHue

KpoBouznusuus u3z BA onucaHsl B psijie HAyYHbIX
pabort. [lepBoii 3 HIX MOKHO CUUTATh Oy OIMKOBAH-
HbI B 1967 Tony P. A. Wolf u coaBTopamu ciydait
NaleHTa, yMEpPLIEro OT BHY TPHUEPEITHOTO KPOBOM3-
JUSHUS U3 BEHO3HOH aHTHOMBI, KOTOpasi Oblia BbISIB-
JieHa Ha cekiuu [21].

ITo mamaeiM T. B. Garner u komner (1991), puck
kpoBousnusiHus u3 BA coctasiset 0,22 % B rop [8].
B cepun nabmronennit X. Li u coaBTopos (2016) BHY-
TPUMO3TrOBbIE KPOBOM3NUSHUA U3 BA BcTpeuanuch
B 0,59 % cayuaeB [17]. Ilo maHHBIM, IpenCTaBICH-
HBIM B uccienoBanuu K. Amuluru u xomier (2016),
puck paspbiBa BA moxet nocrurars 0,7 %, ocoOeH-
HO MpHU JOKAJIU3alUU B 3aJHEH yepenHou ssMmke [22].
K. Mizokami u coaBtopsr (2001) ommceIBaloT Ba
Cily4asi KpOBOM3JIUSHHUS B CTBOJ TOJIOBHOI'O MO3ra
BcrencTeue paspeiBa BA [15]. [To narasiM A. H. Silva
u xomuer (2020), y neteit puck pa3peiBa BA B cemb pa3
BBIIIIE, YEM Y B3POCIIBIX, 0COOCHHO IPHU JIOKATH3aL1H
B Mo3xkeuke [23].

OnHako NpUYMHAMHU KPOBOU3IUSHUN MOTYT OBITh
He BA, a yacTto accouMupoBaHHbIE ¢ HUMH KaBEPHO-
3HbIE AHT'MOMBI, KOTOPbIE IUIOXO BH3YaJU3UPYIOTCS
Ha MCKT u MPT Ha ¢one remaromsr. O. Marzouk
1 coaBTOpbI (2021) OMUCHIBAIOT KIIMHNYECKHH CTydai
KeHIUHBI 58 neT, y kotopoit mo MCKT Obiiin BBISB-
JIEHbl BHYTPUMO3TOBOE KPOBOM3JIMSIHUE B MO3KEUOK
W BEHO3HAs aHruoMa B NPOEKIUM rematomsl. [la-
LMEHTKa JIeunsiach KoHcepBaTHBHO. Yepes3 3 mecsua

BbImotHeHO MPT ronoBHOro Mo3ra: Ha ¢oHe nn3uca
reMaToOMbl BBISIBJICHA KABEPHO3HAs! aHTMOMa, SIBUBIIIA-
sicsl IPUYUHON KpoBou3ausiHus [18].

CocyuiectBoBanre BA u KaBepHO3HOW aHTHOMBI,
COIJIACHO pa3HbIM aBTOpaM, BcTpedaercs B 13—62,5 %
ciyuaes [3, 4, 24, 25]. Ilo narapiM R. Aoki u kommer
(2016) u N. Ucler u coaBTopos (2019), 60IBIIMHCTBO
KPOBOM3JIUSHUN CBS3aHBl C Pa3pbIBOM ACCOLUUPO-
BaHHBIX ¢ BA KaBepHO3HBIX aHTHMOM, a HEe camux BA
[3, 14]. Ilo nanueM S. 1. Abdulrauf n xomuer (1999)
u P. S. Idiculla u coaBTopoB (2020), mpu codyeranum
KaBEPHO3HOW aHTHOMBI U BA puck paspsiBa 00emx
[aTOJIOTUi OOJblIe, YeM IPU UX H30JIMPOBAHHOM Ha-
nuguu [26, 27]. B Hamem HaOMIOACHWH TIPHUIIEITBEHO
HHTPAONEPALMOHHO 10J MUKPOCKOIIMYECKUM yBEJIU-
YEHHEM HCCIIEJ0BAJIOCh HATMYNE BO3MOKHOTO Pa3phl-
Ba aCCOUMHUPOBAHHON KaBEPHO3HON aHTMOMBI, OJTHAKO
HU BU3YaJIbHO, HU TIPU THCTOJOIMYECKOM HCCIIeI0Ba-
HUU CTYCTKOB OHO HE MOATBEPIUIIOC.

Ilo gpyruMm JnaHHBIM, pa3pblBaM IOABEPraroT-
csl «aprepu3oBaHHBIe» BA, Korma mmeercst aprepu-
aJbHBIA COPOC MO THUIY apTEPUOBEHO3HBIX LIYHTOB
[28, 29]. T. Fujimoto u coaBTops! (2013) onmuckIBarOT
Cllydail MacCHUBHOTO KPOBOM3JIMSIHHS B MO3KEUOK
y 8-IeTHero Majap4uMKa BCIEACTBUE pa3pbiBa BA ¢ Ha-
nugyueM aptepuoBeHo3Horo myHTa [20]. Y. Pilipenko
u xomyern (2018) onmuCHIBaIOT ciydYail apTepU3aluu
BA (bopmupoBaHme apTeprOBEHO3HOTO IITyHTA) Y pe-
OcHKa, YTO MPUBEIO K pa3pbiBy BA 1 dopMuposanuio
BHYTPHUMO3T0OBOI I'eMaTOMBI, TOTpeOOBaBIIEeH XUPYP-
THYECKOr0 yJasleHus. BTOpeIM 3TamoM BBINOJIHEHO
ncceyeHne BA ¢ GnaronpusiTHbIM KIMHUYECKUM HC-
xozoM [16]. B Hamem HaOJMfONCHUH, IO JAHHBIM IIe-

Puc. 3. MCKT rosnoBHoro mo3ra nauuenra X. 1-e cyrku nocJjie onepauuu. BHyrpumosrosasi remaroma
yrajeHa pagukaabHo. [Ipu3HakoB ycuieHusi oreka ujiu (popMUPOBAHUS BEHO3HOI'0 MHCYJIbTA HET

Figure 3. MSCT of the brain of patient X. 1st day after surgery. The intracerebral hematoma was
radically removed. There are no signs of increased edema or the formation of a venous stroke
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pebpanpHON aHTHOTpaduu, paHHETO APTEPHAIBHOTO
copoca B BA He HaOmr0ma10Ch.

[lo TakTHKe BeneHUs MALMEHTOB C KPOBOU3JIH-
STHUEM B 30He BA e€JMHOro MHEHHMS Cpeau crerua-
nucToB HEeT. HekoTopble aBTOPHI CUHUTAIOT, YTO XH-
pyprudeckasi WJIM 3HAOBACKYJSIpHAs oOauTepanus
BA conpsikeHa co 3HaUUTEIbHBIM PUCKOM Pa3BUTHSA
OCTPOTO HapyIICHUsI MO3IOBOI'O KPOBOOOpAaILICHHUS.
Jlaxxe eciiy IOKa3aHo yAaJIeHUEe reMaToOMBbl, TH aBTO-
pPbl HE PEKOMEHAYIOT BMEIIATENbCTBO Ha BA B cuny
pHCKa pa3BUTHs OOLIMPHOrO BEHO3HOI'O HHCYJIbTA [2,
19, 27, 30, 31]. Ho HyKHO yYUTBIBaTh, YTO UHTPAOIIE-
PALMOHHO IPH YAAJIEHUU IeMaTOMbl BO3MOXKHO pa3-
BHTHE KpOBOTeUYeHHS n3 BA, KOTOpoe MOXKET OBITH
TPYAHOOCTAHOBHMO C COXPAaHEHHEM MPOXOIAHMOCTH
BA. Ilpu sTOM, KaK NMOKa3aHO B HAaIlleM KJIMHUYE-
CKOM ClIyuae, KoaryJsiLiusl U BBIKJIIOUEHUE KPYITHOH
BA He Bcerma mpuBOAHMT K TpyOOMYy HapyUIeHUIO
BEHO3HOI'0 OTTOKa M, TeM 0Oosiee, K BEHO3HOMY HH-
CYNBTY. DTO MOXET OBITHh CBSI3aHO C T€M, UYTO B 00-
JacTH 0EJIoro BELIeCTBA U MOJKOPKOBBIX CTPYKTYP
T'OJIOBHOTO MO3Ta UMEETCS Pa3BUTasl CEThb BEHO3HBIX
aHaCTOMO30B, U 1a’KE€ BBIKJIIOUCHHE KPYTTHOTO BEHO3-
HOTO KOJIJIEKTOPa MOKET HE IPUBECTHU K HAPYLICHUIO
MO3TOBOTO KPOBOOOPAIIIEHHUS.

3akiouenne

PazpeiB BA sBasleTCS OTHOCUTEIBHO PEIKUM OC-
JIOKHEHUEM E€CTECTBEHHOIO TEUYCHMSI JAaHHOW aHO-
Manuu. B 3TOoi CcBA3M ciydailHO BbIsIBIIEHHbIE BA
He TpeOyIOT XUPYypPruyecKoro jJeueHus 1jis npodu-
JAKTUKU UX pa3pbiBa. Ilpn HEOOMBIINX KPOBOU3IIH-
SIHUSIX U3 BA peKoMeHJ0BaHO KOHCEPBAaTHUBHOE Jie-
YeHue mamueHToB. [Ipu OoNbmIol BHYTPHUMO3TOBOH
reMaToMe BCJIeJICTBHE pa3pbiBa BA MoxeT moTpebo-
BaThCA ONeparusl.

[Ipu pemennu Bonpoca 00 onepaTUBHOM JICUCHUT
¥ BMemaTelsCcTBe Ha BA 1iemecoobpas3Ho mpoBectH
nepedpanbHy0 aHTHOrpaduio I  HCKIIOUYEHUS
HaJu4usl apTepUOBEHO3HOro myHTa. Ha omepamuu
Heo0XO0OMMO B IEPBYIO OYepenb HCKIOYUThH HalU-
4yue pas3pbiBa acCOUUMpPOBaHHOU ¢ BA kaBepHO3HOMU
aHruomsel. Ecniu kaBepHOMa He BBISIBJICHA U HET NPU-
3HAKOB MHTPAOINEPALIMOHHOT0 KPOBOTEUEeHUS U3 BA,
BO3MOKHO COXPAaHUTb €€ MPOXOJUMOCTb AJisl o0e-
CIIEYCHHSI HOPMAJIBHOW ApeHakHOH QyHKIuu. Ecnn
HMEIOTCS NPU3HAKM HHTPAONEPALMOHHOIO KPOBO-
tTeueHus u3 BA, mienecooOpa3Hee BBIKIIOUNTH €€ U3
KPOBOTOKA.
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