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PE3IOME

3a nocnenuue 40 €T CyIeCTBEHHO M3MEHIIOCH MIPECTaBIeHHEe 00 apUTMOTEHHOM Kapauo-
muonarnu (AKMII). Tak, ¢ mosBIeHneM HOBBIX 3HAHWHU TSI HA3BaHUS 3TOTO 3a00JIEBAHUS
cepAla NPUMEHSJIMCh Pa3HbIE TEPMHUHBI: APUTMOICHHAs AWCIUIA3US IPABOTO JKEJIyZOUYKa
(AAIDXK), apurmorennasi kapauomMuonatus npasoro skenynouka (AKIDK) u apurmorennas
KapJIuoOMHOTIaTHs/ quciiia3us npasoro xemynouka (AKIDK/AITDK). B 1995 rony nannoe 3a-
OoJieBaHMeE cepiia ObIIO BKIIFOUEHO B KJIaCCU(PHUKAIINIO KapAruoMuonaTuii BcemupHo# opranm-
3arun 3npaBooxpanenus (BO3) mox nHazBanmem AKIDK. C oTKpBITHEM JIEBOKETYIOYKOBOTO
BapuaHTa ObuT BBesleH TepMuH AKMII. B 0630pe mpescTaBiieHsr 0000IIEHHBIE UCTOPUYECKUE
ACTIeKThl B Pa3BUTHU 3HAHWN O JAHHOHN MATOJIOTMH: OT MEPBOr0 YIOMHHAHUs 3a00JeBaHUs
JI0 HACTOSIIIIETO BPEMEHH.

KiroueBbie ciioBa: APUTMOI'CHHAA KapANOMUOIIATUsA, BHC3AIIHAA CCPACUHast CMEPTh, TCHCTU-
YCCKOEC 3a6OH€BaHI/Ie, HUCTOPUYICCKHUC ACIICKTHI.

s yumuposanus: Kogetinuxosa O.A., Anexceesa /[ IO., Hlununa A.I" u op. Ucmopuueckue
npeonocwLIKU QopMUpo8anusl NPeOCmasieHull 06 apummo2eHHoll Kapouomuonamuu (0030p
aumepamypwl). Poccutickuti JcypHan nepcoHanusupo8annou meouyunst. 2024; 4(4): 288-294.
DOI: 10.18705/2782-3806-2024-4-4-288-294. EDN: KQCSOB
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HISTORICAL BACKGROUND OF FORMATION
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ABSTRACT

Over the past 40 years, the understanding of arrhythmogenic cardiomyopathy (ACM) has
changed significantly. Thus, with the advent of new knowledge, different terms have been
used to name this heart disease: arrhythmogenic right ventricular dysplasia (ARVD), arrhyth-
mogenic right ventricular cardiomyopathy (ARVC), and arrhythmogenic right ventricular car-
diomyopathy/dysplasia (ARVC/ARVD). In 1995, this heart disease was included in the World
Health Organization classification of cardiomyopathies under the name ARVC. With the dis-
covery of the left ventricular variant, the term ACM was introduced. The review presents
generalized historical aspects in the development of knowledge about this pathology: from the
first mention of the disease to the present.

Key words: arrhythmogenic cardiomyopathy, cardiac death, genetic disease, historical aspect
sudden.

For citation: Kofeynikova OA, Alekseeva DYu, Shilina AG, et al. Historical background of
formation of ideas about arrhythmogenic cardiomyopathy (literature review). Russian Journal
for Personalized Medicine.2024; 4(4):? 288-294. (In Russ.) DOI: 10.18705/2782-3806-2024-4-
4-288-294. EDN: KOCSOB
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Cuucok coxkpamennii: AJIIDK — apurmorennast
JUCIUIa3us npasoro kenyaouka, AKMII — aputmo-
renHas kapauomuonarusi, AKIIDK — aputmorennas
KapAMOMUOIIATHs TTpaBoro xemynodka, BCC — Bue-
3amHasi cepaedHas cMepth, KA — kemyjoukoBas
aputmusi, XXT — xenygoukoBas Taxukapaus, JIK —
neBelit xemynouek, IIDK — mpaBblil xemynouex,
OKTI" — snexTpokapauorpadusi.

BBEAEHUE

AputmorenHas kapauomuonarust (AKMII), panee us-
BECTHAsI Kak apUTMOT€HHas TIUCILIA3HsI ITPABOTO KETyH04-
ka (AJIIDK), BepBBIe B COBpeMEHHOI TUTEpaType ObLIa
ormcana Oonee 40 ner Hazaa. Jto 3abo1eBaHNe XapaKTe-
pusyercsi uOPO3HO-KUPOBBIM 3aMELICHHEM MHOKap/a,
CITyaIllUM CyOCTpaToM Uil BO3HHKHOBEHMS IOTEHIH-
QJTFHO OTIACHBIX JKENTyIOYKOBBIX apuTmuid (JKA) ¢ puckom
BHe3amHo# cepaeunoi cMept (BCC) maxke Ha paHHUX
craausix 3abonesanus [ 1]. Kpome Toro, ¢pudposno-xupo-
BOE 3aMElICHHE CIIOCOOCTBYET AWJIaTallK U HApYILICHUIO
CHCTOJMYECKON (DYHKIIUH SKEIYJI0YKOB C PA3BUTHEM KITU-
HUYECKON KapTUHBI CEPICTHON HETOCTaTOUHOCTH [1].

W3HauanbHO CUMTAIIOCH, YTO 3a00JI€BaHKE MTOpaKa-
€T UCKIIIOUUTEIBHO MpaBblii sxenyaouek (I1K) u sus-
eTCsl Pe3yJIBTaTOM BPOXKJIEHHOTO AedekTa pa3BUTHS
MHOKap/a, 4To U ObUIO OTPAXEHO B HA3BAaHWU, MPE-
noxxerHHoM B 1977 romy Fontaine G. — A JIITK [2].

Onnako mpeAcTaBiCHHUS O JaHHOM 3a00JeBaHUM
C MOMEHTA €ro MepBOHAYaIbHOTO ONTUCAHUS 10 HACTO-
s[Iee BpeMsi peTepreny CylecTBeHHbIE H3MEHEHHU .

Tak, HOHMMaHKE TOrO, YTO ATOJIOIUsl UMEET HaCJIe -
CTBEHHBIH XapakTep, NPHUBEJIO K HCIIOIb30BAHUIO HO-
BOIO TEPMHMHA — «ApUTMOIEHHAs MPaBOKETYI0UKOBAs
kapanomuonatus» (AKIDK), u opunmansHOMY BKITIO-
YSHHIO €€ B KJTacCU(pHUKAIHIO Kapauomuomnatuii BO3 [1].

B XXI Beke ¢ BHEAPEHUEM B KIIMHUYECKYIO IPAKTU-
Ky T€HEeTUYECKHUX MCCICJOBAaHUN U TAKOrO BBICOKOTEX-
HOJIOTUYHOTO MeTona auarHoctuku, kak MPT cepaua
C KOHTPAacTUPOBAaHUEM, TIOSBUIUCH CBeleHHst O (puo-
PO3HO-XMPOBOM 3aMELICHUU MHOKapga — OT M30-
JIMPOBAHHOTO MOPAKEHUs KaK MPaBOro, TaK M JICBOTO
xenynouka (JIOK) 1o OMBeHTpUKYIISIPHOTO BOBJICUCHUS,
YTO TOCIYKUJIO MPEANOCHIIKON K TPUHSITHIO OOIIEro
tepmuaa — AKMII [3—4].

B manHO# cTaThe OCBEIIEHBI OCHOBHBIC ATAITBI Pop-
mupoBanus B3rsigoB Ha AKMII, coBpeMenHoe npea-
CTaBJICHUE O JTaHHOM 3a00JICBaAHHH.

NMEPBOE UCTOPUNYECKOE
YNOMNHAHUE O 3ABOJIEBAHUU

AKMII kak oT/ieipHast HO30JI0THs Obljia MPEJICTaB-
JieHa JiMib B KoHIEe 70-x rr. XX Beka, OJHAKO OITH-
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CaTeNbHYI0 XapaKTEepUCTUKY 3aboneBaHus, (HEHOTH-
MUYECKNU TOXOXKEro Ha JaHHYI0 KapIHOMHUOIATHUIO,
MOKHO BCTPETHTH B JINTEPAType HAMHOTO paHbIIe [8].

Tak, nmepBoe ucropuueckoe onucanue AKMII 66110
caenaHo eme B 1763 roxgy JlxoBanHu Mapueii Jlan-
yu3u B kHure «De Motu Cordis et Aneurysmatibusy»
[9]. UtanpsHCKMII Bpad paccMOTpen psij KIWHHAYE-
CKHMX CIy4aeB C OTATOINEHHHIM CEeMEWHBIM aHaMHe-
30M B OTHOILIEHUU CUHKOMaJbHBIX cocTtosiuuii u BCC
Ha MPOTSKEHUH Tpex-deThblpex nokosieHui. Mccneno-
BaTeJIb OTMeYall, YTO MPHU MATOJIOr0aHATOMUYECKOM
BCKPBITHH BHE3AIMTHO yMEPIIUX UJIECHOB OMHCAHHBIX
cemeii Oblyla OOHapy KeHa JUiIaTamus MPaBbIX OTIEIOB
cepaua 1 aHeBpu3Marndeckoe BoingunBanue [10K, uro
Ha CErOJHAIIHUMN IeHb SABJISIETCA MATOTHOMOHUYHBIMU
npusHakamMu AKMII [6, 9]. Kpome Toro, Jlanuuzu BeI-
CKa3bIBAJ MPEATIONOKEHUS: «BromHe BO3MOXHO, 4TO
s 10 CHX TOp HaOIIOMall TONBKO B MPaBhIX KaMmepax
cep/ua, MOXXeT IPOUCXOIUTh U B IPYTUX pyciiax Kpo-
BU» [9], BEepOsATHO, UMEsI B BUY BO3MOXHOCTH IOpa-
skernst u JIDK ipu marHOM 320071€BaHUM.

APUTMOIrEHHAA ANCNNA3UA
MPABOIO XXEJTYOO4YKA

TlpunararenbHoe «apUTMOTEHHBINY» I ompese-
JIeHUs] KapAHOMHUONATHU ObLI0 BBeneHo DOHTeHHOM
1 MapkycoM B UX MEPBOHAYAIBLHOM OTYETE O CEpUU
MOJIOZBIX OOJIBHBIX C TPaBOXKETYIOYKOBOU TaXH-
kapmaueii [10].

B 1977 rony I'aii ®oHTEilH B X0A€ MHTEPBEHLU-
OHHOI'O JICYCHUS] YCTOMUMBOM >KEIyIOUYKOBOU Taxu-
kapauu (JKT) ¢ Mmopdostorueit 6J10Kabl JICBOW HOXKKHU
nmydka ['mca BOepBBIC ONMPEICHIII, YTO HCTOTYHUKOM
KA, NOMHMO THOHUYHBIX HOCTHIIEMHYECKHX 00Ja-
creit JIDK, moxker BoicTynats IIK [2, 10]. BmecTe ¢ TeM,
(hbpaHIy3CKHM BJIEKTPO(U3HOIIOrOM U €ro KOMaHJ0U
1o JaHHBIM 3ekTpokapauorpaduu (OKI) y nanuen-
TOB ¢ Takoi Mopdomorueit KT ObLTH BBISIBICHBI 30HBI
3aJ€P>KKU BOJHBI IEMIOJISIPU3ALUH B TPEKAPAHATbHBIX
koMIuiekcax QRS, onpenensieMbIX B HACTOSIIIEE BPEMS
KaK «3McuiIoH-BonHay [2—4, 10]. [Ipeanonaranock, 4To
MPUYMHON JaHHOTO JIEKTPOPU3NOIOrUISCKOTO SIBJIC-
HUS MOIJIA CTaTh CTPYKTYPHbIE U3MEHEHUS B CEpPALE.
Tak, B xoze onepanuu Obliia BeIsiBiIeHa Autatanus [1K
C MapaIoKCaIbHBIM JIBUIKEHUEM €r0 CBOOOIHOM CTEH-
ku 0e3 BossieueHust JIJK, a mpu BBIMIOJIHEHUH MPOCTOM
BEHTPHUKYJIOTOMHH OBLJIO OOHAPYIKEHO 3HAYUTEIBHOE
yMeHblIeHre Toamuabsl Muokapaa IDK ¢ coxpanenu-
€M TOHKOr0 CYORHJIOKapAuaIbHOTO CIIOS MHUOKapa
C YpE3BBIYAWHO TOJCTBIMHM W KUPOBBIMHU, U (PUOpPO3-
HO-KUPOBBIMU yuacTkamu [10]. B manmpHeiimem ru-
CTOJIOTMYECKNE HCCIENOBAaHUSI MHOKApPAA HALMEHTOB
C MPABOXKEIYJOUYKOBON TaxuUKapAued U CTPYKTYpPHOU
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naronorueit [DK monrBepaunu, 4To 3MCHIIOH-BOJIHA
BBI3BaHA 3aME/JICHHEM IPOBEACHUS B 30HAX PuOPO3-
HO-KUPOBOTO 3amerieHust muokapaa [10].

B 1982 rogy ®onTeiiH coBmMecTHO ¢ Mapkycom
coO0MmMIN yke 0 24 MOZOOHBIX CIydYasX B3POCIBIX
nanueHToB ¢ JXXT n aHeBpU3MATHUECKUM PEMOJIEITH-
poanuem [1K BcnenctBue (huOpO3HO-KUPOBOTO 3a-
memieHus muokapaa [11]. Ctout momuepkHyTh, YTO
AQHEBPU3MBI OBUTH JIOKAJIM30BAHBI B NMPUTOYHOM, BBI-
XOTHOM OTienax u Bepxytike [1JK — Ttak Ha3piBaeMoM
TPEYTOJIBHUKE TUCTLIa3UH.

[Ipeanonaranock, 4YTO MaHHBI CHUMITOMOKOM-
TJIEKC MOYKET OBITH CIIEZICTBUEM BPOXKICHHBIX KIJIETOY-
HO-IUCINIACTUYECKUX SBJICHUN, B CBA3HM C 4eM OBIJIO
MPEJIOKEHO TIepBOe Ha3BaHWE ISl 3TOTO 3a0o0JeBa-
Hus — «aucmiasus [1Ky» [8, 10]. IlpunaratensHoe
KE «apUTMOTICHHBIN» OBLJIO HCIOJIb30BAHO B CBSI3U
CO CKJIOHHOCTEIO 3a00eBanus k JKA BciencTue pyo-
[IEBaHUsI MHOKap/ia, KOTOPOE OMpeeNsieTcs Kak apuT-
MoreHHbIH cyocrpar [10—11].

[Tomumo crpykTypHbIX Xapakrepuctuk A/IIDK, mox-
pOOHOE OIMUCAHUE BICKTPOKAPIUOrPAPHUCCKUX OCO-
OeHHOCTeH ManyeHTOB ¢ JTaHHBIM 3a00JIeBaHUEM CTaJIo0
OCHOBOIIOJIATAFOIIUM JIJISl €70 TUarHOCTUKH. Tak, Obun
BBIJICJICHBI CJICAYIOIINE 3JIEKTpOKapArorpaduyeckre
KPUTEPHUU: UHBEPTUPOBaHHBIC 3yOlbl T B IPaBbIX Mpe-
KapIuaJbHBIX OTBEIEHUSX, MHUPOKHNA Komruieke QRS,
STICHJIOH-BOJTHA, TIO3[HUE TIOTEHITHAJIBI, YKEITYIOYKOBAS
skcrpacuctonust U JXXT ¢ mopdosnorueii Onokaapl 1eBoi
Hoxku mydka ['mca [11]. Caemyer mom4epkHyTh, UTO
JIAHHBIC KPUTEPUH ITPUMEHSIFOTCS 110 CEH JICHb.

APUTMOIeHHAA KAPOANOMWOMNATUA
MK

Baxxno ormeTtutsh, uto B 1979 Tomy Oblnmo mpen-
craBiieHO nepBoe onucanue ciayyas BCC ot AJIDK
Y MOJIOJIOTO MY>KYHHBI BO BpeMsl TEHHHCHOTO MaTda
B Mupano (Beneuus) [12]. Tak, mo JaHHBIM ayTOICHH
ObUTO OOHApPY)KEHO TpaHCMypajbHOEe (PUOPO3HO-KU-
poBoe 3amernienue cBoooaHoi cteHkn 110K, a mo OKI
MOJIOJIOTO YeJIOBEKa, BHITIOJHEHHOH eIlle MpH KU3HH,
3apeructpupoBana KT ¢ mopdornorueir 6iokaasl je-
BoM HOXKKU Tyuka ['uca [12].

CnenyeT TmMOMYepKHYTh, YTO HMEHHO WTa-
TNbSTHCKHME wuccnenoBarenu, uszydas BCC, BHeciH
Oonpmmiol Bkjan B monuManme AKMII [3—4]. Pe-
3yJbTaThl UX MOP(OJIOrHYECKUX HCCICAOBAHUN TO-
3BOJIMJIM ClIeJaTh BBIBOA O TOM, YTO TEPMHUH «IHC-
MJjas3us» HE TOYHO OTpakaeT CcyTh 3a0o0iieBaHMS.
Tak, B 1988 roxy TheHe ¢ coaBTOpaMu COOOIIVIIH O ce-
pun cnyuyaeB BCC, cBsa3aHHOM ¢ pU3MUECKON HArpy3-
KoM y Monoabix sroaen [12]. KnuHuueckas xapTuHa
MAIMEHTOB W IaTOJIOTOAHATOMUYECKHE OCOOCHHOCTH

M0 JaHHBIM THCTOJOTHYECKOI'O MCCIEOBAHMS YyKa-
3piBasIM Ha Hanuuue y Hux AJIDK. Tlo nanueiM pe-
TpocnekTuBHOTO aHann3a DKI, y BceX MmamueHToB pe-
TUCTPHUPOBAIUCH OTpHIIATEeNbHBIC 3yOIbl T B mpaBbIxX
npeKapAnaibHbIX 0TBeAeHUIX U JKA ¢ mopdonorueit
OJyiokajbpl JIeBOM HOKKHU myuka ['mca. BaxkHo orme-
THATh, YTO TPH TMATOJIOTOAHATOMHUYECKOM HCCIIeI0Ba-
HHHM cepla HapsAny ¢ GuOpO3HO-KUPOBBIMHU ydacTKa-
MH MHOKap/ia ObLTH BBISIBJICHBI THCTONATOIOT HYECKIE
MPU3HAKY Mporpeccupytomeii rudenn muokapaa 1K
C ouaramMu BOCHAJICHHUs, AeTeHepallii U HeKpo3a, 4To
CBHUJICTENILCTBOBAJIO O JABHOCTH TE4YeHHS 3aboieBa-
Hus [10, 12]. B manbHeiimeM rpynna yuensix u3 Ila-
Iyu nontsepauia, yto usMenenus B IDK mpu mannoi
KapJIHOMHOIIATUHN ABJISIIOTCS KOHEUHOW CTaguend Mej-
JICHHOTO JIET€HEePaTUBHOI'O MPOIecca, MO3TOMY TMOHSI-
THE «KapJUOMHOIIATHS MPEACTABISIIOCH Ooyee To-
XOmsmmM Juist o0o3HaueHust 3aboneBanus [10]. [lpu
9TOM JUIsl ompenencHusl (EeHOTUIa 3TOH KapAHOMHO-
naTuu ObLIO TPOJOJIKEHO HMCIONb30BaHUE TEpPMHUHA
«ApUTMOT€HHBIN», TAK KaK OCHOBHBIM KIMHUYECKUM
NPOsIBIICHUEM SIBISLIIUCH JKA.

Kpome Toro, mocnenyroliue OTKPBITUA TOrO, 4TO
3a00JICBaHNE YacTO TEHETHYECKH ICTEPMHHHPOBAHO
1 BBI3BAHO /1e(heKTOM I'eHOB, KOIUPYIOMINX CepACUHBIC
JIECMOCOMAITbHBIE OeKH, IPUBENO K 0OJee MOaX0/s-
meMy ob6osHauennio — AKIDK, u opuumansHOMy
BKJIFOYCHHIO €€ B KJacCU(PHUKAIHUIO KapIUOMHUONATHH
BcemupHhoii opranu3zanuu 3apaBooxpanenus [1].

APUTMOIeHHAA KAPANOMUNOMATNA

[lepBonauansHo knaccmueckuid penorun AKMIIT
OIMCHIBAJICSI PAaHHUM W TPEUMYIIECTBEHHBIM IOpa-
skenrem IDDK mpu OTCYTCTBUM WIJIM JIMIIb HE3HAYM-
TenbHOM BoBieueHun JIK, uTo pacueHuBajoch Kak
nporpeccupoBaHue camoro 3abonesanus [3—4]. OngHa-
KO C pacUIMpeHHeM IeHeTHYEeCKUX 3HaAHUN U C TOsB-
JICHWEM COBPEMEHHBIX METOAOB BU3YyaJIN3aIllH, B TOM
yucie BHenpenueM MPT cepana ¢ KOHTpacTUpOBaHU-
€M B KJIMHMUYECKYIO TPAKTUKY, ObLIO 00HAPYKEHO, YTO
y 4acTH MaIMeHTOB HAOIIOaINCh JIEBOJOMUHAHTHBIE
dhopmel 3a001eBaHus. B HacTOsIIIIEe BpeMs 110 JaHHBIM
MUPOBOI JTUTEPATyPhl U3BECTHO, YTO nopaxkenue JIDK
nocturaet 10 50 % cayuaeB [3—4]. [Ipuznanue cyie-
CTBOBAaHHUS JICBOJIOMUHAHTHOH (B OTCYTCTBHE IOpa-
xenus [1DK) 1 OuBeHTpHUKYISIPHON (HOPM pacHIPHIIO
(heHOTHITHYECKUI CHEKTp JaHHOW maronoruu. Tak,
B 2019 romy pabouas rpymma OOmiecTBa cepaedHOro
puTMa opHUIMATBFHO MPUHsIA OOIUK TEpMUH, Oolee
LIMPOKUH A sToro 3aboneBanust — AKMII, o6we-
TUHSIOMNNA Bce Tpu henotumna [3—4].

BaxxHO HOAYEpPKHYTH, UTO COIVIACHO MEXJyHa-
ponHOMY KoHCceHCycy B oHsTHe AKMII Ob1nu BKITFO-
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YeHbI HE TOJIBKO TeHeTHUYecKHe (HOopMBbI 3a00JIeBaHMUs,
HO U MpuoOpeTeHHBIE (PCHOKONNH), TAKKE HMEIOLIUE
THIUYHbIC (DEHOTUIIMYECKHE OCOOCHHOCTH B BHJIC
HAJIMYUsl HEMIIEMUYECKOro pyOlla MHOKapJa Keiy-
TOYKOB [3].

Takum o6pazom, Tepmua AKMII ObL1 3HAYHTETHHO
paciIMpeH 3a c4eT BKIIOUYEHHsI B Hero (DeHOTHITNYECKON
Y 3THOJIOTMUECKOMN KJTacCU(PUKAIMK 3a00JICBaHNUSI.

COBPEMEHHDIE NMPEACTABJIEHUA
OB AKMIN

Ha npotsikeHnr HEeCKOJIbKUX JECATHIETUN YUYEHbIe
U KIMHULIMCTBI Kcnosib3oBasin TepMuH AKMII, npen-
rojiarasi IIepBUYHO «PYOILIOBOE» W BTOPUYHO «APUTMO-
TeHHOE» MOopakeHHe Muokapja. B Hacrosiee Bpems
HIMPOKO OCHIAPUBAETCS] YMECTHOCTD NMPUMEHEHHS OTIpe-
JENICHNAS] «apUTMOTEHHASD» KapAHOMHUOTIATHS, TTOCKOIb-
Ky BCE KapIMOMHONIATUHU MOTEHLNAIbHO apUTMOICHHBI.

Kpome Toro, cxokecTb CTPyKTYypHBIX M3MEHEHUN
B MUOKapje B BUJAC AWIaTalMu/IucPYHKINN TOTO H/
WJI MHOTO KeJIyJJouka ¢ APYTHUMH KapAHUOMHUOMIATHS-
MM, B YACTHOCTH C JIUJIaTaIlMOHHON, TPU KOTOPOH JTaH-
Hble U3MEHEHUsI He CBA3aHbI ¢ (puOpo3oM MHOKapna,
3a4acTylo MPUBOJAUT K MMyTaHuLe NoHATHI. Hecmotps
Ha TPUHATHIM KOHCEHCYCHBIM aokymMeHT mo AKMII
ot 2019 rona, B muTepaType Mo-MpekHEMY HCIOIb30-
BAJINCHh TEPMHUHBI «JieBogoMuHaHTHass AKITK» u «0ou-
BeHTpukyisipHas AKITK» nns o0o3Havuenust Hacie-
cteenHoit AKMII ¢ mopaxkenunem JIK [3—4, 13-14].
B cBsi3u ¢ aTHM, BO n30ekaHue AalbHEHIIeH myTaHu-
1bl, TpyIIma uccienopareneit u3 [lagyun npemyioxuina
WCIIOJIB30BaTh HOBOE TOHATHE /sl 3a00JeBaHUS —
«pyO10Bas/apuTMOTeHHAs KApAUOMHUOTIATHUS, B KOTO-
POM KapJIMOMMOIIATHIO OMPEEIISIOT He JIOKaTn3alus,
aHanu4uue pyomoB Muokapaa [ 15]. YkazaHHbIN TepMUH
OB TIPEUIOKEH ISl TOTO, 9TOOBI OJYEPKHYTh, YTO
(heHoTHIT 3200I€BaHUS XapaKTEPHU3YETCs MPEKIE BCe-
o OTepeil MUOKap/1a JKEITYyJOYKOB H3-3a THOSIN MHO-
LUTOB € MOCIEAYIONINM ero 3ameleHueM Guopo3Hoit
nii GuOpPO3HO-KUPOBOKH pyOIOBOH TKaHbIO [15-16].
W umenHo pyOreBaHne MuOKapnaa Ipenpacrojaraer
K MOTEHIUAIbHO JeTaIbHBIM JKA U JIeKUT B OCHOBE
HapyIIEHUS! CUCTOJINYECCKOH (YHKIHMU IKEITYTOUYKOB.
Pexomenmanmu ESC 2023 rona mo jge4eHuIo Kapauo-
MHONATH

Pabowass rTpynma momuepkHyna, UYTO TEPMUH
AIDK/AKIDK nepBoHayaibHO MCTONB30BAJICS KIU-
HUIUCTAMHU JI0 3MOXU F€HETUKU U puMeHeHnuss MPT
cepllia ¢ KOHTPACTUPOBAHUEM JJIsl OMMUCAHUSI HOBO-
ro 3aboyieBaHHS CepAlla, MOPAXKAIOIIETO MPEUMYIIe-
ctBeHHO [10K, BeaylmuM KJIMHUYECKUM MPOSBICHUEM
KOTOPOTO OBIJIO BO3HUKHOBEHHE 3JI0KAQUECTBEHHBIX
KA [17]. Kpome Toro, nccienoBaTesln aKlEeHTHPOBAIIN
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BHUMAaHUE Ha BaXXHOM 3HaueHUU KA Kak TMarHOCTU-
YECKOT'o KpacHoro (hjara v mporHoCTUYECKOro MapKe-
pa I psiaa KIMHAYIECKUX (DEHOTHUIIOB 3a00JIeBaHMS.
OnHako OBLIO MTPU3HAHO, YTO MCIIOIB30BAHKE OOIIETO
tepmuna AKMII s onpeneneHust KapAUOMHUONATUN
HE OTpa)kasio Obl KJIIOUEBOr0 (PEHOTHUITHYECKOTO MPH-
3HaKa 3a00JeBaHUs — HAJIWYHSA PyOIIOBBIX M3MEHE-
HUIl B MHOKapJe.

UroObl m30ekaTh JIBYCMBICICHHOCTH TEPMHUHO-
JIOTUH, ObLIO PEKOMEHJJOBAHO KCIIOJ30BaTh IOJXOJ
K KJacCH(HUKAIMU U TUATHOCTUKE KapUOMHUOINATUH,
OCHOBaHHBIN Ha MOP(OIOTHUECKUX XapaKTePUCTUKAX
1 QYHKIIMOHAIIBHBIX acrniekTax [17].

Tak, B kontekcte AKMII otnenbpHO BEIJIEICHA
AKMIIITX ¢ npeumymiecTBeHHBIM ropaxenuem 110K,
JTaXKe TIPU HAJIMYHH OMBEHTPUKYIISIPHOTO TIOPAKCHUS.
Crout ormeTuTh, 9To perornnm AKMII IDK, cormac-
HO PEKOMEHJALMSM, ONPENesiCd KaK Haludyue au-
nataiuu u/mnu quchyukuuu [DK npu npucyrcrBum
TUCTOJIOTUYECKUX U/UJTH DIIEKTPOKAPIUOrpaduIeCKUX
kputepueB [18]. TeM caMbIM erie pa3 MmoadYepKuBaach
BeAyIas posib (hHOPO3HO-KHPOBOTO 3aMeIIeHHs B (he-
HOTHIIE 32a00JICBaHUSL.

AKMII JI)XK otHecena yxe K HOBOW TpyIINe Kap-
JTMOMHOIIATHI, KOTOpAasi ONMpeAeIeTCs KaKk HeauIaTa-
nuoHHas kapauomuonatus JIK, xapakrepusyromascs
HaJlM4YUeM WM OTCYTCTBHEM CHUCTOJIUYECKOH IuC-
(DyHKIIMY ¥ HAJTUYHEM HEUIIEMHUYECKOTO PyOIleBaHUs
uiu xxuposoro 3amenieHus JOK.

3AKJTIOHEHUE

Hecmorps Ha pacrtymue 3HaHUS B HM3yYEHUU
AKMII, no cux mop ocTarTcs IUCKYTaOeIbHBIMH
BOIIPOCHI B OTHOLICHNWHU IMOHMMAaHUS JaHHOTO 3aboie-
BaHHUA. 3a TOCJIEHNE HECKOJIBKO ACCATHIICTUN Oblia
NpEeANpPUHSTa TMOMBITKA CMEIIEHUs KJINHUYECKOH
napagurMel OoT Oosee «yskoro» monsitus AJIITK/
AKIIDXK, mogpazymeBaronero reHeTHUecKn J1eTepMHu-
HupoBaHHOe 3aboneBanue [IDK, x Oonee «mmpoko-
Mmy» — AKMII, BkitovaromeMy B ceOsl pa3auvHbIe
(eHOTUIIMYeCKe U DTHOJIOTHYECKHE BapHaHTHI 3a-
OoseBaHus. Mcnoiab30BaHUE ONPENECIICHUS! «aPUTMO-
TeHHBII» HE OTpPa)XkaJlo CyTH 3a00JIeBaHHUsA, B CBA3U
C YeM JlaHHas KOHLEMIMsS BbI3Baja psij MPOTHUBOpE-
YU U CIIOXKHOCTH AU (epeHInanbHON JUarHOCTUKH
CXO0XKHUX Kapauomuonaruil. B Hacrosmee Bpems npu
ncnosb3zoBanuu trepmrHa AKMII cnenyet noHumars,
YTO OTIMYUTENBHON 4epTOil 3TOM KapAUOMHOINATUH,
HE3aBUCHMO OT 3THOJOTHYECKOTO (PakTOpa, SBISETCS
Mpesk/e Bcero Hannuue GpruOpo3HO-KHPOBOTO 3aMellie-
HUsI MUOKapja (HeWIeMHUYecKoro pyoOiia) jr0oro u3
KEJTyJOYKOB, CIIyXalllero B KauecTBe cyOcTpara AJis
BO3HHKHOBEHHMSI ONIACHBIX I XKU3HH JKA.
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PE3IOME

CepreuHo-cocyucTble 3a00NeBaHus SIBISIIOTCA HanOosiee 4acTold NMPUUMHON CMEpPTH Kak
B Poccun, Tax 1 Bo Bcem mupe. OcTpsiii kopoHaphslil cuaapom (OKC) pasBuBaercs Ha (poHe
WIIeMUYeCKOl OOJIe3HM CepAlla M IPENCTaBIsgeT COOOH Cephe3HyI0 METUKO-COIHAIbHYIO
npooiemy. Ha addexruBHOCTD M O6e30macHOCTh Gapmakorepanun OKC MoryT BIHSITh UHIH-
BUAyaJIbHbIC TCHETHYECKHUE OCOOCHHOCTH MAIMEHTA, B IIEPBYIO OUYEpeb OIHOHYKIICOTHIHBIC
noxumopdusmsl (OHIT) nepBuuHoit crpykTypbl JJTHK. O630p nuteparypsl conepKut HHOp-
manuto 06 snuaemuonorun OKC, nomenknarype OHII, MoneKy/sipHbIX OCHOBaX BIIHSIHUS
OHII Ha ¢pu3HONTOTHIECKHE U MTAaTOIOTHIECKHE TIPOIIECCHI B OpraHu3Me dyeioBeka. [lepeunciie-
HBI OCHOBHBIE TPYNIIHI JIeKapcTBeHHBIX cpeacT (JIC), mpumensiembie mpu OKC, 1 ocHOBHBIE
(byHKIHOHaNBHBIE TPYyNIbl Oenok-Konupyoonmx reno, OHIT kotopeix cnocoOHBl MOTyHU-
poBaTh OTBET MHAMBUAYYMa Ha (papmakorepanuto. OxapakrepuzoBanbl OHII reHoB Hexomu-
pytommmx PHK kak mepcriekTuBHBIE 00BEKTH M3ydeHHs. [IpencraBneHa KOHIIETIITHS MHOTO-
ypoBHEBOH peryismun B3anmoaeictsus JIC ¢ oprann3mom u pois OHII B 3TOH KOHIIETIITHH.
Hetexuus OHII — BakHBIN KOMIIOHEHT M3Y4eHUs (PapMaKOKHHETUKHU U (papMakoInHAMUKN
JIC, mockonbKy HH(GOpMAIHs O TEHETHYECKOM CTaTyce MalieHTa SBISIeTCsl OCHOBOHM NepcoHa-
JTU3UPOBAHHOTO MOX0/1a K (hapMaKOTEepaITHy.

KnroueBsie ciioBa: nHbapkT MuoKapaa, Kionugorpes, Hekoaupytomas PHK, Hecrabunbnas
CTCHOKapusl, OHOHYKJICOTHIHBINA OIMMOP(U3M, OCTPBII KOPOHAPHBIA CHHAPOM, PELENTO-
PBI TPOMOOIIMTOB, CTaTHHBI, ()apMaKOTEHETHKA, ITATOXPOMBI.
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ABSTRACT

Cardiovascular diseases are the most common cause of death both in Russia and throughout
the world. Acute coronary syndrome (ACS) develops during the coronary heart disease and
represents a serious medical and social problem. The effectiveness and safety of pharmaco-
therapy for ACS can be influenced by the individual genetic characteristics of the patient, pri-
marily single nucleotide polymorphisms (SNPs) of the primary DNA structure. The literature
review contains information about the epidemiology of ACS, the nomenclature of SNPs, and
the molecular basis of the influence of SNPs on physiological and pathological processes in
the human body. The main groups of drugs used for ACS and the main functional groups of
protein-coding genes, SNPs of which can modulate an individual’s response to pharmacother-
apy, are listed in the review. SNPs of non-coding RNA genes have been characterized as prom-
ising objects of study. The review shows concept of multilevel regulation of the interaction
between drug and human organism and the role of SNPs in that concept. Detection of SNPs is
an important component of studying the pharmacokinetics and pharmacodynamics of drugs,
since information about the patient’s genetic status is the basis for a personalized approach to
pharmacotherapy.
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Coucox cokpamenuii: UbC — wumemuueckas
Oonesnb cepara, UM — wunpapkT muokapna, JIC —
nexkapcTBeHHoe cpenactBo, HC — HecrabmimpHas cTe-
Hokapaus, OKC — ocTpblii KOpOHApHBIA CHHIPOM,
OHII — opHonykneoTuAHBIH monumopdusm, [TKC —
MOBTOPHOE KOPOHAPHOE COOBITHE.

BBEAEHUWE

Octpenii kopoHapublii cuaapom (OKC) — mro-
Oas rpyIina KIMHUYECKUX TIPU3HAKOB UITH CHMITTOMOB,
MO3BOJISIONIAS TTOJ03pEBATh OCTPBIM WH(pAPKT MHO-
kapna (M) nnu HectabunbHyo creHokapanio (HC).
Tepmun OKC ucnonb3yeTcs, KOraa JUarHOCTHYECKON
WH(POPMAIUH ellIe HEOCTATOYHO ISl OKOHYATEIBHOTO
CY’KJIEHUS 0 HAJIMYNHY UITH OTCYTCTBUU 04aroB HEKPO3a
B MUOKapJIe, ¥ IIPEICTaBIISICT COOOH MpeaBapUTEIIBHBIN
JIMAaTHO3 B TIEPBBIC Yachl U CYTKHU 3aboneBanus [, 2].
B xozne nanpHeled AMarHOCTUKN Yy TALMEHTa C IPH-
3HakamMu OKC jamarso3z MoxeT TpaHchOpMHPOBATH-
¢ B «ocTpbiii UMy, «HECTaOMIIBHYIO CTCHOKAPIUIO»
60 B MO0OW JPYTOH AMAarHO3, B TOM YHCIE HE Kap-
JUOJNIOTHYECKUi. B OONBIIMHCTBE ClydaeB MPUXOIUT-
csl IPOBOANUTH TU(PQEepeHInaNbHBI IUArHO3 MEKIY
Tpems naronorndeckumu coctosausmu: HC, UM 06e3
nogbeMa cermenta ST, UM ¢ moabeMoOM cermMeHTa
ST. OKC moxeT ObITh Kak MPOSBICHUEM JECTa0MIH-
3alliM XPOHUYECKOTO TEUCHHU ST MIIEMUYECKON O0Ne3HH
cepaua (MBC), Tak u nepBbIM MPU3HAKOM MOPasKeHUs
KOPOHApHOT'0 pycia y MAllMeHTOB, HE PEAbSIBISBILINX
paHee Kakux-TuOo xanob [3]. BaxkHO TOmAUEpKHYTH,
yto HC siBNIsIeTCS HE MEHee ONacCHBIM COCTOSIHUEM, YeM
UM, Bcneacteue pucka tpanchpopmauun HC B UM;
YPOBHHU KaK TOCHHUTAIBHOM, TaK W JONTOCPOUHON (TIs-
TIJIeTHeH) BebkuBaeMocTd y un ¢ HC u UM ne pas-
nuyarotes [4].

OKC siBnsieTcsi OCHOBHOM MPUYUHOM B CTPYKTYpE
cveprHoctr oT MBC u npencrapisieT co0oil cepbes-

HYI0O MEIUKO-COIIMANBHYI0 TIPOOJIeMy, IOCKOIBKY
Ha TPOTSKEHUH TIOCIEAHETO NECATUIICTHS Cepaed-
HO-COCYJUCTBIE 3a00JIeBaHUS CTAOUIIFHO TTPU3HAIOTCS
HaunOoJiee yacToi NpUYMHON cMepTH Kak B Poccun, Tak
1 Bo BceM mupe [5, 6]. B Poccun exxeronno peructpu-
pyercs B cpeaaem 520 Toic. cirygaeB OKC, u3 uHux 36 %
coctaBiasgeT UM u 64 % — HC. ExxeromnHpelii 5KOHOMH-
yeckult ymep6 ot OKC B Poccuu conocraBuM ¢ Baso-
BBIM BHYTPEHHHUM IPOAYKTOM, KOTOPBIM MPOU3BOIAT
6osee 130 000 paboTHUKOB [7].

B macrosmee Bpems y narmeHToB ¢ OKC npumens-
eTcs UeNbIi psij iekapcTBeHHbIX cpenacts (JIC), B Tom
YUCJIe aHTUATPETaHThl, AaHTUKOATYJISTHThI, aHTUTHUIIEP-
TEH3WBHBIE U THUIOJIMIHIEMUYEeCKHe rpenaparsl. J{au-
tenpHas (papmakoTepanus y marueHToB ¢ OKC upes-
BBIYAIfHO Ba)KHA, MTOCKOJIBKY HEOOXOIUMBIM acleKTOM
neuenuss OKC sBisieTcs NpenoTBpaLEHNE TOBTOPHBIX
kopoHapHbix coObituit (IIKC), takux kak MM, HC,
OCTpOE HapylIeHHEe MO3rOBOIO KpPOBOOOpAIICHHUS,
CMEpTh OT CEePIEYHO-COCYIUCTHIX MPUIHH. bombImmH-
ctBO (92,3 %) I1IKC peructpupytorcs B nepBbie 6 Me-
CsSIIEB OCINIE BBIMHUCKM U3 cTanuoHapa. IIpekpamienne
npuema Bcex JIC, Ha3HaueHHBIX 110 MTOBO/LY NEpPEHECEeH-
Horo OKC, moBbIIIIaeT prcK pa3BUTHS OOJBIINX CEp-
JIEYHO-COCYINCTHIX COOBITHH B 8,5 pasza, a puck cep-
JIEYHO-COCYAUCTON cMepTH — B 34,4 pa3a B TeueHUe
niepBoro roaa mnocie Beimucku [8]. IIKC cymectBenHO
YXYAIIAIOT MPOTHO3 M KAadeCTBO JKM3HM TAlMEHTOB
¢ OKC, a Takke yBEIWYMBAIOT YKOHOMHYECCKYIO Ha-
Ipy3Ky Ha CHUCTeMY 3ApaBooXpaHeHus. B poccuiickux
CTallMOHApPaX K MOMEHTY BBIMMCKU CTATHHBI OIYYaroT
95 %, Oera-aapeHobokaTopbl — 87 %, UHTHOUTOPBI
ATID — 80 %, anteTuicamTuIuIoBy o Kuciaoty — 82 %,
naTHOUTOpEl  P2Y12-penienTopoB TpPOMOOIIUTOB —
98 % mauneHToB, KOTOpPBIE OBLIN TOCIIUTATH3UPOBAHBI
o moBoxy OKC [9].

[Matomopdonorudeckast ochopa OKC B GoJibIIH-
CTBE CIly4aeB IMpEACTaBlieHa aTEPOCKIEPO30M KpO-
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BEHOCHBIX COCYZOB, I OCHOBHBIMH (paKTOpaMH pHCKa
OKC saBndroTcs apTepuanbHas THIEPTEH3UA, Kype-
HUE, TUCIUIMUICMHUS, CaXxapHbId IUaleT, OKHUpEHHE,
cTpecc. Hapsimy ¢ 3K30reHHBIMU (pakTOpamu, UMeeT
3HAQUEHHE W TEHETHYeCKas IPeIpacioioKeHHOCTb,
MOCKOJIbKY WHIMBHUAYAJIbHbIE TE€HETHUYECKHE OCOOCH-
HOCTH YeJIOBeKa MOTYT BIMATH KaK Ha BEPOSITHOCTH
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pa3BHUTHS U OCOOCHHOCTH TEUEHHS Pa3TUYHBIX 3a00-
JIeBaHMM, TaKk U Ha 3()(EKTUBHOCTH M OE30MACHOCTD
dapmakorepanuu [10—14]. [Ipu 3TOM BaxkHa pPOIb
OIHOHYKJICOTHAHBIX mosaumoppuzmo (OHIT) —
TOYEUYHBIX pa3iuuuil B nepBuyHoi ctpykrype JHK,
KaXJ0€ U3 KOTOPbIX BCTPEUAETCS B MOMYJISILUU C Ya-
cToToit He MeHee 1 %.

Ta6nuua 1. Cnoco6bl o603Ha4yeHuna OHIM Ha npuMepe ogHoro na OHIM B reHe CYP2C9

Table 1. Ways to designate SNP using one of the SNPs in CYP2C9 gene as an example

MpuMep o603Ha4YeHUs
Cnoco6 o6o3HauveHunsa OHIM / Way to designate SNP OHIN / Example of the SNP
designation
VpeHTndukatop B 6ase gaHHbIX (reference SNP ID number) rs1799853
[NopAanKoBbIN HOMEP 3aMeHbl HYKIeOoTAA B XPOMOCOME g.94942290 C>T
MopAafKoBLIM HOMEP 3aMeHbl HYK/1leoTaa B FreHe C430T
[MopAaKOBbIN HOMEP 3aMeHbl aMUHOKUCNOThI B 6e/TKoBOM npoayKTe reHa | Argl44Cys
TpaguuMoHHOE Ha3BaHVE MUHOPHOMO anens CYP2C9*2

Mpumeyanune: OHMN — o[HOHYKIEOTUAHDBIN NOTMMOPPU3M.

Note: SNP — single nucleotide polymorphism.

PEINYNATOPHAA
obnacTb reHa

KonnyecTtBo ‘

KonnyecTtBo t
Oenka

oenka

KOOUPYIOLWAA obnacTb reHa

Benok ¢ naMeH&HHON CTPYKTYypon

O\

AKTUBHOCTb AKTUBHOCTb ‘
oenka oenka

Puc. 1. MpuHuunnbl BauaHua OHI B 6e/10K-KOAUPYIOLWEM FreHe Ha KOJIM4eCcTBO

M aKTUBHOCTb 6€/1KOBOIro npoaykKTa reHa

MpumeyvaHue: OHMN — ogHOHYKNEOTNAHbIN NOANMOPU3M.

Figure 1. Principles of the influence of SNPs in a protein-coding gene on the amount
and activity of the protein product of the gene

Note: SNP — single nucleotide polymorphism.
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OHM — OCHOBHOW NCTOYHUK
FrEHETUYECKOW FEETEPOFEHHOCTMU

I'enombr Bcex miofell Ha IJIAHETE HACHTUYHBI
Ha 99,9 %. B rernome yenoBeka onrcano 6oiee 600 MiH
OHII, n mpouecc annotuposanus Hoebix OHII mpo-
nomkaercs [15]. OHII BeisiBnens! 6osee uem B 93 % de-
noBeueckux reHoB [16]. Kaxxaplii MHAUBUAYYM HMEET
yuukanpHbii Habop OHIIL. Mimenno OHII BHocsT oc-
HOBHOW BKJIaJ] B TEHETHYECKYIO T€TEePOTeHHOCTh BUIA

Crnemyetr OTMETUTh, YTO B Pa3HBIX UCTOYHUKAX HH-
¢dopmaru oquH u ToT ke OHIT Moxer ObiTh 0003HA-
YeH I0-Pa3HOMY, ITOCKOJIBKY CYIIECTBYET HECKOJIBKO
cnioco0oB o6o3nauenust OHII (Tabm. 1).

I'en — »s10 ywacrox [IHK, Bkitouatonmii B cebs
perynsTopHyto u kogupytomyro obmactu. OHII, pac-
MOJIOKEHHBIH B KOIUPYIOIIEH OO0JIaCTH T'eHa, MOXET
MIPUBOJIUTH K 3aMEHE aMHHOKHCIIOTHI M CHHTE3y Oellka
C U3MEHEHHOU CTPYKTYPOH; TIPH ITOM aKTHBHOCTH O€JI-
Ka MOXXET OBITh CHW)KEHA WJIM, HA000pOT, aHOMAIbHO

Homo Sapiens [17]. nosblieHa. Eciu e OHII nokanu3oBaH B peryastop-

NEKAPCTBEHHbBIE CPEACTBA OAHOHYKNEOTUAHDIE

NONTMMOPPU3IMDbI
[ AcnupuH ]
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AHTUTPOM6O- KNONUAOTPEN =
TUYecKas é [ leHbl Tp0M5OLl,MTaprIX]
iepanan [ MpAmble aHTMKOAryNAHTbI J £ PeLSnTOPOs
MEYEHb
= ( Y | rensi LUTOXPOMOB
MMnoaunupgemuyeckue cuctemsl P450
BTopuuHas L CTATUHDbI | =
npoduNaKTUKa % <
MKC, PA3/INYHBIE OPTAHbI
BCrIOMOraTeNbHble fMnoreHsusHble e
npenapartbl / leHbl 6enkoB-
4 N nepeHoCYMKOB
AHTHApUTMHUYECKHE =
L —
]
7/
-
— -
- I\C
= exT
<- panAnve Ha 200

@~ @
&

®PAPMAKOTEPANUNA OKC

Puc. 2. OcHoBHble rpynnbl JIC, npuMmeHaemMbie npu OKC, u ocCHOBHble pyHKLMOHaNbHbIE
rpynnbl 6enok-Koaupyrowmnx reHos, OHI KoTopbiX cNOCO6GHbI BNUATb Ha 3¢ PEKTUBHOCTDb
n 6e3onacHocTb ¢papmakoTepanuu OKC

MpumeyaHue: J1IC — nexkapcTBeHHble cpeacTBa, OKC — ocTpbii KOPOHapPHbI cUHApPOM, NMKC — NnoBTOpHbIE KOPO-
HapHble cobbiTnA, OHIM — 0 gQHOHYKIEOTULHbIA MOANMOPPUNIM.

Figure 2. The main groups of drugs for ACS and the main functional groups
of protein-coding genes whose SNPs can influence the efficacy and safety
of pharmacotherapy for ACS

Note: ACS — acute coronary syndrome, SNP — single nucleotide polymorphism
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HOI 00J1acTH TeHa, TO OH He OKa3bIBaeT HETTOCPE/ICTBEH-
HOTO BIUSHHS Ha CTPYKTYpy O€jKa, OIHAKO MOXKET
BJIMSITh HA 3KCIIPECCUI0 T'€Ha — B YaCTHOCTH, 3a CUET
M3MEHCHHUSI CTPYKTYPBI CaiiTa CBSI3bIBAHUS TPAHCKPHII-
IHOHHBIX (hakTopoB. Takmm o6pazom, OHII B OGemok-ko-
JTUPYIOIUX TeHaX MOTYT MPSMO WJIM KOCBEHHO BIIHSTH
Ha KOJIMYECTBO WM aKTUBHOCTH OeNkoB (puc. 1).

B nacrosimiee Bpemst ans seuenuss OKC u npodu-
naktuku [IKC pexoMeHmoBaHB HECKONBKO Tpyil JIC
[1, 3]; B peanm3anuu ux GpapMakKOKWHETHUKHU U (apma-
KOIMHAMHKHU TIPSIMO WM KOCBEHHO 3aJIeHCTBOBAaHBI
MHOXKECTBO TeHOB. C MPaKTHYECKON TOYKU 3pEHUS
[IeJICCOO0Pa3HO BBIICIUTH B TEPBYIO OYEPENb TPHU
rpynnsl Oenok-konupyromux TreroB, OHIT xoTopsrx
CHOCOOHBI BIUATH Ha () (PEeKTUBHOCTH U 0€30MaCHOCTH
¢dapmakorepanuu OKC: TeHBl penenTopoB TpomOo-
LIUTOB, TEHBI IUTOXPOMOB cUCTEMBI P450 1 rensr 6e-
KOB-TIEPEHOCYUKOB (pHC. 2).

OHIMN rEHOB PELENTOPOB
TPOMBOLUMTOB

BombIIMHCTBO TPOMOOIIMTAPHBIX PELENTOPOB OT-
HOCATCS K MHTETPUHAM — CEMEHCTBY TpaHCMeMOpaH-
HBIX TE€TEPOJAUMEPHBIX (COCTOSIIUX U3 KOMILIEKCOB O
u B cyobenuuui) perentopoB. Kaxkmas cyObeauHu-
[a TPOHU3BIBACT IMTOIIA3MATHUECKYI0 MeMOpaHy
W TIoApa3aessseTcss Ha OOJBINON BHEKJICTOUHBIN TOMEH
1 2 HEOONBIIUX IIUTOIIa3MaTHIEeCKUX JoMeHa. OCHOB-
HOU (DyHKIIMEH WHTETPUHOB SIBIISICTCS aJre3usl — CBSI-
3bIBAHHC KJICTKKU C BHCKJICTOUHBIM MaTpPHUKCOM (MO.HG-
KyJIlaMH KoJilareHa, (GnOpOHEKTHHA, JJAMUHUHA U JP.).
[Ipu cBs3pIBaHWM JIMTAHIA C PELENTOPOM HMHTETPHUHBI
MEPeatoT CUTHAN Yepe3 IUTOIIAa3MaTHYECKYH MEM-
OpaHy K IIMTOCKENeTy (aKTWHOBBIM MHUKpPOQUIaMEH-
TaM) ¥ UHAYIHUPYIOT CUTHAIBHBIE TyTH BHYTPH KJIET-
KM TI0 cxeme outside-in (CHapy»ku BHYTpb) 1 inside-out

(m3HyTpH HapyxKy) [18].

I'en ITGA2

I'en ITGA2 wommpyeT OelmoK WHTETpHH aib(a-2,
Tak)ke U3BECTHHIN Kak riukornporenH la (GPla, platelet
glycoprotein la), unu very late activation protein (VLA).
OTOT MEeMOpaHHBIM TIMKONPOTEHH SKCIPECCHPYETCS
Ha MeMOpaHaX pa3IMYHBIX KJIETOK, BKIIIOYas Meraka-
puonuTsl, GudpodIacThl u TpoMOOUTHL. Ha MemOpa-
He GPla o6pasyet kommiekc ¢ GPlla n Takum o6pazom
(dbopMHUpYET TPOMOOLUTAPHBII pelenTop KoLIareHa
(penentop GP la-11a).

KinHnyeckoe 3Haue€HHE MOXET UMETh OJHOHYKJIE-
otumanas 3amena C807T rena /ITGA2 (rs1126643). Ycra-
HOBJICHO, YTO ajuiesib T acCOUMUPOBaH ¢ TOBBIICHHOH
skcrpeccueir GP la-Ila peuentopoB TpomOGouuToB
Y TIOBBIIICHHON ajare3neil TpoOMOOIMTOB K KOJUIAreHy,

II. KAPOWOMOrnAa | CARDIOLOGY

4TO sIBJISETCS (PAKTOPOM PHUCKA Pa3BUTHS CEPACYHO-
COCYIUCTBIX 3a00sieBanmii 1 TpoMOoaMObomwmit [19-21].

Yacrora autenst T BapbUpyeT B pa3IuyHbIX TOIY-
aauusax ot 30 % 1o 54 % u B eBponeiickoil momyis-
uuu B cpeanem coctasiset 39,4 % [21]. Ilokazano, uTo
Hocutenu anuens 807T cpenu manueHToOB MOJIOXKe 65
net, neperecmux OKC, IMEIOT 3HAYUTEIIHHO OOIBIITHHA
puck IIKC B Teuenue nocnenyromux 5 et [22], a Tak-
K€ HOCUTENbCTBO ajuiens T sBisieTcs He3aBUCHMbBIM
¢dakxTopom pucka pazsutus UBC u UM [23-25]; Bepo-
SITHEE BCETO, 3TO O0YCIOBIICHO MOBHIIIICHHBIM YPOBHEM
9KCIIPECCHUU TeHa M, COOTBETCTBEHHO, MOBBHIIIEHHBIM
conepxxanneM perentopoB GP la-1la Ha TpomOonmTax
y TaKUX UHUBUYYMOB.

Cpenn mnanuentoB CeBepo-3amagHOro peruoHa
Poccun pacnipoctpanennocts resorumna CC cocTaBis-
er 31,3 %, CT — 51,8 % u TT — 16,9 %; nipu sToM
y HocuTenel ajens T peructpupoBanack 0oJiee BbICO-
Kas QyHKUHOHAIbHAS aKTUBHOCTH TPOMOOLIUTOB [26].
Iloxoxkue pe3ynbTaTsl OMyOIMKOBAIN HCCIEIOBATENN
n3 I'epmannn, BerssBuBmue rerotun CC y 35,8 %, CT
y 47,6 %, TT y 16,6 %; ogHako B MX HCCIEIOBAHUU
He OBLIU MOJMYYEHbI CTATUCTUYCCKU 3HAYMMBbIC Pa3iiu-
YUl B YACTOTE CEPHE3HBIX HEIKENATCIBHBIX CePACUHBIX
coOpITHii (cMepTh, UM mim HEOOXOIMMOCTH MOBTOP-
HOTO XHUPYPTrUYECKOro BMEIIATENbCTBAa) B TEUCHHE
1 rona: ux yactora coctaBuia 21,6 % y nanueHToB ¢ re-
notunom CC, 21,7 % — CT u 21,2 % —TT (p = 0,980)
[27]. Heckompko OoJiee BBHICOKHE YACTOTHI BAPHUAHTOB
reHa /TGA2 ObITN NETEKTUPOBAHBI B OETI0PYCCKOM T10-
nyisiuuu: Hocutenu resotunoB CC, CT u TT cocra-
Bunu 34,2 %, 48,0 % u 17,8 % cOOTBETCTBEHHO; MpHU
3TOM OBUIO MOKAa3aHO, YTO Y HOCHTENEell rarjioTHIIOB
MHHOPHBIX ayeneit rpymni reHoB (CYP2C19 + ITGA2
+ P2RYI2 + eNOS) u (CYP2CI19 + ITGA2 + eNOS)
PHUCK MIPUCYTCTBUS BBICOKOH OCTaTOYHOW PEaKTHBHO-
CTH TPOMOOLIMTOB Ha (pOHE TBOWHON aHTHATrpEraHTHOM
tepanuu Ha 28-30-e cyTku UM BbIIe 1o CpaBHEHUIO
C OCTaJBHBIMH OOCJICIOBAaHHBIMU ITalleHTaMHu [28].
Cesi3p Mexay oOycioBiieHHOH OHII HewyBCTBUTEND-
HOCTBIO TPOMOOIIUTOB K JICHCTBHIO alleTUIICAIHIIHIIO-
BOHM KHCJIOTHI TIOKa3aHa B IejIoM psijie padot [29, 30],
OITHAKO B IPYTHX UCCIICIOBAHUSIX TAKOW CBS3H HE 00-
HapyxwuBaetcs [31, 32].

I'en /ITGB3

I'en ITGB3 xomupyet unterpun B3 (6era-3), Tak-
K€ W3BECTHBIH KaK TPOMOOITMTAPHBIN TIIMKOIPOTE-
un Illa (GPIlla). OToT MEeMOpaHHBIA TIMKOIMPOTEHH
BXOAUT B coctaB komriuiekca ollbp3 (GP IIb/Illa) —
TPOMOOLMTAPHOIO penenTopa GpuépuHOreHa, KoTo-
pBI TakKKe MOXKET B3aMMOJACHCTBOBATh C (PAKTOPOM
Butebpanna, puOpOHEKTHHOM, TPOMOHMHOM, TPOM-
OOCIOHJIMHOM, TaK KaK Pacro3HaeT CIEU(PUIECKYIO
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MOCIIEIOBATENIBHOCTh  aMHHOKHCIOT — Arg-Gly-Asp
(RGD-mocnienoBaTeIbHOCTE) B MOJICKYJIaX-TUTaHIaX
U crienuruyecKyo Nociea0BaTeIbHOCTh B TaMMa-1ie-
nu mousiekynbl pudpunorena [18]. Peuentop GP 1Ib/
IIIa urpaet KIIOUEBYIO POIH B 00pa30BaHUHM TPOMOO-
[ATAPHBIX arperaToB IMPU MOBPEKIACHUH SHIOTEIUS
COCY/IOB ¥ aKTUBAIMH TPOMOOIIMTOB.

Bapuantel rena [TGB3, mpuBoismiue K TOTepe
(yHKIHMH perenrtopa, W3BECTHHI Kak MpPUYMHA Ha-
CJIEZICTBEHHOW TPOMOOIIUTONATHH — TPOMOACTEHUHN
I'mannmana. B To ke Bpemsi Hambonee H3y4YEHHBIH
OHII T1565C accouuupoBaH ¢ BBICOKOH (YHKIIHO-
HaJIbHOH aKTMBHOCTBIO TPOMOOIIUTOB, IOCKOJIBKY ITPH-
BOJIWT K 3aMEIIEHUI0 B OEIKOBOM TMPONYKTE JTaHHOTO
reHa aMHHOKHCIIOTHI JISHITMHA Ha MPOJIMH B 33 MOJI0XKe-
Huu (Leu33Pro), uTo cnocoOCTBYEeT OTKPBITHIO «Kap-
MaHa cBs3biBanus» penentopa GP I1b/Illa ¢ pubpuno-
TE€HOM B OTCYTCTBHE aKTHBAIIUH U BEIIET K CIIOHTAHHOU
arperarmuu TpomooruTos [18, 33].

Hocutenu annenss C UMEIOT MOBBIIICHHBIA PUCK
passutus UM, arpeccUBHOIO IPOTEKaHUsI AaTEPOTPOM-
0OTHYECKOH 0OJIe3HU, Pa3BUTHSI PE3UCTECHTHOCTH K aH-
THarperanTHou Tepanuu [19, 34-39].

PacnipocTpaHeHHOCTP MUWHOPHOTO alljieNis TeHa
ITGB3 3aBUCUT OT STHHYECKON MPUHAMJICKHOCTH;
CpeAHsAsl YacToTa BCTPEYAEMOCTH B €BPOIEHCKOMN MO-
nyisaun — oT 8 1o 15 % [26, 34, 40, 41], ¢ yacToTOMU
npuMepHo 15 Ha 100 B KaBKa3CKUX NOIMYISLUIX, CHU-
*kasach 70 1 Ha 100 B BOCTOUHBIX momymisuusax. s
amnenst C orHocuTensHO HU3Kas yactota (0,3 %) ot-
MedeHa B banrmangemn [42], a OTHOCUTEIBHO BBICOKAs
(16,1 %) — B Upane [43].

Ien P2RY12

I'ern P2RY12 xonupyeT MypUHEPrHYecKUil TpomMO0o-
uuTapHblii penentop (A®-penentop) P2Y12, koto-
PBIil OTHOCHUTCS K CEMEHCTBY PELIENTOPOB, CBA3aHHBIX
¢ (G-0OenkoM, y4acTBYeT B aKTHBAaLUU TPOMOOLIUTOB
1 SBISETCS TEpaneBTHUECKOW MMINEHbI0 KJIOMHIO-
rpeja, npacyrpeJa, TukarpeJsopa [44].

B rewe P2RYI2 onucansl kak OHII B Buzae 3a-
meH HykieotuaoB (C139T u T744C — B umHTpOHE,
C34T u G52T — BO BTOPOM 3K30HE), TaK U HHCEPLHUS
(ins801A B mHTpoOHE). Bee yka3aHHbBIE TeHETHUECKHE
BapHAHTHI HACTETYIOTCS CLETUIEHHO U 00yCIOBIHNBAIOT
(hopmupoBanue nByx rammorunoB — HI (C139, T744,
T34, G52 u orcyrcrBue BcraBkn) u H2 (139T, 744C,
C34, 52T, ins801A). 'arutotun H2 accoruuporax ¢ ru-
MIEPAKTUBHOCTHIO TPOMOOITUTOB KaK y 3/I0OPOBBIX JIMII,
TaK U y ManueHToB ¢ MM, aTepockiepo3om mepudepu-
YEeCKUX apTEPUid, C IOBBIIIIEHHBIM PUCKOM aTePOTPOM-
003a [45-48].

CoracHo TUTEpaTypHBIM JJaHHBIM, YacTOTa BCTPe-
yaeMocTH Taruiotuna H2 B eBpomneiickoil monmyasnuu

coctaBusetr 8,6-22 % [45, 46, 49-51], B momymnsiuu
CIHIA — mo 18,5 % [52], B pOCCHICKOMN TTOTYJIAITINN —
12,7-17,5 % [47, 53, 54], B GesopycCcKoii Oy ISITIIH —
25,2 % [55]. Coobmaetcst, uyto ramotun H2 B rene
P2RYI2 BcTpeuancs yamie y manueHtoB ¢ VMM, dem
y i1 0€3 CepIeuHO-COCYIUCTON MAaTOJIOTUU: Y HOCH-
Teneit rarutotuna H2 puck passutus MM TOBBITIICH
B 2 pa3za [47, 56].

B psiie uccnenoBaHuii BBISIBICHBI acCOIMAIIMYA HO-
cutenscTBa ramnotuna H2 rewma P2RYI2 ¢ BBICOKOH
OCTaTOYHOU PEaKTHBHOCTHIO TPOMOOLMTOB Ha (hOHE
TepaIiy KIOMUAOTpesioM [55, 57], omHaKo B EeJIOM CTa-
THCTUYECKH 3HAYMMBIX aCCOIMAIIMA MEXKTy HATHYUEM
ramtotuna H2 B reTepo3uroTHOM COCTOSIHMHM U pa3-
BUTHEM PE3UCTCHTHOCTH K KJIOHMHUIOIPENy HaiIeHO
He ObLIO, a yacToTa rarioruia H2 B roMo3uIroTHOM Co-
CTOSTHUH CIIMIITKOM MaJia, 9TOOBI OKa3bIBaTh 3HAUMMBIN
KJIMHU4ecKu# 3¢ ekt npu papmaxorepanuu [58—60].

OHMN reHoB UUTOXPOMOB CUCTEMbI
P450

Ilox TepmuHOM «cucrema nuroxpoma P450» mo-
HUMAIOT TPYIIy IeMCOACPKAIIUX (EepMEHTOB, QyHK-
[IMOHUPYIOMIUX B KOMIUIEKCE C COOTBETCTBYIOIIMMU
penyKTazaMu, JOKaJIN30BaHHBIMU B MeMOpaHax Iiaji-
KOr'0 3HJIOMJIa3MAaTUYECKOTO PETUKYJIYMa — TJIaBHBIM
00pa3oM, KIJIETOK IEUEHH W IKETYAOUHO-KHUIICYHOTO
Tpakta. Kpome Toro, sta cuctema JOCTaTOYHO IIH-
POKO TpeicTaBieHA B MOYKaX, JIETKUX, LEHTPaJib-
HOM HepBHOM cucteme. HasBanue «uutoxpom P450»
CBSI3aHO C¢ TeM (PaKTOM, YTO MAKCUMYM HOTJIOIICHHUS
BOCCTaHOBJICHHOTO KoMILiekca rurToxpoma P450 ¢ CO
HaOmonaercs npu aiauHe BoiaHBEI 450 HM. KoMmoHeH-
Thl cUcTeMbI IUTOXpoMa P450 sBISIOTCS OCHOBHBIMU
¢depmeHTaMH, ydacTByomuMH B Metabonuzauuu JIC.
V 4esoBeka BBISIBIEHO 57 F€HOB CHUCTEMBI IUTOXpOMa
P450; onn noxppaznenstorcs Ha 18 cemelicTB u 43 moa-
cemelicTBa. BaykHEHIIMMY TOACEMENCTBAMHU SIBISIOT-
csi CYP1A2, CYP2A6, CYP2B6, CYP2C8, CYP2C9,
CYP2C19, CYP2D6, CYP2EI, CYP3A4 u CYP3AS,
npu 3toM CYP3A4 u CYP2D6 yuacTByrotr B MeTabo-
JU3alliy IPUMEPHO TOJI0BUHEI OT Beex JIC [61].

I'en CYP2C19

LuTtoxpom P450 2C19 (CYP2C19) oTBeuaet 3a Me-
TabOoJIM3M aHTHATPETAHTHOTO MperapaTa KoM Jorpe-
J1a, UHTMOUTOPOB IPOTOHHOM IOMIIBI U psAlla APYTUX
nekapctB. I'en CYP2C19 naxogutes B 10 xpomocome,
B nokyce 10923.33 [62]. I'en CYP2C19 ouenp Bapuade-
neH u umeeT He MeHee 27 OHII, u3 KOTOPBIX TOIBKO
TPH BeAYT K CHHTE3Y (epMEeHTa C HOPMAJIbHOW akK-
TUBHOCTBIO, OOUH — K CHHTE3y ()EpMEHTa C IOBBI-
HICHHOM aKTMBHOCTBIO, & OCTaJbHbIE — K CHHTE3Y
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OenkoBOro MpoayKkTa 0e3 (hepMeHTaTHBHOW aKTHBHO-
ctu. HamGonee monHo omucanusiMu OHII sBisitoT-
ci CYP2C19*2 (G681A, 1s4244285) u CYP2C19*3
(G636A, 154986893), KOTOpHIE TPHUBOMIT K 00Opa3o-
BaHUWIO He(pyHKIIMOHAIBHOTO Oemka. 3amena GOSIA
B 3k30He 5 (amnens CYP2C19*2) co3zmaer abeppaHnT-
HBII CAaliT CIUTaliCHHTa U U3MEHSIET paMKy CUUTHIBAHUS
MPHK, BcriencTBre yero cunTe3upyeTcs yKopoueHHBIN
He(hyHKITMOHABHBIN Oeok. 3ameHa G636A B dK30HE
4 (amnens CYP2C19*3) taxxe mpuBomuT K hopMupo-
BaHUIO MPEXAEBPEMEHHOr0 cTom-KonoHa. Hocutens-
ctBo MuHOpHBIX aeneit CYP2C19*2 u CYP2C19*3
ACCOIMMPOBAHO C Pa3BUTHEM  KIIOMHIOT PEN-pe3n-
creatHocTH [63]. OHII C-806T tema CYP2CI9 (an-
nenb CYP2C19*17, rs12248560), Ha000pOT, MPUBOIUT
K TIOBBIILICHUIO YPOBHS DKCIIPECCUH T'€Ha H, TAKUM 00-
pa3oM, K TIOBBIIICHUIO (DEPMEHTATUBHON aKTUBHOCTH
COOTBETCTBYIOIEro Oenka [64]. beuto oOHapyskeHO,
yto MuHOpHBIA arens CYP2CI19*17 yBennunBaer
KJIMHUYECKUH OTBET Ha JICYCHHE KJIOMUIOTPENIOM H,
ClIeIoBaTeNIbHO, CBsI3aH ¢ 00Jiee BBICOKMM PUCKOM KPO-
Boredenus [65]. Yactorer OHII rera CYP2CI9 cunbHO
BapbUPYIOTCS B 3aBUCHMOCTH OT dTHUYECKOHN TTpUHA]-
JISKHOCTH M UMEIOT BBIPAXCHHBIE MEKITOMYIISIIHOH-
HBIC Pa3INYMsl; TEM HE MEHee, NMEHHO I'€HETHYECKHUE
BapuaHTbl CYP2CI19 u akTUBHOCTH JJAHHOTO (PepMEHTA
B OTHOIIEHNH MeTab0IM3Ma KJIOTHI0Tpea HeoOXO0IH-
MO YYHTBIBATh IIPU BBIOOPE PeKUMa aHTHAT PETaHTHOM
Tepanui [66].

I'en CYP2D6

CYP2D6 sBasercss w30epMEHTOM  ITUTOXPO-
ma P450. I'en CYP2D6 naxogutcsi Ha 22 XpOMOCOME,
B Jokyce 22ql3.1 u orBeuaet 3a Metadonu3m ot 20 %
10 30 % ot Becex JIC, B TOM yuciie aHTHAPUTMUIECKIX
CpencTB (aMHOmapoH, MponadeHOH) M HECEIEKTUBHBIX
OeTa-aIpeHo0I0KaTOPOB (METAIIPOIIOI, TTPOITPAHOIION).

CYP2D6 B 0CHOBHOM 3KCIIpecCUpyeTCsl B IEUEHH,
HO TaK)X€ OH MPUCYTCTBYET U B TKAHSIX TOJIOBHOTO MO3-
ra, IETKUX U cepna. BaxHOW OTIHYNTENBHON 0COOCH-
HOCThIO m3oepmenTa CYP2D6 saBisieTcst ero BBICOKas
MEXHHIMBH/TyabHas BapuaOeIbHOCTb, IIIAaBHBIM 00pa-
30M OOYCJIOBJICHHAS! TEHETUYCCKUM ITOIUMOP(PHU3MOM.
Ha cerogusmnuii 1eHbL OIMMCAHO HECKOJIBKO JIECATKOB
OHII, xoTopbIe OKa3bIBAIOT PA3TUYHOE BIUSHHUE HA aK-
tBHOCTE m3o(depmernta CYP2D6. Hambomnee uacrto
Berpeuatomuecs awienu CYP2D6 npeacrasnens cie-
JYIOIUMH (DYHKITMOHATBHBIMH TPYIIIAMU: ¢ HOPMailb-
Hoi pyHkimeit (CYP2D6*1, *2, *35), co cHMKEHHOI
dynaxmmeit (CYP2D6*9, *10, *17, *29, *41) u HeyHK-
[MOHAJBHEIE aiyensHble BapuaHTel (CYP2D6*3, *4,
*6, ¥7, *8, *¥11, *12, *14, *15, *19, *20) [67, 68].

HocurenbctBo amienbubix BapuantoB CYP2D6*3
(rs35742686), CYP2D6*4 (rs3892097), CYP2D6*5
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(meneuus rena), CYP2D6*6 (rs5030655), CYP2D6*7
(rs5030867), CYP2D6*9 (rs5030656), CYP2D6*10
(rs1065852), CYP2D6*41 (rs28371725) moxeT OBITH
acCOIMUPOBAHO C (DEHOTHIIOM «MEJICHHBIX METabo-
JM3aTOPOBY», TO €CTh C HU3KOW CKOPOCTHIO OMOTpaHC-
(opmManiu HECENEeKTUBHBIX OeTa-aJpeHo0I0KaToOpoB
B II€YCHHU, OOJiee BBICOKMMHU HX KOHLECHTpALUSIMH
B IJIa3Me KpPOBH, 00jiee BBICOKUM PHUCKOM Pa3BUTHSI
HEXKEJaTeIbHBIX JICKAPCTBEHHBIX PEaKIHii (B MEPBYIO
ouepenb Opagukapauu) [69].

I'en CYP3A44

CYP3A4 — ¢depmenT, KaTanu3upyIomui peaknio
CYIb(QOKCHINPOBAHHMSI, TPUBOISIIYIO K 00Opa30BaHUIO
cynasdorpymnmsl. ['en CYP344 HaxoauTcs Ha 7 XpOMO-
come, B tokyce 7q22.1 [70]. CYP3A4 sBasercs ogHUM
W3 CaMBIX BaXHBIX IS (hapMaKOTEparmuu ITUTOXPO-
MOB, TaK KaK C €ro MoMOIIbI0 OHOTpaHchopMupyercs,
1o KpaifHelf Mepe dacTu4HO, mpuMepHo 60 % KkceHo-
onotnkoB. AxktuBHOCTh CYP3A4 mmpoko Bapsupyer
y pasHbIX WHIUBHUAYYMOB. Pacromoxkenne CYP3A4
Ha amMKaJbHBIX MeMOpaHax SHTEPOIMTOB TOHKOU
KHILIKH U FeNaTOUTOB 00ecreurnBaeT NEPBUYHBIN Me-
tabonusm JIC, mpeAmecTByOMUN MONaIaHUI0 Bellle-
CTBa B CUCTEMHBIM KPOBOTOK, U3BECTHBINA MOJ] Ha3Ba-
HueM «dhdekTt meporo npoxoxaeHus» [71]. CYP3A4
SIBJISIETCSl OCHOBHBIM (DEPMEHTOM B MeTabOIn3aluu
cneayromux JIC: TUNOAUMOUAEMHUYECKHE CTaTHHBI
(aTopBacTaTuH, JOBacTaTHUH, CHMBACTaTHH), OJIOKATO-
pPBl KaJbIIMEBHIX KaHAJIOB (aMJIOAMIIMH, Bepamamui,
IuiITHa3eM, HueaunuH, penoaunH) U CeJIeKTHBHBIN
onokatop AJld-penentopa TpomboruToB P2Y12 kio-
nunorpen [72, 73].

B rene CYP3A44 onucan psig OHII, koTophie acco-
[AAPOBAHBI CO CHWXCHHEM aKTHBHOCTH (epMeHTa
¥ MOTYT BIUsATh Ha Metabonmm3m JIC. Yarie Bcero ¢ Ha-
pylieHueM MeTaboin3Ma CTaTHHOB W KJIOMUIOTpelia
ces3ad OHII B mpomoTtopHoit obmactu rena CYP3A4 —
3ameHa A—293G (amutens CYP3A4*1B, rs2740574), on-
HAaKO JIaHHbBIE Pa3JIMYHBIX HCCIENOBAaHUN MPOTHBOPE-
4yuBHI [74].

I'en CYP3A45

CYP3AS5 mpencraBiseT coOoi OEITOK, COCTOSIIIHI
n3 502 aMMHOKHMCIOTHBIX OCTAaTKOB M II0 aMHHOKHC-
JIOTHOW MOCJIENOBATEILHOCTH Ha 85 % HMAeHTUYHBIN
utoxpomy 3A4. I'en CYP345 naxonutes Ha 7 XpoMoO-
come, B JTokyce 7q22.1 [70]. CYP3AS skcmipeccupyetcst
BO BHETICUEHOYHBIX TKAHIX Ha 00JIee BBICOKOM YPOBHE,
yeM CYP3A4, Bkirodas jJerkue, IOUYKH, MOJOYHEIC JKe-
JIe3bl, MPEACTATSIIBHYIO XKeJIe3y U MOJIMMOP(HOsIEp-
Hble nelkoruTs [75]. CYP3AS, ananornuno CYP3A4,
y4acTBYeT B METa0OJU3ME CTATWHOB W IPEBPALICHUH
KJIOIHIOTPEJIa B aKTUBHBIN META0OJIHT.
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OCHOBHOW TIPUYMHON BapuaOENbHOW SKCIPECCHU
CYP3AS cuurator amnens CYP3AS5*3. V Hocuteneit
aToro ajiens B 3-M uMHTpoHe aerektupyercs OHII
A6986G (rs776746); nTa 3aMeHa HYKJICOTHAA BEACT
K (OPMHUPOBAHUIO TIPEKIEBPEMEHHOTO CTOI-KOIOHA,
¥ B pe3yibTare K IOYTH HYJIEBOM DKCIIPECCHH Oenka
CYP3AS. Amnene CYP3AS5*3 Obln BBISIBICH BO BCEX
STHUYECKUX TOMYJISIITUOHHBIX HWCCIEIOBAHUAX, YTO
CBUJIETEILCTBYET O €r0 IPEBHEM IPOUCXOKAeHUH [76].

OHMN reHOB BEJIKOB-NMEPEHOCYMKOB

I'en SLCOI1BI1

I'en SLCOIBI (anmri. Solute carrier organic anion
transporter family member 1Bl) kommpyer mnomu-
NENTHI-TIEPEHOCYUK OpraHM4ecKux aHuoHOB 1Bl
(OATPI1BI). I'en cocTouT Gojee yeM U3 JECATH IK30-
HOB [77], xogupyemsiii TeHoMm SLCOIBI rnuxomnpore-
HUH 3KCIpPEecCUpyeTcss HCKIIOYMTENbHO Ha Oa3onare-
panbHON (CMHYCOMIaIbHONH) MeMOpaHe renaToONUTOB
[78]. OATPIBI1 yuacTByeT B TpaHCIOpPTE psija 3HJO-
TEeHHBIX W 9K30T€HHBIX BEIIECTB, B TOM YHCIE Ked-
HBIX KHCJIOT, TOPMOHOB LIMTOBUAHOM >KE€JIE3bl, a W3
JIC — MeToTpekcaTa M CTATHHOB, BKJIIOUasi aTOpBa-
cratu [79], uepuBactatun [80], mpaBactatun [8l1],
BJTUSISI TAKUM 00pa3oM Ha 6€301acHOCTD JICUCHU S JIaH-
HBIMU TIpernaparamu [82].

OHIISLCO1B1*5 (apyrue o6o3nauenus: rs4149056,
T521C, T37041C, Vall74Ala) rena SLCOIBI Bnuser
Ha 3kcrpeccuto Oenka OATPIB1 u, cooTBETCTBEHHO,
Ha pacrpesenenue BbimeykazaHubix JIC B opranusme.
Hainune 3aMeHbl Ha aJlaHMH XapakTepU3yeTcs CHHU-
JKEHHOW DPaboTOil Oelka-TiepeHOCUrKa, (papMaKOKWHE-
TUYECKUM SKBUBAJICHTOM YETrO SIBJISAIOTCS 3aMeUICHHE
MepeHoca CTaTUHOB B M€YEHb U YBEJIMUYEHHE UX KOHLIEH-
TpaLuy B KPOBH, YTO COTPSHKEHO C HETAaTUBHBIM BO3/IEH-
CTBHEM CTaTHMHOB Ha MBILIEYHYIO TKaHb U HEI(PPEKTUB-
HOCTBIO TUIIOJIMIHIEMUYECKOM Tepanuu [83—85].

Yacrota BeisiBnenus ayuens C rena SLCOIBI (re-
Hotunbel TC u CC) B pocCHIICKON TOMYJISIIAA TI0 TaH-
HBIM pa3HBIX aBTOPOB cocTaBisieT oT 30 % 1o 45 %, a B
JIPYTUX €BPONEHCKUX 3THUYECKHUX Ipynnax — oT 8 %
10 20 % [86, 87].

HeobOxonumast 103a CTaTUHOB y JIUI] C TEHOTHUIIOM
TC cocTaBnsieT IpUMEPHO MOJIOBUHY OT CTaHAAPTHON
tepaneBTrueckoit; CC — 4YeTBepTh OT CTAHIAPTHOU
TepaneBTuuecko [88]. B HEKOTOPBIX HCCIENOBAHU-
sIX OBLIO TIOKa3aHo, 4To y OonbHbIX ¢ UM B coyera-
HUU C OCTPBIM TIOBPEKJICHHEM ITOYEK CTATUCTHYECKU
3HAQUMMO 4Yallle BBISABISACTCA I'CHETUYECKUN BapuUaHT
Vall74Ala rena SLCOIBI, na ¢hoHE HOCUTENHCTBA KO-
TOpPOro OTMeUaeTcsl yxyamenue TeueHus MIM B rocnu-
TaJIbHOM II€PHO/IE U MOBBIIIEHUE PUCKA JIETAIbHBIX UC-

x0710B [89, 90].

I'en ABCBI (MDR1I)

I'en ABCBI (anrn. ATP binding cassette subfamily
B member 1) mokanusyercs Ha XpOMOCOME B pETHOHE
7921.12 u conmepxkut 28 3k30HOB. [I0CKOIBKY JaHHBII
TeH BIIEPBbIE ObLT WACHTU(UIIMPOBAH M OXapakTe-
pHU30BaH B KJETKax pa3IMYHBIX OIyXOJel yeloBeKa,
00aafonMXx MHOKECTBEHHOW JIEKapCTBEHHOW pe-
3UCTEHTHOCTBIO, €ro J0oJaroe Bpems HasbiBaiu MDRI
(ot anrn. multidrug resistance). I'en ABCBI konupyet
k1eTouHbI AT®-CBA3BIBAIOIINI KACCETHBINA TpaHC-
noptep (P-rimukonporenH, 0ejI0K MHOKeCTBEHHOI
JIEKAPCTBEHHOI YCTOIHYMBOCTH), OCYIIICCTBIISIOIINNA
SHEPro3aBUCHUMOE ITPOBEICHIE CYOCTPATOB Yepe3 MeM-
Opany. OcHOBHasl 3a/1a4a 3TOro Oelika COCTOUT B Orpa-
HUYCHHUH TPOHUKHOBEHUS Pa3JIMYHBIX BEIICCTB, B TOM
qHclie KCeHOOMOTHKOB, Yepe3 Onosorunaeckne 0apbepsl
C JajpHEHIIel SKCKpeureld B MOYy M Kelaub. benok
ABCBI skcipeccupyeTcs B IIa3MaTHUYECKUX MeMOpa-
HaxX pa3dU4HbIX KJIETOK M OPraHoB, BKJIIOYas 3HJO0TE-
JIUA KUIICUHUKA, IeMaTo3HIedaaInueckoro Oapbepa,
a TakXe B KJIETKaX HaAIMOYEUYHHUKOB, TOYEUYHONW TKAaHU
U psjae Apyrux [91]. DTOT MIMKONPOTEUH BBIBOAUT U3
KJIeToK mupokuid crektp JIC, TeM caMbIM ompenensis
BHYTPHKJIETOUHYIO KoHIeHTparuio JIC, a Takxke pe-
TyJIUpyeT BcachblBaHUE B KUIIEUHUKE pa3nuuHbix JIC,
B TOM YFHCJIe KJIOMHIOTPENa, OKa3bIBasi BAXKHOE BIIHS-
HUE Ha KOHIIEHTPAIIHIO MTOCIIEIHETO in Vivo.

OHII B rene ABCBI uccnenyioTcs AJisl BBISBICHUS
3pPEKTUBHOCTH TPUMEHEHUS TPENaparoB CIeayro-
IIUX TPYIIT: aHTHATPEraHTHI (KJIOMHIOTPEN U eTro aHa-
JIOTH), ICKXOTPOITHBIE, TPOTHUBOSITUIICTITHYECKHE (Kap-
Oama3zenuH, ()CHUTOMH, OJIAH3AIMWH), TPerapaThl s
neyenuss BHUY-unpexnum (TaMUBYAHH, JIOMMHABUD,
PUTOHABH, 3UIOBYINH, BAHKPUCTUH, OKCATUIIIIATHH),
Mperaparsl Ui JICUSHHUS] CepAeYHO-COCYANCTHIX 3a-
OoseBaHMil (aTOpBacTaTUH, CUMBACTATHH, J0O3apTaH),
oOe30onuBarome (MOpQUH, HOPTPUNTHINH, (QeH-
TaHWJI, TPamMajaoJl, OKCHKOJOH), MPOTHBOOITYXOJEBbIE
(MeToTpekcaT, TaMOKCU(EH, OJCOMUITUH, DTOIO3UT),
TapreTHble (MMaTUHUO) H JIp. 3aMeHa HYKJICOTH 1A -
to3uHa (C) Ha TumuH (T) B 26-0M 3K30HE B MO3HIIHH
3435 mocnenosarensuoctu JIHK rema ABCBI 000-
3HAYaeTCsl Kak TeHeTmdeckuii Mapkep rsl045642. Oc-
HOBHOH ayyienb obo3Havaetcs kKak 3435C, MUHOPHBIN
anmnens kak 3435T. Hanuuue B renorune anmuens T
B no3unuu 3435 mpUBOAUT K MOBBIIICHHOMY BBIBEIC-
Huto JIC U3 KIEeTKH, CHIKAsl UX TePaleBTUUYCCKHI d(-
¢dext. Hamporus, nanuuune awrens C B mo3urun 3435
00yCJIOBIMBAET MOMYJISIIIHOHHBINA «0a30BbIi» YPOBEHB
sKcTpeccuu reHa u o6enxa ABCBI [92].

PaznuuHble reHeTHYeCKHE BapuaHThI, 00YCIOBJICH-
ueie OHIT C3435T, mo-pa3HoMy BIHSIIOT Ha PE3UCTEHT-
HOCTb K KJIONUJIOTIPeTy. YCTaHOBJIEHO, UTO TeHOTHI TT
u amnens T reHa ABCBI mpeobiaiaioT y MarueHTOB
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C KJIOITHIOT PEI-PE3UCTEHTHOCTHIO, B TO BpeMsl Kak re-
Hotun CC u amnens C npeobiafaloT y MHANBHLY YMOB
0e3 TakoBoi. [loka3aHo, 4TO y MAIIMEHTOB C FTEHOTUIIOM
CT umu TT noBelllleHa yacToTa HEOIATONPHITHBIX
KJIMHAYECKUX COOBITHI TI0 CPAaBHEHHIO C HOCHTEISIMH
regotuna CC, a Takxe 3aMeJieH MeTa0O0IU3M KJIOTH-
JOrpelia, 4TO MOBBIIIAET PUCK TPOMOOTHYECKUX OC-
JIOKHEHHH, ¥ 3TO SIBIAETCS BaXKHBIM 00CTOSTENHCTBOM
pu nepcoHanu3anuu hapmaxorepanun. [Ipn nenoms-
30BaHWH CTATUHOB TAK)Ke CIIEyeT YUUTHIBATH T€HOTHIT
C3435T rena ABCBI. bl mokasaH BKJIaJ T'€HOTHIIA
TT B runonunuaeMudeckuil dQQeKT aropBacTaTHHA
y xeHIuH. COOTBETCTBEHHO, T€HETHYECKOE HCCe-
noBanue C3435T rena ABCBI B TIepCIIEKTHBE MOXKET
OBITh TIOJIE3HO [IJISl TIEPCOHANIM3AINNA TEPAITUHA OCIIOXK-
HEHHI CeplIeuHO-COCYTUCThIX 3a00eBaHUH.

UacTtora munopnoro amuens rena ABCBI (3435T)
COCTaBsIeT 56 % y eBpONEOUIOB; Y HETPOUIIOB —
20 %; y monronounoB — 40 % [93]. HacToThl reHOTH-
0B B POCCUHCKON MOMYJISILUU PACIPEAEIISIFOTCS CIIENY-
toum oopazom: CC — 17 %, CT — 53 %, TT—30 %
[94]. Cpenm sikyTOB yactoTa anmiens T coctaBumna 51 %,
TIPH ATOM B M3yUCHHOHN BHIOOPKE OBIIO BBISBIICHO Ipe-
obmanmanue rereposurornoro reHoruna CT (75,8 %)
P OTHOCUTENBHO HM3KOHW vactoTe reHotunoB CC
(10,7 %) u TT (13,4 %) [95]. Bricokue yacToThl Bapu-
anTa 3435T Opun 00HapY’KEHBI TaKXKe B IIECTH dTHH-
YecKuX rpynmnax kuraiines (0T 44,2 % o 58,4 %) [96].

[lo manHBIM MeTaaHaiHM3a, OOOOLIAIOLIETO OINBIT
140 muoronetuux uccienosanuii OHII rena ABCBI
B bpaswmnmun, Asctpanuu, CILIA, Yunu, Erunre, [Tonb-
e W IPYTUX CTpaHax, mokaszana accormammst OHIT
C3435T rena ABCBI ¢ >pPeKTUBHOCTHIO TPUMEHEHH S
CTaTUHOB, YTO MPOSBISETCS B Pa3iIMUUsAX YPOBHEH
JIUTIONIPOTEN/IOB BBICOKOW TIOTHOCTH, JIMIONPOTEH-
JIOB HHU3KOHW TMJIOTHOCTH, OOIIET0 XOJeCTepHHA, HO HE
TPUTIUIEPUIOB B CBIBOPOTKE KPOBU OOCIEIOBAHHBIX
mul. Menbiie u3yueHa B3zauMocBszp OHII C3435T
rena ABCBI ¢ 0e30macHOCTbIO MPUMEHEHUS CTaTu-
HOB, TO €CTh PUCKOM Pa3BUTHS MUOIMATHH, MOCKOJIBKY
WCCIIeIoBaHHAsT BBIOOpPKA OKa3ajach B 3HAYMTEIIBHOU
CTETeHU reTeporeHHoi. TeM He MeHee, ITyTeM CTpaTH-
(DMKAIIMOHHOTO aHajii3a aBTOpaM YAAJOCh IMOKa3aTb
HaJu4Kie 3aBUCHUMOCTH pa3BuTus muonaruu ot OHII

C3435T rena ABCBI [97).

OHIMN rEHOB HEKOANPYOLWUX PHK

benok-xoaupyiomue TeHbl COCTABIISIOT JUIIh OKO-
10 2 % reHoma, a OCTaJIbHAs YacTh TeHOMa MpeCTaB-
nera Hekopupylomei JTHK, xoropas Tpanckpubupy-
ercs B Hekoqupyrowmue PHK [17]. B nocnennee Bpemst
BHUMAaHHE HCCIie/loBaTeNeil Bce Ooliee MPUBICKAIOT
HEKOAMPYIONIe 00JacTH T'€HOMa, IMOCKOJIBKY HMEH-
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HO B HUX pacroyiokenbl 6onee 90 % Bcex OHII [98].
Baxneim knaccom Hekopupyrommx PHK sBisirores
MukpoPHK, xoTOpbIie BHITIOIHAIOT B OpraHu3Me pery-
JSATOPHBIE (GYHKIMH: TTOJABIISIIOT TPAHCIISILMIO C OIpe-
nenennblx MPHK, To ecTh cHUXaIOT 3KCIIPEcCuIo CBO-
ux reHoB-muieHeil. OHII B renax mukpoPHK moryt
MIPUBOANTH K N3MEHEHHIO KOJIMYECTBA FJIH AaKTUBHOCTH
MukpoPHK u Takum oOpa3oM onocpenoBaHHO BIHUSATH
Ha (papMakOKMHETHYECKHE U (hapMaKoAWHAMHYECKHUE
MOKa3aTellH.

Hanpumep, B HemaBHem wuccienoBanuu 302 wuta-
JBbSIHCKUX NAIMEHTOB, Oojee 12 MecsueB noay4aBHInX
cratuHbl, ObuIa nokazaHa cBsa3b OHII rs3746444 B rene
MukpoPHK miR-499a ¢ nokazarensimu IMmuaorpaMmel,
¥ MUHOPHBIN ajutenb G mposiBui ce0s Kak OnaronpusiT-
HBeI (pakTop: y Hocuteneit renotuna GG oTHOIIEHNE
YPOBHS OOILEro XOJeCTepUHa K YPOBHIO XOJECTEprHA
JUIONPOTEUI0B BBICOKOW IUIOTHOCTH OKa3aJoCh MHU-
HUMAJIbHBIM 110 CPAaBHEHMIO C HOCHUTENISIMH T€HOTHIIOB
AG u AA. Jlaunsnii OHII B rene MIR499 pacnionoxeH
B y4acTKe, KOAUPYIOLIEM 3peNTyI0 MOCIEeA0BaTeIbHOCTD
miR-499a-3p. TlodTomMy 3aMeHa ajqeHWHA Ha TyaHUH
BBI3BIBAET UYACTUYHYIO MOTEPI0 KOMILIEMEHTapHO-
CTH B CTEONCBOH YacTH MOJICKYJIBbI-TIPE/IIICCTBEHHIKA
(mpu-mukpoPHK) 1 B uTore mpuBoauT Kak K HapyIe-
HHTO co3peBanus MiR-499a-3p m miR-499a-5p, Tak u k
HapyLICHUIO CBS3BIBAHUS 3pEibIX MOseKyn miR-499a-
3p co cBoeit MPHK-mumiensto [99, 100].

Taxke B LIeNOM psifie MCCIENOBAaHUN OBLIO TOA-
tBepkaeHo BimsHue OHII B reHax pa3imudyHBIX MH-
kpoPHK Ha wyBcTBUTENBEHOCTH K Baphapuny. B yact-
HOCTH, Tian Z. 1 coaBTOpHI Moka3zanu, 4To MUKpoPHK
miR-137 cBs3biBaeTcs ¢ 3’-HeTpaHCIHpyeMol 00Ja-
cteto reHa VKORCI W TIONABIISIET €r0 DKCIPECCHIO
B KJleTKax rneuyeHu, npu stom OHII rs2660304 B rene
miR-137 cHnxaet noaepKUBAIOLIYIO 103y BaphapuHa
[101]. D10 00BsACHSsIETCS TeM, uTo red VKORCI konupy-
et cyosenuuuny 1 ButamMuH-K 3mokcua-penykra3zHo-
r'0 KOMILTEKca — TpaHCMeMOpaHHOTo 6eika, KOTOPBIN
sBJIIETCS (PapMaKOJIOrHYecKOH MUILIECHBIO BapdapHuHa.
Perynsaropnast obnacte rena VKORCI comepXuT Tak-
xe caiiT cBszpiBanms 151 MEKpoPHK miR-133. B rene
MIR13342 soisBnensl Tpu OHII, Haxomsmiuecs: B He-
PaBHOBECHOM CLEIUICHUM U (JOPMUPYIOLIUE TarioTH-
IIbl, ACCOLMUPOBAHHBIC C PA3JIMYHON UyBCTBUTEIb-
HOCTBIO K Bapdapuny. [Ipu 3TOM penpe3eHTaTHBHBIM
OHII (anru. tag SNP) siBnsieTcs rs45547937 [102].

B ominune or 0enoK-KOOUPYIOIINUX I'€HOB, HEKO-
JUpyIolMe 00JacTu IeHoMa IO CHX IOp €lle Majlo
nzydeHsl. CornacHo OMOMH(OPMATUYECKHUM IMPOTHO-
3aM, B OJMKaMIliue TOIBI 0KUIACTCS B3PBIBHOM POCT
KOJM4ecTBa aHHOTalMi reHoB perynsTopHbix PHK u,
COOTBETCTBEHHO, NOSIBIIEHHE 0OJIBILIOr0 00bEeMa HOBBIX
nmaHHbIx 00 ux OHII [103].
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POJIb OHIN B MHOFOYFiOBHEBOI?I
PErynauunm sBBAMMOAENCTBUA J1C
C OPFAHN3MOM NAUMEHTA

JIC, nonas B TeJIO MALMEHTA, HHULIUUPYET OJHOBpE-
MEHHO J/IBa KOMIUIEKCA MPOLECCOB: (apMaKOKHHETHU-
yeckull (BozuelictBue opranu3ma Ha JIC) u dapmako-
nuHamudeckuit (Bnustaue JIC Ha opranusm). [Ipu sTom
COBOKYITHOCTb MEXaHM3MOB, KOTOpBIE PEryIHpYIOT
B3aumozericTaue JIC ¢ opraHu3MoM, MOXKHO IIpecTa-
BUTbH B BUJE aiicOepra, Ha BepIIMHE KOTOPOI0 — BHEIl-
Hue nposieiienus d3pdexra JIC (puc. 3). BepxHeit yactu
aiicOepra COOTBETCTBYIOT «CBSI3H IIEPBOTO YPOBHSD) —
HETIOCPEICTBEHHbIE (U3UKO-XUMHUUECKUE B3aUMOICH-
ctBusi JIC u ero MeTaboINTOB C OEIKAMHU-IEPEHOCUH-
KaMu, peentopamu, pepmentamu. Hike pacnonoxen
OoJsiee OOLIMPHBIN IJIACT «CBS3EH BTOPOTO YPOBHSIM,
[OCKOJIBKY JUISl Ka)XIOr0 SHJOICHHOI'O YUYacTHHKaA
mporecca KOJIM4eCTBO U aKTUBHOCTb €r0 MOJIEKYJI pe-
TYJIUPYIOTCS 332 CYET PA3NMYHBIX SIUTCHETHYECKUX
MEXaHU3MOB: TeHoMHOro (MerunupoBanue JHK),

Jic

BEJIKU
(nepeHocYuKM, peuenTopbl, (hepMeHTbl)

TpaHckpuntomHoro (Hexoxupytomue PHK, mnpexne
Bcero MukpoPHK) u mporeomHoro (Monuguxamuu
ructoHoB) [104]. Kaxxnast U3 peryasTOpHBIX MOJEKY,
B CBOIO OYepeib, HAXOMUTCS MO BO3JIEHCTBHEM COO-
CTBEHHBIX PEryJIsTOPOB, U T. [I.

B utore B3aumoneiictaue JIC ¢ opraHuzmMom cosnaa-
eT YHUKAJBHYIO JUISI Ka)K/I0T0 MallMeHTa MHOT Oy pOBHE-
BYIO CUCTEMY MOJICKYJISIPHBIX B3aUMOCBSI3€l, KOTOPYIO
Ha Ka)XIIOM YPOBHE MOAYJIHPYIOT MHOTOYHCIICHHbIE
OHII B 6enok-xoaupytomux resax u OHII B renax pe-
rynaropubsix PHK.

3AKJTIOHEHUE

dapMaKkoreHeTHKa SIBISETCS OOHMM M3 MEpCIeK-
TUBHBIX HANpaBJICHUI Pa3BUTUs MEIUIUHBI, TaK Kak
Bb160p JIC 1 uX 103MPOBOK € y4eTOM UHAUBUYaJIbHBIX
TFeHETHYECKNUX 0COOEHHOCTE! MalueHTa 00eceYnBaeT
MaKCUMaJIbHYIO 3((EKTUBHOCTD JIEKAPCTBEHHOTO BO3-
JOEWCTBUS 1 MUHUMU3UpPYeT modounsie 3¢ ¢extst JIC.
OHII urparoT BakHYIO POJIb B IIEPCOHAIU3AUU (hap-

QODEKT J1C

Puc. 3. «KoHuenuuna ancbepra»: posib OHIM B MHOroypoBHEBOW perynsauum

B3anmopgencteuma JIC c opraHuaMom

[Mpumeuanne: OHIT — onHOHYKICOTHAHBIN TOTUMOPQU3M, JIC — JieKkapCTBEHHOE CPEIICTBO.

Figure 3. “The iceberg concept”: the role of SNPs in the multilevel regulation
of the interaction between drugs and human organism

Note: SNP — single nucleotide polymorphism.
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makorepanuu OKC, MOCKOJbKY MpH JI€YECHUN JaHHOU
MaTOJIOTMY UMEHHO JIEKaPCTBEHHAs TEPAINsI 3aHUMAET
MepBOE MECTO, M MPUMEHSETCsI OO0JbIIOE KOJINYECTBO
JIC u3 pasnsix rpymni. Pa3paboTka HHANBUAYATN3APO-
BaHHBIX TEPANEBTUYECKUX ITOJXO/IOB ISl MAINEHTOB
¢ OKC uMeeT He TOJIBKO MEOUKO-COLMANBHOE, HO U
HSKOHOMHYECKOE 3HAueHHe: TOBbIIIeHHE S((PEKTUB-
HOCTH U 0€30MacHOCTH (apMaKOTepaliy ITO3BOIHUT
yMmeHbpIUTh 9acToTy [IKC u cHU3HUTH 3aTpaThl Ha CTa-
[IMOHAPHOE U aMOyJIaTOpHOE JieueHNe, Harpy3Ky Ha Me-
JUIMHCKUN TEePCOHa], a Takke odecreuuT Oosee Obl-
CTpOE BOCCTaHOBJIEHHE TPYJOCIIOCOOHOCTH MAIIIEHTOB
TPYIOCTIOCOOHOTO BO3pACTa.

T'oBopst o dapmakorenetnke OKC, MOXHO BBI-
JEeNUTh JABa HampasjeHusi uccijenopanuii OHIL
Bo-nepBrIX, 3T0 onTUMU3aLUA MPUMEHEHHUS YXKe 3a-
peructpupoBanubix JIC: paspaboTka mepcoHANIH3U-
POBaHHBIX anTOpuTMOB BBIOOpa JIC M MX ITO3MPOBOK
Ha OCHOBE PEe3yJbTaTOB I'€HETHYECKHX TECTOB, CO3/a-
Hue HaOOpOB peareHTOB Il (hapMaKOreHEeTHUECKOTo
TEeCTHUpOBaHUA. BTopoe HampaBieHue — pa3paboTka
HoBbIX JIC nist TapretHoit Tepanuu OKC u ero ociox-
HeHuil. brmaromapst TOCTHKEHHSM B MO3HAHUU MOJeE-
KYJSPHO-TEHETUYECKHX OCHOB TATOTreHe3a, IMOHSTHE
«TapreTHas Tepanus» BBIILIO 3a MPEAeIbl OHKOJIOTHU
1 aKTHBHO OOCY’KJIA€TCSl B OTHOILEHUH CEepACYHO-CO-
cynucThIx 3abosnesanwnii [105]. IIpu aTOM nepcnexTuB-
HBIM 00bekTOM u3ydenus spisitorcss OHII B rerax He-
konupyromux PHK.

B uzyuenun dapmakoreneruxu OKC Bce Gonbluee
3HAUCHUE MPHOOPETaeT MEXIUCIUIUTMHAPHBIA TIOJI-
X0l — OOBEIMHEHNE YCHIIHIA KapIHOJIOTOB, JJA00paTop-
HBIX T€HETHUKOB, KIMHUYECKUX (HapMaKoIOTOB, OHMOUH-
(dopmarukos. Ilo mepe Hakoruienus 3Hanuii 00 OHII
BO3pacTaeT pojib OMOMH(OpPMATHYECKHMX T10XOJ0B
JUTsI OlleHKH perymsatopHoro moteHnuana OHII B ma-
TOoreHe3e 3a00IeBaHmid U (PapMaKOIOTHIECKOM OTBETE
[106, 107]. Ha ¢one pa3BUTHS BBICOKOIIPOU3BOIUTEb-
HBIX JIAOOPATOPHBIX TEXHOJIOTUI HAOIIOACTCS TCHICH-
U K TIepeXoly OT apMaKoreHeTHUECKOTO TeCTHPOBa-
Hus otaenbHBIX OHIT MeTomoM momumepa3HOH TIeITHON
peaxiun (I1LP) k aHanm3y 1eNbIX TapreTHHIX MaHenei
TeHOB, peryaupyomux s3aumoneiicraue JIC ¢ opranus-
MOM, METOJIOM MacCOBOI'O IapajuIeIbHOTO CEKBEHUPO-
BaHWUsA (aHMI. next generation sequencing, NGS) [108].
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PE3IOME

TKz-aCCOHI/II/IpOBaHHaH MHUTOXOHJApPUAJTIbHAA MHUOIIATUA — KIMHUYCCKU TETCPOIrCHHOC
ayTOCOMHO-pEIleCCUBHOE 3a00JIeBaHUe, XapaKTepU3yIolIeecs MPEHUMYIECTBEHHO MUOIATH-
YeCKUM (PEHOTHUIIOM C BapHaOEIbHBIM BO3PACTOM JeOr0Ta. BBIIEHAIOT 3 OCHOBHBIC KIMHU-
yeckue (POpMBI B 3aBUCHMOCTH OT BO3pacTa JIe0rTa: HHPaHTUIbHAS, JeTCKas (FOBCHUIIbHAS)
U C TIO3JHMM HauaioM (B3pocias). B crarbe mpeacTaBieHO oNHMcaHUe KIMHUYECKOTO CITy-
yasi nalreHTa ¢ HHQaHTHIbHOW (OpPMOI 3a00JIeBaHUs CO 3HAYUTEIILHBIM MOJIOKUTEIIbHBIM
s dexTom Ha hoHE MaTOreHEeTHIECKON TEparTui HyKI€O3HJaMH.

KiioueBble ¢ji0Ba: MUTOXOHIpHAIbHAS MUOMATHSI, CHHAPOM HCTOLICHUS MUTOXOHIpHAIIb-
noit IHK, TK-2 neduuut, TAMUIUH U JC30KCUIIUTHIMH.

Jna yumuposanusa: Mamaesa E.A., Apmamonosa U.H., Ilemposa H.A. u op. Kiunuueckuui
cayuai ungpanmunvrou gopmol TK2-accoyuuposannou muonamuu, ycnexu mepanuu HyKie-
o3udamu. Poccutickuil sicypHan nepconarusuposannou meouyunol. 2024,4(4):313-318. DOI:
10.18705/2782-3806-2024-4-4-313-318. EDN: GOMIXC
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ABSTRACT

TK2-associated mitochondrial myopathy is a clinically heterogeneous autosomal recessive
disease characterized by a predominantly myopathic phenotype with variable age of onset.
There are 3 main clinical forms depending on the age of onset: infantile, childhood (juvenile)
and late onset (adult). The article presents a description of a clinical case of a patient with an
infantile form of the disease with a significant positive effect of pathogenetic therapy with
nucleosides.

Keywords: DNA depletion syndrome, mitochondrial myopathy, thymidine and deoxycytidinee,
TK2 deficiency.

For citation: Mamaeva EA, Artamonova IN, Petrova NA, et al. Clinical case of infantile form
of TK?2 associated myopathy, success of nucleoside therapy. Russian Journal for Personalized
Medicine. 2024;4(4):313-318. (In  Russ.) DOI: 10.18705/2782-3806-2024-4-4-313-318.
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Cnucok cokpamenuii: JJHK — ne3oxcupubdo-
HykJeuHoBass kucinora, fHT® — pne30KkcuHyKjIeo-
sunrpudocdare, KOK — kpeatuHdocdokunasa,

MTIHK — murtoxonapuansuias JHK, HUBJI — ne-
WHBa3WBHAS BEHTHISAIUS JeTkuX, TK2 — TumMmanH
kuHaza 2, OB/l — ¢yHKOHUS BHENIHETO IBIXaHUA,
IHHC — nentpanbHasg HepBHast cuctema, DOHMIT —
anekTpoHeipomuorpadusi, HFMSE — mikana onenku
MOTOPHBIX (QYHKITUH OOTBHUIIBI XaMMEPCMHUT.

BBEAEHUE

Muonatusi, accoupupoBaHHass ¢ JeGuUIMTOM TH-
vunuH kuHa3el 2 (TK2) (cHHIpOM HCTOIIECHUS MHTO-
xorapuanehoi JIHK, tumr 2), (OMIM #609560) —
KJIMHUYECKH TEeTEPOreHHOEe ayTOCOMHO-PELECCUBHOE
3a0o0JieBaHKe C Pa3IMYHBIM BO3PACTOM Hadala, XapaKTe-
pu3yroleecs: MPEUMYIIECTBEHHO MUONaTHYecKuM (e-
Hotunom. BriepBrie 3aboneBanne onmcano B 2001 romy
[1,2].

BbIensoT Tpu OCHOBHBIC KIMHUYECKUE (HOpMBI
B 3aBUCHMOCTH OT Bo3pacTta jeorora [1, 3]

—  HnadantunsHas dopma (medroT mo 2 jer) Xa-
paKTepHu3yeTcss paHHUM OCTPBIM/TIOIOCTPHIM Je0I0TOM
¢ OBICTPBIM HPOTPECCUPOBAHUEM KIMHUYECKOH KapTH-
HBl M JICTaJbHBIM HCXOIOM B paHHeM Bo3pacrte. Hau-
Ooree 4YACTO BCTPEYAIOTCS CIEAYIONINE CUMIITOMBI:
muddy3Has MpIIIedHass TUIIOTOHHSA, OBICTPO TpOTpec-
CHpyIoIasi MbIIIEYHas] c1a00CTh, MMOBBIIICHHE YPOBHS
obmeit Gppaxuuu kpearnHpochoknHasbl (KOK) Beime 5
HOPM, JIbIXaTesibHast HeZOCTaTOYHOCTh C MOTPEOHOCTHIO
B pECTHpPaTOpHON TMOMJIEPAKKE, PErpecc paHee MPHOO-
PETEHHBIX MOTOPHBIX HaBBIKOB, CHH)KEHHE HIJTH TIOJTHOE
OTCYTCTBHE CYXOKWJIBHBIX Pe(IIeKcoB, JaKTar-auunos,
CJ1a0OCTh JIMIEBON MYyCKynatypel. Y 25 % marueHToB
OIKMCAaHO IMOPAXKECHUE LEHTPATIbHON HEPBHOW CUCTEMBI
(THC): srmmnenTryecKre MprucTyIbl, KOTHUTUBHAS JIHIC-
(hyHKITUS, eMMHAYHBIC CITy4Yan JTUcCIHIe]anim, Helpo-
ceHcopHoit Tyroyxoctd. Jo 33 % manueHToB OEeMOH-
CTPHPYIOT BHEMBIIICUHBIC TPOSBICHUS 3a00JICBAHUS,
B TOM YHCII€ ONHCAHBI CIy9dad COYETaHUS C KapIUOMHU-
OlaTHEH, apuTMHEH, arpe3ueil MuIleBOna, MHUKpPOLE-
(anueit, arpodueil 3pUTENHHBIX HEPBOB, PHUTHIHBIM
MO3BOHOYHUKOM, aHEMHEH, TPOMOO30M, XHUIOTOPAKCOM
[1], a Takoke cuHAPOMOM mUTOH3a [3—5].

—  IOBenunbHasi/nerckas (neOOT B Bo3pacrte OT 2
1o 18 meT) xapakTepu3yeTcsl IPOrpecCupyIonieil Mbl-
IIEYHOW CIA0O0CTHI0 C aKIEHTOM B MPOKCHMAaJIbHBIX
OTJIeNIaX KOHEYHOCTEH M aKCHAJIBHOW MYCKYJaType,
HCIIONIb30BaHUeM MpreMoB [oBepca, perpeccoM paHee
MPHOOPETEHHBIX HABBIKOB. YaCThIM CHMITTOMOM SIBIISI-
ercsi cnaboCTh JINIEBOM MYCKYyNaTypbl, TOBBIIICHNE
ypoBHs KOK Bbime 5 HopM. Oniucansl peakue ciaydan
Hapy»XKHOU O(TaIbMOIUICTUH, TIOTEPH CIyXa, WHTEI-

JIEKTYaJIbHOM HE0CTaTOYHOCTH, CHHIPOMA yIJIUHEH-
Horo QT, apuTMUU, MHOKECTBEHHBIX MEPETOMOB, TY-
Oynomnartuu u TuHEKOMacTui [1, 6].

—  C mo3gHUM HavaJoM/B3pocias (CpeqHui BO3-
pact nmebrota — 30 5eT), B KIMHUYECKOH KapTHHE
npeobaasaeT MEAJICHHO MPOrpecCUpylomas MbllIey-
Hasi Cia0OCTh B KOHEYHOCTSX, MBIIILAX IIEeH, ITO3,
odranemoruterusi. [lo mMepe mporpeccupoBaHus 3a-
OoyeBaHusl pa3BUBAETCSl PErpPecC HABBIKOB KPYITHOM
MOTOPHKH, B TOM YHCJIE TIOTEPSI CHOCOOHOCTH K CaMo-
CTOSATENBbHON X0ab0e 0 22 % cimydaes, ApIXaTeabHas
HEIOCTaTOYHOCTh, TPYIAHOCTH MPHU TJIOTaHHUH, MOTEPs
BECA, CECHCOPHAsl aKCOHAJIbHAS NOJIMHEWpOnaTusl, Hel-
poceHcopHas Tyroyxocts [1, 7].

[Ipu m060it Gopme BCTpeyaroTcs yacThle pecu-
paropHbie MH(EKIMKH, a OCHOBHON NPUYMHONH CMEPTH
SBIISIETCSl Pa3BUTHE JBIXAaTENIbHOM HEAO0CTAaTOYHOCTH
[8-10].

B ocHoBe 3a0oneBaHusl JIEKHUT HEIOCTATOUHOCTh
TK2, 4ro BbI3bIBaET AEPULIUT TUMUANH- U HIUTHIAHMO-
Ho(ocdara, 4TO B CBOIO Oo4Yepellb MPUBOIUT K YMEHb-
menuto mysia muroxouapuanbHon JJHK (mTIHK).

Bnepsele o0 BosMmokHOCTH Tepamuu TK2-medun-
nuta 3asBwin Dominguez-Gonzalez M coaBTOpBIL:
B 2019 roay ObliM MoJyuYeHbl MEPBBIC AaHHBIE 00 (-
(heKTUBHOCTH W 0E30MACHOCTH TEPANHH JIC30KCHUITHU-
TUOUHOM U THMHJIUHOM B Ipynne u3 28 MalueHTOB
[4, 11]. Ha ¢oHe mpoBOIMMOI Tepamuu OTMEYaIoCh
YJIYUIIEHHE MBIIIEYHON CHJIBI, CHUKEHHE 3aBHCUMO-
CTH OT PECNUpPaTOPHON MOJACPKKH, TOJIOKUTEIbHAS
JMHAMUKa B HaBBIKAX KPYITHOH MOTOPUKH, B TOM YHC-
Jie B HEKOTOPBIX CIIyyasX OTMEUYEHO BO30OHOBJICHHUE
caMoCTOsATeNbHOW XoabObl. Hu omHOro cepbesnoro
HE)KEJIaTeJIbHOTO SIBJIEHUA, CBSI3AHHOTO C Tepanuew,
3aperucTpUpoBaHo He ObLIO [12].

MBI npeacTaBiisieM COOCTBEHHOE KIIMHUYECKOE Ha-
omronenne pedbenka ¢ nHMaHTHIBHOW (hopmoit TK2-
acCOLMMPOBAHHOW MUOIIATHH.

KJIMHUYECKWUI CNYYAIA

JeBouka nisiTu net. M3 aHaMHe3a W3BECTHO, YTO pe-
OCHOK poamics OT CpOYHBIX ponoB B 40 Henens, ce-
MEIHBII aHaMHEe3 MO HEPBHO-MBIIIEYHBIM H JPYTUM
HelpoereHepaTUBHEIM 3a00JIeBaHUSAM HE OTSTOIICH,
B CEMbe JIBa 37I0POBBIX CHOca jKeHCKOro moja. Mac-
ca Tena npu poxkaeHuu 3750 r, anuHa 52 cM, OLICHKA
o nrkane Anrap 9/9 6amios.

Jo 12 mecsmeB neBouka pa3BUBaiIach B COOTBET-
CTBHH C Bo3pacToM. B 14 mecsimieB 0e3 sSBHOTO TpPHT-
repa BIEpBbIE ObLT OTMEUEH BBIPAKECHHBIN MOSCHUY-
HBIA J10pA03 mpu xoasde. B 15 mecsaueB Ha ¢done
OPBMU pasBuiicst ocTphlil perpecc HaBBIKOB KPyIMHON
MOTOPUKH: PEOCHOK YTpPaTHJI CIOCOOHOCTH YACPKHU-
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BaTh TOJIOBY B BEPTHUKAJIBHOM IIOJIOKEHHU (CHMIITOM
«BHCJION LIEW»), IIepecTaj CaMOCTOSTENILHO CaTUuThCs
W BcTaBaTh O0e3 nmocroponHeil nmomomu. Ha dhone mbl-
[IEYHOW THUITIOTOHUM OTMEYAIOCh HapacTaHWe JbIXa-
TEIbHOM HEAOCTAaTOYHOCTH, IEBOYKA HYKIajlach B pe-
CIMPATOPHON MOAJCPKKE (HEMHBAa3UBHASI BEHTHIISILIMS
nerkux (HWUBJI) 16 yacoB B CyTKH BO BpeMs THEBHOTO
Y HOYHOTO CHA, MCIIOJIb30BaHNE OTKAIIMBATENs Kax-
neie 4 gaca). JlaboparopHO OBUTO BBISBICHO YMEPEH-
HOE IOBBIIICHUE YPOBHS TpaHCaMMHA3 (aJlaHMHAMU-
HotpaHcdepasa 86 En/n, acnapraramuHorpancdepasa
126 En/n), pe3koe nossimieHue ypoBHass KOK (1o 2333
En/m). Tlo pesynbraram sieKTpoHEWpOMHOTrpapuu
(OBHMI') — mpu3Hakd YMEpPEeHHOTO TEePBUYHO-MBI-
LICYHOTO TOPAYKEHMSI MBI BEPXHUX U HUKHUX KO-
HEYHOCTEH ¢ mpeobiasaHeM HapyIIeHUH B mapasep-
TeOpaNBbHBIX MBIIIIAX.

Ha ocHoBaHuM kajio0 MaIrueHTKH, 0COOCHHOCTEH
HEBPOJIOTMYECKOr0 cTartyca U pe3yiapratoB DHMI
MIPOBEJEHO TAPreTHOE MOJIEKYJISIPHO-TE€HETHUECKOE
oOciieoBaHne (aBTOMaTHYECKOE CEKBEHUPOBaHHE
rena TK?2). BeisiBiieHa matoreHHass KOMIayHI-T€TEPO-
3UTOTHAs MYTALMsSL: B 3 3K30HE BBISIBJICHA MUCCEHC-3a-
Mena NM 004614.4:c.191C>T (p.Trp64Met), B 8 3k-
30HE I'eHa BbIsIBJIEHa MucceHc-3aMeHa NM 004614.4:
¢.547>T (p.Argl83Trp), Ha ocHOBaHWU Yero y peOeHka
JMarHOCTUPOBAH CHHJIPOM UCTOIICHHUS MHTOXOHJPH-
anpHOU JIHK THT 2, MUONIaTH4eckas Gpopma.

II. NEOWATPNA | PEDIATRICS

C 20 meca1eB xu3HU, yepe3 6 MecsleB Mocie Je-
Orota 3a00ieBaHus, HayaTa MaTOreHETHYECKas Tepa-
MUs HYKJICO3WJAaMH (TUMUIUH U JIC30KCHIIUTHIUH)
C MOCTENEHHON TUTPAIlUen J103bl 10 TEPANeBTHYECKON
(400 mr/kr/cyT Kaxaoro Hykieo3uaa). Jlo Hauana te-
pamnuu olieHKa IO NIKaJe OICHKU MOTOPHBIX (DYHKITHI
oonpaub Xammepemut (HFMSE) cocraBuna 34 6an-
na u3 64.

B Bo3pacte 5 ner, uepe3 3 roma mpuema mnarore-
HETHYECKON Tepamuu HYKJICO3UAaMH, OTMEUYCHA 3HA-
yuMas TOJOKUTENbHAs ITWHAMHUKA: JeBOYKa Oeraer,
MPHUCENAET, MOJJHUMACTCSI U CITyCKAeTCsl 10 JICCTHHUIIE,
MOYKET TOJHATH TPy3 HaJl TOJIOBOH, OIEHKA TIO IITKaJIe
Xammepemut — 61 6amn u3 64 (+ 27 6amnos 3a 3 rosa)
(puc. 1).

Takxe Ha (OHE Tepamuu OTMEYaeTCss HopMasHu3a-
IS PECTTUPATOPHON PYHKITNU — (PYHKITHS BHEIITHETO
neixanus (OBJl) cooTBeTCTBYeT BO3pacTHOW HOpME,
¢ 3,5 netr He HyXXJaeTcs B PECHUPATOPHOU MOAIEPK-
K€ BO BpeMSsl CHa, OTKAIIJIMBATENb UCTIONB3YET TOJIBKO
[IPH PECITUPATOPHBIX HHPEKIIUIX.

Ha momeHT mocnemnero oOcnemoBaHUs (Qu3NUe-
CKOE pa3BUTHE peOCHKa COOTBETCTBOBAJO BO3PACTY
(Bec 18 kr (SD — 0,01), poct 110,5 cm (SD — 0,7),
uHeKc Maccel Tena 14,74 kr/m? (-0,35 SD). Temribl po-
CTO-BECOBBIX NMpUOaBOK 3a mocieanue 1,5 roma: poct
+ 12,5 cm, Bec + 2,5 kr), nabopatopHo ypoBeHnb KOK
B HOp™me (110 En/m).

Ouenka no wkane HFMSE B aunamuxe

T0

60

50

40

i

61

Bamma

B Jlo nanam repanun

Puc. 1. OueHka no wkane HFMSE B auHaMuke

B rog repamen

N3 ropa repamun

Figure 1. Assessment on the HAM SE scale in dynamics
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Ha ¢one Tepanun 3aperucTpupoBaHO OIHO HEXe-
JaTe’IbHOE SIBICHWE B BHUJE J10303aBHCHUMON JHapeH,
KyHHPOBAJIOCh CAMOCTOSTENILHO, HE TPEeOOBAJIO OTMe-
HBI WM CHUYKEHUS JIO3BI TIPEnapaToB.

OBCYXAEHUE

Perynuposanue yposus konuii MTIHK nmeeT Bak-
HOE€ 3HaYeHHUEe JUIST HOPMAJIFHOTO (PYHKIIMOHUPOBAHUS
MHTOXOHJIPUH. DTy 3a/aqy BBITIONHAET raMMa-TIOIH-
Mepasa, B KadecTBe CyOcTpaTa MCHONb3YIOTCS JE30K-
cunykieosuarpudocdarsr (IHTD). Jlocraka tHTD
B MHUTOXOHJIPUU OCYIIECTBJISETCS JTUO0 WX mepeme-
[IEHUEM M3 [IUTOILIa3MBbl, T/Ie OHU CHHTE3UPYIOTCs de
Nnovo, 00 MyTeM PEIUKIN3AINH JIe30KCHHYKIIE03H-
JIOB B MaTpukce Mmutoxouapuii [13]. Jomns ucnons3opa-
HUS KQKJIOTO U3 3TUX MyTeH pa3inuyaeTcs B Mpoiaude-
pupyoomux u Henpoixudepupyromux kietkax. TK2,
WTparomias KJIYEeBYI0 pOIb B MYTH PEIHUKIU3AINH,
nMeeT 0COOCHHO Ba)KHOE 3HAUYEHWE B Herposudepu-
pyromux kietkax [2, 7]. JomonHUTeNbHAs TOTAIUs
JE3OKCUIIUTUANHA ¥ THUMHUIAMHA IO3BOJISET oOecre-
YUTH JOCTATOYHOE KOJUYECTBO KOIHMI MHUTOXOHIIPH-
anpHOU JIHK 3a cuer epMEHTOB IUTOILIA3MBI, YTO
MOKET OTCPOYMTH Hayasio 3a00JeBaHMs U YMEHBIIUTD
€ro TSKECTh, IIPU 3TOM HE BBI3bIBAET CEPbE3HBIX HEXKE-
JaTenbHbIX sBIeHUH [4, 8, 12].

3AKJTIOHEHUE

Ha mpumepe KIMHMYECKOTO cily4yas HpOIEMOH-
CTPUPOBAHO 3HAYUTEIbHOE (YHKIIMOHAJIBHOE YIyd-
weHue y mnanueHta ¢ TK2-accounnpoBaHHOW MH-
omatueld Ha (poHE MPOBOAMMOI MAaTOreHETUYECKOU
Tepanuu Je30KCHUHYKJeo3uaaMu. PanHee Hauajo Te-
panuy MOXeT OOpaTHTh BCISTh CHUMIITOMBI MBIIIECY-
HOW cna0oCTH, 3HAYMTEIBHO YIYYIIUTH MOTOPHBIE
(yHKIUH, @ TAK)KE CHU3UTh 3aBUCUMOCTB OT pecrupa-
TOPHOW MOAAEPKKH.
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PE3IOME

XpoHHUUeckass BOCTATUTEIbHAS TeMUCTHHU3NpYomas nmonmaeiponarus (XB/IIT), Bo3HuKa-
IoIas B IETCKOM BO3pacTe, KakK MpaBUIIo, MOAJAeTCS JICUYSHHUIO C IPUMEHEHHEM CTaHIapTHBIX
MMMYHOCYIIPECCUBHBIX TIpenaparoB. llanueHTsl ¢ pedpakTepHbIM TEUEHHEM MOTYT UMETh
VMHBAJIUIN3UPYIOIINE OCIOKHEHUS U HYXJAIOTCS B TEHHO-WH)KEHEPHOH OMOJIOTHYECKON Te-
parmu. B crarbe npuBoanuTcs nHpopmarys o 3adoieBanny u onncanue ciydas XBIL ped-
pPaKTepHOTO K CTaHJAPTHOW TEpaIuy, C XOPOIINM OTBETOM Ha TeHHO-HHXCHEPHYIO OHOJIOTH-
YECKYIO TePaInI0 pUTYKCUMAOOM.

KiroueBble c10Ba: 1eTH, UMMYHOCYIIpECCUBHAS Teparusl, puTyKCHMab, XpoHHYecKast BOCTIa-
JUTENbHAs IEMHUEIMHU3UPYIOIIAsl TOJIUPaAUKyITOHEBPOIIATHI.

s yumuposanus.: Jhooumosa H.A., Ilepeynuna T.M., Ceenv K.A., Kocmux M.M. Onvim
npumenenus anmu-B-kiemounot mepanuu pumykcumadbom y oemeti ¢ XpOHUYeCKol 60CNa-
JUMENbHOU OeMUueluHU3Upyrowel noaupaoukyloHesponamuell ¢ onucanuem KJIUHUYeCKo20
cayuas. Poccutickutl sicypHan nepcoHanuzupo8anuon meouyunsl. 2024,4(4):319-328. DOI:
10.18705/2782-3806-2024-4-4-319-328. EDN: EATMDN
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ABSTRACT

Chronic inflammatory demyelinating polyneuropathy, which occurs in childhood, is usually
treatable with the use of standard immunosuppressive drugs. Patients with refractory
course may have disabling complications and need biological therapy. The article provides
information about the disease and a description of a case refractory to standard therapy with a
good response to biological therapy with rituximab.
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Cnucok cokpamenuii: BBUI' — BHyTpuBeHHBII
HMMYHOITI00yJIMH 4enoBeka HopMmanbHbd, ['KC —
riokokopTukoctepousibl, KT — xommbroTepHas
tomorpadusi, MPT — MarHuTHO-pe30HaHCHasi TO-
morpadus, [IT-MI1 — mynbc-Tepanus MeTHIITTPETHI-
3o50HOM, PTM — putykcumad, CKB — cucremnas
KkpacHas Bonyanka, XBJIII — xpoHudeckas Bocrnayiu-
TeJbHas JeMHUeTNHU3NPYIoLIas MoJupaauKyJIOHEBPO-
natus, [IHC — nieHTpanbHass HepBHAsI CHCTEMA.

XpoHnyeckass BOCHAIUTENbHAS AEMHEIMHU3UPYIO-
mas nonupanukyiaonespomnarus (XBAI) — ummyHo-
OTIOCPE0BAaHHOE 3a00JEeBaHNUE C TPOTPECCHPYIONIUM
(6bomee 2 mec.) WM PEUIUBUPYIOMIUM MTOPAKCHUEM
nepudepudecKiux HEPBOB C CEHCOMOTOPHEIM JIe(hUITH-
Tom [1].

[1aTOrHOMOHMYHBIX KIMHUYECKUX WU OMOXHUMHU-
yeckux mapkepoB XB/III He cymiecTByer, a AuarHos
OCHOBBIBACTCS HAa COYCTAHWH KIMHHYECKHX, DJIEK-
TpO(U3NOTOrMUECKUX, MOAACPKUBAIOIINX KPUTEPUEB
1 3PPEeKTUBHOCTH NPUMEHEHUST MMMYHOCYTIPECCHB-
HOM Tepammu [1].

Ta6nuua 1. KnuHuuyeckne kputepun XBAM [1]

Table 1. Clinical criteria for CIDP [1]

XpoHHUYECcKass BOCHAJIMTENbHAS] JEMHUEITHMHHU3UPY-
I0lIas MOJIMHEHPONaThs, BO3HUKAIOMAS B JETCKOM
BO3pacTe, KaK MPaBWIIO, TOAMACTCS CTaHIAPTHOMY
JICYEHUIO C TPUMEHEHHWEM BHYTPHUBEHHOTO MMMYHO-
rio0ynrHa venoBeka HopmaisHoro (BBUIY), riroko-
KOPTUKOCTEPOUJOB (B TOM UHUCIIE ITYJIbC-TEPAINN),
mia3mMooomena [1].

IIpu HeapdekTHBHOCTH CTAaHAAPTHOTO JICUYEHUS,
B Ka4eCTBE TepaIriy BTOPOH JTUHUHU M OCYIIECTBICHUS
crepoucoeperammero 3ppexra — BO3MOXKHO TPH-
MEHEHUE MMMYHOJETPECCAHTOB, TAKMX KaK a3aTHo-
IPHH, TUKI0POchaMuI, TUKIOCTIOPUH, MUKO(QEHOIAT
Mo(eTHI, a TakXe aHTH-B-kiaeTounoit tepanuu (pu-
Tykcuma0) [1-3].

CornacHo pexomennanusim EBpomneiickoii akane-
MHUH HEBPOJIOTHUH, METOTPEKCAT BO B3POCION MPaKTH-
Ke He pekoMeHayercs nanuentam ¢ XB/IIT [1].

ITanuenTsl ¢ XB/II1, He oTBeTUBIIIME HA CTaHAAPT-
HbIE METOJIbl JICUEHHUsI, MOTYT UMETh HEOIaromnpusT-
HBII POTHO3 U TPEOYIOT ACKaIAMi UMMYHOCYTIpEC-
CUBHOH Tepanuu ¢ NPUMEHEHHEM aHTU-B-KieTo4HON
Tepanuy. PuTykcnmab mpemctaBiseT coOOW CHHTE-

Tunuynbin XBATM:

Bce HMKEMNEPEHNCIIEHHDbIE KPDUTEPUW!

OBYX KOHEYHOCTEN.
— JOnnTenbHOCTbIO HE MeHee 8 Hedenb.

- I'Iporpeccmpyrou.l,aﬂ nnn peungnenpyrolwlad CMMMETpMYHaA NpoKCMasibHaA n gucTtasibHadA
Mbllle4YyHan cnabocTb BEPXHUNX N HMKHUX KOHEYHOCTEN 1 CEHCOPHOE NOopaXeHne Kak MMHNMYM

- OTCYTCTBVIE NN CHNKEHNE CYXOXWUITbHbIX pe(l))'leKCOB Ha BCEX KOHEYHOCTAX.

BapunaHTbl XBL[*:

OuctanbHbin XBOIM

lI:I,I/ICTaJ'IbHaFl noTepA 4yBCTBUTEJIbHOCT U MbllleYHanA
cnabocTb npenMmyLecTBeHHO B HMKHUX KOHEYHOCTAX.

MynbTndokanbHbin XBAI

[NoTepsa 4yBCTBUTENBLHOCTW N MbllleYHas criabocTb
MynbTUdOKanbHOro xapakTepa, 06bIHHO acCMMMeTpUYHas,
C npeobnagaHneM BEPXHNX KOHEYHOCTEN, 6onee 4yem

B OOHOW KOHEYHOCTMW.

®okanbHbin XBAI

HOTepH YyBCTBUTEJIbHOCTWN 1 MbllLEYHaA cnabocCTb TONbKO
B OOHON KOHEYHOCTW.

OeuratenoHoin XBAI

[OBuratenbHble CUMATOMbI U MPU3HaKK 63 CEHCOPHOro
BOBJIEYEHUA.

CeHcopHbin XBT
y4acTus.

CEHCOprIe CMMMNTOMbI U NPU3HaKN oe3 oBuraTesibHoro

ﬂpl/lMe‘-IaHI/le: * CYXOXWJibHbIE peq)l'leKCbl, KaK npaBuns10, HOpMaJibHbl€ B HEMOPAaXEHHbIX KOHEYHOCTAX.
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THYeCKHe (TeHHO-MH)XEHEPHBIE) XMMEPHbIE MOHOKJIO-
HaJbHBIC AHTHUTENA MBIIIN/4eI0BeKa, OOJIaJaroNnue
cpornctBoM K aHtureny CD20. Putykcumal cBs3bI-
BaeTCs C aHTUTEHOM Ha TOBEPXHOCTH B-numdonu-
ToB (CD20). K kineTkam, 3KCIIpecCUpyIOMNUM TaHHBIA
AHTUTEH, OTHOCATCA B-KJIETKU-TpeAIIeCTBeHHUKN
(mpe-B-knetkn), a Takxke 3pensle B-knetkn n B-kiet-
ku tamMsTu [4]. Iloce cBsI3bIBaHMS aHTUTEN B-KiteTku
YMHUPAIOT TI0 PSAY MEXaHH3MOB, BKIIIOUas aHTHTEIO-
3aBUCHMYIO KJIETOYHO-OMOCPEIOBAHHYIO ITHTOTOK-
CHYHOCTh, KOMIUIEMEHT-3aBUCUMYIO0 IIMTOTOKCHY-
HOCTbh W anonTo3 [5].

B ocHoBe narorenesa XB/III sexutr nMMyHHOE
BOCITAJICHHWE, YTO KOCBEHHO TOATBepKIaeTcs dhdex-
TOM TIPUMEHEHHSI KOPTHKOCTEPOHJIOB U OOJIE3HB-MO-
JTUQUIHMPYIOIUX MPOTUBOPEBMATHYECKUX IIpernapa-

II. NEAVNATPUA | PEDIATRICS

TOB, BKJIFouass putykcumad. Ha done mpoBommmoit
aHTU-B-KneTouHol Tepamuu OTMeEYaeTcsl KIWHU-
KO-MHCTPYMEHTAIbHOE  YIYYIIeHHE:  YIIy4IIeHHe
(YHKIIMOHAJIBHOTO CTaTyca, CHWIKCHHE WHBAJIHIH-
3alliH, peain3yeTcsi crepoujicoeperarommii dPQexT.
B nmonasustionmieM OOJIBIIMHCTBE CIy4YaeB Tepanus pu-
TyKCMMaOOM TiepeHOCHTCsl 0e3 MoOOYHBIX d(h(eKTOB
[6—8]. B MexxmyHApOmHON MPaKTUKE HAKOIJICH OIBIT
MIPUMEHEHU S aHTU-B-KJIE€TOUHOH Tepanuu y B3pOCibIX
C pPa3IMYHBIMU UMMYHOBOCHATUTEIBHBIMUA HEBPOJIO-
TUYeCKUMU 3a0oJieBaHussMu, TakuMu kak XBJII1, pac-
cessHHBIN ckiepo3, NMDA-, CASPR-, LG1-, GAD-pe-
IIENITOPHBIC PHIE(PATUTHI, ONITUKOMUETHUT [7, 9].

OnbIT IpUMeHeHns puTykcumaba y nereii ¢ X B/II1
OTpaHMYCH HEOONBIIMM YHCIOM KIMHMYECKUX Ha-
omtonenuit (Tad. 2).

Ta6nuua 2. Me)xayHapoAHbIA onbIT NPUMEHEHUA PUTYKCMMaba npu neamaTpu4ecKoMm

XBAn

Table 2. International experience in the use of rituximab in pediatric CIDP

Konunue-
lNop, AnHaMuka HexenaTtenbHblie
ABTopbl/CTpaHa CTBO na-
uccrnepoBaHuna COCTOAHMA AIBJIeHUA
LLUEeHTOB
Eppie M. Yiu, et al. 2007 1 YnydweHune He oTMeuanoch
AscTpanus [10] COCTOAHUA
D’Amico, et al. [11] 2011 1 Pemuccuna He otmevanocb
Ware, et al. ABcTpanusa 2014 5 YnyJweHwne He oTMeYanoch
[12] cocToAHWNA
Jay Desai, et al. Bes aBHOro
CLLA [13] 2015 1 sbdexTa HeT paHHbIX
Stevens, et al. [14] 2017 1 YnydiieHune He onuncansbl
De Simoni. et al 3HauunTenbHoe
’ ’ 2020 3 KJIMHNYEeCKoe HeT paHHbIX
AscTpus [15]
yrydlleHmne
ynyduierne Y 9 n3 32 naumeHToB
coCTOoAHUA .
Young Jun Ko, et al. C pasnN4YyHbIMU HEN-
2020 2 y OQ4HOro
Kopes [16] poBOCnannTeNbHbIMU
naumnenTa ns 3aboneBaHnaAMN **
nByx ¢ XBArN
Fatehi, et al. 2021 3 YnydweHwne He oTMeuanoch
VipaH [6] COCTOAHUA
tukawska, et al. Pemmcens
2021 1 C OCTaTOYHbIMU HeT paHHbIX
Monbuwa [3]
cuMnToMamMm

** — 6ONbLWNHCTBO CMMNTOMOB, CBA3AHHbIX C HEXXeslaTebHbIMU ABEHNAMU, Oblnn BPEMEHHbBIMU U NCHe3ann

MnocC/ie€ CHMXEHNA CKOPOCTN VIHbeSVIVI n npoBegeHA CMMANTOMaTN4YECKOro ne4yeHna aHTUr mctTaMmHHbIMU N XXapo-

noHMXawvwmnmMmm cpegcteamMmun. HeyenaTenbHble ABNEHNSA He npmBEN K OTMEHE pVITyKCI/IMa6a.
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Io nuTepaTypHbIM TAHHBIM, TEPAITUS PUTYKCHMA-
oom y nereii ¢ XBJIII Obuna 6e3omacHa U mpuBOAUIIA
K YJIyYIIEHHUIO 10 OCHOBHOMY 3a0oJeBaHuio [3, 6, 10—
12, 14-16].

Hmwke mnpuBommTcs CcOOCTBEHHOE HAOIIOICHHE
MaIMeHTa, MOJNyJarmero jedeHue B HamieM [leH-
Tpe C AMAarHO30M: XPOHUYECKas MOTOPHO-CEHCOPHAs
JACMUCTIMHU3UPYIOIIasd HOHHHeﬁpOHaTHH, aHTUuTeIa
K MHCTUHY (+), ¢ peHIUIUBUPYIONIAM PEMHTTUPYIO-
IIM TEYCHUCM.

OMNCAHUE KITIMHUYECKOIO CJTYYAHA

Manbuuk poAWIICA JIOHOIIEHHBIN, IOJIHOBECHBIH,
pOC U pa3BHUBAJICS 110 Bo3pacty 1o 15 ner. Hacnencreen-
HOCTb HE OTSTOILEHA, B CEMbE JBa cHOCa — 3I0POBBI.

B 15 niet 6e3 siBHOTO TpUTTEpHOTO (hakTOpa, 0€3 JTH-
XOpaJK{ MOSIBIICHHE CIIA00CTH B BEPXHUX M HUIKHUX
KOHEYHOCTSIX, TIa/ICHUsI HA POBHOM MeCTe, HEBO3MOXK-
HOCTh TOABEMa [0 JIECTHHIIC, CHUIKCHHE YYyBCTBH-
TEIBLHOCTH B 00JIACTU KUCTEH. B cBsi3u ¢ ueM pebeHok
TOCIUTAIM3UPOBAH B HEBPOJIOTHYECKOE OT/ICICHUE
0 MECTY JKUTEIbCTBA.

Obvexmugro npu ocmompe: TPU3HAKU BSIJIOTO Te-
Tpamnapes3a (CHH)KCHHE MBIIIEYHON CHIIBI, OTCYTCTBHUE
IIIYOOKHUX CYyXOXKHIIBHBIX PEQIICKCOB).

[Ipu o6cnenoBanmy B 1edr0TE:

1. JlaGopaTopHbIC MapKephI:

— PasBepHyTOe oOcinenoBaHue TIpH IIOJIMHEB-
putax (kpuornoOynunasl, AH®, AHIIA, ENA, an-
t™-GM1, GDI1b, GQIb) oTpunareibHo.

—  AHTHTeNa IMpHU MOJIMMHUO3UTE: aHTHTeNa K Mi-
2, Ku, PM-Scl100, PM-Scl75, SRP, anTtucunreras-
Hele antutena (Jo-1, PL-7, PL-12, EJ, OJ) u anTuTena
K Ro-52 oTpuniarensHeie.

—  T'yMopasibHON aKTUBHOCTH HE BBISIBJICHO.

—  OOmuif aHa U3 JIMKBOPA: OEITKOBO-KIICTOUHAS
nucconuanus, oenox 1,7 /1 (Hopma 0,16—0,33 r/m).

—  Hndekuunonnas naHenb (KpOBb U/UITH JTUKBOP):
reprecBupychl, nmaprosupyc B19, kiemesoit sHIeda-
AT, 60ppenno3, OpyIeie3 — OTPUIIATCIIbHBIC.

2. HWHcTpyMeHTanbHbBIE 00CTIeIOBaHUS:

—  OHMI B pebrore: npu3HAKH JeMHUCITHHU3UPY-
IONIET0 MMOPaKEHUSI MOTOPHBIX BOJIOKOH MTPOKCHMAaIIb-
HBIX Y4YaCTKOB HEPBOB BEPXHHUX M HIIKHHMX KOHEYHO-
creii. CHI)KEHUE CKOPOCTH TPOBEACHUS UMITYJIHCOB
Ha TIPOKCUMAJBHBIX y4acTKaX BEPXHUX KOHEYHOCTEU
1o 38-39 M/c (Hopma > 55 M/c), HIDKHUX KOHECUHOCTEH
1o 34-35 m/c (HopMa > 45 Mm/c).

— Ilpu neiipoBmsyammzaimu  (MPT  romoBHOro
W CIIMHHOTO MO3Ta): IPH3HAKOB MIOPaXKEHHSI HE BBISIBICHO.

BrictaBnen nuarno3: XB/I1.

WHummmpoBaHa MynbC-Tepanusi METHIPETHH-
3o70H0M 1000 Mr Ne 3, B OQuHaMHKe C TEPEBOJIOM

Ha TIepOPaIbHBIN MTPUEM MTPETHU30JI0Ha MAKCUMATHHO
B 103¢ 1 MI/KI/CYT, HMMYHOIJIO0YJIMH YeJI0OBEKa HOP-
MaJbHBIN B 03¢ | T/Kr/Mec (6 KypcoB), ¢ yIyullIeHH-
em, HO 6e3 JoCTHKeHH s pemuccui. [Ipu moneITKax me-
peBoaa pedeHKa Ha aJbTePHUPYIONIYIO CXeMy IpuemMa
MPEIHU30JI0HA WIJIM CHUKEHHUH €ro J03bl — yXYJIIIIe-
HHUE COCTOSIHHUS B BHUJC HApacTaHUS MBIIICYHOU Clia-
6ocTu B 00JIaCTH BEPXHUX M HUIKHUX KOHEUHOCTEH.
B cpennem mo mpormrecTBUH 4—5 HeAeNb OT MOMEHTA
BBeneHuss BBUIT — Takke yXyallleHHE COCTOSHUS
B BHJIC HapacTaHUs MBIIICYHOU cIabOCTH B 00JIACTH
BEPXHUX U HUKHUX KOHCUHOCTEH.

B cBs3u ¢ yXyOIeHUEM COCTOSHHUS W HATHMIHEM
CTEPOUI03aBUCUMOCTH, TocnuTaiuzuposad B ®I'bBY
«HMUIL nm. B. A. AnmazoBa» Munznpasa Poccuu
B OT/ICJICHUE MEAUATPUU ¥ MEJAUIIMHCKON peaduiinTa-
mun Ne 1.

Ipu nocmynienuu 06veKmMu6Ho: TPU3HAKH BSAIIOTO
TeTpamnapesa, peOeHOK HE MOT OCYIIECTBIATh yXOJ 32
co0oM, BCTaBaTh CO CTYJIA, MOT XOJUTH TOIBKO C IOMO-
IIHI0 KOCTBIJIEH.

[Ipu nguHAMUYEeCKOM HaONIOICHUU OyJIb0apHOIro
CUHJIpOMa, TPU3HAKOB CIA00CTH JIBIXaTEeIBHON MYCKY-
JaTyphl, MPU3HAKOB TIOPAKEHUS YEPEIHBIX HEPBOB,
HapylieHus] (YHKIUNA Ta30BBIX OPraHOB, MMPU3HAKOB
BEreTaTUBHOMN TUCHYHKIIMH HE OTMEYAIOCh.

Jlabopamopno-uncmpymenmanvHvle 00C1€008aAHUSA.

[Ipu crarmapTHHIX 1a00PaTOPHBIX 0OCTIEIOBAHUSX:
MPU3HAKOB LUTONN3a, a30TEMHUU, MapaKIMHUYECKOU
AKTUBHOCTH, MOYEBOTO CHHApPOMa HE OTMEYaJOCh.
[Tpy *MMYHOIIOTHYECKOM 00CIIEIOBAHUH:

AnTuHyKIeapHbId (akTop Ha Hep muaum: < 1:160
(rHopma < 1:160);

AmnTuTena x apycnupansHoit JIHK orpunarensheie.

T'unoxkoMiieMeHTEMUH HET. YPOBHU UMMYHOTIJIO-
OynuHOB A, M, G CBIBOPOTKH B TIpe/ieiiaX HOPMBL.

AHTHHEHTPODUITBHBIE [UTOIUIa3MaTHYECKUE aH-
TUTEJA OTPHUIATEIbHBIC.

AHTHTeNa K MUETTUHY BIIEPBBIE ONPE/IeNIEHBI (depes
10 mec. oT nebroTa 3a00seBaHus 1 Ha ()OHE yIKE paHee
MIPOBOIUMON UMMYHOCYIIpecCHBHON Tepanun) — 1:10
(mopma < 1:10).

Hucmpymenmanvroe obcredosanue:

MPT cenajMIHBIX HEPBOB BIIEPBBIE BBIIIOJIHEHO:
MaTOJIOTHYECKUX N3MEHEHN HE BBISIBUJIO, HO HEO0XO-
JIMMO 00paTUTh BHUMaHHUE Ha TO, YTO TAHHOE MCCIIE0-
BaHHe ObUTO MpoBeneHo yepe3 10 mecsues oT aedroTa
3a0oJeBaHusl U HA (OHE y)KEe HHULIUUPOBAHHOH paHee
MMMYHOCYTIPECCUBHON Tepanuu (IPEIHU30JI0H C UM-
MYHOTJIOOYJTTHOM 4eJIOBEKa HOPMaIbHBIM).

KT opranoB rpyaHO#l U OprONIHOW MOJNOCTEH, Ma-
JIOTO Ta3a ¢ KOHTPACTUPOBAHUEM: HE BBISIBUJIO MATO-
JOTMYECKUX M3MCHEHHUH, B TOM YHCIIe 00bEMHBIX 00-
pa30BaHUIA.
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Ocmomp cneyuaiucmos:

OdTranbMonoruueckoe o0cne10BaHue: HE BBISBUIIO
MaTOJOTMYECKUX U3MEHEHU .

OTOpHHOIAPUHTOJIOTHYECKOE O0CIICIOBAHUE: TIPH-
3HAKOB TyTOYXOCTH HE BBISIBIICHO.

B HMUII um. B. A. AnmasoBa HazHaueHa MUKO]e-
HOJIOBAast KMCJIOTa B KOMOMHAIIMH C TPEAHNU30JI0HOM, 0€3
a¢dekTa B TCUCHHE MeCsIa, B CBS3H C YeM, YUUTHIBAs
PE3UCTEHTHOCTh K CTaHIAPTHOH KOMOWHHPOBAHHOM
MMMYHOCYTIPECCHBHOM TEparnmuu W HEOOXOIUMOCTh
peanuzanuu crepougocOeperatomero 3dpexra (K Mo-
MeHTy noctyruieHus B HMUL] um. B. A. Anmazosa
peOeHOK MojIyyas MmepopaibHO IpeaHu3010H 10 Mec.
B J03¢ 1 MI/KT), HHUIIMUPOBAHA TEHHO-WH)KCHEPHAS
OnoNormyuecKas Tepanus: XUMEpPHbIE MOHOKJIOHAIILHBIE
aatutena k CD20+ B-nmumdonuram — puTykcumao.
JleyeHue puUTyKCMMaOOM OBLJIO OJOOPEHO ATHUUYCCKUM
komutTeToM Hamtero llentpa. IlanueHT W 3aKOHHBIN
MIPEICTABUTENh TTOITUCAIN HHPOPMUPOBAHHOE COTJIa-
cHve Ha nosydeHue nedeHus. [lepen Hadamom sieueHUs
pUTyKCHMaOoM 1 Ha (OHE Teparuu KOHTPOIUPOBAJICS
YPOBEHb MIMMYHOIJIOOYJTMHOB U COCTOsiHME B-Kierou-
HOTO 3BeHa. BriOpaHa Kilaccmueckasi cxema BBEICHUS
putykcumaba B 03e 375 Mr/m> — 4 1mocieioBaTebHbIX
BHYTPHUBEHHBIX BBeIeHHS | pa3 B Hemenmro — 2 pasa
B Iofl ¢ UHTepBaJIOM B 6 MmecsueB. [lanueHTt ynosner-
BOPHUTEIBHO TNEpPeHOCH)T UH(]Y3HH, CepbEe3HBIX HEXe-
JIATCNIBHBIX SIBJICHUW HE 3apeructpupoBaHo. Ha done
Teparuy PUTYKCUMaOOM OTMedaeTcs CTOWKas KIUHU-
KO-MHCTPYMEHTAJIbHAsI PEMUCCHS YK€ TOCIIE TEPBOrO
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OJI0Ka pUTYKCHMada, OTCYTCTBHE OOOCTPEHHI MEXIY
BBE/ICHUSIMHU JIEKAPCTBEHHOTI'O Mpenapara.

MaJspunk BepHYJICS K OOBIYHON )KM3HHU, COBEPIIAET
JUTUTENbHBIE TEIINe MPOTYIKH, YIUTCS, MOTHOCTHIO
cebst obcmyxuBaeT. MpllIedHasi Crjia BOCCTAHOBJICHA
g0 5 OannoB. [1odHOCTBIO OTMEHEHBI HPEAHHU30JIOH
1 MUKO()EHOJIOBAs KUCIIOTA.

Jns oueHKM KadecTBa JKM3HH HCIIOJIb30BAJICA
OTIPOCHHK TAITUEHTOB ¢ XPOHUUECKOH MPpHoOpeTeHHON
nonuHeiponaruei. Jlo vHUIManUKu puTyKcuMaba Ha-
CUMTHIBAJIOCH 25 OasioB, uepe3 18 mMecsieB ot Havana
JIaHHOU Tepanuu — 12 0aJIJIOB, YTO CBHUJICTEILCTBYET
00 yIydIIeHWwW KadecTBa >KU3HW IMalueHTa Ha (oHe
MIPOBOIMMOTO JICUCHHUS (CM. Ta0I. 4).

[lo nmaHHBIM HMHCTPYMEHTAJIBHOTO HCCIIEIOBAHUS
(OHMI') mocne omHOTO BBEICHHS PUTYKCHUMada: am-
IUINTYAa TIOTEHIMajda JeMCTBUA CEHCOPHOTO HepBa
HIDKE peepEeHTHBIX 3HAUEHUH ¢ HIKHUX KOHETHOCTEH,
MIOKA3aTeJIM UCCIICIOBAHUS CEHCOPHBIX HEPBOB C BEPX-
HUX KOHEYHOCTEH B pejiesiax pe)epeHTHBIX 3HAYCHUH.
ITokasarenu ckOpocTell B AUCTAIBHBIX OTJAEIAX MOTOP-
HBIX HEPBOB C BEPXHUX U HIDKHUX KOHEYHOCTEH B Tpe-
JlejaxX HIKHUX TpaHuIl peepeHTHBIX 3HadeHui. CHU-
JKEHBI CKOPOCTH TIpoBeneHus 1o n. femoralis — 45 m/
cek, n. axillaris — 37,5 m/cek, n. musculocutancus —
38 mm/4. JlaTreHTHBIH iepruoa F-BOIHBI HECKOJIBKO yBe-
JIM4eH, B OOJIbILEH CTEIIEH! Ha PyKax.

ITocne mepBoro Oj0Ka pUTYKCHMaba: MOKa3aTelH
O MCCIIeIOBaHHBIM MOTOPHBIM U CEHCOPHBIM HEpBaM
Ha BEPXHUX M HWKHMX KOHEYHOCTAX B Ipeesax pe-

Ta6nuua 3. AluHaMuKa Mbille4YyHOn cusnbl B 6annax y naymeHTta ¢ XBAIN po n Ha ¢oHe

Tepanuu puTyKCMMa6om

Table 3. Dynamics of muscle strength in scores in a patient with CIDP before and during

rituximab therapy

MbiweyHana cuia B KoHeyHocTax (B 6annax)

Ha doHe Tepanun
B AeGiote Ao Tepanuy repannn pestsononon | depes 18 e
OT MHMLMaLLNN
OTpen CnpaBa Cnepa CnpaBa CneBa CnpaBa
Kunctb 3 3 4 4 5
MNpepnneybe 3 3 3 3 5
Mneyo 3 3 2 2 5
Crtona 3 3 5 5 5
[oneHb 3 3 5 5 5
beppo 3 3 4 4 5
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Ta6nuua 4. luHaMMKa OTBETOB Ha ONMPOCHUK AJ11 NaLUEHTOB C XPOHUYECKOMN
npnobpeTeHHOM nosinHenponaTtuen y 6onbHoro ¢ XBAIM po u Ha $oHe Tepanun
pPUTYKCMMaboM

Table 4. Dynamics of responses to the questionnaire for patients with chronic acquired
polyneuropathy in a patient with CIDP before and during rituximab therapy

Ha doHe Tepanun
[o putykcumaba, Ha poHe MNocne nepBoro 6roKa pUTYKCMMaboM
Tepanuun NpeaHN30/I0HOM puTyKCcMaba yepes 18 mec.

OT MHULMaLMn

[MonHo- He cooTt- |Ya- MonHo- He cooTt- |YactuyHo |[lonHo- He coot-
CTbto BETCTBYET |CTUYHO |CTblO BETCTBYET |COOTBET- | CTbtO BETCTBYET
cooTtBeT- |—O0 COooT- cootBer- |—0 cTByeT cooTtBeT- |—0O
cTBYyeT — BET- cTBYyeT — —1 cTBYeT —
2 cTByetr |2 2

-1

MposABneHna HelponaTnn
HeraTuBHO BMAKOT Ha MOKO 2 - - 2 - - - -
WN3Hb

MHe mewaeT 601b,
CBA3aHHaA Cc HelponaTuen
MeHs 6ecnoKounT WaTKoCTb
N HEYCTOMYMBOCTb NMpu
xonbbe,

CBfi3aHHaf C HelponaTunen
N3-3a npoasneHunn
HelponaTun MHe TPYOHO 2 - - 2 - - - -
ofneBaTtbcA

MposBneHnsa HelponaTun
MellatoT MHe crnaTb
MposBneHns HeliponaTnumn
OorpaHN4YnBalOT MO
TPYAOCNOCOBHOCTb
(Bkntoyas paboTy Ha goMy)
MposaBneHns HeliponaTnmn
MeLatoT MHe MoNb30BaTbCA 2 - - 2 - - - -
TpaHCMopTOM
N3-3a nposaBneHnn
HenponaTum A 3aBuLy 2 - - 2 - - - -
OT OKPYatLnX

3-3a HellponaTun
f1 YYBCTBYIO cebn 2 - - 2 - 1 - 0
noAaBfeHHbIM
3-3a HelponaTum A nagato 2 - - 2 0 - - 0
A nocToAHHO oyMato

O HelponaTun

13-3a HellponaTnm A He Mory
3aHUMaTbCA BCEMU BUOamMm
00CYyra, KOTOpPbIMU X044y
3aHUMaTbCA

N3-3a HerponaTn

f1 YyBCTBYIO cebf 2 - - 2 - 1 - -
N3MOTaHHbIM

3-3a HelponaTum y MeHs
npo6aembl C MPUEMOM MNLLA
13-3a HelponaTm A He Mory
BbIMOJIHATb BCE JOMallHne 2 - - 2 - - - -
nena

O6wwn 6ann 25 6annos 19 6annos 12 6annos
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(epenTHBIX 3HaueHuH. [lokazarenn NO3THUX OTBETOB
TaK)Ke B Mpejienax pe)epeHTHBIX 3HaUCHU .

[TaumeHT B MEXKIOCHUTANBHBIA MEPUOA UMEN OC-
JIO)KHEHUS! OT JUTUTEIHLHOTO MPHUEMa TIIFOKOKOPTUKOCTE-
POHMIIOB, B BUJAE Pa3sBUTHUsI CTEPOMI-WHIYLUPOBAHHOTO
0CTEONOP032a C KOMIIPECCHOHHBIM iepesioMoM Teit Th6,8
C BBIp@KEHHBIM 00J1€BBIM cHHAPOMOM. [1o pesynsraTtam
JIBYDHEPreTUYECKON PEHTICHOBCKOW JEHCUTOMETPUU
TTOSICHUYIHOTO OT/ea nmo3poHoyanka (L1-L4) Z-kpuTte-
puit = -3,5 SD (Hopma > -2 SD), wHUIIMHPOBaHA IIPO-
rpaMMHasi Tepanusi ouchocdoHaramu ¢ BBIPAKESHHBIM
KIIMHUKO-UHCTPYMEHTAIBHBIM YTy YIICHUCM.

JlHaMHKa MBIIICYHON CHITBI B 0aJiax u JUHAMHKA
OTBETOB HA ONPOCHUK JJIS1 HALIUEHTOB ¢ XPOHUYECKON
npuobperenHoi nonuneriponaruelt (Chronic Acquired
Polyneuropathy — Patient-Reported Index, CAP-PRI)
npeacTasiieHa B Tabnunax 3 u 4.

OBCYXAEHUNE

B cratee npuBenen cinyuaii XBJII1 y pebenka ¢ pe-
3MCTEHTHOCTBIO K CTaHJApTHOM Tepamuu ¢ TpHUMe-
HeHueM koptukoctepouao, BBUI' u cenexTuBHOrO
HEOHMOJIOTHYECKOT0 UMMYHO/IETIpeccanTa — MHKO(de-
HOJIOBOH KHCIJIOTBI, C XOPOLIUM OTBETOM Ha TE€pamuio
onokatopom CD-20 — purykcumabom. K3BecTHO,
yto XBJII1 — penkas nepudepuyueckas HeBponaTwus,
BIIUSIONIAsT HA JIBUTATEIbHYIO (YHKIIHIO TAI[UCHTOB
U UX CUXO03MOLMOHAIBHOE COCTOSIHUE, YTO MPUBOJUT
K YXYJIUIEHUIO UX CaMOUYYBCTBHS M KauecTBa JKU3HMU.
B cpeanem, 1o JaHHBIM MEXyHApOJHOWU JUTEpaTy-
ps1, mpumepro 20 % manuentoB ¢ XB/II1 He oTBewaroT
Ha NEPBYIO JIUHUIO Tepanuu [17].

[lo naHHBIM NMpoOaHATM3UPOBAHHBIX CTaTel U3 Te-
JUaTPUIECKON MTPAKTUKH, TALUEHTHI C pePpaKTepPHBIM
teuenneMm XB/III, koTopbIM IpoBOAMIIACE aHTH-B-Ki1e-
TOYHAsl TEpanus, UMEIU YIYyUIICHUE IO OCHOBHOMY
3a0oneBaHmI0 WK peMuccuio [3, 6, 10-12, 14-16], 3a
UCKITIoueHUeM oiHoro pebenka n3 CIIA, y koroporo
He 3a(UKCUPOBAHO yITy4dlIeHUs! cocTostHuUs [13].

B cBs3u ¢ OTCYTCTBHEM JAHHBIX MMEIOTCS Orpa-
HUYEHHUS AJIS1 OLCHKHU INMPOBOIMMOM Tepamuu y Iie-
nuatpuyeckux nauueHtoB ¢ XBIIl no muHuimanuu
puTyKcuMaba, a TakKe PEeKUMOB U IHTEIBHOCTH
aHTH-B-knetounoit Tepanun. D’Amico A. (2011) ¢ co-
aBTOpaMH¥ omucas 0OJIbHOTO, KOTOPBIN, KaK M HaII Ta-
LHUEHT, UM IauTenbHblid onbIT Tepanuu ['KC, B Tom
yucne IIT, BBUI, u uHbIMH UMMYHOZEIPECCAHTAMU
(a3atuonpuH, uHTepDepoH-aabha, METOTPEKCAT, MH-
Ko(heHOJIAT), U TaK JKe, KaK M y HaIllero pedeHka, y Hero
OTMEYEHBI XOpOoIllasi IEPEHOCUMOCTh aHTU-B-kieTou-
HOW Tepanuu U peMUCCHS yxkKe uyepe3 1 MecsI OT BBe-
JeHUs pUTyKcuMaba. BasxkHO OTMETHTD, UTO B JaHHOM
crarbe peruaus X B/II1 3adukcuposan uepes 12 mecsi-
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LEB OT MOCJIEAHEro BBEACHUSI pUTyKcuMaba, 4To 1o-
TpeOOBaJIO TOBTOPHBIX HH(Y3HIA.

3a nocneaHue eCSTUIETHS BCe OOoblIee YUCIIO CO-
oO01meHnit onuCchIBarOT 3 (hEeKTUBHOCTH M 6€30MaCHOCTh
puTyKcumMaba MpH ayTOMMMYHHBIX U BOCTIAIUTEIBHBIX
3a00JIeBaHUsX TEPUPEPUUSCKON U IICHTPAJILHONH HEPB-
HOHM cHCTeMBI y Aerei, Takux kak NMDA-pementop-
HBI DHIE(ATUT, CHHAPOM OICOKIOHYC-MHOKJIOHYC,
pacctpoiicTBa ONTUKOMHUEIHUT-ACCOLUMPOBAHHOTO
CIEKTpa, CUCTEMHAs KpacHasl BOJTYaHKa C HEWPOIICUXH-
aTPUYECKUMH TIPOSIBICHUSIMH, JIUMOMYECKUN ayTOUM-
MYHHBIH 3HIIE()aTUT ¢ aHTUTEIaMH K TITyTaMaTaeKap-
ookcunaze (GAD), paccesHHBIN CKIepO3, TIepBUYHBIE
auruntsl LIHC, sH1iepanut, 00ycIoBICHHbIH aHTHTENa-
MU K TMOTEHIHAJI-3aBUCUMOMY KaJME€BOMY KaHaiy, JH-
nedanut Pacmyccena u mp. [16, 18-21].

HeoOxomuMbl  paHIOMU3WPOBAHHBIE KOHTPOIH-
pyeMble HCCIIECAOBaHMS IO JICUCHUIO pedpaKkTepHOI
XBAII y nereii, B TOM 4MCIIE, B CBSI3U C COXPAHSIOIIU-
MHCSI BOTIPOCAMH:

—  xorga pebenka ¢ XB/II1 Hy>XHO TIEPEKITIOUUTH
Ha pUTyKCcuMao?

—  Kakas cxeMma IPUMEHEHMs pUTYKcuMaba Hau-
0osee a¢ddexTrBHA U Oe30MacHa y AeTen?

—  TpeOyIoT JY TAIMeHThl C JAHHOW ITaToJOoTHen
JUTUTEIHHOTO MTPUMEHEHHs aHTH-B-KkiieTouHoi Tepanun?

—  J1aeT i1 HaJexay aHTu-B-kiertounas Tepanus na-
nuenram ¢ XB/IIT Ha nocTmkeHre MEIMKaMEHTO3HO-UH-
JYILIMPOBAHHOIN PEMHUCCHH, B TOM YHCIIE CITYCTS TO/IBI?
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PE3IOME

CymnepcenexktuBHas xumuosmoOonuzaius (CX) sBraseTcss Ha CETOAHSIIHUIN I€Hb MePCIIeKTUB-
HBIM METOJZIOM JICUCHHUS 3JI0Ka4€CTBEHHBIX HOBOOOPA30BAHUI OPraHOB I0J0BBI U mieu. Onu-
CaH KJIMHUYECKUH IpUMep ycremHoro komouaupoaHHoro (CX +cucteMHasi XUMUOTEPATIHS)
JIeYCHUS 3I0KaYE€CTBEHHOTO HOBOOOPA30BaHUSI HOCOIIOTKHY y nanuenTa 40 JeT ¢ IByXCTOpOH-
HUM pacripoctpanenneM T4N2-3MO, mpuBoOASIIEro K CHUKEHHUIO cliyXa C IBYX CTOPOH, CyIlie-
CTBEHHOMY 3aTPYJHEHHIO HOCOBOTO JIBIXaHHs U OCJIOKHEHHOTO HOCOBBIMU KPOBOTECUCHHSIMH.
JlOCTUrHYTO 3HAaYUTENIBHOE YIIyUIlIEHHE KaueCTBA )KU3HU IaLUECHTA.

KiroueBbie cJioBa: 3710Ka4€CTBEHHOE HOBOOOPA30BaHKUE HOCOTJIOTKHU, HEHPOXUPYPTHS, COCY-
JIUCTasl CETh OIYXOJIH, CYNIEPCEICKTUBHASI XUMHUOIMOOIN3AIIHS.

Jna yumuposanusi: Boponos B.I., Paoxcabos C.J]., Usanos A.A., Ucmaunos C.I. Ilepco-
HUDUYUPOBAHHDIL NOOX00 K KOMOUHUPOBAHHOMY JIEUEHUIO PAKA HOCO2NOMKU (KIUHUYECKUL
cayyaii). Poccuiickuil sicypran nepconanusuposannou meouyunst. 2024,4(4):329-339. DOI:
10.18705/2782-3806-2024-4-4-329-339. EDN: CVGBBQ
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ABSTRACT

Superselective chemoembolization (SC) is currently a promising method for the treatment of
the head and neck cancer. We describe a clinical case of successful combined (SC+ general
chemotherapy) treatment of malignant nasopharyngeal neoplasm in a 40-year-old patient with
bilateral spread ofT4N2-3MO, resulting in hearing loss on both sides, significant difficulty in
nasal breathing and complicated by nasal bleeding. Quality of life of the patient improved
significantly.

Key words: nasopharyngeal malignancy, neurosurgery, superselective chemoembolization,
tumor vascular network.

For citation: Voronov VG, Radzhabov SD, Ivanov AA, Ismailov SG. Personalised approach to
combined treatment of nasopharyngeal cancer (case report). Russian Journal for Personalized
Medicine. 2024,4(4):329-339. (In Russ.) DOI: 10.18705/2782-3806-2024-4-4-329-339.
EDN: CVGBBQ
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BBEAEHWUE

3a0oeBaHus PaKOM TOJIOBBI U ILIEU 3aHUMAIOT 6-7-¢
MECTO TI0 PAaCHpPOCTPAHEHHOCTH CPEIH BCEX 3JI0Kade-
CTBEHHBIX HOBooOpasoBaHuii (3HO) B mupe. Kaxmbrit
rox peructpupyercst 6onee 700 000 HOBBIX cirydaes,
YTO COCTAaBISET MPUOIU3UTENBHO 4,9 % OT BHOBb BbI-
ssiaenabix 3HO [2]. B Poccun oTmeuaeTcst HEeyTeIIH-
TeJIbHAsI CTATUCTHKA TT0 POCTY 3a00JI€BaEMOCTH 3JI0Ka-
YEeCTBEHHBIMA HOBOOOPA30BAHHUSMHU OPTaHOB TOJOBBI
u men (3HOI'LL). Ecniu B 2011 1. YUCIEHHOCTH KOHTHH-
rerta 0oibHBIX Ha 100 ThIC. HaceneHUs! MpHU JAHHOM
JIoOKanmu3anuu coctapisiia 23,1, To B 2018 1. 3TOT moka-
3aTeNb COCTaBUI yke 25,5 [3].

MHorue ucciieoBaHusl yKa3bIBalOT Ha TO, YTO S-JIeT-
Hsisl BEDKUBAEMOCTh TAKUX OOJBHBIX MOXKET COCTABIISTh
80 % mpu KOMILIEKCHOM Toaxoae K jeueHuro [4]. Omo-
noxernne nonymsmuu OonpHBIX ¢ 3HOI'M (momoxe
45 m1eT), 1Mo BCEW BUANMOCTH, CBSA3aHO C PACIpOCTpaHe-
HHUEM BHpYCa ManuutoMsl yesioseka (BITY) B momyrsiim
[5]. B 46 % cinyyaeB HCTOUHUKOM OITYXOJIH SIBJISIETCS MO~
JIOCTh HOCa M HOCOIIOTKH. CaMble pacnpocTpaHEHHbIE
THCTOJIOTHYECKNE BAPHAHTHI: TUIOCKOKJIETOYHBIA paKk —
42 %; HexomkkuHCKast B-kinerounast mumpoma — 11 %;
aneHokapirHoMa — 10 %. [Ipumepno B 22,5 % 3HOT'L
BeLIBISIIOTCS B IV cramum [6]. Crnemyer OTMETUTD, YTO
rmpu 3HOI'II yacto He ymaercsi BBISIBUTh PETHOHAPHBIC
1 oTHaneHHble MeTacTta3bl. OOmas 5-meTHss BBDKUBA-
eMOCTh Ha ()OHE KOMIUICKCHOTO JIGYECHHS IIPU 3JI0Kade-
CTBCHHBIX OITyXOJIIX IMOJIOCTH HOCA U HOCOIJIOTKU CO-
ctaBmsieT 55,8 % [1]. [IpeumyriecTBOM SBISIETCS TO, YTO
MTOAABIIAIONIEe OONBIIMHCTBO OIMyXOJeH TOJIOBBI JOCTa-
TOYHO XOPOIIIO BH3YaJM3HPYIOTCS JTY4EBBIMUA METOIAMHU
JIUArHoCTUKU [5]. Bbicokuii pUCK BOSHUKHOBEHHS KpO-
BOTEYEHUS U3 OIMYXOJIM MM y’KE COCTOSIBIIEECS] KPOBOT-
€UEHHE SIBJIIFOTCS TPOTUBOIIOKA3aHUEM K TIPOBEICHHUIO
XMMHOTY9EBON TEpaIiy y MHOTUX OOJBHBIX PaKoOM HO-
cortoTkd. O0 3 PeKTUBHOCTH METOa SHIOBACKYIISIPHOM
AMOOJIM3AIUH TIPY JICUCHUH MAIIUEHTOB C KPOBOTCUCHU-
€M U3 3JI0KaueCTBEHHBIX OITyXOJIEH T'OJIOBHI  IIEH, B TOM
YHCIIe U OMyXOJel HOCOIIOTKH, COOOIaToCh MHOTUMHA
aBTopamu [4, 6, 7]. B HacTosiLiee Bpems elle He Cyllie-
CTBYET €IMHOTO MOJAXOAA K JICUCHUIO TAKUX MAI[EHTOB,
HO HaOJrofaeTcsi MOBBINICHUE WHTEpeca HCCieIoBare-
Jiel K M3y4YeHHIO0 OCOOEHHOCTEH COCYANCTON aHaTOMHH
TOJNIOBHI U 1miew [6]. B maHHO# myOnmuKaiiy MbI OITUCHI-
BaeM pe3yJbTaT IMPUMEHEHHs Pa3padOTaHHOW HAMH Me-
TOJIMKU CYHEPCelIeKTUBHOM xumuodamoonmanun (CX)
[8, 12] B cTpykType KomOuHMpoBaHHOTO JeueHus (CX+
00II1ast XUMHUOTEPATTHSI) THTAHTCKOTO 00BEMHOTO 00pa30-
BaHMS HOCOWIOTKH (HU3KOMU((EpEeHITMPOBAHHBINA PaK)
T4N2-3MO0 ¢ IBYXCTOPOHHHM paclpoCTpaHEHHEM, Kpo-
BOTCUEHUSIMH M3 OIyXOJCBOM TKAHM M 3HAYMUMBIM 3a-
TPYTHEHUEM HOCOBOTO JIBIXaHUSI.

KJIMHWYECKUI CNYYAI

MyxumHa 40 1eT (KATETb METaIoIrca) MOCTY I
B okTs0pe 2021 1. 8 PHXU nm. mpod. A. JI. TloneHo-
Ba — ¢uiman OI'BY « HMULL um. B. A. AnmasoBay
MunzapaBa Poccun ¢ aumarnosom: CI11.8. 3riokaue-
CTBEHHOE HOBOOOpa30BaHME HOCOTJIOTKH C ABYXCTO-
POHHHUM pacnpocTpaHeHrneM (OobIe crpaBa), JITH-
CTaKCHC, JUIsl OonepaTHBHOIO JjedeHus. KomopOuaHbIi
(oH OBUT TPENCTaBICH BapUKO3HOW OOJIE3HBIO BEH
HM)KHUX KOHEYHOCTEM, a TaKKe XPOHUUYECKONH aHEeMHU-
eif Ha ()OHE YACTHIX HOCOBBIX KPOBOTEUCHHM (IMHUCTAK-
cuc). B suBape 2020 1. Hayanmu OECIIOKOUTH 3aTPy-
HEHHE HOCOBOTO ABIXaHUS C ABYX CTOPOH, CHHIKECHHUE
ciryxa ¢ JIByX CTOpOH (0oJibilie cripaBa), TSHYIHUe 0011
B 1ree. JlanHbIe aja00bl HaYaJId TIOCTETIEHHO MPOorpec-
CHPOBATh, B CBA3U C 4YeM 00PATHIICS K OTOJIAPUHIOJIOTY
B MOJIMKJIMHUKE 110 MECTY JKUTesibcTBAa. CUMITOMATH-
Ka OblJIa pacleHeHa Kak MPOSBICHUS PUHOCHHYCHUTA.
[MpoBeneHHass KOHCEPBAaTUBHAS TepaIKsl INTIOKOKOPTH-
KocTepoumaMu He mana 3ddexra. [IporpaguenTHo Ha-
pacrana KJIMHUKA B BUJE JBYXCTOPOHHETO CHUKCHHUS
CllyXa, 3aTpyAHEHHUS] HOCOBOTO JIBIXaHHS IO MOJHOTO
ero oTcyTCcTBHsL. TOJNIBKO MOSIBJICHUE YaCThIX HOCOBBIX
KPOBOTEUYEHNH 3aCTaBUJIO CIIEI[HAIMCTOB aMOyiIaTop-
HOrO 3BEHAa HAIpPaBUTh IALMEHTa Ha MarHUTHO-pe-
30HaHCcHYIO Tomorpaduto (MPT), rae Osuto BU3ya-
JU3UPOBAHO HEOJHOPOJHOE O0BEMHOE 0Opa3oBaHUE
B MPaBBIX OT/JENaX HOCOIJIOTKH C PacIpOCTPaHCHUEM
B POTOTJIOTKY U HMKHUM HOCOBOM XOJ, OXBaTbhIBalO-
MK [paByl0 BHYTPEHHIOIO COHHYIO apTEpHIO C He-
POBHBIMU KOHTYPaMH, HEOIHOPOAHO HaKaIJUBaloIee
KOHTPACTHOE BELIECTBO (puc. 1).

B yckopeHHOM TOpsi/ike MAIMEeHT ObUT HaIpaBlieH
Ha KoHcyapTanuto B ®I'BY « HMMUII oukonoruum um. H.
H. IlerpoBa» Mun3npasa Poccuu, rie ObLT yCTaHOBIICH
JIMarHo3: 3JI0Ka4eCTBEHHOE HOBOOOpa30BaHUE HOCO-
TJIOTKH; METAcTa3bl B HAJKIIOUMYHBIE TUM(aTHIECKUe
y37bl; IO PE3yJIbTaTaM TOHKOUIOJIBHOW OMOIICHM NPH
THCTOJIOTMYECKOM HCCIIeIOBaHUU — Hu3KoauddepeH-
MpoBaHHBIN pak HocorinoTku (T4N2-3M0). Crenyer
OTMETUTb, YTO HA MOMEHT YCTaHOBJICHHS IUArHO3a
nponuio 6osxee 1,5 meT ¢ Havana MOSIBIEHUS TEPBBIX
CHUMIITOMOB.

Tspkenoe cocTosiHME MalMeHTa He MO3BOJIUIO MPo-
BECTH XMMHOIYUYEeBYIO Tepanuo. bonbinoir o0bem mo-
paKEHUSI C KOMIIPECCHEH MaruCTpaibHBIX COCY/IOB
OCHOBAaHUsI Yepena, MoJIHast 00TIOpals BEPXHUX JbIXa-
TEJIbHBIX ITyTeH, XpOHNUECKasi aHEMUs], BbI3BaHHAsI IIPO-
(y3HBIME HOCOBBIMU KPOBOTCUEHHUSIMH, OOYCIIaBIMBaA-
T HEOOXOAMMOCTh MCIOJIB30BaHUSI YHIOBACKYIISIPHBIX
METOJIMK JICBACKYIISIPU3AIIMN OITYXOJICBOH TKaHH.

B pesynbprare mpoBeieHHOIO KOHCHIIMYMa MEXIY
Bpauamu PHXU um. ipod. A. JI. I[lonenora u HMHUIL]
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onkoyoruu uM. H. H. IleTrpoBa Obuta copmynuposa-
Ha MepcOHU(UUIHMPOBAHHAS TaKTUKAa KOMOMHHPOBaH-
HOTO JIEYeHU I, TPU KOTOPOI Ha IIEpBOM 3Tare Ipe/ro-
Jlaranaoch BRIMOIHUTE CX COCYyHCTOM CEeTH OIyXOJiH,
KOTOpast HO3BOJIUT OMHOMOMEHTHO IIPOBECTH CyIepce-
JIEKTUBHYIO PErMOHAPHYI0 XUMHOTEPAIINIO U MOTHYIO
JEBACKYIISIpU3alNI0 00beMHOro oOpaszoBaHus. [lpu
MPOBE/ICHUN KOHCHIIMYMa OOCYKJQINCh pa3iuvHbIe
CTpaTeruu JjieueHus. Tak, 4aCTUYHOE yJIaJCHUE OIly-
XOJIN paclEHUIN KaK HanboJjiee pUCKOBaHHBIN MOIX0/,
B CBSI3U C €€ TUIepBacKyIsipu3alued U mpopacTa-
HHEM B MarucTpajibHble COCYAbl OCHOBAaHHUsS uepena
(BBICOKHMI PHUCK WHTEHCHUBHOT'O MHTPAONEPALOHHOTO
KpOBOTEUEHHS), TOTAJIbHOE YAAJICHHE HE paccMaTpu-
BaJld 110 3THM >K€ MPUYMHAM. XPOHUYECKAs] aHEMHUS
BCJIE/ICTBHE JMHCTAKCHCA MPOrpaJMEeHTHO yXyJlIana
COCTOSIHHE TMAaIMeHTa, HCKJII04ash BO3MOXHOCTH XH-
MHOJIYYeBOW TEpamuy, OIHAKO SBISAJIACH TPU ITOM
OCHOBHBIM MokazaHueM k CX. Uepes 22 mec. mocine
MOSIBJICHHSI TIEPBBIX CHMIITOMOB, B OKTsiOpe 2021 T.
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nanueHT rocnutanu3dupoBan B PHXUW wum. mpod.
A. JI. [lonenoBa q1s1 nepBoro stana jeuenus — CX co-
CyJIMCTOMN ceTu omyxoiu. [Ipu mapruHrockonuu Ha Mo-
MEHT TIOCTYIUICHHS — OecopMeHHOe 00pa3oBaHUe
HOCOIJIOTKM PO30BOro IBeTa C 0JIOKaIoli HOCOBOTO
JIBIXaHHUSI M BEHTHJIAIIMU CPEAHEr0 yXa ¢ ABYX CTO-
pon. Omneparust TpoOBOIMIIACH O] OOIICH aHecTe3nueH
¢ WHTyOanued Tpaxew, Ha OMILUIAHOBOM aHTHOTrpade
ALLuRA XpeR FD 20/20 mpowmsBomctBa PHILIPS.
CyOTpakuMOHHBIN PEXUM aHTHOTpapuu TO3BOIUIT
UCKJIIOYUTh HAa aHTHOIPaMMax KOCTHBIE CTPYKTYpBI
Y BU3YaJIM3HPOBATH COCYABI MAJIOro KainOpa Kak BO-
KPYT, TaK ¥ HEIIOCPEACTBEHHO B CAMOM OITyXOJIH, KOTO-
pble Ha MpebIIyIIeM dTarne o0cae10BaHns HalueHTa
He OblTN nAeHTUGUIMPOBaHbI. MccnenoBanue mpoBo-
JIAJIH C pa3/ieIbHBIM KOHTPAaCTUPOBAHUEM BHYTpEHHEH
Y HapYy’KHOM COHHBIX apTepuii mo metoauke CenpanH-
repa TpaHc(EeMOpaJbHBIM AOCTYIIOM U Pa3AeiIbHOU
KareTepusanueil 0acCeiHOB BHYTPEHHEW W HAPYKHOU
COHHBIX apTepuil NpU TOMOIIM MOJEIHPOBAHHOIO

Puc. 1. A — HeogHopogHoe 06beMHOEe 06pa3oBaHUE HOCOIJIOTKU C ABYXCTOPOHHUM
pacnpocTpaHeHueM, 6osblue cnpaBa; C HEPOBHbIMU KOHTYpaMu, HEOAHOPOAHO
HaKanJuBall,ee KOHTPacTHOE Bew,ecTBO (6enbiMU CTPENIKaMn YKa3aHbl rpaHULbl
onyxonu). B— HeogHopoaHoe 06beMHOe o6pa3oBaHNE HOCOIIOTKU C A BYXCTOPOHHUM
pacnpocTpaHeHueM, 6osiblle cnpaBa; C HEPOBHbIMU KOHTYpaMn, HEOAHOPOAHO
HaKanJuBalwllee KOHTpacTHoe Bew,ecTBO (6enbiMU CTpesIKkaMun YKa3aHbl rpaHULbl
OMnyXosun, a KpaCHbIMU — BHYTPEHHAA COHHaA apTepus)

Figure 1. A — Inhomogeneous volumetric formation of the nasopharynx with bilateral
spread, more from the right. With uneven contours, heterogeneous accumulating
contrast agent. the white arrows indicate the boundaries of the tumor. B —

Heterogeneous mass formation of the nasopharynx with bilateral distribution, more on
the right. With uneven contours, heterogeneously accumulating contrast agent. white
arrows indicate the boundaries of the tumor

332 ‘ Tom 4 ‘ Ne 4 ‘ 2024‘



HENPOXNPYPIA | NEUROSURGERY . II

A

Puc. 2. UHTpaonepaunoHHana cesleKTUBHaA aHrmorpadua us npaBown HapyXHon (npamasn
npoeKuus) COHHOM apTepumn

A — [1o cynepcenekTUBHON XMMNoaMbonmnaaumnn: 6enon CTpenkon ykasaHa runeptpodunpoBaHHas Bocxoasias
rrnoToYHas apTepus, HEPHOW CTPESTKON — COCYANCTas CETb OMyXOsu.

B — MNocne cynepceneKTUBHON XxuMmnoambonmsaumnn: 6e10i CTPenKon yKkasdaHa ocTaTo4YHaa KysbTs BOCXOAA-
e rNOTOYHOM apTepun.

Figure 2. Intraoperative selective angiography from the right external (direct projection)
carotid artery

A — Snapshot before superselective chemoembolization. The white arrow indicates a hypertrophied ascending
pharyngeal artery. The black arrow is the vascular network of the tumor.

B — Snapshot after superselective chemoembolization. The white arrow indicates the residual stump of the
ascending pharyngeal artery.

A-l

Puc. 3. CynepcenieKTMBHaA XMMMO3M6b601n3aLmnsa BOCXOAALLEN MNMOTOYHOMW apTepumn
cnpaBa. IHTpaonepaunOHHbIW CHUMOK

A — MpfaAmMasn npoeKuuns: 6enon CTpenKol ykasaHa co6CTBEHHan COCyAnucTas CETb OMyXOJn.

B — BokoBas npoekuuna: 6e50i CTpenKon ykasaHa co6CTBEHHaA COCYANCTaA CETb OMYXOJIN.

Figure 3. Superselective chemoembolization of the ascending pharyngeal artery on the
right. Intraoperative snapshot

A — Direct projection, the white arrow indicates the tumor’s own vasculature.

B — Lateral view, the white arrow indicates the tumor’s own vasculature.
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JUAarHOCTUYECKOro  Karetepa  auameTtpoMm  SF
(Vertebralis). Ha anrmorpammax oOHapykeHa coOCy-
JUCTasi CeTh OIYXOJIM, MUTAONIasicss U3 BETBEH BOC-
XOJISIIIeH TJIOTOUYHOM M BOCXOSIICH HEOHOM apTepun
¢ Byx ctopoH. llpu cymepcenekTuBHOM anTHOTpadhun
13 BOCXOJIAIIEH IITOTOYHON U BOCXO/sIIIeH HEOHOMU ap-
TEPHUH C JBYX CTOPOH ONACHBIX (3KCTpa-WHTPaKpaHU-
aJIbHBIX) AaHACTOMO30B He 00HapyxeHo (puc. 2, 4, 5).
ITocne anrnorpaduyeckoro 3rama OblI YCTAaHOBIICH
npoBoAHMKOBBIN KaTeTep Guider soft tip 6F. Muxpo-
karerepoM Exelsior SL-10 1.7F Ha MHKpONIPOBOIHUKE
Asahi Chikai 0,14 nocienoBaTenbHO ObLIH KaTETEPU3H-
POBaHbI BOCXO/AIIAs ITIOTOYHAS M BOCXO/AIIAs HEOHAs
aptepu, 1 BeimoiHeHa CX COCYINCTON CETH OMyXOIH
mukpochepamu HepaSphere (BioSphere, ®panums)
50—100 MKM, ¢ agcopOUpPOBaHHBIM MPOTHBOOITYXOJIE-
BBIM IpPENapaToM — JOKCOPYOUITMHOM. AHAJIOTHYHAS
npoueaypa Oblila BbIIIOJIHEHA U cieBa. Ha kKoHTposb-
HBIX aHTHOrpaMMax OTMEUEHa TOTajbHasl AECBACKYJIs-
puzanus onyxond. JlaHHas METOIMKa 3amaTeHTOBaHA
Hamu B 2021 1. (marent Ne 2762238) [8] u noapoOHO
ommcaHa B psiJic HAIUX UCCieaoBanuii [4—6, 9]. B pan-
HEM TI0CTIeONepallnOHHOM Tiepuoae (2—3 CyTKH) OTMe-
4aJIoCh HapacTaHWE OTeKa MIIEMU3UPOBAHHOW TKaHM

II. HENPOXNPYPIA | NEUROSURGERY

OMYXOJIU, COXPAHSIIOCH MOJHOE OTCYTCTBUE HOCOBOTO
NBIXaHUs, HAPOCIO CHIDKEHHUE CIIyXa U yMEPCHHBIN
00JIeBOIl CHUHAPOM, OJHAKO KPOBOTEUYCHUU OOJIbIIEC
HE OTMEYasloch. BOIBFHOMY TPOBOAMIIACH TPOTHUBO-
OTeYHas U MPOTUBOOOIIEBAS TEPAITHS TIIOKOKOPTHKO-
crepougamu u ketornpodeHnom. Ilpu mapuHTOCKOIUU
Ha 5-¢ CYTKH MOCJIC ONIePATUBHOTO JICUCHUSI — 00BhEM-
HOE 00pa3zoBaHUe HOCOTIIOTKHM CHHIONIHOTO I1BeTa. OT-
MeJaeTcss yMEpeHHOe YMEHBIIIeHHe O00bheMa OITyXOJH
C €IMHUYHBIMH MECTaMU KpoBousnusiHus. Hecmorps
Ha COXPAHSIOUIUECS MECTHBIC CUMIITOMBI B PE3YJIbTATE
JIOKAJBHOT'O OTEKAa, OTCYTCTBHE HOCOBBIX KPOBOTEUE-
HH TTO3BOJIHIIO BBITTUCATH MAllEHTa Ha 5-€ CYTKH IS
MPOBEACHUS CIEIYIONIero dTana KOMOMHHUPOBAHHOTO
neuenust B ®I'bY «<HMMUL] onkonorun um. H. H. Ile-
TpoBa» Munszapasa Poccun.

12.11.2021 mnamuenty BoimosHeHa MPT MsATkKux
TKaHel 1Ien ¢ BHYTPUBEHHBIM KOHTPACTHPOBAHUEM
B HMMUL] onkonorun um. H. H. IleTposa. Ilo nanasiM
HCCIICIOBAHMS, Y TALMEHTA: paK HOCOTJIOTKU C KOH-
TaKTHOM JECTPYKIUEH KOCTEH deperna, BOBICUECHHUEM
B IIpOLIECC NTpaBOM BHYTPEHHEH COHHOM apTepuu, mts
MMOpaXEHNEM TIPaBBIX PeTPO(apHHTEANBHBIX JTHM-
(atuueckux y3noB. [lo cpaBuenuro ¢ 20.10.2021 —

Puc. 4. lHTpaonepauuoHHasa ceNleKTUBHaA aHrmorpadusa us JieBou Hapy>XHOW COHHOMN

aptepumn (6oKoBas NpoeKLu1Aa)

A — [o cynepcenekTUBHOMN XMMNoaMbonnaaLuunn: 6eson cTpenkol ykasaHa runeptpodurpoBaHHas BocxoasLan
rnoToYHanA apTepus, HEPHOWM CTPESIKON — COCYANCTanA CETb OMyXOonu.

B — lMocne cynepcenekTUBHOM XMMNO3aMbonnsaynmn: 6enoin CTPesIKoM yKasaHa ocTaTOYHana KynbTA BOCXOA -
Le rNoTOYHOM apTepumn, OTCYTCTBYET COCyauCTas CETb OMYXONu.

Figure 4. Intraoperative selective angiography from the left external carotid artery

(lateral projection)

A — Before superselective chemoembolization. The white arrow indicates a hypertrophied ascending pharyngeal
artery. The black arrow is the vascular network of the tumor.

B — After superselective chemoembolization. The white arrow indicates the residual stump of the ascending
pharyngeal artery. There is no vascular network of the tumor.
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YMEHBIIIGHHE  pa3MepoB  TIEPBUYHOW  OITYXOJH
n TuMpaTHYECKUX Y3JI0B B paMKax CTaOMIM3aLUu.
JBYXCTOpPOHHMH OOTYpalMOHHBIH aHTPOLEIITIONHT.
Juddy3Hble H3MEHEHMS IMUTOBUIHOM jkejie3bl. [laiu-
€HT TOCTYIHJI Ha OT/ISIEHNE OITyXOJIeH TOJOBBI U TIIeH
HMMUI onkonoruu um. H. H. IletpoBa, rae npoBeaeHo
4 nukna MHAYKOUMOHHOH nonuxumuoTepanuu (I1XT)
mo cxeme DCF. Onenka mpoBoAuMOro JICYSHUS MPO-
Boauiack kKaxaple 2 nukia [1XT. [Ipu ormenke mocie
2 MHAYKIUOHHBIX KypCOB BbIsSIBIEHO: Ca HOCOITIOTKH
C KOHTAaKTHOW JeCTPyKLHUEeH KOCTeH uepena, BOBJIeYe-
HHUEM B IIPOLIECC MPaBOil BHYTPEHHEH COHHO apTepuH,
mts MopakeHHeM MpaBbIX peTpodaprHrea bHBIX JINM-
(atnyeckux y3noB. Ilo cpaBrennio ¢ 12.11.2021 —
YaCTUYHBINA perpecc n3MEeHeHUH (YMEHBIIICHNE pa3Me-
POB OITyX0JIeBOro MH(UIBTPaTa B MPOCKINH 3aIHETO
CBOJIa HOCOTJIOTKH 710 39 X 42 x 35 mm (panee 71 x 57 x
59 MM). JIByXCTOpPOHHUIH OOTYpallMOHHBIA aHTPOIIEI-
mronuT. Jnddy3Hble M3MEHEHNST ITUTOBHUIHON Kele-
3b1. [Ipu moBTOpHOM KOHCYnbTauuu B PHXU um. nmpod.

A

A. JI. IlonenoBa uepe3 2 mec. mocine onepanuu — 6e3
04yaroBoil HeBpoJsiorudyeckoi cumnToMatuku. [Ipose-
JIEHO JiBa Kypca XuMuoTepanuu. OTMEUeHO MOIHOE
BOCCTAHOBJICHHE HOCOBOI'O JbIXaHHS U CilyXa Ha Jie-
Boe yxo. [lo pe3ynbraram koHTpOonbHBIX MPT (puc. 6)
OTMEYAeTCsl 3HAYMTENIBHOEC YMEHBIICHUE pPa3MEpOB
OIyXOJIM U OTCYTCTBHE NPU3HAKOB HAKOIICHHUS KOH-
TpacTHoro BemectBa. Ilo pesynsraram MPT msarkux
TKaHe men ¢ B/B KoHTpacTupoBanuem ot 13.03.2022:
Ca HOCOITIOTKM € KOHTaKTHOM NECTpPyKIHMEH KocTel
yeperna, mts TMOpa)XEHUEM NPaBbIX peTpodapuH-
reajbHbIX JUMdarnyeckux y37oB. [lo cpaBHEHHIO
¢ 12.01.2022 — ymeHbIIeHHE pa3MEpoOB TEPBUYHON
OITYXOJHU ¥ MUM(aTHIECKUX y3710B (YMEHBIICHHE pa3-
MEPOB OITYX0JIEBOT'O HHPUIIBTpaTa B MPOCKIUH 3aIHE-
ro cBojia HOCOMIOTKH JI0 34 x 34 X 34 mm (panee 39
x 42 x 35 mm). JIByXCTOPOHHHUH O0OTYpaIlMOHHBIN aH-
TpoueuttonuT. Jnuddy3Hpie n3MeHEeHNs TUTOBHIHOM
xkene3bl. 24.03.2022 o6cykzeH Ha OHKOJOTMYECKOM
KOHCHJIMYME MOBTOPHO, OCMOTPEH pagHOTEePaNieBTOM,

Puc. 5. NHTpaonepauuoHHasa ceneKTUBHasA aHruorpadpusa ns sieBoM HapyXXHOMW COHHOM

aptepuun (Nnpaman npoeKuuns)

A — [lo cynepceneKTuBHOWN amMb6onnsaumnn: 6enoil CTPeNKon ykasaHa runeptpodmnpoBaHHan Bocxoaslas rno-
TOYHasA apTepus, YEPHOWM CTPENIKOM — COCYyAMCTasa CeTb OMyXOJN.
B — Mocne cynepcenexkTuBHom aMmbonnsaunmn: 6eso CTPEeNKo ykasaHa ocTaTO4YHanA KybTA BOCXOASALWEN rno-

TOYHON apTepunn, OTCYTCTBYET COCYyaAMNCTaA CE€Tb Onyxonun.

Figure 5. Intraoperative selective angiography from the left external carotid artery

(direct projection)

A — Before superselective embolization. The white arrow indicates a hypertrophied ascending pharyngeal artery.

The black arrow is the vascular network of the tumor.

B — After superselective embolization. The white arrow indicates the residual stump of the ascending pharyngeal

artery. There is no vascular network of the tumor.
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PEKOMEH/IOBAaHO XHWMHOJYUEBOE JIEUEHHE B pPaMKax
XJIT Ha omyxonb HOCOTJIOTKH W TMOPa)KCHHbBIE J/y
B COJ/l 66—70 I'p 1 30HBI CYOKJIUHUYECKOTO MOPaxKe-
Hust B COJl 5054 I'p, HecMoTpst Ha TO, YTO TMO-TIPEK-
HEMY COXpaHSeTCS HEKOTOPHIH PHUCK KPOBOTEUEHUS
B CBSI3U C BOBIIEYEHHEM B IMPOIIECC TIPABOM BHYTPEH-
HEWl COHHOW apTepuH.

C 05.04.2022 mo 27.05.2022 B paMKax XHMHUOIY-
YeBOr0 JICYCHHS TIpOoBeAeHa KOH(OpMHAA IUCTaH-
[IMOHHAS JIydeBas Teparwus Ha ammapare Novalis Tx
Ex=6MEV: Ha onyXoib HOCOIJIOTKH W MOpPaKEHHBIE
M Ooy3Jibl B CyMMapHoii ouaroBoii no3e (COJI) 68—71
I'p, Ha 30HBI cyOKIMHIYECKOro nopaxkenuss — B CO/|
54-55 I'p 3a 35 ¢paknmii ¢ pa3oBOi 04arOBOM 1030
(PO) 1,8-2,0 I'p. C 06.04.2022 o 10.04.2022 npose-
ned 1 muki ITXT o cxeme PF (uucnnatud 75 mr/m? =
150 mr, 5-propyparmna 750 mr/m*= 1500 mr/cyT, 96 u.,
cymmapuo 6000 mr). Ha ¢oHe ctangapTHOM aHTHIME-
TUYECKON Tepanuu, Tujpataiuu. B cBsizu ¢ Hanuuuem
COITYTCTBYIOIIIEH MATOJIOTUH BO BPEMS IPOBEICHUS
[IXT npoBoaunacy npodunaktuka BTIO cormacHo
KIMHUYECKUM peKoMeHJanusM. Jleuenue mnepeHec
ynosietBoputenbHO. C 04.05.2022 mo 08.05.2022 mpo-
BeneH 2-i uka [IXT mo cxeme PF (mucruratua 75 mr/

II. HENPOXNPYPIA | NEUROSURGERY

M2 = 150 mr, 5-¢pTopypariin). B paMkax X UMHOITY 9€BOM
Tepanuu nociue nposeneHus 20 ceaHcoB JIyueBo Tepa-
MNY BBITIOJIHEHA OLIEHKA OTBETA OIYXOJIH P MOMOIIN
MPT MArkux TKaHel €U ¢ B/B KOHTPAaCTUPOBAHUEM
06.05.2022: Ca HOCOTJIOTKH ¢ METaCTaTHICCKHUM ITOpa-
JKEHUEM TPaBbIX peTpodapuHTeaTbHBIX TUM(paTHYe-
ckux y3io0B. [lo cpaBuenuto ¢ 13.03.2022 — nonHbIH
perpecc nepBUYHON OMyXO0J1, YMEHbBIIEHHE Pa3MEpOB
1 KonudecTBa NTuMpaTnyeckux y3noB. [IpaBocTopon-
HUW aHTpoueuTIoNuT. JudQy3Hpie N3MEHEHHS IHTO-
BUAHOM xkeine3bl. 21.06.2022 BBINMOTHEHO KOHTPOJIBHOE
MPT MsArkux TkaHel IIeu ¢ B/B KOHTPAaCTUPOBAHUEM
JIIsl OLIEHKH MPOBEICHHOTO JICUCHHS: MtS IMOpaKeHHe
MPaBBIX peTpodapuHTEANBHBIX JTUM(PATHICCKUX y3-
J0B, 1o cpaBHeHUIO ¢ 06.05.2022 — nonHkbIM perpecc
n3MeHeHu. [locTiyueBoil ABYXCTOPOHHMI aHTpOLEN-
JOJIHT, oTUcuHycuT. nddy3Hble H3MEHEHHSI ITUTO-
BUJTHOM Jkene3bl. o pesynmbraram oGcremoBaHus ma-
IIMEHT OBLJT OTITYIIEH O/ IMHAMHUYECKOE HaOTI0IEHHE.
ITo manabeiM MPT Markux tkaHed meu ot 26.11.2022:
MP-ganHbIX 3a peunauB He noiyueHo. [loctnyueBoi
MPaBOCTOPOHHUN  AHTPOLEJUIIOJINT, TIOJTHCUHYCHT,

(hapuHTHUT, TOTHWKHECUCTIOCTHOHN cramoaneHuT. ud-
(by3HbIC U3MEHEHUSI IIIUTOBHTHOMU JKEJIE3bI.

Puc. 6. MarHuTHO-pe3oHaHCHas ToMorpadusa B KOPOHaAPHOM NPOEKLUN C KOHTPACTHbIM

yCUJIeHUEeM
A — [1o cynepceneKTUBHON XMMMOaMBoNM3saLnu.

B — Mocne cynepcenekTuBHOM XxuMrnoambonusaumm. Ha MP cHMMKax oTMe4aeTcA 3Ha4nTeslbHOE YMeHbLUeHNE

pasMepoB OMyXosu.

Figure 6. Magnetic resonance imaging in a coronary projection with contrast

enhancement
A — Before superselective chemoembolization.

B — After superselective chemoembolization. MR images show a significant decrease in the size of the tumor.
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OBCYXKAEHUNE

BnepBbie METOABI PErMOHAPHON BHYTpUApTEpUailb-
HOW WMH(Y3HMOHHON XMMHOTEpanuy TPH JIOKATHU3AINN
OITyXOJIM B OpTraHax rOJIOBHI U IIIEH B HAIlIeH CTpaHe ObUTH
nposenensl b. JI. Bponmreitnom u B. I XomxaeBbiM
B 1964 . Imu ObLita mokaszaHa BeICOKast 3(peKTHBHOCTD
JanHoro metozaa. IIpeanocbuikon sl BEICOKOH aacop-
OIMM XUMHONPEnaparoB PErHOHAPHBIMHU TKAHSIMH SIB-
JISIeTCS MEJUICHHBINA TOK KPOBHU B KaIMJUIIPHOW CHCTEME
OITyXOJIN B YCIIOBHSAX UMEIOILEICS BEICOKOM KOHIIEHTpa-
muu BBoauMoro 1utoctaruka [10]. [To MHeHHIO SATIOH-
ckoro uccienonareis T. Nakasato (2000) [11], BBeaeHue
XMMUOTIPETIapaTOB B PETHOHAPHYIO apTEPHIO TIO3BOJISET
B JIECATKH pa3 MOBBICUTH UX KOHIIEHTPAIMIO B 30HE pac-
noJokeHust ormyxonu. OJHAaKo MOBTOPAIOLINECS HOCO-
BbI€ KPOBOTEUEHHSI HEBO3MOKHO OCTAHOBHUTH METOJIOM
BHYTPHUApPTEPUAIILHOW XuMmHuoTepanuu. [ peunieHus
9TOi TIpoOIIeMBbI ObLITa pa3paboTaHa IpyIa METOANK XH-
MHOAMOOIM3aIMH. DTO JoKalbHas xumuorepanus 3HO,
3aKJIIOYAIOIIAscs B AMOOIM3anK (3aKPhITUH MIPOCBETa
C OCTaHOBKOHM KpOBOTOKa) MHUTAIOIIEH OMyXO0JIb apTeprUn
SMOOIM3UPYIONIM MaTEepPHaIOM, COIEPKAITIM TTPOTH-
BOOITYXOJIEBBIN Tipernapar. B maHHyIO TpyIimy MeTOauK
BXOIMT: MacjsgHas XUMHOIMOOIHM3ALUs, XUMHOIMOO-
TU3alysl IMapuKaMu U3 TeMOCTaTHYecKor T'yOKH, Tpo-
MMUTAHHOW XUMHOTIPENapaToM, M XHMHOIMOOIU3AIHS
mukpochepamu. Hanmbosiee COBpEeMEHHBIM Ha CEroi-
HALIHUM JeHb sBisieTcss Metoa CX, KOTOpbIi 3akiioda-
eTcsl B TOM, 4TO Ha MUKpocdepax 1o onepauun aacopou-
pPYIOT HeoOXoaMMBbIi xumuornpenapar. [1oy KoHTposem
aHTrHOTpaUECKOl YCTAaHOBKH TIOBOIAT KaTeTep K ap-
TEpUH, THUTAIOMIEH OIMyXOlb, U BBOIAT MHUKPOC(hEpHI.
Mukpochepsl — MoJIMMEpPHbIE YacTULBI chepruaecKoit
(dopmbl, KanmuOpoBaHHbIE paszmepom  50—60/300—450
MKM, CIIOCOOHBIE aJcOpOUPOBATh MPOTHUBOOITYXOIEBbIH
npemnapar. [Ipy CX muxpocdepamu B OMyXOiH JOCTH-
raercsi TporHOM 3(h(heKT: AeBaCKyIApU3AIMS OIyXOJie-
BOM TKaHM, YTO MPHUBOAUT K MCKYCCTBEHHOW HILIEMHH
OITyXOJIN U KyITMPOBAaHHIO HOCOBBIX KPOBOTEUEHUH; pe-
THOHApHAs XMUMHUOTEpaIys, YTO MO3BOJISIET TOCTUTHYThH
JIOKaJIbHO BBICOKOW TEpareBTUYECKOW KOHIICHTPAIUN
XMMHOIpenapara NpH 3HAYUTEIBHO MEHBIIEM OO0IIeM
o0beMe JIEKapCTBEHHOI'0 CPEZCTBA; MPOIOHKUTETbHOE
KOHTPOJIUPYEMOE BBICBOOOXKACHHE TIperapara B Teue-
HUE JUIUTEIILHOTO BpPEMEHH (N0 XHUMHOIIperapara).
ITo HamwmmM ganHbIM, Tocae npoBeaeHHoN CX omyxonu
KOHIIGHTpALWsl XMMHUOMpernapara B JIedeOHOM JIMaras3o-
He cocraBisier 14-22 nus (42,46 mmonw/r) [4, 6]. Ha-
JITYME MHOXXECTBEHHBIX OITACHBIX aHACTOMO30B MEXITY
BetBIMU HCA u BCA u BBICOKHI PUCK OCJIOXKHEHHI
B BHJIE WMIIEMHUYECKHUX HApyLIIEHUH MO3TOBOTO KPOBOO-
OpalieHust B ciryyae HeCAHKIMOHUPOBAHHOM AMO0IN3a-
LU 3TUX aHACTOMO30B TPEOYIOT TIIATEFHOTO aHAIN3a

aHruorpa)uuecKoid KapTHHBI Tepes onepauuei, BU3y-
aJIM3alliy 3THUX OIMMACHBIX aHACTOMO30B M TIIATEIHLHOTO
KOHTPOJISI 32 HUIMHU BO BPEMsI YMOOITN3AIINH.

Bce 31tr dakTopbl yUNTHIBAIKUCH HAMU TIPU BBIOOpE
Metofa CX miis jgeueHus: OONIBHOIO, OMMCAHHOIO B CTa-
The. Ha Ham B3ms, JaHHBIA KIMHUYECKUN IpUMED
XOpOIIIO OTPAXKAET CIOKHOCTH, CBSI3aHHbBIE C HEJOCTa-
TOYHOU OHKOHACTOPOKEHHOCTBIO, BA)KHOCTBIO CBOEBPE-
menHo# nmuarnoctuku 3HOI'I u cnnoxxHOCTBIO BEIOOpA
aJIeKBaTHOIO KOMILJIEKCA JICUCHHUS TaHHBIX OOJBHBIX.
Crenyer momdepkHyTh, 4T0 CX MOXET HrpaTh poib
«TIEpBON CKPUTIKM» B KOMOWMHHPOBAHHOM JICUCHUU
3HOTI'LLL, B yacTHOCTH, OIYXOJI€H HOCOIIOTKH.
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PE3IOME

Crarbs ipeacTaBisieT co00i KOMITIEKCHBIN 0030p BOJIFOLIUH METO/IOB MAarHUTHO-PE30HAHCHOH
toMorpacduu (MPT) anst Busyanuszanuu riona ¢ Hadana XXI Beka mo 2023 rog. OCHOBHOE BHU-
MaHMe yJemsieTcss HOBBIM MeTOjlaM, MPOTOKOJIaM U TeXHOJIOTHsAM, BKJIto4dast npumenenne MPT
Ha 1,5 Tin u 3 Tn. PaccmarpuBarotcest TeparoreHHbie 3G GEKThI, CBEPXOBICTPBIC MOCIISI0BATE b=
HOCTH, TIPEMEHEHHUE TociaenoBareibHoCcTel T1- 1 T2-B3BeMIeHHBIX H300paKeHUH, a TaKKe TIe-
penoBbie MeTOAbI, Takue Kak auddy3Ho-B3BeeHHas Buzyanusanus (DWI), rexnonorus SWI
C yIpaBIIsieMbIM BOJIHOBBIM HAJIOKESHUEM B TIapaiienbHOM Busyanmzanuu (CAIPI).

MarsauTHO-pe30HaHCHas TOMOTpadus II0Ja CTAHOBUTCS KITFOYEBBIM METOJIOM B aKyIIepCKON
JMArHOCTHKE, CYIIECTBEHHO NPEO0JIeBasi OTpaHUYCHHUS YIBTPa3BYKOBOTO HCCIIEIOBAHMS.
Opomonns MetooB MPT oTpaskaeT HOCTOSHHOE CTPEMIIEHHE K MOBBIIIEHUIO KadeCTBa M30-
OpakeHHH, CHU)KEHHIO PHCKOB U PACIIMPEHHIO AUATHOCTUYECKUX BO3ZMOKHOCTEH.

KuroueBble cioBa: aHomanuu pa3putusa, MPT mnona, npeHaranbHas guarHoctuka, 3 T
MPT, DWI, IVIM.

Ll yumuposanus: Apacnanosa JI.B., Cxocapv B.E., [laticyoosa A.J1., Pabuenxo B.A. Deéonroyus
memooa MPT u cospemennvle 603MONCHOCIU UCHONb306AHUS 68 NPEHAMANLHOU OUACHOCTUKE
aromanull pazeumus niooa (003op aumepamypul). Poccutickuii ocypHain nepcoHanu3upo8anHou
meouyunvl. 2024,4(4):340-347. DOI: 10.18705/2782-3806-2024-4-4-340-347. EDN: AYJIMFM
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ABSTRACT

This article is a comprehensive review of the evolution of magnetic resonance imaging (MRI)
techniques for fetal imaging from the beginning of the 21st century to 2023. The focus is on
new techniques, protocols, and technologies, including the use of 1.5 Tesla and 3 Tesla MRI.
Teratogenic effects, ultrafast sequences, application of T1- and T2-weighted imaging sequenc-
es, and advanced techniques such as diffusion-weighted imaging (DWI), SWI technology with
guided wave overlay in parallel imaging (CAIPI) are reviewed.

Fetal magnetic resonance imaging is becoming a key modality in obstetric diagnosis, signifi-
cantly overcoming the limitations of ultrasound. The evolution of MRI techniques reflects a
constant endeavour to improve image quality, reduce risks and expand diagnostic capabilities.

Key words: developmental anomalies, DWI, fetal MRI, IVIM, prenatal diagnosis, 3 Tesla
MRI.
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PA3BUTUE MATHUTHO-PE3OHAHCHOW
TOMOIrPA®UN

MPT pazBuBaeTcs CTPEMHUTENLHO M OECHPEPHIBHO,
OZIHAKO MOXKHO BBIICJIUTH HECKOJIBKO OCHOBHBIX ATAIOB.
B 2002 romy mpou3onuio BBeIeHHE CBEPXOBICTPBIX Me-
TOOB. B 3TOT Mepuoz ObUTH BHEIPEHBI CBEPXOBICTPHIE
T2-B3BemenHble nocnenosareasHoct MPT, Takue kak
ogHOMOMeHTHOe ObicTpoe crmH-3x0 (SSFSE) m Typ-
00-cruH-3%0 ¢ ony-Pypee-npuodperenrem (HASTE).
OTH MeTOoIbl CHOCOOCTBOBAJIM CYILECTBEHHOMY IIPO-
rpeccy B BU3yaJM3alM{ IJI0/1a, YMEHBIIUB PUCKU IS
MJIaJICHIIa, CBA3aHHBIE C MCIIOJIb30BAaHUEM OIACHBIX Me-
tonoB cemarun [ 1-4]. Yke k 2007 rogy Y3U mmupoko
MIPUMEHSUICSI B aKyLIEPCKOW MPAKTHKE, OAHAKO MPOTO-
kojbl st MPT eme He ObUIM yCTaHOBJICHBL. 32 OCHOBY
MPUHSITH OBICTpBIC OAHOKpaTHbIC T2-B3BEIICHHBIE U30-
Opa’keHHs, 9TO MO3BOJIMIIO BU3YAJTU3UPOBATH AHOMAIINH
IHHC B TpetbeM TpuMecTpe 6epemMeHHOCTH [5]. biaro-
Japs pa3BUTUIO0 TexHonoruit ¢ 2014 roga ogHOKpaTHbIE
obictpeie cninH-3%0 (SSFSE) T2-B3BemenHoro nzodpa-
JKEHHUS CTaJI CTAaHAapTOM, a TaK)Ke HadyaloCh HCIIOJb-
30BaHME I10CIIEA0BATEIBHOCTENH IByMEPHOIO IpaieHTa
axa (2D GRE) u Gosee ObICTpBIX BEPCHii ITOCIIEIOBATEIh-
Hoct GRE (FLASH) st nomyuenust T1-B3BemeHHBIX
n3o0paxenuii. [losBunack BO3SMOKHOCTB 00Jiee TOUHOM
BH3yaJIM3alliy MO3Ta TIOAA C WCTIONB30BAHUEM ITOCTIe-
nosarenpHOCTelt SSFSE u OanaHCHpOBaHHBIX YCTOM-
YMBBIX TIOCJICIOBATEIILHOCTEH CBOOOIHOW IpeLecCuu
(SSFP). B cBsi3u ¢ OBICTPBIM pa3BUTHEM TEXHOJIOTHH
MPT, MHOrHe yuyeHble HAYaJIU 3a/1aBaTbCsl BOIPOCOM
0 €ro TeparoreHHOM JeHCTBMU Ha mioi. beuio ycra-
HOBJICHO, YTO HA PaHHHUX Cpokax OepemeHHocTH MPT
HE OKa3bIBaJIa TepaToreHHble dPQPEKTH Ha TUIOA, a TaK-
K€ HCCIIeIOBaHUS MOKa3ali, YTO MHOTOCIIONHAs CTPYyK-
Typa TOJIOBHOTO MO3ra CTAaHOBHTCSI 3aMETHOM mocne 16
Heaens Oepemennoctr Ha 1,5 Ton MPT [6-9].

[Ipumenenne cBEpXOBICTPHIX IOCIIEIOBATEIBHO-
creid T2W cyliecTBeHHO CHM)KaeT apTeakThl, CBI3aH-
HbIe ¢ aBmxkeHueM moaa [ 10, 11]. MccnenoBanue nano
CTPEMUTEJIBHOE HAaual0 Pa3BUTHIO HOBBIX IIPOTOKOJIOB
MarHMTHO-pe30HaHCHOW ToMmorpaduu. B 2017 romy
HayaJMch MEepBbIE MIark K PyTHHHOMY HCIOJIb30BaHUS
MPT mnozna Ha 3 Ta Tomorpadax, 4To Mo3BOJIUIO TO-
Jy4darh nocienoBareabHocT T2W co cpemHeit Tonmu-
HO¥ cpe3a 2—3 MM (110 cpaBHEHHIO ¢ 3—5 MM 1ipH 1,5 Tir)
U IOpUMEHATH IU(PYy3HO-TCH30PHYI0 BHU3YaJIN3ALHIO
(DTI) mast ayuineid BU3yanu3aiy TPAKTOB, HECMOTPS
Ha OCTAaBIIMECS OTPAaHUYECHMs], CBA3aHHBIE C JTUTEIb-
HBIM BpeMeHeM cOopa TaHHBIX U apTe(akTaMu JBUKE-
Husl. Takke Ha CErOMHSIIHUNA A€Hb YCTaHOBICHO, YTO
ncnonb3oBaHue 3 Ti MOBBIIAET YYyBCTBUTEIBHOCTH
W ynydlllaeT BU3yaln3alio Je30KCUTeMOIIoorHa, Te-
MOCHJEPUHA W KaNbIU(PUKAIINN, 00eCreunBaeT JIyd-
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UIyI0 WACHTH(QHKALUIO COCYIOB, JaeT Oojee 4YeTKoe
n300pakeHue KOCTHBIX CTPYKTYp Ha Pa3InUHBIX I10-
cnenoBatenbHOCTAX (T2W m SSFP), obneruaer ompe-
JeJICHHE OKOCTEHEBIINX CTPYKTYP, TOACUET COCTOSHUS
KOCTHOH CTPYKTYpBI TMO3BOHKOB M OLEHKY AE€(EKTOB
JIUIIEBOTO Yepera.

OpnHako, HECMOTPSI Ha IIPEUMYILECTBA, CYILECTBY-
0T TEXHUYECKHE M METOIOJIOTMYECKHE CIIOKHOCTH,
KOTOpbIe TpeOyIOT AOTOJIHUTEIBHBIX HCCIeI0BAHUH
u ontumuzanuu [12, 13]. Bece 310 namo Hauaiso HOBOH
texnonoruu B 2020 roxy. Pa3Hple nMITybCHBIE TIOCTIE-
noBarensHoCcTH (MII) B MPT mpuMmeHsoTes B TEsIX
JUAarHOCTHKM MHOMKECTBa IMaToyoruil mioxa. Ha nan-
HBIH MOMEHT JJIsl BU3yaJlM3alluid aHOMAaJIMH pa3BUTHUSA
B PYTHHHOM mpakTrke ucnonssytorcs: SS-FSE (oxHo-
MOMEHTHOE OBICTPOE€ CIIMH-3X0) — JJISi BU3yaJIn3alun
HCCIIeyeMBIX CTPYKTYp mona; B-SSFP (cb6amancupo-
BaHHOE TPAJIMCHTHOE 3X0) — JUIsl ONPEIENIECHUs TO0MO0-
skerust opranoB JKKT, Busyanuzanuu MeKoHUS B KH-
[IEYHHKE MPU BPOXKICHHBIX TUadparMagbHbIX TPhIKaX;
axo-manapuas UIT (EPI) — mns omieHkn omopHO-1BU-
raTeJIbHOTO amnmapara Ijoja, HO UMEeeT OrpaHUYEHHYIO
JUAarHOCTHYECKYIO LEHHOCTh U3-3a apTe(aKTOB U HU3-
KOTO pa3pelieHus: U300pakeHuit; TuQQy3HO-B3BEIICH-
Has MPT (DWI) — g nuddepennnanbHOl quarHo-
CTHKH Pa3IMYHbIX [IATOJOIMYECKUX COCTOSHUH, TaKHUX
KaK HapylIeHHs KpOBOOOPAILICHUSI U BOCHAIUTEIbHbIC
n3MeHeHus; SSFP — 1j1s OLleHKH [NIOTaHUs, JBHIKCHUS
TOJIOBBI U TYJIOBHUIIA, ABMKEHUI HIKHUX KOHEUHOCTEH
u cepama twioga; MP-tmmporpaduss — BBICOKOKOH-
TpacTHble T2-B3BeLICHHBIE N300PaXKEHUSI C AKLIEHTOM
Ha MaToJIOTUYECKOE M3MEHEHHE KOJIMYECTBA IKHJIKO-
cti. OTIeNnbHOTO YNOMHMHAHUS 3acily’KUBAeT OIleHKa
a¢dexruBnocTn SWI (McTuHHO OBICTpasi BU3yaim3a-
usl ¢ ycToiumBol mpeneccueit). SWI okazamace Ha-
JIe)KHBIM METOJOM, MO3BOJISIFOIINMM JJOCTaTOYHO TOYHO
OILIEHUTh CTPYKTYPBI U POCT MMO3BOHKOB IO/, YTO MO-
JKeT 3HAUUTENIbHO YIYyYIIUTh AUATHOCTHKY aHOMAaJIHi
IIO3BOHKOB, TaK KaK IIOKa3bIBAa€T BBICOKYIO IHArHO-
cTryeckyto TogHocTh (89,0 %), npeBocxons HASTE/
TrueFISP (48,0 %) [14-17].

B Hacrosmiee BpeMsi IMarHOCTHMYECKHE TEXHOJO-
THU UAYT 1O IYTH Bce OOJNBIIETO yCOBEPIIEHCTBO-
BaHMS TONlydaeMmoro m3oOpakeHus. Ha xowmery 2023
rofia MO)KHO F'OBOPUTH 00 aKTHBHOM BHEAPEHHUH YCO-
BepuieHcTBoBaHHOTro Metoga DWI u IVIM; ucnonb-
3oBanue DWI, Bkitouass BHYTPUBOKCEIBHOE HEKO-
repeatHoe nBmkenue (IVIM), mo3BosseT moirydarhb
KOJIMYECTBEHHBIC 3HAYCHUSI [IJIS1 OICHKH MUKPOCTPYK-
Typ u nepdysuu mioxa. [lapamerpsr nepdysun [VIM
(fp 1 D*) MoryT OBITH MOJIC3HBIMH JJISI PA3INUYCHHUS
MaTTEPHOB MHKPOBACKYJIAPU3ALNH U OOHAPYKEHUS
MHUKPOCOCYAMCTBIX HAapyLICHUH, Naxke y IUIONOB Oe3
MPU3HAKOB HapyleHuil Ha Y 3U-nonmiepe; npumeHe-
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Hue nocaenoBarenbHocTeit SS-FSE (B T2-B3BemenHOM
peKHMeE, B HACTOsIILEE BPEMS SIBISIETCS METOJIOM BbI-
Oopa mist Busyanusaruu mioga) u bSSFP (Balanced
steady-state free-precession) obOecrieurBacT BBICOKOE
COOTHOIIIEHNE CHUTHAJ/IIYyM W KOHTPACT H300pake-
Husa T2/T1; texHonorus SWI ¢ ympaBiseMbIM BOJI-
HOBBIM HaJIOKCHUEM B MapajlieIbHOW BU3yalIH3aluH
(CAIPI) — cokparmiaeT BpeMsi CKaHUPOBAHMS MO3ra
1 00eCTIeYrBaeT yIYUYIIEHHYIO YCTOHYMBOCTH K BBICO-
KUM (haKTOpaM YCKOpEHUs, CHUXKas apTeaKThl HeJ0-
CTaTOYHOU BBHIOOPKH M WIYT g-paxTopsl. B 2023 roay
Pabouas rpynna mo Busyanusanuu 1uiona EBporeii-
CKOro 00IIIecTBa ACTCKON PajHoIOrHK OMy0JIMKOBaia
PEKOMEH AN TI0 BEIOOPY MarHUTHOTO TIOJIST:

1. IIpeanoututenbHo ucnonp3oBaTs 3 Ton MPT
JUTSl HEBPOJOTMUYECKUX MMOKa3aHUH M OLEHKH COCTOS-
HUS TeJa MJI0/1a;

2. MPT 3 Tn npeanodTuTeNnbHee s ONpeene-
HUsI aHOMAJUi, TaKuX Kak nuadparmaibHas TPhIKa,
a Tak>Ke JJ1s1 OLCHKH XPALICBON TKaHMU;

3. MPT 1,5 Ta npeanouruTenbHee B cCiyyasx
MHOTOBO/IUSI M3-3a SKPaHUPYIOIIEro 3eKTa u apTe-
(haxToB Ha 3 Tu;

4. TectanmoHHBIN BO3pacT HE BIUAET Ha BHIOOD
MOITHOCTH MarHuTHOro mous [17-21].

C nosiBnenueM HOBbIX TexHonoruit MPT pacurupu-
JIMCHh ¥ BO3MOXXHOCTH TUATHOCTHKH PA3INIHBIX aHOMA-
TUH pa3BUTHS II0AA, B TOM YHCIIE Ha paHHUX CPOKax
recranuu. [lociennue nocTxeHUs B OOJIACTH Mar-
HUTHO-PE30HAHCHON ToMOTrpaduK O3BOJIMIIN BBISIBUTD
Oompie caydaeB MaiabhopMmanuu Jlernu-Yokepa u ux
COCYIIECTBYIOIINX LEepeOpabHBIX aHOMAaJIWH TpeHa-
TanpHO [22]. Mansdopmanus ennu-Yokepa ([JJYM)
MPEACTaBIsICT COO0H BPOXKACHHYIO aHOMAJIMIO Pa3BH-
THUSI MO3KEUKa U 3a/IHEN YepernHou SIMKH, IUarHOCTH-
PYIOIIYIOCS HA OCHOBAaHWHU HECKOJIBKHX XapaKTEPHBIX
OCOOCHHOCTEH BU3yaJM3allH, BKIIOYas KHUCTO3HYIO
JIUIAaTalUI0 YETBEPTOTrO JKEIYAO0YKa, POTALUIO THUIIO-
TUTACTUYECKOTO YepBsl BBEPX U YBEJIWYEHHE 3ajiHel
YEPEHON SIMKHU C IPUTIOTHATHIME 3aBUTKOBBIMH T€PO-
(mmamMu 1 HaMETOM, THAPOIeaNTHIO, BOSHUKAIOIIYIO
B 90 % ciyuaeB. Tepanusi 3a0oneBaHus HampaBiicHa
Ha KOHTPOJb BHYTPUYEPENHOTO JaBJICHUS MOCPEa-
CTBOM XHPYPIHUYECKOTO BMEIIATEeNbCTBA, BKITIOYAOIIIe-
IO BEHTPHKYJIOTIEPUTOHEATHHOE WM IHCTOTIEPUTOHE-
ajpHOE LIyHTHpoBaHue [23, 24]. [IporHo3 BO MHOrOM

Puc. 1. Manbdpopmauusa leHan-Yokepa
AKcranbHaa NpoeKLUsa LEMOHCTPUPYET WMPOKOE pacluMpeHne nosywapuini Moaxedka (cTpenkun) (2004 r.) (a);

HeobpaboTaHHble MP-n3o6paxeHuns nnoga (A) 6binm o6paboTaHbl C KOpPEKLUMeEn ABMKEHUA N 06 bEMHON PEKOH-
CTPYKLMEN CBEPXBLICOKOro paspelleHns. 3aTeM BM3yanm3npoBaHHble N306parkeHns Oblsiv BbIPOBHEHbI B O4HOM
HanpaBreHn BAOJb nepenHen n 3agHel cnaek (B). B KOpoHanbHbIX U aKcrarnbHbIX NPOEKLUAX PEKOHCTPYMPO-

BaHHbIX 06beMHbIX n3obparkeHunii (C) pernoHasnbHble CTPYKTYPbl MO3ra (T. €. KOpKOBanA NMaacTUHKa, NoAKOPKoBas
rnapeHxmma, NosyLapus MO3e4vKa, YepBb, CTBOJT MO3ra, a TaKXe BOKOBbIE, TPETUI N HETBEPTLIN ENYO04KN) Oblnn
BPYYHYI CErMEHTUpPOBAaHbI Ha KaxaoM ns Hux (D) (b) [22].

Figure 1. Dandy-Walker malformation

Axial projection demonstrates wide expansion of the cerebellar hemispheres (arrows) (2004) (a); Raw fetal MR
images (A) were processed with motion correction and super-resolution volume reconstruction. The rendered images
were then aligned in the same direction along the anterior and posterior commissures (B). In coronal and axial
views of the reconstructed volume images (C), regional structures of the brain (i.e., the cortical plate, subcortical
parenchyma, cerebellar hemispheres, vermis, brainstem, and lateral, third, and fourth ventricles) were manually
segmented on each slice (D) (b) [22].
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CBSI3aH CO CTETEHBIO TUIOIMJIA3WU YepBS W HAITUYAEM
COMYTCTBYIOUIUX IOPOKOB Pa3BUTHUSL, U B TSHKEIBIX
Cllydasix MOXET OBITh PacCMOTPEHa BO3MOXKHOCTD
npepeiBanus 6epemennoctn. MPT mo3BomnseT mocta-
BHThH JIMAaTHO3 Ha PaHHUX CPOKaxX W B CIydae MPHUHS-
THUS PEIISHUS O MIPEPhIBAHUN OEPEMEHHOCTH TIO3BOJIHT
n30€KaTh BO3MOXKHBIX OCIJIOKHEHHM, PUCK KOTOPBIX
CTaHOBHTCS OOJIBbILIE C YBEJIMYCHUEM CPOKA: M30BITOY-
HOM KpOBOIIOTEPH, BO3HUKAIOLIEH BCIEACTBUE TPABMHU-
pOBaHUS MaTKH WIN IIEHKH, HETIOIHOTO 3aBEPIICHUS
MPOLETYPbl WM HEAOCTATOYHOTO COKPALICHUS MAaTKU
rnocie yaajeHus IIoAa, nepopanuy CTCHKH MAaTKH,
ee pa3pbiBa, HHPEKITHNOHHBIX OCIOKHEHHMA, HETIOJTHOTO
abopTa ¥ CMEepTH pOXKEHUTIHI [25-28].
[lepcrieKTHBHBIM HampaBlieHHEM B COBPEMEHHOMN
MarHUTHO-PE30HAHCHOW TOMOTpauu U MpeHaTaIbHOM
JIMarHOCTHKE SIBJSICTCSl UCCIIeI0BaHHEe MOP(HOQYHKIIHO-
HaJIbHOT'O COCTOSHUSA IUIAICHTBI, KOTOpas obecrnieunBa-
eT 0OMEeH MHUTATebHBIMH BEIIECTBAMU M «OTXOIAMIDY
MEXAY (U3HYECKH pa3eleHHBIMH KpOBOOOpAIeHMs-
MH Marepu U Iuofa. XoTs YJABTPa3ByKoBas JOMILIEPO-
rpadusi mpeanaraeT ymaoOHBIA CIIOCOO JUArHOCTHKH,

b =30s/mm2

Healthy
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OHa HE CroCcOOHa HEMOCPEICTBEHHO MCCIIEA0BATh KPo-
BOOOpallleHHue BHYTPU CTOJb BakKHOro oprana. [VIM
MOJIHUMAET JTMarHOCTUKY Ha HOBBIA ypOBEHB repy3u-
OHHOW BH3yaJIM3alliH, HEe TPeOys P STOM BHYTPUBEH-
HOTO BBEJCHHS KOHTPACTHOIO BewlecTna [25].

Pa3BuTHe MarHMTHO-PE30HAHCHOW TOMOTpaduu
emie B 2014 roay mMo3BosiMIIO BhICKAa3aTh MPEATION0KE-
HUE, YTO aHOMAJIbHOE PEMOJISITMPOBAHUE CITUPATFHBIX
apTepuil CIMOCOOHO YBENHYHUTH BHYTPHUCOCYIUCTOE
COIPOTHUBIIEHNE, YTO B CBOIO OUEPEb NPUBOJUT K BBI-
COKOCKOPOCTHOMY KpPOBOTOKY B MEKBOPCHHYATHIX
MPOCTPAHCTBAX. DTO aHOMAJIbHOE MEXBOPCHHYATOE
KpOBOOOpAIIIEHNE BBI3BIBAET IOBPEKICHHUE aAPXHUTEK-
TOHUKHU BOPCHH, B HA MAaTE€PUHCKO-ILIOIOBBIH I1e-
peHoC MUTaTeNbHBIX BeulecTB [25]. A yxe B 2022 roxy
CKOPOCTh OaJNIMCTUYECKOTO MHKPOIUPKYISTOPHOTO
MOTOKa IIOKa3aia IMpeBOCXOAHYI0 3(P(PEeKTUBHOCTH
B JMAarHOCTHMKE TECTAI[MOHHOTO CcaxXapHOro amabera
U 33JIEpPKKH pocTa miozaa [26, 27].

BonpmmaCcTBO MHGAPKTOB IIANECHTHI TPYIHO U-
arHOCTHUPOBATh ¢ moMombio Y3, 3a HCKITIOUCHUEM
ClIy4aeB TIeMOpparnyeckoro xapakrepa. Pas3Butue

Puc. 2. AudPy3snoHHo-B3BeweHHana Busyanusauyusa (OBU), nonyuyeHHana npu b = 30 c/MM?2,
U BHYTPUBOKCEJIbHbI€ KapTbl HEKOrepeHTHOro ABUXeHuA fubD nnaueHTbl, OKaMMJIeHHOM
TOHKOW CUHEN NUHnen

BepxHuni pag: nnayeHTa XeHLWHbl C HOpMalbHOM 30,0P0BOM 6epeMEHHOCTbIO CPOKOM 27 Hepenb. HmxHWA paa;:
niaLeHTa WeHLWNHbI C 3a0ePXKOo pocTa nnoaa B Bo3pacTte 33 HefeNb. LiBeTHble cTonbubl yKasbiBalOT MPOLEHT
nepdyanoHHon ¢pakuum f n sHadeHne KoadoduumneHta guddysun D B 0,001 Mm?/c. MnaueHTa HopManbHoOW Gepe-
MEHHOCTN oTOOpa)aeTca ogHOPOAHbIMK LBeTaMun Ha KapTtax f n D. HanpoTue, nnawueHTa ¢ orpaHU4eHneM pocTa
niaoga BbIrNAONT FreTepPOreHHoN N xapakTepudyetca 6onee HU3KUMK 3HavyeHnsMn f No cpaBHEHUIO CO 34,0POBONA
nnaueHTon [17].

Figure 2. Diffusion-weighted imaging (DWI), obtained with b=30 s/mm?, and intravoxel
incoherent motion f and D maps of the placenta which is bordered by a thin blue line

Upper row: placenta from a woman with a normal 27-week healthy pregnancy. Bottom row: placenta from a female
with fetal grow restriction fetus 33 weeks old. The colored bars indicate the percentage of perfusion fraction f and
the value of the diffusion coefficient D in 0,001 mm?/s. The normal pregnancy placenta appears with homogeneous
colors in the f and D maps. In contrast, the fetal grow restriction placenta appears heterogeneous characterized by
lower f-values compared to the healthy placenta [17].

344 [ Toma4 | Ne4 | 2024



JIYSEBAA ONATHOCTUKA | RADIOLOGY . I I

DWI no3Bonuio ¢ BBICOKOM TOYHOCTBIO ONPEACIISThH
HUH(pAPKTHI C TEMOPPArHIeCKUM KOMIIOHEHTOM U 6€3
HETo, CyOXOpHOHAbHBIE/MEKBOPCHHYATBIE TPOMOBI/
KPOBOM3JIHUSHUS, pETPOIIalleHTapHbIe TeMaTOMBI [28].

OCHOBBIBasICh Ha CYIIECTBYIOMINX TEOPHSIX OTHO-
CUTENBHO Pa3IU4Hil B MATO(PU3MOIOTHH MEXKIy paH-
HEW W MO3aHEH mpeskjaamIicuel, ucciaenopanue 2014
rojia MO3BOJHMJIO TPEAINONOKUTh, YTO IIAlEHTapHas
niepdy3us OyeT CHHYKEHA IPU PaHHEH MPedKIaMIICHU
[0 CPaBHEHHWIO C paHHEW HOpMaJIbHOW OepeMeHHO-
CThIO, HO He OyJeT 3aTpoHyTa NpHU MO3AHEH Iped-
KJIAMIICUHU 110 CPABHEHUIO C TIO3]HEH HOpPMaJIbHO Oe-
peMeHHOCTHIO [29].

OcraeTcs B 3HAYMTENHHOW CTEMEHW HE HW3yYCH-
HBIM BOTIPOC TJAICHTApHON KaiblH(pUKAIIUU. AKTH-
BallUs MyTel 3aporpaMMHUPOBaHHON rMOeNH KIETOK
Y HAJIMYKWE HEKPOTHYECKONW TKAHW TMO3BOJISIOT MPEA-
MOJIOKUTh, YTO JUCTpoduueckas KaibIupUKaIus,
BEpOSITHO, CHOCOOCTBYEeT KalbIH(DHUKAIIUN TLIAICH-
Tol. Ilepenaua curHajgoB ameHO3WHA OOECIIEUMBACT
MEXaHUYeCKOe TMepecedeHre MyTel KalblUPHKAINH
u mpeskyiaMicuu. Hapylnenwe mnepemaym CHUTHAJIOB
aJICHO3MHA CTIOCOOCTBYET KaIbITU(DUKAIIUH COCYIOB 3a
cdeT aucOanaHca Mpo- U aHTUKAIBIUHUPYIOMIHX MO-
nexyis. BaxxHyro poib UTpatOT TOPMOHBI C U3BECTHBI-
MU IPO- WM aHTUKAJIBIUHUPYIOMUMH (QyHKIHUSIMH,
JIEHCTBYIONIE Ha TPAaHWIE MEXIY MaTepbio M IIJIO-
JIOM, TI€ OHH BIIMSIOT Ha MHHEpaJbl, HEOOXOIMUMBIC
IUIsL pOCTa U Pa3BUTHS SMOPHOHA, BKJIIOYas BUTAMHUH
D, maparupeonHbslii TOpMOH, O€JIOK, CBA3aHHBIH ¢ Ma-
paTHpPEOUTHBIM TOPMOHOM, KalbIIUTOHWH u Fgf23.
I'mmoBuTamMuuaO03 D BO Bpems O6peMEHHOCTH KOPPEITH-
pYeT C MpedKIaMIICHeH W TeCTAllHOHHBIM CaXapHBIM
nuabetoM [30-32]. CymiecTByeT yeTKas CB3b MEKIY
MpesKIaMIIcHell 1 PUCKOM CepAEYHO-COCYIUCTBIX 3a-
OoseBaHuil B Oosee MO3AHEM BO3pacTe, HO MPUYUHBI
Y TIOCTIE/ICTBUS KaIbIIM(PUKAIIUY TUIAIICHTHI TIPU TIjIa-
LEHTAPHON TUCPYHKIMH U MPEIKIAMIICHH HA MOMEHT
2018 roga octaBajauch HeU3BeCTHBIMU [33-36].

B 2023 rony Hadanm MpUMEHSTHCS METOJ BUPTY-
aJbHOM 3mactorpaduu Ha ocHoBe DWI 1 OudkcioneH-
[HAAIBHBIX U PACTAHYTHIX AKCIIOHEHIIMAIBHBIX Iapa-
MeTpoB Ha ocHOBe IVIM s OLEHKH BEpOSATHOCTU
HEOHATaJIbHBIX HEONAaronpuATHBIX HCXOJOB y JAeTel
¢ SGA («MaJleHbKUH JIJTS TECTAI[HOHHOT'O BO3PACTa —
TEPMUH, UCIIOJIB3yEeMBbIi JJIsl ONMMCaHUs peOeHKa, pas-
MEp KOTOPOro MEHbIIE OOBIYHOIO AJI KOJINYECTBA
Henesnb 0epeMEHHOCTH), UTO TI03BOJISIET HUBEITUPOBATh
HEJIOCTaTKU M OTPaHUYEHMS MPEHATAIBHOTO yIbTpa-
3BYKOBOTO HCCJIEIOBaHMS. B ccienoBaHnIX yCTaHOB-
JIEHO, YTO 3HAYEHHE |1 .. (3HAYEHHUE KECTKOCTH) OBLIO
3HAUMUTENIBPHO BBINIC, a 3HaueHus f (hpakius mepdy-
3un), DDC (koadpdumuenT pacnpenenerus nuddysnn)
n ADC (kaxxymmiicst ko3pdunuent quddysnun) O

3HAYUTENBHO HIKE y neTelt ¢ SGA ¢ HeOmarompusr-
HBIMH MCXOJIaMH IO CPaBHEHUIO ¢ JIeThbMH 0e3 HeOuia-
TONPUATHBIX HCXOAOB. MHOIOMEpHBIN JIOTHCTHYE-
CKUI PErpecCHOHHbIA aHaJIN3 TI0Ka3aJl, YTO 3HAUECHUS
Wy B T SBISIOTCS TMPOrHOCTUYECKMMHM (DaKTOpamMu
pucka. [lnanenrapras quddys3us u nepdysus Ha oc-
Hose napametpos DWI IVIM u vMRE noreHnuanbHoO
MPEIOCTABIISIOT HOBBIA MHCTPYMEHT JJISI BBISIBJICHHS
HEOJIaronpUsATHBIX UCXOMOB Yy neteit ¢ SGA [37-39].

BblBOAbl

3a21 ron MPT-auarnocTurka miosa cenaina OrpoM-
HbII IpopbIB. [10sBISIOTCS BCE HOBBIE U HOBBIE TEXHU-
KU PEHIEPUHIra, KOTOPble B UTOIE MO3BOJIAT MOTHSTH
CHOCOOHOCTh BHM3yalW3allMM Pa3IMYHBIX aHOMAJIHH
pa3BUTHS U MATOJIOTHH IJI0/1a HAa HOBBIN ypoBeHb. Of1-
HO1 u3 nepcriektuBHbIX WIT Ha ceronus spistercst DWIL
Brenpenue annapatos 3 Tit yimy4Iimnio KOHTPACTHOCTh
U IpocTpaHCcTBEeHHOE pa3pemieHue MPT mnona necmo-
Tpsl HA TO, YTO apTe(akThl ABMKEHUS MOTYT CHU3UTD
KaueCcTBO M300pakeHni, 0COOCHHO Y IJIOIOB B paHHEM
nepuoae OepemMeHHOCTH. Jpyroil MHOTOOOemaromei
UII siBnsieTcs BHyTPUBOKCENBHOE HEKOTEPEHTHOE JIBU-
xerne (IVIM), ogHako HE0OXOAMMO MPEOAONETh He-
KOTOPbIE OTpaHUYEHUsI, YTOOBI aAalTHPOBATh €ro IS
IIMPOKOTO MPUMEHEHUS B PyTUHHOM MPAKTHKE.
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PE3IOME

Terpana ®anmo aBuseTcs OTHUM U3 IECATH HauOoIIee pacIpoCTPAaHEHHBIX BPOXKIEHHBIX TI0-
POKOB Cep/ilia, BhI3BIBAIOIINX 3HAUYUTEILHBIC TTPOOIEMbI C KPOBOOOPAIIIEHUEM H ITPUBOJISIIIUX
K TSDKEJIBIM KIIMHUYECKUM MposiBiicHusiM. OHa XapaKTepU3yeTcs COYCTAHUEM YEThIPEX aHaTO-
MHUYECKHUX JAePEKTOB: 00CTPYKIIUEH BBIHOCSINETO TpakTa mpaBoro xeiynouka (OBTIDK) wiu
creno3oM Jsierogrot aprepun (CJIA), medexTom MexxkerymoukoBoit meperopoaku (JAMXKII),
JIEKCTPATNIO3UIMEN a0PTHI M THUIIEPTPOQHUEH ITPaBOTO JKEITYJ0UKA.

D10 3200JIEBAHNE BHI3BIBAET BAKHBIE COLIMAJIBHBIE U DKOHOMUYECKHE IIOCIIEACTBUS JUISI CUCTE-
MBI 3paBOOXPAHCHHUSI, TAK KaK TPEOYeT CI0KHOTO XUPYPTUIECKOTO BMEIIATEIHCTBA U JJTH-
TETHLHOTO MepHoIa peaduIuTaITIH.

CBOeBpeMEHHAsI TUAarHOCTHKA M KOMIUIEKCHBIN MOAXOJ K JICUCHUIO, KOTOPBIM BKIIOUACT XU-
PYPTUYECKYI0 KOPPEKIMIO U TOCIEONEPANOHHYI0 peabuiIUTaINI0, TO3BOJISET YIyYIIUTh
MIPOTHO3 /IS TAIIMEHTOB, YBEITWYUTh TIPOIOJKUTEIHHOCTD )KU3HH U €€ Ka4eCTBO.

CoBpeMeHHBIE KOMIUIEKCHBIE METOABI KapAHOJIOTHYECKON BU3yaIn3aliuy, TAKAE KaK dXOKap-
nuorpadus, KOMIbIOTEpHAs TOMOTpadusi 1 MarHUTHO-PE30HAHCHAsE TOMOTpadusi, TOMOTafoT
JIMAarHOCTUPOBaTh TeTpaay daio, TOUHO OIEHUTH CTENEeHb MOPOKa, TEMOJANHAMHKY U CILIa-
HUPOBaTh HanOojee 3PPEKTUBHOE JICUCHUE.

KnioueBble ciioBa: KapIuoBu3yann3anus, tydesas quaraoctuka, MPT, Terpaga ®amno, axo-
Kapauorpadus.

s yumuposanus: Bepecosckuii /[.A., unun A.A., Lllanuesa A1l u op. Cospemennvie noo-
X006l K suzyanusayuu mempaovt Panno. Poccutickuti JHCypHan nepcoHaru3upo8aHHou meou-
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348

Toma | nea | 202



RUSSIAN JOURNAL FOR PERSONALIZED MEDICINE . I I

MODERN METHODS OF VISUALIZATION
OF THE TETRALOGY OF FALLOT

Beregovskii D. A., Filin Ya. A., Shapieva A. Sh., Shatokhina M. G.,
Trufanov G. E.

Almazov National Medical Research Centre, Saint Petersburg, Russia

KoHTakTHaa nHpopmauun:

Beregovskii Daniil A.,

Almazov National Medical Research Centre,
Akkuratova str., 2, Saint Petersburg, Russia,
197341.

E-mail: bereg.daniil96@mail.ru

Received 11 June 2024; accepted 10 July
2024.

ABSTRACT

Tetrad of Fallot is one of the ten most common congenital heart defects that cause significant
circulatory problems and lead to severe clinical manifestations. It is characterized by a
combination of four anatomical defects: obstruction of the outflow tract of the right ventricle or
pulmonary artery stenosis, ventricular septal defect, aortic dextraposition and right ventricular
hypertrophy.

This disease causes important social and economic consequences for the health care system, as
it requires complex surgical intervention and a long period of rehabilitation.

Timely diagnosis and an integrated approach to treatment, which includes surgical correction
and postoperative rehabilitation, can improve the prognosis for patients, increase life
expectancy and its quality.

Modern complex methods of cardiological imaging, such as echocardiography, computed
tomography and magnetic resonance imaging, help diagnose tetrad Fallot, accurately assess
the degree of defect, hemodynamics and plan the most effective treatment.

Key words: cardiovisualization, echocardiography, MRI, radiological diagnosis, tetrad of
Fallot.

For citation: Beregovskii DA, Filin YaA, Shapieva ASh, et al. Modern methods of visualization
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Russ.) DOI: 10.18705/2782-3806-2024-4-4-348-354. EDN: QIAZYO
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AKTYAJIbHOCTb

Terpana ®anno (TD) aensiercst onHUM U3 Haubosee
pacpoCTpaHEHHBIX «CHHUX» (LIMAHOTHYECKHX) MOPO-
KOB CEp/lla, Ha €ro JOJI0 MPUXOAWUTCSA 3HAYUTEIBHOE
KOJIMYECTBO CIIy4aeB CPEIN BCEX BPOXKIEHHBIX MOPO-
KOB cepauna. Yactora 3TOM MaToJOrMM, MO JAHHBIM
pasnu4HBIX aBTOpOB, cocTaBimsieT 0,21-0,26 ma 1000
HOBOPOXKJIEHHBIX; AWarHoctupyercs y 8-13 % Bcex
MAIHEHTOB ¢ BPOKACHHBIMY IOpOKaMu cepana u'y 4 %
Cpeau KpUTHUYECKHUX BPOXKAECHHBIX TOPOKOB cepana [1].

be3 xupypruueckoit koppexkuuu T® HOBOPOKIEH-
HbIE MOTYT NMOTHOHYTH OT Pa3IMYHBIX OCIOKHEHUH,
TaKUX KaK TPOMOOIMOOJIUH COCYIOB TOJIOBHOT'O MO3-
ra, cepledHas HEeIO0CTaTOYHOCTb, HH(EKLHNOHHBIHN
9HA0KAPIUT.

Ilokazarenan cMEPTHOCTH OT Pa3lUYHBIX OCIIOKHE-
HUH, BbI3BaHHBIX TD B TeueHue MepBOro rojia KU3Hu
MaInueHTa, cocTaBisaioT 10 25 %, k 3 romaM >KHU3HH
Mokazareiab cMepTHocTH jgocturaer yxe 40 %, x 10
romam — 70 %, a x 40 rogam >KM3HU yBEIUUYUBACTCA
10 95 % [2]. B TO e Bpems MpH YCHEUIHOW XUpYypru-
YECKOM KOPPEKLUHUH OOJBIIMHCTBO MALIUEHTOB MOXKET
MIPOBECTH MOJIHOLIEHHYIO k13Hb. OnHako B 20 % ciy-
yaeB TPeOyIOTCs MOBTOPHBIC ONEpallii U HAOIIOACHUE
y KapJiuoJjora B Te4eHHe Bcel Ku3HU [3].

PanHss AmarHOCTHKa TMO3BOJSET AOCTHYL Oosee
YCIIENITHON KOPPEKIIUU W CKOpeHIIel peadrnTaimm,
Onaroznapsi KOMIIJIEKCHOMY MOAXOAY B IJIAHUPOBAHUH
JIeUeHUsI.

Ha coBpemenHOM 3Tame pa3BUTHUS METHITMTHCKON
HayKd METOIbl KapAUOJIOTMYECKON BHU3yalIH3alun
B PACIO3HAaBaHWH W MOHHUTOpUHTe TeTpansl daiio
MPOAOKAIOT Pa3BUBATBCA U COBEPLIEHCTBOBATHCS
JUISL TOCTUKEHUSI CBOEBPEMEHHOW M TOYHOM JIMarHo-
CTHKH, 9TO, B CBOIO OYepPElb, HEOOXOIMMO JIISI BEIOOpa
ONTHMAJIBHON TAKTHKH JICYEHHS U YIyYIIEHUS IPO-
rHO3a Mcxo/1a 3a00IeBaHMSL.

Ilenbio TaHHOU CTAThU SABISETCSA HAy4YHBIN aHAJIN3
M CHCTeMaTH3alis HMEIOIIErocs MHPOBOTIO OIBITa
MIPUMEHEHUS METOOB KapIHOJIOTHYECKON BU3yaln3a-
LN B AMATHOCTHKE 1 MOHUTOpHHTE TD.

JlyueBbIMM METOAAMM JTMAarHOCTHKU BPOKJIEHHBIX
MIOPOKOB cepAla, K KoToOpbIM oTHOCUTCA T, ABAAOT-
Cs1 CIIEYTOIINE METO/IBI:

axokapauorpadus (OxoKTI');
komIbroTepHas Tomorpadus (KT);
MarHUTHO-pe30oHaHcHas ToMorpadus (MPT).

Jns mnaHMpoOBaHUS XUPYPruyecKol KOpPpeKInu
U B LEJSIX HAONIONCHUS 32 MAllMEHTOM II0CIe XUPYp-
THYECKON KOPPEKUMH Ka)Jblii METOI HMEET CBOU
0COOEHHOCTH, XapaKTEPUCTUKH, BU3yaJN3allMOHHbIC
MoKa3aTenau U orpaHndeHus. Ha maHHbBI MOMEHT 1S
nuarHoctuku T® npumeHsaroTcss B ocHOBHOM OxX0KT,
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KT u MPT; nis ninaHupoBaHusi TAKTUKU XUPYpruye-
CKOW KOppEeKLMH U JJIsI JaJbHEeHIero AMHaM4ecKoro
nabmonenunst — KT u MPT.

JlyueBass nuarHoctuka terpanbl dayo sBISET-
Csl B&XHBIM 3TallOM B YIPABJIEHHH 3THM BPOXKICH-
HBIM TOPOKOM cepaua. Mcrnonb3oBaHue pa3inyHBIX
METOJIOB BH3yaJU3allUM TO3BOJISAET TOYHO OLIEHUTH
aHaTOMHIO W (DYHKIMOHATBHOE COCTOSHUE Cepla,
YTO OCOOEHHO Ba)XHO AJA IJIAHUPOBAHUS JICUCHUS
u nporuo3a. CoBpeMeHHble MeTOAbI, Takue kak MPT
u KT-anruorpadusi, npenocTapisioT BBICOKYIO TOY-
HOCTb | ICTAJTU3UPOBAHHOCTH N300pakeHH i, 4TO 3Ha-
YUTENBHO yIyUIIaeT JUaTHOCTHKY U JICUeHUE MaIlieH-
TOB ¢ TeTpajion dano.

IAXOKAPONOIPADUNA

CBoeBpemenHast auarHoctuka Td mMeeT BakHOE
3HaYCHHE IS TIAHUPOBAHUSI M TIPOBEICHUS aJIeKBaT-
HOTO JICYEeHHU . YIbTPa3ByKOBasi AMArHOCTHKA (9XOKap-
auorpadus) SIBISETCSI OCHOBHBIM METO/IOM BBISIBICHHUSI
9TOW MaTOJIOTUW OJaromapsi CBO€W HEMHBAa3MBHOCTH,
JTOCTYITHOCTH M BBICOKOW HHPOPMATUBHOCTH [4, 5].

CoBpeMeHHbIe IXOKapAHorpaduyecKue armaparhbl
00ecreunBaroT BBICOKOE paspellieHHe U MOJyuYeHHe
JeTallbHBIX H300paKeHUH, 4TO MMO3BOJISET JUATHOCTHU-
pOBaTh CIIOKHBIE BPOXKIEHHBIE TIOPOKH cepala, bomee
TOYHO OIICHUBATh Pa3MepPbl U FTeMOIMHAMUKY [6].

VYapTpa3ByKoBasi JUArHOCTUKA BKJIIOUAE€T HECKOJIb-
KO OCHOBHBIX METOJUK HCCJIEJOBAHMS, KOTOPHIE HC-
MOJIB3YIOTCSl B 3aBUCUMOCTH OT KJIMHUYECKOW CUTya-
MY ¥ BO3pacTa maruenTa [7].

TpancropakansHas sxokapauorpadus (TTD) sB.-
JISETCSI OCHOBHOM MeToaukol mguarHoctuku Td. Ona
TaK)Ke TIO3BOJISIET BHU3YaJM3UPOBATH AHATOMHYECKHE
CTPYKTYpBI CEplia W OIEHUBATh WX (DYHKIIMOHAIFHOE
coctostHie. TTD mpoBoaUTCS yepe3 TPYIHYIO KIIETKY
U J1aeT NOoApOOHbIE N300paskeHus BCEX YEThIPEX KOMIIO-
HeHToB Td. MccaemoBaHus MOKa3bIBAIOT, YTO TOUHOCTh
TTD B muarnoctuke T cocrasiser 90-95 % [4, 5].

Tpanzodareansaas sxokapauorpadus (T33) mpu-
MEHSIETCS B Cllydae HEJOCTATOYHOW WH(POPMATHUBHO-
ctu TTD, ona obecrieunBaeT OoJiee AeTaNLHOE U OoJIee
nH()OPMATHBHOE U300paKeHHEe, 0COOCHHO Y B3POCIIbIX
MAIMEHTOB C HAJUYUEM COITYTCTBYIOUIUX MATOJOTHH.
T35 no3BoJgeT AETaIbHO OLEHUTh AHATOMUIO KOPO-
HApHBIX apTepUl, YTO TAK)Ke HEMAJIOBaXKHO IS TIpe-
JIOTIEPAIIIOHHOTO TIJIaHUpOBaHuUs [6].

Tpexmepnas sxokapauorpadust (3D-DxoKI) —
9TO OJTHA M3 CAMBIX COBPEMEHHBIX METOJUK YIIBTpa3-
BYKOBOT'O HCCIIEZIOBAHHUS, KOTOpasi MO3BOJISIET IOIY-
4aTh 00beMHBIC H300paKEHHSI CepAILa, €€ TIPUMEHEHHUE
yIIydllaeT BHU3YaJM3alHI0 CIOKHBIX aHATOMHUYECKUX
CTPYKTYp W TOMOTAeT B TUIAHUPOBAHUHU XUPYyprude-
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CKOTO BMeIIaTeNnhCcTBa. lcciaemoBanus MOKa3bIBAOT,
yto 3D-Ox0oKI" ynmyumaer TouHocTs oueHku JIMIKII
U JEKCTPAIO3UIINH a0PTHI [7].

[anee Oonee neTaabHO PACCMOTPHM OCOOCHHOCTH
IUAarHOCTHKHU KOMITOHEHTOB TeTpaasl Pajno, a Takxke
Ha 9TO CTOUT 00paIiaTh BHUMaHHE TIPU TOM HIJIH HHOM
KOMIIOHEHTE.

CTeHo3 J1ero4yHoOW apTepwu: U3MEpEeHHE CTere-
HHA CTEHO3a W OIEHKa CKOPOCTH KPOBOTOKa depes
JIETOYHYIO apTEepHio C TOMOIIBIO JIOMILIeporpadu,
OIpe/ieNICHNe T'PaJMeHTa IaBJICHHUS MEXKIY IMPaBbIM
JKEIYJIOUKOM U JIETOYHOW aprepueil. HMccienosanus
[MOKa3bIBAIOT, YTO JOMIIeporpadus mo3BoJISICT TOYHO
OIIEHUTH CTETeHb CTEHO3a M €Tr0 BIWSHUE Ha TeMOJIH-
HaMHKYy [8].

HdedexT MexxKeTy104K0BOI NIEPEropoIKH: BU3Y-
anmzanus JJMOKII B pa3nuvHBIX MPOSKIHUAX, OICHKA
pa3Mepa 1 pacnojoXKeHHs JedeKTa, a TaK)Ke CTENeHI
ITyHTUPOBaHMUS KpoBU. [l0 MaHHBIM WCCIIEIOBaHUIA,
TouHOCTh BbIsiBieHus: JJMIKII ¢ momombio sxokapau-
orpaduu cocrasmisiet 6omee 95 % [9].

JekeTpano3uuus aopThl: ONpEAeIeHHE MOTI0XKe-
HUSI 2OPTHI OTHOCHTEIEHO MEKIKETYA0IKOBOM IIepero-
POIKH, OLIEHKA CTENEeHU cMelleHus aopThl. 3D-DxoKT
MO3BOJISICT TOJYYHUTh 0OJICe TOYHBIC JTaHHBIC, YTOOBI
OTIPENCTUTh CTEIICHD ACKCTPAIO3UIIUN TI0 CPABHEHUIO
¢ ocTtalbHBIMU MeTonamu [10].

I'mneprpodusi mpaBoro kejayaouka: U3MepeHUe
TOJIIIUHBI CTEHOK MPaBOT0 JKEIyI04YKa, OIIeHKa (yHK-
LHMOHAJIBHOTO COCTOSIHUSI M COKPAaTUMOCTHU IPaBOT0
xkerynouka. CoBpeMeHnnbie MeTobI 3D-2x0KI™ mo3Bo-
JISIOT OICHUTH 00BEM U (PYHKIIHIO ITPABOTO JKEIYA0-
Ka C HAUMEHBIIUMU norpemHoctsmu [11].

Takxe HEe CTOUT 3a0bIBaTh O PsJic SBHBIX IPCH-
My1ecTB u HemoctatkoB IxoKI. K ocHOBHEIM mipe-
AMYIIeCTBAM MOXXHO OTHECTH: HEWHBAa3UBHOCTH
1 0e30IMacHOCTh; BBHICOKYIO HH(OPMATUBHOCTH M BO3-
MOKHOCTH TOJIYYeHHSI peajbHOro BpeMeHU u300pa-
JKEHUSI, TOCTYMHOCTh U OTHOCHUTEJIBHO HU3KYIO CTO-
UMOCTh. P miccrenoBareneil yka3plBalOT Ha TO, 9TO
axoKapauorpadusi TO3BOISET CBOCBPEMEHHO BBISB-
a1tk T n mraHupoBaTh HEOOXoAMMOE JiedeHue [12].

HecmoTpst Ha CcOBpeMEHHBIM YpPOBEHb Pa3BUTHUS
TexHuku, Y3J[ ocTaeTcs kpailHe onepaToOpO3aBUCH-
MBIM METOJIOM TUATHOCTUKH. TakKe MpH BHITIOTHECHUH
WCCIIEZIOBAHUS MOXKHO CTOIKHYTHCS C TAKUMU TPYTHO-
CTSIMHU, KaK HaJIMYHE OKUPEHUS WM aHATOMUYECKUE
OCOOCHHOCTH T'PYJIHOM KIJIETKH, — BCE 3TO MOXET T10-
BJIUSATH Ha ero HH(HOPMATUBHOCTH. HekoTophie aBTOPHI
yKa3bIBaroT Ha To, 4T0 DOX0oKI" HemocrarouHo mHbOP-
MaTHUBHA TPH CIOKHBIX aHATOMHUYECKUX OCOOEHHO-
CTSX, U B TAKOM CJy4ae HEOOXOJUMO HCIOIb30BaTh
JOTIOTHUTENBHBIE METOJbl TUAarHOCTUKHU, TaKHE Kak
MPT wmm KT [13-15].

COBpeMeHHI)IC TEXHOJIOTUHN HE CTOAT Ha MECTEC
U TPOJIOIKAIOT COBEPIICHCTBOBATHCS, YTO IO3BOJIS-
€T yJy4llaTh KauyecTBO nuarHoctuku TO. Buenpenue
3D- u 4D-3xokapauorpaduu, a Takke pa3padboTKa HO-
BBIX MPOTrPAMMHBIX aJITOPUTMOB JIJIsl aHaJIu3a U300pa-
JKEHUH CHOCOOCTBYIOT 0OJiee TOUHOMY M OBICTPOMY
BEBISIBJICHUIO BPOXKJCHHBIX TIOPOKOB Cepama. 3apyoexk-
HBIC aBTOPbHI YKa3bIBalOT Ha TO, YTO HCIIOJIb30BAaHHUE
Y BHEJIPEHHE B KJIMHUYECKYIO MPAKTUKY HCKYCCTBEH-
HOI'O HHTCJIJICKTAa U MAallIMHHOI'O O6y‘-ICHI/I$1 MOKET 3Ha-
YUTCJIBbHO MOBBICUTH TOYHOCTH AUATHOCTUKHU U IIPEA-
CKa3yeMOCTh HCXOJIOB JIeUeHU [16].

KOMMbIKOTEPHAA TOMOIPA®UA

Kommnsrorepuas Tomorpadus (KT) crama xirode-
BBIM HHCTPYMEHTOM B JIHaTHOCTHKE BPOXKIEHHBIX
MOPOKOB cep/ia Oaronapsi CBOei BBICOKOW pa3peliia-
IOICH CIIOCOOHOCTH U BO3MOXKHOCTSIM TPEXMEPHOU
pexkoHCTpyKIuH. COBpEMEHHBIE METOJUKU KOMIIBIO-
TepHoil Tomorpaduueckoi anruorpaduu (KTA) mo-
3BOJISFOT MOJPOOHO BH3yaIM3UPOBATH AHATOMIYECKHE
CTPYKTYPBHI CEepAlla U KPYIHBIX COCYIOB, YTO IOMOTa-
eT XUpypram MpH MJIAHUPOBAHUH ONEPATUBHOTO BME-
IaTeNlbCTBA Y MalueHToB ¢ TO.

KT mnpenocraBisier Oojiee IeTalM3UpPOBAHHBIC
M300paKeHHs 10 CPAaBHEHUIO C 3XOKapauorpaduei,
YTO TO3BOJISICT JIY4Ille OICHUTH CIOXKHBIC aHATOMU-
YeCKHE B3aMMOOTHOIICHUS M BO3MOXKHBIC aHOMAJUU
KOpOHapHBIX apTepuid. B oTiimyme OoT MarHUTHO-pe-
3onaHcHOl Tomorpaduu (MPT) KT umeer Gomnee BbI-
COKOE MPOCTPAHCTBEHHOE Pa3peIICHUE U MOKET OBITh
BBITIOJTHEHA OBICTPEE, UTO CHUIKACT HEOOXOIMMOCTh
B 00IIel aHeCcTe3nn y AeTel Miaamiero Bo3pacra. Mc-
nosib3oBanue coppemeHHbIX KT anmapaToB 1o3Bosisiet
MOy YU Th N300pa’KEHUSI BRICOKOTO Pa3pEICHHS C MH-
HUMAaJIbHOW JIy4€BOW HATrpy3KOH.

MHOTOYHUCICHHBIE KITMHUYECKUE CIIydyad U UCCe-
JIOBAHUS IMOJATBEPIKIAIOT BAKHEHIIYIO JUATHOCTHYE-
ckyto ueHHocts KT B onenke u xoppekuuu Td. Tak,
McMahon C. u xomreru (2020) [17] momuepKuBaroT,
yTo ucnonb3oBaHue KTA Mo3BOIUIO TOYHO Ompene-
JUTHh CTENEHb CTEHO3a BBIXOMHOTO TPAKTa IMPABOTO
JKENYZ0UKa, pa3Mepbl nedeKTa MexKeTyIT0uKOBOHI
MIEPETOPOJIKN U XapaKTep aHOMAaJUH KOPOHAPHBIX ap-
TEpUii, YTO UTPACT KIIOUYEBYIO POJb B MpeIomnepalu-
OHHOM TUJIAHUPOBAHUH.

B apyrom uccremoBanuu Johnson T. R. n coaBTo-
pet (2019) [18] ormewaror BaxkHOCTh KT st onieHkH
aHATOMHYECKUX 0COOECHHOCTEH Cep/ia U KPYIHBIX CO-
CyoB y nanueHToB ¢ T, 4To Taxke MO3BOIHUIO0 OoJiee
TOYHO CIUIAHUPOBATH XUPYPTUIECKOE BMEIIATEILCTBO.

Hpyrue aBTopsl, Takue kak Smith A. B. u xonnern
(2018) [19], moka3eiBaroT, uTo KTA mo3Bosser aeTaib-
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HO BU3YaJIM3UPOBATh BCE KOMIOHEHTHI T® U OLICHUTH
COCTOSIHUE JIETOYHBIX apTepuil U BEHO3HOTO BO3BpaTa.
Kang J. W. u coastopsl (2017) [20] npoBousT 00630p
HoBeHmux Texnonoruit KT, Bkirouast 4D-ckanmpoBa-
HHE, KOTOPHIE 3HAYUTEIBHO YIYyUYIIUIN AUATHOCTUKY
u manuposanue sedenns Td. A Miiller M. u xome-
ru (2016) [21] B CpaBHUTEIIBHOM HCCIICIOBAaHUU TIOJ-
yepkuBatot, yTo KT nmpeBocxoautr MPT no ckopoctu
W pa3perraromneil CnocoOHOCTH, UTO JeNaeT ero mpe-
MOYTUTEIBHBIM METOJIOM s OBICTPOM W TOYHOW AHa-
rHocTuku TO.

Kommnbtoteprast Tomorpadusi 3aHUMaeT BaKHOE
MECTO B JIWArHocTuke Tterpanbl Pammo, Gmaromaps
CBOCH BBICOKOW pa3zpemiaromieldl CrrocOOHOCTH W BO3-
MOXKHOCTH TPEXMEPHOM pEeKOHCTpyKIuu. B cBs3u
C Pa3BUTHEM A IUTUBHBIX TEXHOJOTUN U TEXHOIOT U
MPOCTPAHCTBEHHOTO N300paKeHHUsI, TUarHOCTHYECKAsI
nH(popManus, noidydennas omaromaps KT, momoraer
XUpypram OoJjiee TIIATENBHO CIIJIAHUPOBATH JTAIlb
OIIepaTHUBHOI'O BMEIIATEIbCTBA.

Cospemennbie TexHojorun KTA oOecriednBaror
TOYHYIO BH3yaJIM3alMI0 AHATOMUYECKUX CTPYKTYp
cepla U KPyIHBIX cOCyAOB. B cBA3M ¢ 3TUM MHTErpa-
uusa KT B KIMHUYECKYIO TPAKTUKY 3HAYUTEIBHO YIIy4-
IaeT NPOrHO3 U Ka4eCTBO KM3HU MaueHToB ¢ TO.

MATHANTHO-PE3OHAHCHASA
TOMOrPA®NA

MaruuTtHo-pe3oHancHas Tomorpadus (MPT) cra-
HOBHUTCS Bce 0ojee He3aMEHHUMBIM HHCTPYMEHTOM
B HEMHBA3MBHOM JMAarHOCTUKE M MOHUTOPHUHIE Te-
Tpaasl Panno Oxarogapsi CBOUM BBICOKMM paspela-
IOLIMM CIIOCOOHOCTAM M Oe3omacHocTH merona. Ona
Tak)Ke MpefocTaBiiseT uHopMauio o MOphoIoruu
1 (YHKIHOHAIBHOM COCTOSHHM CEpAla, YTO JIeNaeT
ee LEHHbIM METOIOM IHAarHOCTHKU TeTpanbl daio.
MPT obGnagaeT psiioM MPEUMYIIECTB, K KOTOPBIM OT-
HOCATCS: BBICOKOE IPOCTPAHCTBEHHOE pa3pelieHne
(mo3BOJIIET JAETANbHO BHU3YyaJIM3UPOBATh AHATOMHU-
YeCKHE CTPYKTYpbl CEpALA, BBISBIATH Melbdyaiiiue
aHOMAaJIMH); OTCYTCTBHE MOHM3UPYIOIIETO H3JIydEeHUs
(6e3omacHo, B TOM uuclie JUIsl JeTeld W mpu HEoO0Xo-
JUMOCTH TIPOBEIEHUS IOBTOPHBIX HCCIIEA0BAHUN);
(yHKIHMOHANBHAS OIEHKa (BO3MOXKHOCTH M3MEPEHHS
o0bemMa >KemyloYKoB, (paKkIuu BEIOpOCa, IMMOTOKOB
KPOBH H JIPYTUX KJIIOYEBHIX IMapamMeTpoB) [22, 23].

Psin KMMHMYECKUX MCCIEHOBAHUN MOKA3bIBAIOT BbI-
cokyto To4HOCTh MPT B OlieHKEe COCTOSIHUSI MalMeH-
TOB ¢ Terpamoit dammo. Hampumep, padora Therrien
J. m coasropoB (2000) [24] mpomeMOHCTPHPOBaa, 9TO
MPT mno3BoIisieT TOYHO M3MEpPSITh pasMep U (PyHKIUIO
MIPaBOTO JKETyJO0YKa, YTO KPUTHUECKH BayKHO IS OIle-
PaLMOHHOM OpHTajibl B TUIAHUPOBAHMH XUPYPrHYECKOTO
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BMeIarenseTBa. Jlpyroe uccieoBaHue, MPOBEAEHHOE
Geva T. u xomuteramu (2013) [25], mokazano, uto MPT
TIO3BOJISIET BRIABIISITH OCTATOYHBIE 1e(DEeKTH M aHOMATHN
nocne xupyprudeckor koppekiuun TdD, obecneunBas
Ha/JIeXkKalluii MOHUTOPHHI M TIOCIEAyIOIIee JeUeHHeE.
Jackson J. L. u coaBropsi (2009) [26] Takke OTMETHIIH,
yto MPT 3(dexTrBHO BBIABISET HapyIIeHHS KPOBO-
TOKa W OLEHWBaeT (hYHKIIMOHAILHOE COCTOSIHUE Cep/I-
1a y naudeHToB ¢ Td, 4To moMoraer B IJIAHUPOBAHUU
JabHEHIINX Je4eOHBIX MEPOTIPHSTHH.

IlpakTuyeckue acreKThbl B KIMHUYECKON MPaKTUKE
MokasbIBaloT, uTo MPT ncnonb3yeTrcs s mpesorne-
PALlMOHHOW OLIEHKH — OINpPEACIEHNUE CTENEHN CTEHO3a
JICTOYHOTO KJIallaHa, pa3Mepa 1 PacioiIokeHus aedek-
Ta MEXOKETyJI0YKOBOH MEPeropojiki, a TakkKe COCTO-
SHHUS a0PTHI; MOCTONEPAITHOHHOTO MOHUTOPHWHTA —
OLICHKA COCTOSIHUS MIOCIIE XUPYPrUUE€CKONH KOPPEKIUH,
BKJIFOYasi BO3SMOXKHBIC OCJIOKHEHUS ¥ 3PHEKTHBHOCTh
JICYCHHUST; AOJITOCPOYHOTO HAOIIONEHHUS — KOHTPOJIb
COCTOSIHHSI Cep/IeYHON (PYHKIIMM W BBISIBJICHUE TO3[-
HUX OCJIO)KHEHUH, TAKUX KaK IIPaBOXKEITYIOUKOBAS HE-
JIOCTATOYHOCTb UJIM aPUTMUH.

B HEKOTOpBIX KIMHUYECKUX HCCICIOBAHUIX
U TIPAKTHUKE 9acTO MPUBOAATCSA MPUMEPHI YCIICIIHOTO
npumeHeHust MPT 11t IMarHOCTUKY U MOHUTOPUHTA
T®. Hanpumep, Buechel E. R. n xomreru (2005) [27]
onucaly ciyyail nmanueHra ¢ terpagor danmo, y Ko-
toporo MPT mno3Bonuna BbIIBUTH CKPBITHIE aHOMa-
JIUH, HEe OOHapY KEHHBIE TIPU APYTHX METOAAX IMArHO-
CTHUKH, YTO CYLIECTBEHHO MOBJIUSIIO HA TIIIAHUPOBAHUE
OIepaTHUBHOIO BMEMIATeIbCTBA. AHAJOrMYHO, Valente
A. M. ¢ coaBTopamu (2014) [28] nokazanu, uro MPT
ABJISIETCSI HE3aMEHUMBIM MHCTPYMEHTOM ISl OLEHKH
COCTOSIHHUS TTALIUEHTOB TTOCIIE XUPYPrUYeCKON KOPPEK-
uuu TO, momoras BbISABISATh U KOPPEKTUPOBATH OCTa-
TOYHBIE EPEKTHI.

C pasBuTueM TexHONOTHH, Takux kak 4D-MPT
W yJIy4IIeHHble KOHTPACTHBIE areHThbl, BO3SMOKHOCTH
MarHUTHO-PE30HAHCHOW ToMorpaduu B AMArHOCTH-
ke T® 3maumtTenpHO pacmupsitorcs. Pushparajah K.
u koyuteru (2015) [29] oTMeTHIN, YTO UCTIOIB30BaHUC
4D-MPT no3BonseT noiaydars 6ojiee 1eTaJu3upoBaH-
HBIC JAHHBIE O JINHAMUKE KPOBOTOKA M ()Y HKITHOHHPO-
BaHUU CepAUa y ManueHToB ¢ TeTpanoi damio, 4to
MOMOTaeT B pa3paboTke Oosiee TOUHBIX ¥ MHANBUIYa-
JTU3UPOBAHHBIX MJIAHOB JICUCHUS.

SAKJTIOHEHUE

[InanupoBanne XUPYPruvyeckoro BMeEIIATEIhCTBA
npu Terpage damio TpedyeT KOMIUIEKCHOTO MOX0/1a
C UCIIOJIB30BAHMEM BCCX ANOCTYHNHBIX MCTOHAOB BU3Y-
anm3anuu. DXokapauorpadus MUCIOIB3yeTCcs Ha Ha-
YaJNbHBIX 3Tanax JMArHOCTUKH ISl OOIIeH OIeHKH
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coctosiHus cepaua. KT u MPT npumensitorcss ans
JIETATBHOTO U3YUYCHHS aHATOMUYECKUX 0COOCHHOCTEMH
U OIICHKU orepabenpHoCTH nanuenTa. KomnbroTepHas
tomorpadusi 0COOEHHO IMOJIe3HA ISl OLCHKU aHaTO-
MUHU KOPOHAPHBIX apTEPUN U KPYTTHBIX COCYJIOB, a TaK-
K€ JUIA BBIABJICHHS BO3MOJKHBIX JIOTOJHHUTEIBHBIX
anoMasinii. MPT B cBOIO ouepeb MO3BOJISIET AETAJIBHO
OLICHUTBH (PYHKIIHIO IIPABOI0 JKEIYI0YKA U CTCIICHb TH-
nepTpoduH, 9TO BaXKHO JJISI ONPEACIICHUS CTPAaTeTHH
XUPYPrudecKoro BMeIaTeIbCTRa.

MynbsTuMoaanbHas JUACHOCTUKA, BKJIIOUYAOILAS
V3/1, KT u MPT, urpaer kito4eByto poJjib B IJIaHH-
POBaHHM XHPYPrHUCCKOTO BMEIIATEIHCTBA M IOCIIC-
OTIEPAIIIOHHOTO HAOJIONCHUS TAIIMEHTOB C TETPaaokH
@®anno. Kaxnapli MeToA MMEET CBOM YHHUKAJbHbBIE
MPEUMYIIECTBA U HEOCTATKH, U UX KOMOWHHUPOBaH-
HO€ HUCIIOJIb30BaHUE MM03BOJISICT 00ECIICUNTh HanboJIee
TIOJTHYIO W TOYHYIO OIEHKY COCTOSIHHS TAIMEeHTa, 9TO
B KOHEYHOM CUETE CITOCOOCTBYET YITYUIICHHIO PE3YITh-
TATOB JICUCHHUS.
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PE3IOME

CoBpeMeHHbIE METO/IbI JIy4eBOW BH3yalU3allMid UIPAIOT BAXKHYIO POJb B TMArHOCTUKE U Jie-
YEHUH TATOJIOTHI BUCOUHO-HIDKHEUeTtocTHOTO cyctaBa (BHUC). Ota cTarhs paccMaTpuBacT
OCHOBHBIE METO/IBI BU3YaJIH3AIMH, BKIOYask PEHTTCHOTPAQHIO, KOMITBIOTEPHYIO TOMOTpa(HIo
(KT), marautHO-pe3onancHyo Tomorpaduto (MPT), ynsrpasBykoBoe uccnenosanue (Y3M)
Y KOHYCHO-JIY4€BYI0 KOMIbIOTepHY0 Tomorpaduro (KJIKT).

Pentrenorpadusi, Britodas maHOpaMHbIE W TPaHCKPaHMWAJIbHbIE CHUMKH, OCTa€TCS OCHOB-
HBIM METOJIOM TIEpBUYHOHN OIEHKH KOCTHBIX cTpykTyp BHUC, 6maromaps cBoeit mocTynmHOCTH
Y HU3KOH CTOMMOCTH.

KomnbrorepHas Tomorpadusi ¢ mocieny el peKOHCTPYKIHEH MPeIoCTaBIsIeT IeTalu3upO-
BaHHBIE TPEXMEpPHbIE N300pakeHNsI KOCTEH, YTO 0COOSHHO TOJIE3HO MPH TUTAHUPOBAHUH XH-
PYPTUYECKUX BMEIIATENIbCTB, HO XapaKTePU3YETCs BBICOKOH /10301 00IydeHusI.

MarauTHoO-pe30HaHCHasT TOMOrpadusi CYUTACTCS 30JIOTBIM CTAHIAPTOM JUIS BU3yaIM3allUuu
Msrknx Tkaneit BHUC, Takux kak CycTaBHOU JUCK U CBS3KH, 0€3 UCIIOIB30BAHUS HOHU3HPY-
FOLLIETO U3TyYCHUS.
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VrbTpa3BykoBoe HcCIe0BaHKUe, OyAy4d TOCTYIMHBIM U HEMHBA3UBHBIM METOJIOM, MTO3BOJISICT
OLICHUBATh MATKUE TKAHH B PEaIbHOM BPEMEHH, HO €r0 THArHOCTHYECKAs [ICHHOCTh 3aBUCHUT
OT OTIBITa OTIepaTopa.

KonycHo-nmyueBas xommprorepHast Tomorpadus (KJIKT) ob6vemmaser mpemmymiectBa KT
U peHTreHorpaduu, odecrednBas BEICOKOE pa3pelieHue n300paxxeHnil ¢ HU3KOH 10301 00Iy-
YeHUS, YTO JeJlaeT e UACaIbHOM /Uil OUEHKH KOCTHBIX CTPYKTYP.

CoBpeMeHHBIEC NCCIIeTOBAHMUS TAKXKe HATIPABIICHBI HA HHTETPAIMIO THOPUTHBIX METOIOB BU3Y-
amm3auuu, Takux Kak [I9T-KT u II9T-MPT, u ucnonb30BaHue UCKYCCTBEHHOTO MHTEIIEKTA
JUTSL aBTOMATUYECKON MHTEPIIPETAIIH U300paKeHUH.

[IpaBwiIbHBIM BEIOOP METOa BU3YATH3AIMH 3aBHCUT OT KOHKPETHON KIMHIUYECKOW CUTYaIHH
u nened uccnenoBanus. COBpEMEHHbBIE TEXHOJIOTHU JIy4€BOM BU3yalW3alH 3HAYUTEIBHO
YAY4IIAI0T TOYHOCTh JUArHOCTHKH U 3G deKTUBHOCTD JieueHus naronoruit BHUC, obecneun-
Basi Oojiee Ka4eCTBEHHYIO MEJUIIMHCKYIO TIOMOIIIb HalueHTaM.

KuaroueBnie cioBa: quarsoctnka BHUC, 3abomeBanns BHUC, koMmbroTepHas ToMmorpadus,
MPT, pentrenosnorus.

Jna yumuposanus: Quaun A.A., Baxmun M.A., bepecoscxuii /].A. u op. Cospemennvie me-
MOObL IYUeBOll GU3YATUZAYUU NATNOIOSUY BUCOUHO-HUICHEUeTIOCMHO020 cycmasa. Poccutickuil
JHCYPHAN NEPCOHANUBUPOBAHHOU MeouyuHbl. 2024;4(4):355-360. DOI: 10.18705/2782-3806-
2024-4-4-355-360. EDN: SBUUBE
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ABSTRACT

Modern methods of radiation imaging play an important role in the diagnosis and treatment
of temporomandibular joint (TMJ) pathologies. This article examines the main imaging tech-
niques, including radiography, computed tomography (CT), magnetic resonance imaging
(MRI), ultrasound (ultrasound) and cone beam computed tomography (CBCT). Radiography,
including panoramic and transcranial images, remains the main method of primary assessment
of TMJ bone structures, due to its accessibility and low cost. Computed tomography with
subsequent reconstruction provides detailed three-dimensional images of bones, which is es-
pecially useful when planning surgical interventions, but have a high radiation dose. Magnetic
resonance imaging is considered the “gold standard” for imaging TMJ soft tissues, such as
the articular disc and ligaments, without the use of ionizing radiation. Ultrasound, being an
affordable and non-invasive method, allows you to evaluate soft tissues in real time, but its
diagnostic value depends on the experience of the operator. Cone beam computed tomography
(CBCT) Combines the advantages of CT and radiography, providing high-resolution images
with low radiation dose, making it ideal for evaluating bone structures. Current research is
also aimed at integrating hybrid imaging techniques such as PET-CT and PET-MRI, and using
artificial intelligence to automatically interpret images. The correct choice of imaging method
depends on the specific clinical situation and the objectives of the study. Modern radiation
imaging technologies significantly improve the accuracy of diagnosis and the effectiveness of
treatment of TMJ pathologies, providing better medical care to patients.

Key words: computed tomography, diagnosis of TMJ, MRI, radiology, TMJ diseases.

For citation: Filin YaA, Bakhtin MA, Beregovskii DA, et al. Modern methods of radiation
imaging of the pathology of the temporomandibular joint. Russian Journal for Personal-
ized Medicine. 2024;4(4):355-360. (In Russ.) DOI: 10.18705/2782-3806-2024-4-4-355-360.
EDN: SBUUBE
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AKTYAJIbHOCTb

Bucouno-amxkueuentoctHoit cyctaB (BHUC) urpaer
KITIOYEBYIO POJIb B IBM)KEHHSAX HIKHEH YETIOCTH, BKITIO-
qasi )keBaHwue, oTanue U pedb. [laromorrm BHUC MoryT
BBI3bIBAaTh 3HAYUTENIbHbIE OOJIM, OrpaHHYCHHUE IOABHK-
HOCTH U Apyrue (pyHKIMOHAIBLHbIE HAPYILIEHUS, KOTOPbIE
CYIIICCTBEHHO CHIDKAIOT KaUYeCTBO KU3HU MaIeHToB [ 1].
B cBsI31 ¢ 9THIM TOYHAs AMATHOCTHKA M aJIEKBATHOE Jieue-
Hue 3aboneBanniit BHUC mMeroT mepBocTeneHHoe 3Ha-
yeHue. COBpeMEHHbIE METO/bI JIy4eBOM BH3yalIH3alllH
MIPEAOCTABIIAIOT BaXKHbIE JMarHOCTUYECKUE JJaHHBIE, He-
0OXOMIMBIE JUTS OTIpe/IeNIeHNs] TAKTUKHY JISYEHHUSI 1 MOHH-
TOPHHTA COCTOSIHUS TanueHTa [2].

B nanHOI 0030pHOI cTaThe pacCMaTPUBAKOTCS OC-
HOBHBbIe MeToabl Buiyanuszaunun BHUC, ux npeumy-
LIeCTBa, HEAOCTATKH 1 KJIIMHUYECKOE TPUMEHEHHE.

PEHTFEHOIPA®UA

PentreHorpagusi ocraeTcsi OGHMM M3 OCHOBHBIX
MetonoB Bu3yanusaruun BHUC. DToT MeTon nucmosb-
3yeTcs JUIsl NEPBUYHOM OLEHKU KOCTHBIX CTPYKTYD,
BBISIBJICHUSI apTPUTUUYECKUX WU3MEHEHUH, MEpPesIOMOB
n apyrux naronoruil. OCHOBHBIE BUIBI PEHTIEHO-
rpaduu BKJIIOYAIOT MAaHOPAMHYIO PEHTICHOTpadHio
Y TPaHCKPAaHHUAJIbHBIE CHUMKH [3].

[lanopamuas peHTreHorpadus IMO3BOISIET IOIY-
YUTH 0030pHOE M300paKEHUE BCEH YSITFOCTH, BKITFOUAs
3yob1 1 BHUC. D10 mosne3Ho 1isi BBISBICHUS KPYII-
HBIX IATOJOTHH M OLEHKH oOmiei anaromuu [5]. On-
HaKO JAHHBIA METOJ MMEET OIPAaHUUYECHHBIE BO3MOXK-
HOCTH B OLICHKE JIeTalled U MATKOTKaHHBIX CTPYKTYP.
TpaHckpaHuadbHBIE CHUMKH O0ECIEeYnBaIOT JIydllee
n300pakeHre CyCTaBHBIX TOJIOBOK M CYCTaBHBIX SIMOK,
HO TaK)X€ HMEIOT OTPAaHWYEHHOE pa3pelieHue, 4To
CHUIKAaeT UX JUArHOCTUYECKYIO LEHHOCTh B cllyyae
CJIO)KHBIX MAaTOJIOTHH [6].

KOMMbIOTEPHAA TOMOIPA®UA

KommprorepHas Tomorpadus IpenocTaBIIsieT 0ojiee
JCTaIM3UPOBAHHOE M300paKEHUE KOCTHBIX CTPYKTYP
BHUC no cpaBHeHHIO C TPaIUIIMOHHON PEHTIEeHOrpa-
¢ueit [7]. C nomornrsio KT MOXHO MOJIyYUTh BBICOKO-
KauyeCTBEHHBIC H300paXeHUS B TpEXMEPHOM (hopmare,
YTO TO3BOJISIET TOYHO OIICHUTH COCTOSTHUE KOCTEH, MX
(bopMy, CTPYKTYpY U HAJIMYUE NATOJIOTHYECKUX U3ME-
Henuit. KT yMeHbI1aeT BpeMs UCCIIeIOBaHUS U yITyd-
IaeT Ka4ecTBO M300pakeHUi Omaromapsi 6oiee TOH-
KUM Cpe3aM U TPEXMEPHOU PEKOHCTPYKLHUH [8].

KT sBnsercs He3aMEHMMBIM METOIOM IpPU ILIa-
HUPOBAHUHU XUPYPrHUYECKUX BMEIIATENBCTB U OLIEHKE
CJIOKHBIX TIEPEJIOMOB, OMYXOJIeH U IPYyTruX 00bEeMHBIX
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oOpa3zoBanuii. OJHAKO ATOT METOA UMEET OTHOCHTEIb-
HO BBICOKYIO J103Yy OOJIYYECHHUS, YTO OIPAHUYUBAET €T
IIPUMEHEHUE Y ONPEAEICHHBIX KaTerOpUil IalleHTOB,
TaKMX Kak JeTH M OepeMeHHble >KeHIIMHBL. Kpome
toro, KT mMeHee nHpOpMaTUBEH 151 OLEHKH MSTKUX
TKaHel cycTaBa, YTO CHUKAET €ro JUarHOCTUYECKYIO
HEHHOCTDh MPH HEKOTOPBIX MAaTOJIOTHsIX [9].

MArHUTHO-PE3OHAHCHAA
TOMOrPA®NA

MarauTHoO-pe30HaHCHAsA ToMmorpadus sBiIseTcs
30JI0TBIM CTAHIAPTOM ISl OLIEHKM MSATKMX TKaHEeH
BHYC. MPT no3zBonsieT BU3yaau3npoBaTh CyCTaBHOU
JIUCK, CYCTaBHYIO KariCyJqly, CBSI3KM W MBILIIBI, YTO
JIeJIaeT 3TOT METOJ He3aMEHUMBIM IpPU TUArHOCTHKE
nuchyaknmun BHUC [10]. MPT ocobeHHO mone3Ha Iis
BBISIBJICHUSI TAKUX HAaTOJIOTMYECKUX COCTOSHUMU, Kak
JIUCK AMCIIOKAINH, BOCHIAJIUTEIbHBIE U3MEHEHHUS U Jie-
reHepaTuBHbIe rporeccsl [11].

OcHoBHBIe TpeuMyecTBa MPT BKITIOUatOT OTCYT-
CTBUE MOHM3MPYIOLIETO U3JIYUYEHHUsI U BBICOKOE pa3pe-
LIEHUE MATKOTKAHHBIX CTPYKTYP. DTO 0COOEHHO BaX-
HO JJIsl OLEHKHM BOCHAJHMTENBHBIX MPOLECCOB, TaKUX
KaK apTpHT, U CTPYKTYPHBIX U3MEHEHUH TUCKa, TAKUX
Kak ero repdoparus nin cmemierue [12].

N. H. Matoc-Tapanen u coaBtopsl [13] oT™Meyaror,
yto MPT Taxse no3BosiseT IpOBOAUTH THHAMHYECKHE
HCCIICIOBaHUS, OllCHWBasg (YHKIHMIO CycTaBa B pas-
JIWYHBIX TOJOKEHUSIX U TPU ABMKEHUH. OCHOBHBIMHU
HEIOCTaTKaMU SBJISIOTCS BBICOKAs CTOMMOCTbB, Orpa-
HUYCHHAsl TOCTYNMHOCTh U HEBO3MOXXKHOCTH IpOBEIC-
HHUSI MCCNIEIOBaHUs y MAlMEHTOB ¢ METAJNINYECKUMHU
HMMILIaHTaMHU WU KiaaycTpodooueii [14].

YNbTPA3BYKOBOE NCCJIEAOBAHUE

Bianchi S. u xomnern [4] ormewaror, uto Y3U
BHUC sBnsercs 1OCTYNHBIM U HEMHBA3UBHBIM METO-
JIOM, KOTOPbIIl MOXKET ObITh UCIIOJIB30BAH 715 IEPBUY-
HOH OLEHKU CcOCTOsIHMS cycTaBa. ¥ 3U mo3BosisieT BU-
3yaJu3UpOBaTh MATKHE TKaHU, TaKWe KaK CYyCTaBHOM
JIUCK, CBA3KM M MBIIIIBI, a TaK)K€ OLEHUTHh HaJIH4He
BocnaseHus uiu BeimoTa. [Ipenmymectsamu Y3U siB-
JISIOTCSL OTCYTCTBUE 00y4EHHUS U BO3MOKHOCTb IMHA-
MHUYECKOW OLIEHKH CyCcTaBa B peajlbHOM BpeMeHH [15].

VY31 MO)KeT UCHONb30BaThCs IS OLIEHKU CYCTaB-
HOTO JTMCKa MPHU ABUKESHUH, BBISIBICHUS KUIKOCTHBIX
CKOIJIEHUH W BOCTIAJINTENIBHBIX N3MEHEHUH B OKpYIKa-
IOIUX MATKUX TKaHgX. Kpome Toro, Y3U moxeT ObITh
MOJIE3HO NPU MHTEPBEHIIMOHHBIX MpPOLEnypax, TaKHX
KaK HHBEKIMHU B cycTaB. OJJHAKO KauecTBO H300paxke-
Huil Y3 3aBUCHT OT OIBITA ONIEpaTopa M OrpaHUICHO
no cpaBaenuto ¢ MPT [16]. Kpome toro, Y3U He mo-
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KeT 00eCHeynTh NEeTaJbHYI0 BU3YaJTH3alHIO TIy00-
KHX KOCTHBIX CTPYKTYp U IUCKa B TEX CIy4YasiX, KOraa
OH PAacIoJIOKEH ITyOOKO UITH NePEKPBIBAETCS KOCTHBI-
MH CTpyKTypamu [17].

KOHYCHO-JTYMEBAA KOMIMNbIOTEPHAA
TOMOrPA®NA

KonycHo-myueBas KommbploTepHasi ToMorpadus
SIBJISIETCSI OTHOCUTEIBFHO HOBBIM METOJOM BH3yaJln3a-
LMK, KOTOPBIH coueTaeT npeumyinectsa KT u tpagu-
unonHo# pentrenorpaduu [18]. KJIKT obecnieunBaet
BBICOKOE pa3zpelieHne M300pakeHni ¢ HU3KOW /10301
oOJIy4eHHUs, YTO [eJIaeT €€ HACAJIbHOM I OLIEHKH
kocTHBIX cTpykryp BHUYC. DToT MeTom ocoOeHHO
10JIE3€H NPH MJIAHUPOBAHUM XUPYPrUUECKUX BMeEIIa-
TENLCTB M OIICHKE KOCTHBIX aHoMalwui [19].

KJIKT mo3Bonsier moiydaTh TPEXMEpHbIE H300pa-
JKEHUSI C BBICOKOTOYHOM BH3yalM3alUeld Mesbyailimx
JieTajieil KOCTHOW CTPYKTYpbl, YTO BayKHO VIl JUAarHo-
CTUKH MHUKPOIIEPEIOMOB, aHKUJIO30B U JIPYTMX MEJKHX
mmeHenuit. KJIKT umeer Gonee HU3KYyIO 103y 00Iyde-
HUA IO cpaBHeHUto ¢ TpaauiuonHoit KT, uto nenaer ee
Ooee OezoracHoi i manueHToB [20]. OmHako KJIKT
OrpaHNY€Ha B OLIEHKE MATKOTKAHHBIX CTPYKTYp U HE MO-
xeT 3aMeHnTh MPT nipu narHocTuKe TUCQYHKIUH CY-
CTaBa, CBA3aHHOW C M3MEHEHMSIMH B MSTKHX TKaHsAX [21].

COBPEMEHHbIE TEHAEHUNN
M NEPCMNEKTUBDbI

CoBpeMeHHbIe UCCIIEIOBAaHNS B OOJIACTH JTy4YEeBOMH
BH3yaJIN3allMy HANPABICHBl HA YIy4YIIEHUE KaueCTBa
n300pakeHNH, CHUKEHNE J03bl OOJIyYEeHUs M paspa-
0OTKY HOBBIX METOJIOB BU3yayn3auu [22]. OnHuM u3
MEPCTIEKTUBHBIX HAMPABICHUHN SBIISIETCS UCIIOJIH30BA-
HUe TMOpPUIHBIX METOIOB BHU3yalH3allMH, TAKUX KaK
[2T-KT u II9T-MPT, koTOpBIEC NO3BOJISIIOT OAHOBPE-
MEHHO OIICHUBATh METa0OIMYECKUE U aHATOMHUECKHUE
M3MEHEHHUs B CyCTaBax. DTH METOJbl KOMOMHHUPYIOT
MPEUMYIIECTBA PA3TUIHBIX TEXHOJOTHH, YTO MO3BO-
JISET MOIYYUTh OoJiee MONHYI0 U TOUYHYIO0 MH(OpMa-
uuto o coctossnuu BHUC [23].

Taxke aKkTUBHO DPa3BUBAETCSI TEXHOJOTHS HCKYC-
cTBeHHOro nHTEUIekTa (M) n mammuaHOrO 00y4YeHus,
KOTOpasi MOXKET OBITh MCIIOJIb30BaHa JIsi aBTOMaruye-
CKOl MHTEepIIpeTaluyu H300pa’keHUi, BBIABICHUS Ma-
TOJIOTMM U IPOTHO3UPOBAHUS UCXONOB jneueHus. MU
MOKET 3HaYUTEIHHO YCKOPUTH MPOLECC AMArHOCTUKU
Y TIOBBICUTH TOYHOCTH MHTEPIPETAINH NAaHHBIX, YTO
0COOEHHO Ba)KHO B YCJIOBUSIX OIPAaHMYECHHBIX PECYPCOB
1 PacTyILIEH Harpy3KH Ha CHCTEMY 3[PaBOOXPAHEHMUSL.
Cospemennsie anroputmbl UM criocoOHBI aHATU3UPO-
BaTh OoIbIINE 0OBEMBI JAHHBIX U BBISBISITH CKPBITHIC

MaTTepHbI, YTO MO3BOJSAET YIYyYIIUTh Kaue€CTBO AHa-
THOCTUKH M ONTHMM3UPOBATh TIPOIIECCHI JieueHus [24].

3AKJTIOHEHUE

CoBpeMeHHBIE METOABI JYUEBOH BHU3YyaJIH3aANU
UTPAIOT KJIIOYEBYIO POJb B JUATHOCTHKE W JICUCHUU
MaTOJIOTMI1 BUCOYHO-HUKHEUYEIFOCTHOrO CycTaBa. Bol-
0Op MeToma 3aBHUCHT OT KOHKPETHOH KIWHUYECKOU
CUTyallMu W Lielield uccienoBanus. PeHTreHorpadus
u KT oOecrieunBaroT OTIUYHYO BU3YyaTU3ALIUIO KOCT-
HBIX CTPYKTYp, B To BpeMs kak MPT u Y3U mnpen-
HOYTHUTENLHBl JIg oleHKU MArkux Ttkanen. KJIKT
MPENCTABIIAET COOOM NMEPCIIEKTUBHBIA METO, 00 BE/IH-
HSIIOIIUN TTPEUMYIIECTBAa PA3IUYHBIX TEXHUK BU3Ya-
nu3arnuu. [IpaBuiabHOE UCTIONB30BAaHUE ITUX METOOB
MTO3BOJISICT 00ECIICYNTh TOYHYIO JUATHOCTHUKY U -
¢dexTuBHOE NeueHne 3aboneBanuit BHUC.
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Cnucok coxkpamenunii: APBT — anTtuperpoBu-
pycuast tepanusi, BUY — Bupyc mmmyHnozeduuura
yenoseka, JJHK — ne3okcupruOoHyKIIEnHOBAsT KUCIIO-
ta, DA — ummyHOpepMeHTHBIH aHann3, XUAM —
XEMIJTIOMUHECIIEHTHBI UMMYHOAHAJIN3 HA MUKpOYa-
CTHUILAX, KJI/MKJ— KJIETOK B MUKPOJIUTPE, I/JT— rpaMM
Ha JIUTP, MJI — MHJUTUIHTP, MMOJIB/TT — MHJLTUMOJb
Ha qutp, [II1P-PB — nonumepasHas nenHas peakuus
B peanpHOM BpeMeHH, PHK — pubonykienHoBas KHic-
nota, CM)X — crimaHOMO3r0Bas XUAKOCTH, MPT —
MarHUTHO-pe30HaHCcHas Tomorpadus, [ IMBU — nu-
TOMETaJIOBUPYCHAsI MHPEKIHSI.

BBEOAEHUE

KpunrokokkoBble MEHHHTOSHIE(ATUTBI, HECMO-
Tpsl Ha pa3pa0OTaHHBIC MPOTHBOTPHOKOBBIC Iperapa-
TBI, OCTAIOTCA 3a00JIEBAHMSMHU C BBICOKMM YPOBHEM
cmepraoctr [1-3]. Ha ¢doHe CHWKEHHS BO MHOTHX
peruoHax Mupa ymcia ciydaeB OakTepHalbHBIX Me-
HUHTUTOB (HampuMep, BBI3BaHHBIX Streptococcus
pneumoniae u Haemophilus influenzae), xpunrokok-
KOBbI€ MEHUHTUTBI, 0COOEHHO Y NMMYHOKOMIIPOMETHU-
POBaHHBIX B3POCIIBIX NMALMEHTOB, CTAHOBATCS OJHUMH
u3 Haubonee pacrnpoCTPaHEHHBIX MPUYMH MEHUHTHU-
ToB. KpHUNTOKOKKOBbIE MEHUHTHUTBHI PErHCTPHUPYIOTCS
HE TOJIBKO Y MAlIeHTOB ¢ BUPYCOM MMMYHOAe(HIIUTA
yenoBeka (BUY), HO 1 y OOJIBHBIX XPOHHYECKUMH 3a-
0OJIeBaHUSIMU JIETKUX, TyOEpKyJIe30M, pakom, nuade-
TOM, @ TAK)K€ Y JIUL C COXPAHHO! IMMYHHOM CUCTEMOI.
VY GonbHbIX ¢ BUU-nHbekmei 105151 KpUITOKOKKOBBIX
MEHHMHIMTOB CPEAM BCEX CIy4aeB MEHHMHIHMTA MOMKET
nocrurats 68 % [1, 3, 4]. Ha ¢one ycnemnoro npume-
HEHUS aHTUPETPOBUPYCHOW U HIMMYHOMOAYJIUPYIOIIEH
Tepanuy, NpU CHUKEHHM OOLIETO YHcia JIETAIbHBIX
MCXOJIOB OT 3TOTO0 3a60meBanus, B CIIA yBennmunBaeT-
cst X o y 0onpHBIX 60e3 BUY-undexun [4, 5].

Cryptococcus neoformans u Cryptococcus gattii —
BHUJIbI KPHUITOKOKKOB, BBI3BIBAIOIINX MEHHHIORHIIE-
¢danutel. C. neoformans BbI3bIBACT MEHUHTUTHI, Yallle
Bcero y OompHBIX ¢ BUY-urdekmuert, ¢ retambHO-
cThIO0, mocturarmmeit 41-61 %. C. gattii MOTYT BBI3BI-
BaTh MEHUHTUTHI HE TOJIBbKO y i1l ¢ BUY-undexunei,
HO Uy OOJBHBIX C COXpaHHOH MMMYHHOW CHCTEMOM.
JleTanbHOCTH OT MEHWHTHUTOB, BbI3BaHHBIX C. gattii,
cocrasisieT 10-25 % [3]. B knaccudukanum narorex-
HbIX MukpomuneroB BO3 2022 roga C. neoformans
OTHECEH K IpyNle MUKPOMHIETOB, UMEIOIUX HaH-
BBICITYIO OMACHOCTB (TpyTIa KPUTHUYECKUX TPHOPUTE-
ToB), C. gattii — K rpymme ¢ yMEpeHHOU OMMacHOCTHIO
(rpyrmima yMepeHHBIX TPHOPUTETOB) [3].

B crarbe mpeacTaBieH ONBIT J1A0OPATOPHOM
JUAarHOCTUKHM  ciydyas OJHUe(an uTa, BBI3BAHHOTO
C. neoformans, y 6onpn0# ¢ BUY-nHpexnnei.

MATEPWAJ1bl N METObI

B 2024 romy B cramuonapuoe otaeineHue CIIO
I'bY3 «Knunnueckas mHPEKIHOHHAS OONBHUIIA HM.
C. II. borkuHay» mocTynuia *eHuuHa 42 et ¢ nep-
BUYHBIM JIUATHO30M: CEPO3HBI MEHUHTO3HIIe(AIUT
HEYTOYHEHHOU HTHOJOrMH. B aHaMHe3e BUPYCHBIN
rematut B (2004 1.). Bpems ¢ MOMEHTa TOSIBICHUS
MEPBBIX CHUMIITOMOB (TOJIOBHAs OO0JIb, TOBBIIIICHHE
Temrieparypsl Tena 1o 38 °C) 10 NOCTYIJICHHS B CTa-
[MOHAp COCTABWJIO OKOJIO ABYX Hesenb. llpu mocty-
IJICHUH TIAIMEHTKa )KaJIoBajach Ha TOJOBHYIO OOIb,
cmabocth, pBoTy. Ilpn ocMoTpe ObLIH BEISBIIEHBI Me-
HUHTEaJbHBIC CUMIITOMBI (PUTHIHOCTH 3aTHIIOYHBIX
MbI, cumnrom Kepuura). B 3eBe — TBOpoXuUCTBIE
HajeTsl. B amamuese y mammentkn BUY-nndexmms
¢ 2017 roma, B cTagud TPOTpPECCHpOBaHUS (CTamms
4B). APBT nHe npoxoamia.

BonpHas mpomma KOMIUIEKCHOE J1a00paToOpHOE
oOcienoBanue (C MpUMEHEHHEM OMOXUMHUYECKUX, T'e-
MaTOJIOTUYECKUX, MMMYHOXUMHUYECKUX, MHUKpPOOHO-
JIOTUYECKUX METOJIOB, BKIFOYAsT MOJICKYJISIPHO-OMOIIO-
THUYECKHUE U MUKoJIoTndeckue) [7-9].

Knunudeckuii aHaau3 KpOBU BBITIOTHSJICSA Ha aHa-
nuzarope Sysmex XN-1000 (Sysmex, Snonus), Ouo-
XUMHYECKHE HCCIeIoBaHM s — Ha aHanmu3aTope Roche
Cobas 6000 (Roche, lIBefiniapusi), uccienoBanue cu-
CTEMBI T'eMOCTa3a — Ha aHaimu3aropax Siemens DCS
XP (Siemens, ®PI') u Stago Compact Max (Stago,
Opannms).

BoisiBnenue anturen k BUY tunos 1, 2 npoBoau-
I MeToOOM MMMYyHodepMmeHTHoro ananuza (MDA)
(c ucnonp3oBanueM TtecT-cucTeMbl Genscreen Ultra
HIV Ag-Ab u XHUAM rtect-cucrembt ARCHITECT
HIV Ag/Ab Combo ¢ WCIONB30BaHHEM allllapaTta
ARCHITECT i2000SR, Abbott laboratories, CILIA).
Kaxk noaTrBepkaaronuii TecT NPUMEHSIITH UMMYHHBIH
OJIOTTUHT C HCIIOJIb30BAHHEM TeCT-cUCTeMbl «DA-
brot-BUY-1» (3AO «9KOmnad», Poccus) na ananuza-
tope Profiblot 48 (TECAN, CILIA).

Omnpenenenue cyonomymsiuuii TUMQpOIUTOB (CO-
nepxkanue CD4* u CD8’-kneTok) mpoBOANIN B KPOBH
METOJIOM IMPOTOYHON IUTOMETPHH, PACCIUTHIBAIIH TI0-
Ka3aTellb MMMYHOPETYJISTOPHOTO HWHJIEKCa (COOTHO-
menue CD47/CDS8).

C nomorsto ITLP B peansHoMm Bpemenu (I11[P-PB)
¢ 00paTHOW TpaHCKpHUNIIHEH B KPOBH OBLIA OIpeIe-
JIeHa BEJIMYMHA BUPYCHOH HArpy3KH y OOCIeIyeMbIX
mut, — gucio konuid BUY B 1 ma ceiBopoTku (Abbott
RealTime HIV-1 ¢ ucnons3oBanuem amnmnapara Abbott
m2000rt, Abbott Molecular Inc.).

C AMarHOCTUYECKOH IeIbi0 ObliIa BBHITTOJIHEHA JTI0-
MOaThbHASsI TyHKIHS C JAJIBHEHIITUM JTMKBOPOJIOTHYE-
CKHM HCCJICIOBAHHEM IOJyYSHHOTO 00pa3la CIHH-
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HOMO3r0oBOH xuakoctu (CMIXK). B xome mpoBeneHus
aHaJM3a JUKBOPA OLCHHMBAJIM KOHLEHTpPALUIO Oenka
Y TJIFOKO3BI (T€CTHI BRIMIOIHSIUCH Ha Abbott Architect
¢8000). s omenku kietogHoro coctaBa CMX wmc-
CJICZIOBAJIM TIOJyYEHHBIN IOCIe LHEHTPU(YTHUPOBAHUS
ocanok CMX B kamepe @ykca-Po3enTans ¢ okpackoi
pearentoM CaMcoHa.

Jns Beiasnenns JJTHK BupycoB B CMK npumens-
nu Metoasl [11P ¢ rubpunu3annoHHo-hIyopeCICHT-
HOW JleTeKIneil: Bupyca repreca 6 tuma (« AMrinCene
HHV6-ckpun-tutp-FL», Poccust), uutomeranosupyca
yenoBeka («AmmmmCenc CMV-ckpun/MoHuTOp-FLY,
Poccust), Bupyca Onmreitna-bappa («AmminCenc
EBV-ckpun/morurtop-FL», Poccust), Bapwuremra-3o-
crep Bupyca («AmmuCenc VZV-FLy», Poccus), Bu-
pycoB npoctoro reprneca | u Il tunor («AmmmuCeHc
HSV I, II-FL», Poccus).

Kpunrokokk B CMX BBISBISIN METOAAMH MH-
KpOCKONMM (TyLIEBOM Ipemapar), HMMMYHOXpOMa-
torpaduu, IILP-PB u KyapTypajbHbIM METOIOM.
BrisiBienne KpunTokokkoBoro aHTureHa B CMIK
MPOBOAMJIA C HCIIOJIB30BAHUEM HMMYHOXpOMaTOrpa-
(hrgeckoro sKcmpecc-TecTa (JTaTEKCHOW arTIIOTHHA-
LUKU) 1151 OOHAPYKEHHsI PaCTBOPHUMOTO KaIlCyJIbHOTO
aHTUTeHa MIMKypoHokcuiomanHaHa C. neoformans
(Pastorex Crypto Plus, Bio-Rad Laboratories, Inc.,
CILIA). TILP-PB Takxe mpuMmeHsAnW s OOHapy-
xenusi Cryptococcus neoformans («AmmimuCenc
Cryptococcus neoformans — FLy», [IponsBoacTBeHHas
naboparopus ®I'bYH ITHUU snuaemuonorun Poc-
noTpedHama3opa, Poccust) B CMIK.

Jnst BeIesieHust KynbTypsl Cryptococcus mpoBoau-
mu moceB CMXK Ha arap u 6y:ipoH CaOypo. [lepBuunyro
WACHTH(HUKALMIO BBIIOIHSUIM 110 MOP(OIOrHYESCKUM
0COOEHHOCTSIM KOJIOHMH MHKpPOMHIIETOB, JUISI OTIpe/ie-
JICHUS] BUJ]a MUKPOMUIIETa TIPUMEHSIH Macc-CIeKTPo-
merpudecknii anamu3 (VITEK MS, BioMerieux).

BrisiBnenue apyrux 3aboneBanuil 1 BO30yaUTENCH
OIIOPTYHUCTHYECKUX HHPEKIIUI MPOUCXOIUIIO C T0-
MOII[bI0 UMMYHOXMUMHUYECKUX METO/O0B. JlJIsl BHIsABIIE-
HUS aHTUTEN K SIAEPHOMY aHTUTCHY BHUpYyca renaTuTa
B (HBcAg) (Anti-HBc II ARCHITECT, I'epmanmus)
U K noBepxHOocTHOMY aHTureny HBsAg (Anti-HBs
II ARCHITECT, Hpnanaus) B CBIBOPOTKE KPOBU HC-
MOJIb30BAJTM METOJ HWMMYHOXEMUIIOMHHECIICHIINH.
Hns ompenenenuss mmmyHornoOynnHoB IgG u IgM
K Oenkam Bupyca renaruta C B CBIBOPOTKE KPOBH
MPOBOJIUIIN HCCIEIOBAHHE METOAOM TBEpAO(pa3HOTO
DA («bect antu-BI'C-ciexktp», AO «BexTop becty,
Poccus), a Takke mMMmyHOTI00ynmuHOB IgM K 1IMTO-
meraioBupycy («Bektop-LIMB- IgM», AO «BekTtop
Bect», Poccus), k karicuinomy antureny VCA Bupyca
Onmreiina-bappa («BektoBOb-VCA-IgM» AO Bek-
top bect, Poccus), ummynorno6ynunos IgG k Bupycy
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II-1 (3AO «B3KOmab» UDA, Poccusi), ”MMyHOTIIO-
oynunoB IgG k Bupycy I1I-2 (3A0 «9KOmnad» MDA,
Poccust) m ummynornoOynuaoB IgG x Bupycy I11-3
(BAO «DKOmab» MDA, Poccus). Jliist BeISIBICHUS Ha-
mnunsi PHK xoponaBupyca (SARS coronavirus) me-
TOJOM aMIUTU(PUKALINN HCIOIB30BATH TECT-CUCTEMY
«Koponasupyc PHK COVID19» (OOO «Hekctbuoy,
Poccus).

PE3YJIbTATbl U OBCYXKOEHUE

B cBs3u ¢ BUU-un(dexueii B aHaMHe3€ MaueHTKH
OBLITU TPOBEICHBI UCCIIEIOBAHUS 0OPA3IIOB CBIBOPOTKH
kpoBu MeTonamu UDA, XMNAM 1151 BeISIBICHUS aHTH-
ten k BUY 1/2 tunoB u antuten tuna p24. B mpobax
KpoBH OBLITH OOHApY KeHbI anTuTena K BUY n anTturen
tuna p24. Pezynsrarsl UDA 10 BBISIBICHUIO aHTUTE-
Ha BUY Obutn monTBEpkKACHBI METOIOM HMMYHHO-
ro Onorrunra [8]. BupycHas Harpyska, onpeaescH-
Hass meronom [ILIP-PB ¢ oOparHoit TpaHCkpumiuen
Ha dTare IUAarHOCTHUKH, cocTaBuia 1 202 264 xonuit
PHK BMY tuna 1 B 1 M1 B ceiBopoTke KpoBu u 353 038
konuit PHK BUY tuna 1 B 1 ma 8 CM2K.

Jns OleHKH HMMYHHOTO CTaryca MalueHTKI
OBLIM WCCJICMOBAHBI O0paslbl KPOBH METOMIOM IIPO-
TOYHOW HHUTOMETPHH. bBIJIO BBISBICHO 3HAYUTENH-
Hoe cHikenue uncia CD4" mumdonuToB B KpoBu —
28,93 xi/mxa (6,29 %) n camwxkenne yucia CD8" —
329,24 ku/mxan (74,08 %), mokazaTenb UMMYHOPETYJIs-
topHoro unjekca (CD47/CD8%) = 0,08, 4To cBUIETEb-
CTBYET O 3HAUUTEIHHOM CHUKEHUU UMMYHUTETA.

Knunuueckue TpOSIBICHUS W BBIIICYTIOMSIHYTHIC
MOKAa3aTeIN TO3BOJIAIOT Kiaccuduimporats BUY-
uHpeknuio y manueHTku kak CIIN], nadexnuto 4B
cTtaauu (CTaJlud BTOPUYHBIX 3a00JE€BaHUIi), coryac-
HO jeiicTByromieit B Poccun wiaccudpukanuu BUY-
nHpexuun [9].

[Ipy KITHHUYIECKOM HCCIICIOBAaHMH KPOBH (Tadi. 1)
Oblma OOHapy’keHa HOPMOXPOMHAs HOPMOIIMTapHAs
aHEMUsI, BBISBIIsIEMAsl HA BCEM MPOTSKCHUH MPeObIBa-
HUA B cTanioHape. Tak)ke ObLIM BBISIBJICHBI JICiKOTIe-
HUS, a0CONMOTHAS JTUMMOTICHUS, TPOMOOITUTOIICHHUS.
DeppuTHH CHIBOPOTKH 3HAYUTENBHO TOBBIIIEH. [lox-
TBEPKJICH XPOHUUYECKUI BUPYCHBIN remnatut B B cra-
UK peMHUCCHU. B CBIBOPOTKE KpOBU 0OHAPYKEH BUPYC
Onmreiina-bappa.

IIpu omoxmmmdecknux uccnenoBanusax CMIK Obiia
BBISIBIICHA XapaKTepHas I KPUITOKOKKOBOTO Me-
HUHTHTa runeprnporenHapxus B CMIXK, koHueHTpa-
nus O6enka cocrasisna 0,7 r/n. Takxke Habmomazach
XapakTepHas [Js JaHHOTO COCTOSHHUSI THIIOTIIHKO-
apxus, 3HaYeHHEe KOHICHTPAIMH TIFOK03bI Oblo 1,19
MMoIb/n. [Ipu muTonorudeckom uccnenoanuu CMIK
¢ peaktuBoM Camcona B kamepe @Dykca-Pozenrans
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Ta6nuua 1. Pesynbtatbl 1a6opaTOpPHbIX UCCJIeJ0BaHUNM NalMeHTKN

Table 1. The results of the patient’s laboratory tests

HaunmeHoBaHue aHanusa ::g’qeep::;"b'e Eg‘:::::;ﬂ PesynbraT
NenkouunTtbl (WBC) 4,23-9,07 1079/n 1,92
SpuTpountsl (RBC) 4,54-6 107M12/n 3,23
lemorno6uH (HGB) 126-166 r/n 91,00
Fematokput (HCT) 39-49 % 26,70
CpepnHuin o6bem aputpoumta (MCV) 80-100 on 82,70
CpepnHee copepyaHune remornobmnHa (MCH) 26-35 nr 28,20
(C:p/ﬁ)gﬂgﬂ KOHLEHTpauua reMmornobuHa 300-370 i 341,00
TpomGouunTsl (PLT) 180-400 1079/n 99,00
LLinpuHa pacnpepeneHusa sputpoumnTtos (CV) 11,5-14,8 % 13,90
TpomGBokpuT (PCT) 0,15-0,4 én 0,11
HenTtpodunol, abe. (NEUT,#) 1,82-7,42 1079/n 1,34
NnmoounTel, abe. (LYMPH) 0,85-3,18 1079/n 0,41
MoHouwuTsl, abe. (MONO,#) 0,19-0,77 1079/n 0,12
3o3nHodunbl# (EO,#) 0,03-0,44 1079/n 0,04
Bazodunbl (BASO) # 0,01-0,05 1079/n 0,01
Heitpoounnel, % (NEUT,%) 47-72 % 69,70
Nnmoountel % (LYMPH%) 19-40 % 21,40
MoHouwnTbl, % (MONO,%) 3-12 % 6,30
2o3unHodunbl, % (EO,%) 1-5 % 2,10
Basoopunbl % (BASO%) 0-1 % 0,50
Anpocopepxaume aputpountol (NRBCH#) 0-0.1 % 0
Heapenble rpanynountbl (IG#) 0-0.09 % 0,01
Heszpenble rpanynountbl % (1G%) 0-0.6 % 0,50
nor 125-220 Eo/n 201,00
KpeaTnHkunHasza (KK) 20-200 Eo/n 34,00
AnaHnHamMunHoTpaHcdepasa (AJT) 0-41 En/n 16,00
AMunnasa 28-100 En/n 57,00
Mo4eBunHa 2,14-714 MMOJIb/N 2,50
KpeaTuHuH 71-115 MKMOb/N 71,00
mtoko3sa 4,11-5,89 MMoOnb/n 5,00
CPB 0-5 Mr/n 0,60
deppUTnH 15-150 Mrna/n 458,70
O6wunn 6enok 66-87 r/n 83,40
MpoTpoM6BuH no KBuky 70-130 % 131,3
AMNTB 25,9-36,6 c 30,7
MHO 0,8-1,2 0,8
D-dimer 0-250 MKI/MnN 602,4
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OBIJT BBISIBJICH TLICOINTO3 (22 KIETKH B 3 MKII, pede-
penTHoe 3HaueHune 0—15 knetok B 3 Mil), Xapakrep-
HBIA J711 MeHUHTo9HIIepannuToB. Takke ObLIN BBISB-
JICHBI KJIeTKH, Mopdosorudecku cxonnbie ¢ Candida
albicans (puc. 1). LluTomormueckuM METOIOM TIpH
okpammBann CMOJK TymeBsIM mpemnaparoMm ObUIH
BBISIBJICHBI CTPYKTYPBI, MOP(OIOTHYECKH CXOAHBIE
C KPUNTOKOKKaMH, B KOJU4ecTBe 2—4 B I0Jie 3peHUS
(puc. 2). larnasrit oopazerr CMK Takske ObLT OKpaiieH
o PomanoBckomy (puc. 3).

KpunrokokkoBass 3THOJOrWsi MEHUHTHTa Oblia
MOATBEPKJAECHA TPU  BBISIBICHHH  PacTBOPHMOTO
KallCyJbHOTO AHTUICHA IJIMKYPOHOKCHJIOMaHHaHa
C. neoformans WUMMyHOXpOMaTOT paQUIECKUM METO-
nom u BeisiBineHuu JJHK ¢parmentos, cnennpununbix
st C. neoformans metogom [TI[P-PB. C. neoformans
OTHECEH K TpPyTIe KPUTHYECKUX MPHOPUTETOB U SIB-
JsieTCs HanboJiee YacTOW MPUYHMHOW KPUIITOKOKKO-
30B, B TOM 4MCJIE€ KPUITOKOKKO3HBIX MEHHHIUTOB
y BUU-unduunpoBanHbIX OONBHBIX.
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[IpumeneHne OBICTPBHIX METOAOB ISl YCTaHOB-
JICHWSI 3THOJIOTMM MEHUHTUTA MMEET BBICOKYIO 3(-
(DeKTHUBHOCTh M LIUPOKO PACIPOCTPAHEHO B MHPE
[11, 12]. Dkcmpece-TecT I BEISIBJICHHS IOJHCaXa-
PUIHOTO aHTWUTEHA OJHOTO W3 BHJIOB KPHUIITOKOKKOB
C. neoformans 1mo3BoJisieT BBISSBUTh aHTUTEHBI KPHUIITO-
KOKKa 3a 15 MUHYT, HE TpeOyeT CI0KHOTr0 000py10Ba-
HUS U, TI0 HEKOTOPHIM JaHHBIM, 00Jiee YyBCTBUTENEH,
yem MeToJ rocesa [11, 12]. [Ipumensiembie METOBI TT0-
3BOJISIIOT OBICTPO U C BEICOKOH JOCTOBEPHOCTBIO MOJY-
YUTh Pe3yJbTaT uccienaoBanus (15 MUH. 11 UMMYHO-
XpoMaTorpaduuecKkoro MeToja, B mpeaenax 24 4. ais
IIIIP-PB 1 10 72 4. 1151 KyJIBTY paJIbHOTO METO/1a), YTO
JKU3HEHHO Ba)KHO JIJI51 TIOCTAHOBKH JIMAarHO3a 1 Havaja
3TUOJIOTUYECKH 000CHOBAHHOTO JieueHUst. OJTHAKO BbI-
siByieHue aHTUureHoB u JIHK MukpomMuiieToB He cBujie-
TEBbCTBYET 00 OOHAPYIKEHUH MX KUBBIX KIETOK. JlIst
MOATBEP)K/ICHUS JUArHo3a OBLIO TIPOBEACHO KYIIb-
TypanbsHoe HcciaenoBanne CMXK. IloceB CMIK nnd
BBISIBIICHUSI KPUIITOKOKKOB BBISIBHII KYJIBTYPY MUKPO-

Puc. 1. O6paseuy CMX c peaktnusom CamcoHa B Kamepe dykca-Po3eHTansa
Ha ¢poHe 6onblioro konnyecTBa oBaslbHbIX KNETOK, Mopdonorndyeckn cxogHoix ¢ C. albicans, BugHbl po3oBaTble
OKPYT/ible KITETKM KPUMTOKOKKOB C rNafKom, ToaicTon Kancynoin. YeenndeHue x400.

Figure 1. CSF sample with Samson reagent in Fuchs-Rosenthal chamber
Against the background of a large number of oval cells morphologically similar to C. albicans, pinkish rounded
cryptococcal cells with a smooth, thick capsule are visible. The magnification is x400.
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MHIIETa, UCCIIEJOBAHNE KOTOPOI METOJIOM Macc-CIeK-
TPOMETPUH MO3BOJMIO oTHecTH ee K C. neoformans.

B GaxTepuonoruueckom mocese u3 3eBa Oblia 00-
HapysxeHa Candida albicans.

TspKeCTh COCTOSHUS TIAIIMEHTKH OblTa 00yCITOBIIC-
Ha TEYCHHEM MEHUHTHUTA Ha (poHE TITyOOKOro MMMY-
HopeduuuTa. B cBsI3M ¢ yXy/aIIeHHEM COCTOSIHUS, 00y-
CJIOBJIEHHOTO OTEKOM T'OJIOBHOT'O MO3Ta, 00JIbHas Obliia
nepeBeneHa B OPUT, rme, HecMOTpsl Ha MPOBOIUMOC
MHOTOKOMITOHEHTHOE JICYCHHE W pPEeaHMMAaIlOHHBIC
MEPONPUATHS, CKOHYAJIACH.

B uccrnenoBanusax Koijier 3a pa3Hble MEpUoAsI [0,
13, 14] ObLIM TOJAYYCHBI CXOXKHUE JaHHBIC MO KIUHHU-
YECKOMY TEUYEHHIO BHEJIErOYHOM KPHUITOKOKKOBOMU
WH(DEKIHHM, B TOM YHCIE KPUITOKOKKOBOI'O MEHHH-
TUTa, BXOOALIMX B TPyHIy ONMNOPTYHUCTHUYECKUX
3aboneBannii npu BUY-undexknuu. Y mnanueHTOB
MpU IIUTENbHO Tekymed BUY-undexnum n oTcyT-
ctBuu npusepkeHHocTH APBT nuarnoctuka map-
KEepHBIX 3a00JeBaHUl, TAKUX KAaK KPUITOKOKKOBBIH
MEHUHTHUT, SIBJSETCS OCHOBOIOJIATAIONICH, MOCKOIb-

Ky KJIMHUYECKasi CHMITOMAaTUKA Ha MO3JHUX CTaIH-
ax BMY-uHdeknu OTHOCHTENBHO HE crenuduyHa.
B »Tux ycnoBusx maboparopHasi IMarHOCTHKA UTpa-
eT PemaIy0 pOoib Jsi YCTaHOBIEHHUS IHarHo3a
[13]. XapakTepHOil CHMITOMAaTHUKON KPUIITOKOKKOBO-
ro MEHUHTHTa B padoTax KOJUIET, TaK e KaK B OIu-
CaHHOM KJIMHHUYECKOM ciyd4ae, SBJISTUCH T'OJIOBHAs
0onb, JMMXOpaJKa, PBOTA; KJACCHYECKHME MEHUHTe-
allbHBIE CHMIITOMBI HaOJIOMANCh y YAaCTH TAalHeH-
toB. Komnuecrso CD4 numdpounTos Obuo HIKe 100
Ku/mrn. C nuarHocTU4eckon 1eblo OOJIbHBIM BbI-
MOJIHSIJIACH JTIOMOANIbHAS IMYHKIUS C TOCIIEY IOIIHM
[ATOJOTHYECKUM HCCIIEZIOBAHUEM JIMKBOpa. Y BCeX
MAlMeHTOB HaOJIOMANINCh TUIEOIUTO3, THIEPIPOTE-
WHapXHs W TUNOIUKoapxus. s MOATBEpKACHUS
nrarnoza CMIK uccienoBain MUKOJIOTHYECKUM Me-
tojioM, IIIIP, BBISABISAIM KPUNITOKOKKOBBIM aHTUTEH,
a TaK)ke MPOBOAMIU MHUKpOCKONnuio ocagka CMXK.
[IpenmymiecTBOM paccMaTpUBAEMOI0 HaMHM KJIWHU-
YEeCKOT0 cllyuasl sIBIgeTCs MOATBEPKACHUE HATUUHS
kpunTokokka B CMJK BcemMu BBIIIEYTOMSHYTHIMU

Puc. 2. PparmeHT o6pasua CMX B TylueBom npenapare
Ha ¢oHe 6onblioro Konm4yecTBa OBasibHbIX KNeTOK, Mopdonorndeckun cxogHbix ¢ C. albicans, BugHblI okpyrnbie

cBeTAlWMecs 0600KN KPUMTOKOKKOB. YBenudeHune x400.

Figure 2. Fragment of a CSF sample in a carcass preparation
Against the background of a large number of oval cells morphologically similar to C. albicans, rounded luminous
rims of cryptococcus are visible. The magnification is x400.
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Metonamu. IIpakTnuecku Bo BceX ciaydasix, MO JaH-
HBIM JIUTEPaTypbl, KPUITOKOKKOBasI HHPEKIIHS coue-
Tajllach ¢ JPYTMMHU KJIMHUYECKUMH TPOSABICHUSMH,
cBsi3aHHbBIME ¢ BUY-uH(ekmuei: kananmo3oMm (4To
COOTBETCTBYET OMHUCAHHOMY HAMHU KIHMHUYECKOMY
cinydaro), Tyoepkynesom, [IMBU u T. 1. ¥ mamuen-
TOB, KOTOpbIM BblnonHeHa MPT romosHoro mosra,
ObLIM OOHapy)eHbl THApoledains, apaxHOUIAJb-
HbIE HW3MEHEHHUS JIUKBOPHO-KHCTO3HOT'O MPOCTpaH-
CTBa, a TaK)K€ OTEK T'OJIOBHOTO MO3Ta, Kak M B OIH-
CaHHOM HaMHU ClIydae.

3SAKJTIOHEHUNE

[IpumeHsieMblii anTOPUTM JIabopaToOpHOTO 00CIHe-
JIOBaHHMS U151 IUATHOCTUKH TSDKEJIOr0 3a00IeBaHms —
MEHUHT03HIIe(aTUuTa, MO3BOJIUI YCTAHOBUTH 3THOJIO-
THIO 3200J1€BaHUS B KpaTUalIline CPOKH, TOTBEPIUTH
Haynmaue ocHoBHOW WH(peknmn — BHUY-unbeknnm,
OILIEHUTH COCTOSHHE MMMYHHOTO CTaTyca MalUeHTKH
U BBIIBUTH HOPMOXPOMHYIO HOPMOIUTAPHYIO aHe-

I I . NHPEKLIMOHHbBIE BOJIESHW | INFECTIOUS DISEASES

MHUIO M JIEHKONEHHI0. bruoxumudeckue u IUTOJIOTU-
YecKHe MCCIeI0OBaHUs TO3BOJIUIN JIOTIOJIHUTEIBHO
MOATBEPANUTh ITHOJOTHIO MEHWHI€aJIbHOI'O CHHJIPO-
Ma — KPHINTOKOKKOBYIO mH(eknuro. [IpenBapurens-
HBII JIMarHo3 TAaKXe IOATBEPKAAJICS BBIBICHUEM
CXOIHBIX C KPHUIITOKOKKamMH oOpazoBanuil. Kpumro-
KOKKO3HBIE MEHWHTORHIE(DATUTHl XapaKTePU3yIOTCs
BBICOKOW JICTAIBHOCTBIO, TP HEAOCTATOTHO d(hdek-
THBHOH TMarHOCTHKE ¥ HECBOEBPEMEHHO HA4aTOM JIe-
yeHuu. [IpuMeHenne MeToa0B, HalIPaBJIEHHBIX HA BbI-
sBieHue antureHos 1 JIHK, mo3zsonnino B kpaTyaiinime
CPOKHM YCTaHOBUTH STHOJIOTUYECKUN areHT MEHUHTH-
ta — C. neoformans. JlomomHUTENBHBIE KYIBTYpallb-
HBIE U MacC-CIIEKTPOMETPHYECKHE UCCIIETOBAHUS MO~
TBEPIUIIHN PE3yIbTaThl OBICTPBIX METO/OB.
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Puc. 3. O6paszeuy, CMX, okpalweHHbI No PoMmaHOBCKOMY
MpucyTcTBYIOT OBasibHble KIETKN, Mopdonormndyeckn cxogHole ¢ C. albicans, okpyrible KpUNTOKOKKW. YBenu4ye-

Hue x1000.

Figure 3. A sample of CSF stained according to Romanovsky
There are oval cells morphologically similar to C. albicans, rounded cryptococcus. The magnification

is x1000.
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B2YKHOCTU ¥ BO3MOXKHOCTH JITAOOPATOPHOUN TUATHOCTHUKH MPH UX BBISBICHUH.
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ABSTRACT

The article is devoted to the description of clinical cases with suspected presence of macroforms
of the analytes under study in the blood serum of patients who met in a centralized clinical
diagnostic laboratory. The issues of clinical importance and the possibility of laboratory
diagnostics in their detection are discussed.
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FEMATONOrNA N NEPENNBAHVE KPOBW |

BBEAEHUE

Makpo(hopMbI — 3TO BEICOKOMOJIEKYJISIPHBIE COCAN-
HEHUSI, TPECTABIISIONIE COO0N KOMIUIEKCHI UCCIIemye-
MOTO aHAJINTa C UIMMYHOITIOOyIMHaMH KilaccoB G u A.
Cesi3pIBaHKE Oelka ¢ TOPMOHAMH, OHKOMapKepaMH IIpH-
BOAMT K 00pa30BaHHIO MakpodopM, B pe3yJbTaTe 4ero
Ouosoruueckas akTHBHOCTh ONpPEeIsIeMOr0 BELIeCTBa
CHIDKAETCs. DTO YCIOXKHACT TUarHOCTUKY 3a00JIeBaHUN
IO TIPUYMHE TOTO, YTO TIOTyYeHHBIE pe3ynbTaThl T1abopa-
TOPHBIX HCCIIEIOBAHUI HE COOTBETCTBYIOT KIIMHIUYECKOH
KapTuHe cocTosiHus nanuenTa [1]. Jlannsiii maboparop-
HBIH (DEHOMEH CBSI3aH C TEM, YTO MMOYCYHBIH KIHMPEHC
MakpohopM 3aMemieH OTHOCHTENHbHO ayTeHTHYHOTO
aHaJINTa, YTO MPUBOJUT K UX HAKOIUIEHUIO B KPOBOTOKE
1 JIO)KHOMY YBEJIMUEHHIO KOHLEHTPALUHU OIPEAeIIsIeMO-
TO BEIECTBAa B CBIBOPOTKE KPOBU B COOTBETCTBHHU C pe-
(hepeHTHBIMU UHTEpBATaMH [2].

B HacTosiiiee BpeMsi B pyTUHHOM IPaKTHUKE Hau-
OoJiee 4acTo BCTPEYArOTCS Makpo(OPMBI CIEAYIOLINX
aHanuToB: TupeoTpornHoro ropmona (TTI), mponak-
THHA, KpeaTuHdochokuHazsl (m3odpepmeHT MB —
KO®OK-MB) u penkue cirydam yTIIIeBOJHOTO aHTHTCHA
19-9 (CA 19-9) [1,7].

Kpeatundochokunaza (KK) sBasercs BaxHEi-
UM (GEepPMEHTOM, KOTOPBIH y4acTBYeT B HAKOTLICHUH
SHEPTUU B TKaHAX, IVIABHBIM 00pa3oM B CEPICYHOM,
CKEJIETHBIX MBIIIIaX U B TOJIOBHOM MO3T€, KaTalln3h-
pyeT nepenoc dochata Mexy KpeaTuHoMm u ¢pocdo-
KpeaTHHOM, a Takxke Mexay AJId u kpeaTuHOM
n AT®. KK mnpencranern Tpems u3odepMEeHTaMHU:
KK1 (BB), KK2 (MB) u KK3 (MM). CymiecTByerT ere
OJlHa CTPYKTYpPHO OTIMYHAs (popma, MPUCYTCTBYIO-
mast B Mutoxouapusax (KK-mutoxonnpum), koTopas
PEIKO BEICBOOOKJaETCS B KPOBOTOK. DTH U30(epMeH-
TBHI 00JIAIAI0T CIOCOOHOCTHIO 0OpPa30BBIBATH MAaKpO-
(hepMeHTHI, Ha3bIBAaEMBIE MAKPOKPEATHHKHHA3AMH [3].

MakpokpearuakuHassl  (Makpo-KK) mnpencras-
JSI0T COOO0M KOMILIEKCH N30(ePMEHTOB KpeaTHHKHU-
Ha3 ¢ BBICOKOH MOJICKYIsIpHON Maccor (mo 250 x/la)
U Ipyrod 3IeKTPOodOPEeTUISCKON TOABHIKHOCTEIO,
yem uzopepmentsl KK. B Hacrosmiee Bpemsi omuca-
HBI B¢ QopMbl, HazeiBaeMble Makpo-KK tuma I u 1,
COCTOSIIUE COOTBETCTBEHHO M3 komOuHanmu KK-BB
nin KK-MM, cBsi3aHHOW ¢ UMMYHOMJIOOy IMHAMH [3]
n KK-MuTOXOHIpHaIbHEIMU oTuroMepamu [4]. Ix Ha-
nuyue, ocoberHo Tuna II, ObLIo0 CBS3aHO C OCHOBHBI-
MH TaTOJOTHSAMHU PA3IMYHON MPHUPOABI, TAKUMHU Kak
3a00JeBaHMsI TIEYCHHU UITH Heoruia3uu. Hanwdane B kpo-
B Makpo-KK cBA3aHO ¢ ayTOMMMYHHBIMHU PEAKITUSIMU
OpraHm3Ma 4ellOBeKa, HO He C TIOBPEXKJICHUEM Cepliia
W MBILIEYHOH TKaHHU. Takum 0O6pa3oM, BBISIBICHUE Ma-
kpo-KK sBnsieTcss BaxkHOW KIMHHYECKOW M JHATHO-
CTHUYECKON 3ajlaueidl s NpaBUJIBHOM JHAarHOCTHUKHU

HEMATOLOGY AND BLOOD TRANSFUSION

Y UCKJIIOYEHHU I TIOBPEKICHUS MBIIIEYHON TKaHU y Ma-
[IMEHTOB C TMOBBIMIEHHONH aKTHBHOCTHIO KPEaTHHKUHA-
3BI CBIBOPOTKH KPOBH.

VYraeBonHbld aHTUTEH 19—9 — BBICOKOMOJIEKYISIP-
HBIM TIIMKUPOBAHHBIN MPOTEHH, KOTOPBIA BHIPaOaThI-
BAETCsl B OpraHu3Me SMOpHOHA M B3POCIIOTO YellOBEKa
SMUTEINEM BHYTPEHHHX OPraHOB: JKEIyJKa, TEUCHH,
MOYEK, KEMYHBIX ITyTeH, MPOCTaThl, OPOHXOB, CITFOH-
HBIX JK€JIe3, MOJKETYyA0UYHOM XKene3bl, MaTKH U T. A.
Taxxe CA 19—9 MOXHO 0OHAPYKUTh B COCTABE OUOJIO-
THYECKUX JKUJKOCTEH (KeNmdb, dAKYJAT, Ta3mMa Kpo-
BH, CEKPET TOKEITYIOUHON *Keie3nl). Jlmarnoctruue-
CKO€ 3Ha4eHHe OHKOMapKepa CBI3aHO C BBISBICHHEM,
KOHTPOJIEM JIEUEHHUs] paKa IOJKEIyJI0UHON >Keme3bl
(moBwrmaeTcst B 75 % ciydaeB), paHHUM OOHapy»Ke-
HUEM €ro MeTacTa3oB. lIpenmnonoxuTs Hamnyue paka
MO/KEITYTIOYHOM  KeJle3bl TI03BOJISIET MOHOTOHHBIN
poct ypoBHsi CA 19-9 npu uccrneqoBaHuu B TUHAMUKE
MPU OTCYTCTBUU WJIM HEU3MEHHOCTH MPHU3HAKOB BOC-
MaJjieHusl UK XoJecTasa. /leno B TOM, YTO IKCKperus
CA 19-9 mpoucxoauT BMECTE C )KeITIbI0, UMEHHO 3TOT
(hM3HOIIOTHYECKU TTPOIECC BIHSIET HA 3HAYUTEIHHOE
YBEIMYEHUE KOHLEHTpAIlMd OHKOMapKepa B ILJIa3Me
KpPOBH MPU HApYIICHUSIX CEKPELHUH MU OTTOKA JKel-
yu. CrnefoBaTenbHO, 71 OMPEAENeHUs MPHYHHBI TT0-
BbilIeHUs1 KoHLeHTpauuu CA 19-9 u s noctaHoB-
KM AMarHo3a HeoOXOIMMO MapajlieIbHO ONpeneiTh
KOHLIEHTpaUUKW OHOXMMHYECKUX TOKazaTejen: Iie-
no4yHyt0 (ocharasy u ramma-riiyraMuiTpaHchepasy
(I7 MCKITIOUEHUS TAaTOJIOTUH JKETYEBBIBOIANIINX ITy-
teit). OTHOCcHTENnbHO HU3Kas cnenuduanocts CA 19-9
CBsI3aHA C TE€M, YTO 3HAYEHHsI MOT'YT MOBBILIATHCS MPU
OTIpEeCTICHHBIX JTOOPOKAUYECTBEHHBIX 3a00JIeBaHUAX,
TaKUX KakK XOJEUHCTOJIINTHA3, JKHPOBas TUCTPODUS
MeYEHU, XPOHUYECKUN TrenaTuT B, MOoBEepXHOCTHBIN
racTpUT, LUPPO3 MEUYEHH, SHIOMETPHO3, MHOMa MaT-
KM, a TaKXke IMPU MYKOBUCIIMI03€ U MTAaHKpeaTuTe (Kak
npaBuiio, He npesbiias 3HaueHus 100—-120 ME/mmn).
OnHOBPEMEHHO OCTAaTOYHO BBICOKAs UYYBCTBHTEINb-
HOCTb TIPH 3JI0KAYECTBEHHBIX HOBOOOPA30BaHUSX ITH-
[IEBAPUTEIBHON CHCTEMBl 00ECIIEYMBACT €ro yCIHell-
HOE€ NMPUMEHEHHE 11 MOHUTOPUHTA C IeJIbI0 PAHHETO
BBISIBIICHUS] PELIUINBOB 3a00JI€BaHUS TIOCIIE TEPATIHH.
HccrnenoBanne ero B AMHAMEKE JAae€T ITPOTHOCTHYE-
ckyto uapopmanuto. [loseimenne CA 19-9 B kpoBu
B 75—-80 % cny4aeB yka3bIBaeT Ha KapLIMHOMY 3TOTO
oprana, omHako B 25-20 % ciydaeB ero HoOpMalb-
HBII ypOBEHB TaK)K€ HE UCKIIIOYAET paK. ITO CBA3AHO
C TeM, 4TO OKOJIO 5—7 % OOJBHBIX SBIISIIOTCS HETATUB-
HBIMU 110 aHTUTeHY JIpronca (B opranu3Me He BbIpada-
THIBAETCS YKa3aHHBIN ruKonpoTenH). OTMEUeHo, 4T
nof00HOe sIBJIEHUE Yale HaOMI0JaeTCsl y MaIlleHTOB
€BpONEOUIHON packl. B 3TOM ciydae 11 yTOUHEHUS
pesynbraToB Ha3HayaeTcs TecT Ha CA 50.
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Tupeorpornueiii Topmon (TTI') sBaseTcs omHUM
U3 TJABHBIX PETYISATOPOB (QYHKIMH LIMTOBUIHOM
xene3bl. OH CHHTE3UpyeTCss B THNOPH3E U KOHTPO-
JUPYET BBIPA0OTKY W BBICBOOOXICHUE THPEOUTHBIX
ropMoHoB — THupokcwHa (T4) m TpuitonTHpoHWHA
(T3). TupeoTporHBI TOPMOH BIHSIET HA MeTaOOIHYe-
CKHeE IIPOLIECCHI, POCT U Pa3BUTHE OPraHHU3Ma, a TaKKe
Ha (QyHKIUK MHOruX opraHoB u cuctem. TTI u FT4
ABJISIIOTCS TIapaMeTpaMu NEePBOW JIMHUU NIPU PYTHH-
HOW OIleHKe (PYHKIIUW IHTOBUIHOW kene3bl. More-
kyna makpo-TTI mpencrasmnsier co6oit kommieke TTI
c ummyHornooynuHoM G (IgG) 60mbIIOro MOIEKYIISp-
HOTO pasmMepa [5]. Ilo maHHBIM T'eTb-(hUIBTPAITHOHHON
XpoMarorpaguu MoJIeKyJIspHas Macca Makpo-TTI
oonee 150 x/la, B TOo BpeMs Kak MOHOMEpPHOT'O —
28 x/la, BciencTBHE Yero KJINPEHC TaHHOW MOJIEKYJIbI
MOYKaMM 3aTPYIHEH, 3TO MPUBOAUT K HAKOIJICHHIO
B CHCTEME KPOBOOOPAIIECHHS W JIO)KHO3aBHIIIICHHOMY
ypoBHO TTI [6]. [Tpn cyOKITMHIYECKOM THTIOTHPEO3E
koHeHTpauus TTI' B cBIBOPOTKE KPOBH MOBBIIIAETCA,
TOrJa Kak ypoOBEHb NOPMOHOB IIMTOBHIAHOM >KeJe3bl
octaercs B HopMme. OHOM M3 MPUYUH 3TOTO SBIACT-
csi (DeHOMEH MaKpOTHPOTPOINMHEMHUH, HPU KOTOPOM
B KPOBH NPUCYTCTBYIOT Makpodopmbl TTI (komruteke
TUPEOTPONHOTO TOPMOHA C HMMYHOIJTIO0YJIHHOM).
DeHOMEeH CJeIyeT 3aMo03pUTh MPU U30JIMPOBAHHOM
noBeitiieHun TTT 6€3 KIMHUYECKUX CUMIITOMOB JHC-
(YHKIUY IIUTOBUIHON KeJe3bl U KIMHUYECKUX MPO-
sIBJICHUU. McXomst M3 MeXyHapOIHbBIX U OTEUECTBEH-
HbIX pekomeHaanui, TTI BakeH kak B JTUarHOCTHUKE,
TaK M B JICUEHUHU TUMIOTHPE03a, TOITOMY HEJOCTOBEP-
HO HU3KWW WJIM BBICOKHM pE3yabTaT JIabOpaTOPHOTO
HCCIIEIOBaHNUSI MOXET IPUBECTH K HEAJEKBATHOMY
JIEUEHUIO MAIMEHTOB WJIM OCJOXKHEHMSM, BCIIEACTBHE
HAa3HAUCHHOM Tepanuu. UYpes3BblUaliHO BBICOKHE pe-
3yabsratbl TTIT MoOryT OBITH BBI3BaHBI MMMYHOJIOTH-
YECKUMH NMPUYUHAMH, & HIMEHHO HaJIW4YHEeM aHTHUTEI
k TTI, Tak KaKk BaKHEHIIMM IYCKOBBIM (DaKTOpOM
pPa3BUTHUSL THUIIOTHpPEO3a ABISETCS Tpylnna ayTOUM-
MYHHBIX THPEOUAUTOB [7]. BO3MOXHOCTH BIMSHUSA
Ha (YHKIMOHAJIbHBIE TECTbl LIUTOBUIHON >KeJe3bl
OOBIYHO BBISBIISETCS C MOMOLIBIO JOTOJIHUTEIBHBIX
1a00paTOPHBIX TECTOB, TAKMX KaK CPaBHEHUE METO/IOB
aHaJu3a, MpoLEeAYyp pa3BeJeHUs], OCAKAIOIINE TECTHI
¢ momotbio nonaudTHiIeHrmkos (I1917) u renb-duinb-
TpanuoHHoi xpomarorpaduu. Tze Ping Loh u coas-
TOpamM# OBLT MPEIJIOKEH aJTOPUTM ISl PyKOBOJCTBA
7a00paTOpHBIM HCCIICIOBAHUEM CIIydaeB C IMOJ03pe-
HHEM Ha JabopaTOpHOE BMENIATENIbCTBO, BKJIIOUAs
makpo-TTT [8]. [lepBrrit aTam: u3mMepeHne KOHIIEHTPaA-
LMY aHAJINTA B UCXOJHOH ChIBOPOTKE. {1151 3TOr0 HEOO-
XOJIMMO BBITIOJTHUTD pa3BeaeHne o0pasna 1 HOBTOPHOE
A3MEPEHUe aHalnuTa. Eciu pasBefeHUE JTUHEHHOE —
BMENIATEIHCTBO MAJIOBEPOSITHO, €CJIH Pa3BEIEHUE HO-
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CUT HEIMHEWHBIN XapakTep, HEOOXOAUMO TOBTOPHTH
U3MepeHue Ha aJbTepHaTHBHOW riaTgopme. Ecim
MOJTYUYCHHBIE PE3YJIbTaThl PACXOASTCA C UCXOAHBIMH,
TaK)K€ BO3MOYKHO BMEIIATEIbCTBO B UMMYHHBIN aHa-
7U3 TeTepoUIBHBIX aHTUTEN. BTOpOii aTan: n3smMepuTh
KOHIICHTPALIMIO0 PEBMAaTOMTHOTO (haKTopa B HCCIIEmye-
Mo# ceiBopoTke. Eciu ypoBeHb PD noBbliiieH — MOX-
HO TPEATNOJOKHUTh BMEIIATEIBCTBO I'eTePO(UIBHBIX
AT. Eciin cHMXEH, TO CIeAYIOUIMH 3Tan — UHKYyOa-
1S CHIBOPOTKM TMAllME€HTa C YCTAHOBJIEHHBIM T'HIIO-
THPEO30M, W B Cly4ae CHM)KEHUS BOCCTAHOBIICHUS
TTI mocne nHKYyOAITMH MOKHO 3aII0J03PUTH HAJTUUIHE
Makpo-TTI. Tpetuit 3Tan — 3TO MOATBEPKAAIOLIUN
TECT Telb-QUiIbTpanuMoHHas Xpomatorpadus. Hau-
OoJblliee pacpoCTpaHEHUE B KaueCTBE IOBCEIHEB-
HOT'O METOJA CKPUHUHIA JUIs BBIABIEHUS MakpohopM
NOJTy4ynia IPEUUNUTALUS C HOJIMITHUICHITINKOIEM
(IT3IN). Kavanagh L. u konneru (2006), cpaBHuBas 11e-
JBIM Pl METOAOB ONpEeNIeHUs MaKpOIpOJaKTHHA,
00HapyX WU, YTO UIMEHHO niperunuTanug ¢ [19I ne-
MOHCTPUPOBaJja HauOOJBIIYIO KOPPEISLUIO Oy YEH-
HBIX PE3yJIbTaTOB C Telb-(QUIBTPAMOHHON XpOMAaTo-
rpadueii [9]. [Anst aToro paBHbIE 00BEMBI CHIBOPOTKH
KpOBH HccienyeMbix oOpasnoB (200 mMKiI) cmemnBa-
o1 ¢ 12,5 % I13I" 6000, nakyoupytot 30 MUHYT TpH
KOMHATHOH TemIleparype ¢ AaJIbHeHIIUM LeHTpudy-
ruposanueM npu 3000g B teuenne 10 munyT. ITocie
OCaXJIEHUS CBIBOPOTKY ITOBTOPHO M3MEPSAIOT Ha TOU
e TecT-CUCTeMe. BennmumHa Tak Ha3bIBAEMOTO BOC-
CTaHOBJICHUS PACCUUTHIBAJIACH CIEAYIOIIMM 00pa3oM:

Boccranosnenue (%) = (TTI ME/n mociie ocaxye-
Hust/ TTT no ocaxxknenus mE/m) ¥100 %. Koaddunuent
BoccTaHoBNeHUS < 20 % MO3BOJISAET MPENIONOKUTD,
a <10 % noxarBepauts Hanmmaue makpo-1TT" [9].

OMMNCAHUE KITMHUYECKWX CJNTYYAEB

Kannnuecknii cayyaii 1

Onmcanune cirydas BeisiBieHus Makpo-TTI. ITamu-
eHTka A., 46 ner. HabmromaeTcss IpoAoIKUTETHHOE
BpeMs Y SHIAOKPHUHOJIOTA 110 MECTY KUTENBCTBA B MO-
nuknrHuKe. M3 aHamHe3a U3BECTHO: Ay TOUMMYHHBIN
tupeonauT (AUT), rumorupeos, oxupenue I crenenw,
ayTOMMMYHHBINH ncopua3. Haxonurcs Ha 3amecTu-
TeabHOM ropmoHoTepanuu (3I'T) neBoTHpOKCHHOM
HaTpus (3yTupokcom) 75 wmkr. 09.11.2023 Bbimon-
HSUTUCh CKPUHUHTOBBIE TECTBI JJIS OLEHKH (yHK-
W TIUTOBHUJIHOHN JKeJIe3bl METOIOM HMMYyHOAaHAJIH-
3a Ha aHanmuTH4eckoi cucteme Architect i2000SR
(Abbott Laboratories, Abbott Park, Illinois, CIIIA).
TTC 16,47 mxMEn/mn (0,35-4,94), FT4 1,11 ur/nn
(0,7-1,48). Jleqamuii Bpad HE OBLI COTJIACEH C IONY-
YEeHHBIMHU PE3yJIBTaTaMU U YTBEPIKJAJ, YTO JKAJIOOBI
1 00bEKTUBHEIC JIAHHBIC MAIUEHTKU HE COOTBETCTBY-
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ot aHanu3y kposu or 09.11.2023. [loBTopHOE NMabO-
patopHoe uccnenoBanue TTI mposeaeno 17.11.2023;
pesynsbrar: 13,66 Mk MEn/mia; AT TIIO 302,96 MmxME/
mi (0—30). Ha MOMEHT MOBTOPHOTO HCCICIOBAHUS
MmamueHTka npoxonkana Haxoquthest Ha 3I7T. Tlocie
MOJIyYEeHHOT0 BTOPOTO pe3ysbTaTra, HE COOTBETCTBY-
fouiero peepeHTHOMY UHTEpBaJly, OBLIO 3aMoAo3pe-
HO Haymuue Makpodopm TTI y maHHON manUeHTKH.
PazBenenme mpo0O HOCHIIO HENTMHEHHBIA XapakTep.
[ocne ocaxnenus [191" maHHO CHIBOPOTKY OBLIH TIO-
nydeHsl crnenytouiue pesynsratel: TTI 2,56 MkMEn/
MJI, KOOQPHUIHEHT BOCCTAaHOBIEHHS cocTaBui 18,7 %,
YTO MO3BOJIAET MPEANOI0XKUTh Hainune Makpo-TTT.
ITozxe, 18.01.2024, nmammeHTKka MOBTOPHO cAalia TH-
peonanbii podmib: TTI 3598 mxMEn/mu, FT4
0,92 ur/mn. Takxe ObLIO MPOBENECHO OCaXKJCHUE ChI-
BopoTku ¢ nomotnbio [191 pesynsrar TTI cocraBuin
5,5 MxMEn/mn, xo3hdUIUEHT BOCCTAHOBIICHUS
15,3 %, 4TO MO3BOJISIET NPEANOIOKUTh HAIUUUE Ma-
kpo-TTI [10]. 30510TEIM CTaHAAPTOM MOATBEPKACHUS
MaKpoQOpM SIBISETCS TeIb-PHIBTPALIHOHHAS XpOMa-
torpadusi. K coxaneHuto, JTaHHbIH BUJ] HCCIICIOBAHUS
HEJOCTYTICH B HAICH IEHTPaIM30BaHHON J1abopaTo-
pUHU, HO, YUUTHIBASL OTCYTCTBUE KIUHUYECKON KapTH-
HBI TUC(YHKIMY TIMTOBHUIHOHN >Keje3bl, J1abopaTop-
ubie npuszHaku AUT, FT4 B npenenax pepepeHTHOro
3HAYeHHS, MOXKHO TMPEATONIOKUTh HATUYHE Y TaIH-
eHTku Makpo-TTT.

Kannnuecknii cayyaii 2

Onucanue ciaydasi Ha TONO3pEHUE MaKpO(OpPMBI
CA 19-9. Ilanment b., myxunnHa 43 roma. Ilo cBoe-
My JKEJIaHUIO TAIMEHT cJajl KPOBb Ha OIpe/eeHHe
oHkomapkepoB (PDA — paxoBelii 3MOpPHOHAJIBHBIN
antureH, CA 19-9, A®Il — anwsdaderonpoTenH)
n Oomoxmmuueckue mokazarenu (AJIT, ACT, obmuii
OmnnpyOuH, TaMMarTyTaMimITpanchepasa, menoqHas
(docdarasa, nakTaraeruaporeHasa). BeIsBICHO MOBBI-
menne koHeHtpauun CA 19-9 no 301,2 Ex/mn npu
pedepertHom wuuTepBane 0-37 En/miu. OcrtanibHble
OHKOMapKephl M BCE OMOXMMHYECKHE HCCIIeTOBAHUS
B mpenenax pedepeHTHBIX 3HadeHWW. JlabGoparop-
HBIC KCCJICJIOBAHMS BBITIOJHEHBI HA aHAJIMTHYCCKHUX
cucremax Architect i2000SR u Alinity C (Abbott
Laboratories, Abbott Park, Illinois, CIIIA). 1o pe3ynb-
taram JraboparopHoro uccienoBanus Ha CA 19-9 He-
00XOIMMO HCKJIFOUUTH 3JI0KaYe€CTBEHHOE HOBOOOPa30-
BaHue. [Iy1st 5TOro manueHT MpOoIIesl KOMITBIOTEPHYIO
tomorpaduro (KT) OproliHO#M MOJIOCTH ¢ KOHTPACTHBIM
BemecTBoM. Ha crupanbroit KT opranoB OpromrHoH
MOJIOCTH W 3a0pIOMIMHHOIO TIPOCTPAHCTBA C TIOCIHE-
JIYIONIMM BHYTPUBEHHBIM BBEICHHUEM KOHTPACTHOIO
BemecTBa (Omuumak 350-100 mn) KT-nanasix 3a 005-
E€MHBIC MMaTOoJIOTHYeCKre 00pa30BaHUS OPIOIIHON IO-
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noctu He nonydyeHo. KT-pu3Haku mnepuBacKyisipHO-
ro nHGUIBTpaTa YPEeBHOH 00acTH. MUKPOIIUT JIEBOM
noyku. Berenurenbaas QyHKIMS TOYEK COXpaHEeHA.

OpHa 13 peKOMEHAIHIA TIPU TTOyYeHUH Pe3yibTa-
TOB JJAOOPATOPHBIX UCCIICIOBAHUMN, HE COOTBETCTBYIO-
HIMX KJIMHAYECKON KapTHUHE 3a00JIeBaHMsI, 3aKIJIF0YAETCs
B NIPOBE/ICHUU M3MEPEHHs Ha Pa3HBIX aHAINTHYIECKHX
rutatopMax, 4To ¥ OBUIO C/IETaHO B JaHHOM KJIMHH-
yeckoM citydae. IlanueHTy BBIMOTHEHO HCCICAOBAHNE
CA 19-9 na anamutmueckoil cucreme Cobas 8000
(Roche Diagnostics, IlIBetitiapus). B ominune ot nep-
BOTO HCCIIEJIOBaHUS, pe3yJbTaT BTOPOTO HAXOIMIICS
B Tmpenenax pedepeHTHOro WHTepBajda M COCTAaBHII
6,82 En/mit (0-27 En/mi). D10 SIBISIETCS TOJTBEPIKIC-
HUEM TOTO, YTO y TAIMEHTa HEJb3s UCKITIOUUTh HaIlU-
gue MaKpo(popM WIH TeTepOPHUIHHBIX aHTHTEIL.

Taxxe MBI TIPOBEIHM OCAXKJIEHUE MPOOBI TONHITH-
nerraukonemM (I190). [lns aToro ucrons3osanu 12,5 %
pearent [I3I" 6000 s oca)kAeHUsI TOTEHITUATBLHO Me-
HIarOIIKUX OCJIKOB B ChIBOPOTKE KpoBH. IIpuroToBuin
paszseaenue 1:1 (200 Mk ceiBOpoTKH maruerTa u 200
MKJI pactBopa [101'). [lanee nHKyOHpOBaiu B TEUCHUE
30 MUHYT Npu KOMHATHOM TeMneparype. [locne aToro
ueHTpudyruposanu npu 3000g B TeueHue 10 MUHYT
IUTSL pas3IeNieHusl CyIlepHATaHTa, COACPIKAIIETO WC-
TuHHBIN aHanuT CA19-9, u ocaaka, KOTOPBIA MOXKET
comepkath Mewmaromue anturena. Ananu3z CA 19-9
npoBogmin Ha Architect i2000SR B HamocagouHOM
JKHJIKOCTH M Ocagke OmHOBpeMeHHO. CKOpPOCTH BOC-
cranoBieHus CA 19-9 paccunThIBa N Kak:

[koHLIEHTpaIus cynepHaTanTa /
ucxonnast koHueHTtpauusi| x100 %.

Pesynpratel mokaszanu, uTto KoHmeHTpamus CA
19-9 B CBIBOPOTKE OTOr0 TMAalHEHTAa CHU3HWIACH
co 301,2 Ex/mn no 8,6 En/ma nociie ocaxkaerus [101
Brimeyka3aHHbIe aHHBIC TMOKA3aJIM, YTO JHJIOTCH-
HBIC MEIIAIONIME BEIISCTBA B CHIBOPOTKE MAIMCHTA,
CKopee Bcero, OB B COCTaBE UMMYHOITIOOYJINHOB,
HO JIJIST 9TOT'0 HEOOXOIUM JaIbHEUIIIHH TTONTBEPXKIa-
IONUY aHaJIH3, YTOOBI ONPEACIUTh, OBLITH JIM OHU Te-
TepoUIbHBIMUA aHTUTEIAMH. TeCT-CUCTEMBI B IICH-
Tpajau3oBaHHOW JabopaTopuu sl OOHApYy KEHUS
reTepoPUIBHBIX AHTUTEN HEOCTYITHBI.

Kiannngeckuii cayyvaii 3

Onucanue cnyyast Makpodopm KOK-MB. [TauneHt
B., monpoctox 17 net. OGpaTuics K HEBPOJIOTY C Ka-
Jj00aMu: 00y B 00JIACTH IOSCHUILILI, TOJIOBHBIE OO0JIH,
MOBEITIIEHHEe apTepuaiibHoro naBneHus (145/80), anu-
30KOpHS B TEMHOM IOMEIICHUH. M3 aHaMHe3a KU3HU:
3aHUMAaETCs B TPEHAKEPHOM 3alie €XKETHEBHO (YyIpak-
HEeHHsI Ha CIIMHY). Jledanmmm BpadyoM ObLITN Ha3HAYCHBI
MHCTPYMEHTaJbHbIE U JJAOOPATOPHBIE UCCIICAOBAHMSL.
Ha marauTHO-pe30HaHCHON TOMOrpauu MOSICHUIHO-
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ro OT/JeNla TIO3BOHOYHHMKA JIereHepaTUBHO-THCTPOH-
YECKHE MU3MEHEHUS MO3BOHOUYHUKA, MPOTPY3Us AUCKA
L4-5, cexBecTpupytomas rpebxa aucka L5-S1; ckonu-
03 JieBocTOpoHHUH. Y 3U opraHoB OpIONTHON MTOJIOCTH:
YIIBTPA3BYKOBBIE TPU3HAKH PEaKTUBHBIX W3MEHEHHI
MapeHXHUMbl TICYCHH, yBEIMYCHUE TIepeIHe-3aTHEr0
pasmepa neueru. IxoKI': 6e3 maroiorum.

IIpu wuccnemoBaHnM OHMOXUMHUYECKUX I[OKa3aTe-
Jielt OBUTH TTOJTyUeHBI clemyromue pe3ynsrartsl: AJIT
188 En/m (< 41); ACT 1057 En/m (< 33); JIAI" 2216 En/n
(120-130); K@K 807 En/n (1-270); KOK-MB 1069 En/n
(1-25); muornobun 997 mxr/n (16—76). B3st ananu3
Ha CMA u apyrue BUABI HEHPOMBIIIEYHBIX 3a00J1eBa-
Huil. B HOpMe pe3ynbraTt n3odopmbl KOK-MB He Mo-
xeT mpeBbiarh 3HaueHuss KOK ob6meit. 3amono3puthb
oOpa3oBanue MakpokomiuiekcoB KOK-MB cnenyer
B cinyuasx, Korga mokaszatenb KOK-MB cranoButcs
6omee 0,5 or KOK ob6melt nim mpessimaet ee [10].
B nannoM ciryuae otHomenne KOK-MB/K®OK obmas
= 1,32, 4T0 MO3BOJSET 3aM0N03PUTh Y JAHHOTO MallK-
enta makpodopmbl KOK-MB, ckopee Bcero cpsizaH-
HbIE C HEYCTAHOBJIEHHOW MHONIATUEN.

Hamm uccrienoBannst MOATBEPKIAIOT TEOPUIO Ha-
nuyus MakpodopM pa3HbIX aHaiauToB. Ho mus ycra-
HOBJICHUSI TOYHOTO JIMarHO3a HEOOXOIUMO HCCIIe-
JOBaTh MAIMEHTOB IO YTBEPKICHHOMY 30JI0TOMY
CTAaHIAPTy — METOJOM TeiTb-(OUIBTPAIIMOHHON XPO-
MaTtorpaduu.

BbiBObl

MaxkpohopMbl  SBISIOTCS  PEAKUM  SIBJICHUEM
W TPEACTABISIOT COOOH KIMHUYECKYI0 Mpodiemy.
CrnemoBarenbHO, KOTJa HAONFOACTCS 3HAYUTEIHHOE
MOBBIIIICHUE YPOBHS aHAJIUTa, HEOOBSICHUMOE C KITH-
HUYECKOW TOYKH 3PECHHUSI, CIACTYET MPOBECTH JaJbHEH-
mee uccinegopanue. KpaifHe Ba)KHO HCKIIIOUYMUTH pas-
JTUYHBIC UCTOYHUKHU TIOMEX.

BrisiBiieHHe ManueHToB ¢ MakpodopMaMu MO3BO-
JUT n30exaTh HEOOOCHOBAHHOIO JICUCHUS M HMHBA-
3MBHBIX BMEMATEIbCTB. MYyJIBTHIUCIUTUITHHAPHBIH
MOAXOA BaKEH JUIS MPEIOTBPAIICHUS HEHYKHBIX U,
BO3MOJKHO, JIOPOTHX TPOIENYP, & TAKKE OIMMHOOYHBIX
1 Hed(PEKTUBHBIX MOIXOJIOB K JICUCHHIO.
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