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PE3IOME

B crarbe mpescTaBieHbl pe3yabTaThl UCCISAOBAHMS JTUHAMUKH Pa3BUTHS IIEPCUCTUPYIOIICH
ruzipouedanuu y aeted mociae XUpyprudeckoro yJAaJieHUsl ONyXO0Jid 3a/IHeH UYeperHON IMKH
(3451), B paHHEM M TO37HEM TOCIEONEPAIMOHHOM Iepronax. [IpoBenen ananm3 BcTpedae-
MOCTH HEHPOINCUXOJIOTHYECKUX CHHIPOMOB: MO3KEYKOBOTO KOTHUTHBHO-a((PEKTHBHOTO
CHUH/IPOMA W CHHIPOMa MO3KEUYKOBOTO MyTH3Ma Y JieTell MaHHOHW rpynmbl. B peTpocrekTus-
HbIN aHanu3 Bouwty 30 marueHToB 10 18 nmer ¢ auarHo3oMm «omyxonb 3YS, ocinoxHUBIIAS-
Csl OKKJIFO3UOHHOM rujporedanuein». Bece OonbHbIE ONepuUpoBaIich B YCIOBHSIX OTACICHUS
Helpoxupypruu mus gereid Ne 7 HMULL um. B. A. AnmazoBa. B pesynbrare ncciaenoBaHus
BBIJIETICHBI TPYTIBI PUCKa COXPAaHEHUs THapoledaIiy mocie yiajJeHus OMyXOJn 3aHeH de-
PEIHOM SIMKH, a TaKXKe OIpeIeieHa YaCTOTa BCTPEUaEMOCTH B IIOCICONEPALIMOHHOM MEPUOJIC
HEUPOTICUXOJIOTHIECKUX CUHAPOMOB.

KuroueBble ¢cjioBa: THIpOIIChaHs, TeTCKas HEHPOOHKOIOTHS, IETCKAsT HEUPOXUPYPTHSI, MO3-
YKEUKOBBII MyTH3M, OITYXOJIM TOJIOBHOTO MO3Ta Y JIETEeH, OIyXO0Jb 3aJHEH YePEITHON SIMKH.

s yumuposanus: @eoopos E.B., [lIveresa O.0., Cmenanenxo A.B., Kum A.B. Ocobenno-
cmu mewenus euopoyeghanuu y oemeti nocie yoaieHus Onyxoau 3a0Hell YepenHo MKl 6 O~
Jrcatiwem u omoanienHom nepuode. Poccutickuil scypHan nepcoHanu3uposanHol MeouyuHbl.
2024;4(2):78-86. DOI: 10.18705/2782-3806-2024-4-2-78-86. EDN: RCVZXW
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FEATURES OF THE COURSE OF HYDROCEPHALUS
IN CHILDREN AFTER REMOVAL OF ATUMOR

OF THE POSTERIOR CRANIAL FOSSA IN THE NEAR
AND LONG TERM

Fedorov E. V.1, Shmeleva O. O.%, Stepanenko A. V.2, Kim A. V.1

1 Almazov National Medical Research Centre, Saint Petersburg, Russia
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ABSTRACT

The article presents the results of a study of the dynamics of the development of persistent
hydrocephalus in children after surgical removal of a tumor of the posterior cranial fossa in the
early and late postoperative period. The analysis of the incidence of neuropsychological syn-
dromes: cerebellar cognitive-affective syndrome and cerebellar mutism syndrome in children
of this group was carried out. Retrospective analysis included 30 patients under 18 years of
age with a diagnosis tumor of the posterior cranial fossa complicated by occlusive hydroceph-
alus. All patients were operated on in the conditions of the Department of Neurosurgery for
Children No. 7 of the Almazov National Medical Research Centre. As a result of the study, the
risk groups for maintaining hydrocephalus after removal of the tumor of the posterior cranial
fossa were determined, and the frequency of occurrence of neuropsychological syndromes in
the postoperative period was determined.

Key words: brain tumors in children, cerebellar mutism, hydrocephalus, pediatric neuro-
oncology, pediatric neurosurgery, tumor of the posterior cranial fossa.

For citation: Fedorov EV, Shmeleva OO, Stepanenko AV, Kim AV. Features of the course of
hydrocephalus in children after removal of a tumor of the posterior cranial fossa in the near
and long term. Russian Journal for Personalized Medicine. 22024,;4(2):78-86. (In Russ.) DOI:
10.18705/2782-3806-2024-4-2-78-86. EDN: RCVZXW
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Cnncok coxkpamenuii: 345 — 3aanss yepennas
samka, MKAC — MO03Ke4KoBbIi KOrHUTHBHO-a(dek-
TUBHBIN cuHApOoM, CMM — CHHIPOM MO3KEUKOBOI'O
MyTH3MA.

BBEAEHUE

Onyxonu IEHTPAJIbHOW HEPBHOW CHCTEMBI Ha-
XOMSITCS HAa BTOPOM MECTE€ IO PaclpOCTPaHEHHOCTH
cpenm Bcex 3a00JIeBaHMN OHKOJIOTHYECKOTO IMpodu-
15y JAeTel, ycrynas Juib remoonacrosam [1-4, 6],
a B HEKOTOPBIX CTATUCTHYECKUX OTYETaX, HApUMeEp,
CIIA 2009-2013 rr., 3aHUMAIOT JUAUPYIONIYIO TTO3H-
[IMI0 B BO3PACTHON KaTErOpWHU MAITUEHTOB 10 14 net
[16]. 1o nokanmu3anuu HHTPAKpaHUAIBHBIX HOBOOOpa-
30BaHUM y J€Tel Beyllee MECTO 3aHUMAIOT Oy XOJIH
3aaHel yepenHoil amku (3Y), koTopble cocTaBisAOT
6omee 60 %, ¢ gactoroit BcTpewaemoctu 15-20 ciy-
yaeB Ha | mMiH HacesneHus exeroaHo [1, 2, 5]. Crout
YUHMTBIBaTh, YTO B Pa3HBIX BO3PACTHBIX I'PYyIIax COOT-
HoUIeHHe WH(Pa- U CynpaTeHTOPHAIBLHBIX HOBOOOpa-
30BAHUI BapbUPYETCs, TAK, HAIIPUMED, Y IETEH Ipya-
HOTo Bo3pacTa omyxoiu 34U cocrasmstor 16-27 % [3,
4]. B xknuHuueckoi kapTuHe omyxonei 345 Ha nmep-
BBIH MJIaH BCTaeT TuAponedanbHO-THIIEPTEH3NOHHBIH
CHUHAPOM, IPH 3TOM I JAeTel THUIUYEH JINTENb-
HbIH OECCUMIITOMHBIN MEPHOJ POCTAa HOBOOOpPa3oBa-
HUS U3-32 BBICOKHX KOMIIEHCATOPHBIX BO3MOXKHOCTEH
LIHC, B cBsA3M ¢ 4eM OyaroBble MPOSIBICHUSI OOHApy-
KUBAIOTCSl 3HAYUTENIBHO IO37HEE, KOTrja y3el HUMeeT
3HAUUTENbHBIE pa3Mmepsl [4—6]. s omyxoment 33U
XapaKTepeH MEAMAJIbHBIH POCT — BIOJIb JUKBOPO-
MPOBOJSIINX CTPYKTYP € JajbHEHIIEH uX 00CTpyKLHU-
e, 9To 00yCIIOBIMBACT Pa3BUTHE THAPOLEPaTUN TPH
HOBOOOpa30BaHUAX JaHHOH Jokaimu3anuu B 40-90 %
ciyuyaes [1, 2, 4-6, 12, 13, 17]. Knuaudeckast Manudge-
CTalMsl, KaK IPaBUJIO, IPOSIBIISIETCS TOJIOBHOM 00JIbIO,
PBOTOM, AUIUIONKEH — pa3BUBLIAsICS THApoUEanus
CTaHOBHUTCS (haKTOPOM, OOYyCIaBIMBAIOLUINM TSAKECTb
3a00JIeBaHUsI, U 3HAYUTEIIBHO BIUSET HA MPOTHO3 [2,
4, 6]. HecMoTpss Ha JDOCTHIKCHHSI COBPEMCHHBIX XH-
PYPTUUYECKUX, XUMHOTEPANEBTUUYECKUX U JYUCBBIX
METO/OB JICUCHUS OIYXOJIEH TOJIOBHOrO Mo3ra, y 1/3
OOJIBHBIX TIOCJIE XUPYPTUUYECKOTO YAAJICHHSI OITYXOJIH
coxpaHsieTcs rujaponedanus, 4ro MmodyxaaeT 3aHH-
MaThCs JajbHeneil pa3paboTKON U yCOBEPIIEHCTBO-
BaHHUEM YXE HMEIOIINXCS aJITOPUTMOB KOPPEKIUH
ruapouedannu y aereid ¢ omyxomsimu 3US. [Tomumo
HEBPOJIOTMYECKOW CUMITOMATHUKM B KJIMHUYECKOU
KapTHHE, TI0CJIe YAAJICHUSI HOBOOOPAa30BaHUSI JaHHOM
JIOKaJIM3allii, UMEET MECTO HapacTaHHe KOMILIEKC-
HBIX HEHPOICUXOJOTHYECKUX Ne(PEKTOB, TAaKUX KakK:
MO3KEUKOBBIH KOTHUTHUBHO-a((EKTUBHBIH CHHIPOM
(MKAC) u cuaapom Mo3z:xeukoBoro mytuzma (CMM).

II. HEWPOXVPYPIrA | NEUROSURGERY

MKAC mnposBiseTcss HapyLUEeHUSIMH CaMOKOHTPOJIS,
3pUTEIHHO-TPOCTPAHCTBEHHOW OPHEHTHPOBKH, PEUH,
KOTOpBIE MOTYT BO3HHKAaTh YXKE€ JI0 ONEpalud U Ha-
pacTaroT mocie yjgajieHus omnyxond. [lo naHHbIM 1u-
Teparypsl, pacnpoctpaneHHocTs MKAC y nereit co-
crasisieT 10 30 % cmyuaes [11, 12]. CMM sBnsetcs
CHenu(pUYecKrM TI0 OTHOMICHHWIO K 3TOW TMaTOJNIOTHU
U IETCKOMY BO3PAacTy U MPEACTAaBIIsIET COOON alalinio
B CONpPOBOXKJEHUU aTAaKCHUU, MBIIIEYHONH THIIOTOHUU
U SMOLIMOHAJIBHOM HEYCTOMYMBOCTH, HACTYIAIOLIUX
MmocJic MaHUMIYJSIUA Ha Mo3keuke [12]. Yacrora
BcTpedaeMocTH coctaBisget 10 40 % [11, 12]. MyTtusm
perpeccupyeT, OAHAKO y MAIMEHTOB HAJOJITO OCTa-
I0TCS HapyLIEHUs] WUMIIPECCUBHOW M 3KCIPECCHUBHOU
peuH, CaMOKOHTPOJIS, 3pPUTENbHO-TIPOCTPAHCTBEHHBIX
(dhynxuwuil. [lpu coxpanusieiics ruapouedainy mocie
yZIaJeHNsT HOBOOOPA30BaHUsI HEHPOIICHUXOJIOIHUECKHUE
JIe(eKThl BCTPEUatoTCsl Yalle, i OHU UMEIOT 0oJiee BbI-
YypHBII XapaKTep, YTO BBIBOIUT MPOOIIEMY IEPCUCTH-
pyIolleid BOJSIHKY y E€TeH Mocie yJaJleHHUsl Oy X0Ju
344 Ha mose MeX IUCITUTUTMHAPHOTO JUCKYpCa.

MATEPWUAIJIbl W METOADbI

B perpocnexkTuBHBIN aHanu3 Bond 30 marueHToB
nmo 18 metr ¢ mmarHo3om «omyxonb 3YSl, ociokHUB-
mrasicss OKKJIFO3MOHHOW Tuaporedanuei», 0e3 paHee
BBITIOJIHEHHBIX JIMKBOPOIIYHTUPYIOIIUX —OINEpaluii.
Bce OosibHBIE ONEpUpPOBAIUCH B YCIOBUSX OTHAENE-
Husi "Helpoxupypruu Ne 7 nnst gereir HMUILL um.
B. A. Anma3oBa mo cTaHIApTHOM XUPYpPruuecKou
MeToauKe. B mporecce onepaTuBHOro JI€YEHHUS! BCEM
MalMeHTaM BBIMOIHSAJIOCH MOJHOE YCTPAHEHUE OK-
KJTIO3MH U BOCCTAHOBJICHHE JTUKBOPOOTTOKa (puc. 1).
Cpok HaONIOACHWS 3a MAIUCHTAMH ITOCIE YIAJICHHUS
OITYXOJIU COCTaBWJI He MeHee 3 mecsiieB. [lokazanns-
MU K umruiantauuu BIIII nocne yaaneHus onmyxoau
SBJISLIIACD: TIPOTPECCUPYIOIIAs BEHTPUKYJIOMETaln s 1/
WU TIPOTPECCUPYIOMHHN THAponedanbHO-THTIEPTEeH-
3HOHHBIN CHHJIPOM.

Kputepun BkiItOYeHHS: OTCYTCTBUE PEUUAMBA WU
MPOAOIKEHHOTO POCTA OIYXOJH 32 BpeMsl HaOMOICHUSL.

Hamu Oblna ompejeneHa yacToTa BCTPEYaEMOCTH
rugporedaInd 1Mocie yJajdeHusl OMyXoid B 3aBHCH-
MOCTH OT CIEIYIOUIUX KPUTEPUEB: BO3pACT peOeHKa
Ha MOMEHT OIEpaluy, JOKATU3aIUs OIMYXOJH, CTe-
MeHb aHAIlJIA3UM OITYXOJH, THCTOCTPYKTypa OIyXO-
JU, CTETeHb pPe3eKINHu. B 3aBHCMMOCTH OT BO3pacTa,
MAIMEHTHI pacrpeiesieHsl Ha 5 Tpymnit: 1-g rpynma —
1o 1 roga; 2-s rpynna — 1-3 roga; 3-s rpynna — 4—7
neT; 4-a rpynna — 8—12 yiet; B 5-10 Tpymniy BOIUIH
netu 13—17 nmet. [lo mokanu3amuy OMyXOJTH BBIJEIIC-
HO 5 TpymI O0MBHBIX: 1-s TpyIITa — ¢ JIOKaJn3aIuei
OITYXOJIEBOT'O TIPOIEcca B MO3KEUKE; 2-F0 T'PYIIITY CO-
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CTaBUIIM AETH C JIoOKanu3anued omyxonu B IV xemy-
J0YKe; 3-51 rpyIa — MAUEeHTHI C pacipocTpaHeHueM
OITyXOJIN Ha MO3KEUOK M CTBOJ; 4-5 rpyIlma — JeTH
C pacmpocTpaHeHHeM OJIacCTOMAaTO3HOTO IIpolecca
Ha MO3Xe4ok U IV xenynouek; 5-10 rpynmny cocTaBH-
JU JETH C OJHOBPEMCHHBIM IOPa’KEHUEM OIYXOJbIO
Mo3xeuka, [V xenynouka u ctBoina. Ilo crenenu ana-
IJ1a3uy NMalyueHThI pa3ACJICHbI Ha 4 rpynnsl B COOT-
BeTcTBHH C Tpagarueit BO3: 1-1 rpynma — grade I;
2-a rpynma— grade II; 3-a rpynma — grade 11I; 4-s
rpynna — grade VI. CormacHo THCTONOTHYECKOM
MPUPOJEC ONYXOJAW MBI paclpeieNuiii MaUeHTOB
Ha 4 TPyNmeL 1-1 Tpymnmna — acTPOIUTOMBI;, 2-5 TPYTI-
rma — MenyJuIo0JacTOMBI; 3-5 Tpymna — SIIEeHIUMO-
MBI; 4-1 rpynmna — OIMyXOJH JIPYyrodl MOpQOIOruH.
[lo cTeneHu pe3eKUUH OMYXOIH OONbHBIE Pa3/ieieHbI
Ha 2 rpynmsl: 1-1 rpymnmna — mocie TOTaJIbHOTO yia-
JICHUsI OIYXONH, 2-10 TPYINIy COCTaBWJIM MalueH-
Thl TOCJIE€ HEHOJHOTO YJaJIeHUsI HOBOOOPA30BaHUSI.
KonuvecTBenHas oLeHKa BBIPa)KEHHOCTH ruapouneda-
JIMY TIOCJIE yJaJIeHUs OMyXO0Jd B OJiyKaiiiem u oTaa-

JICHHOM TMOCJICONEPALMOHHBIX TMEepUoaax MPOU3BOAU-
Jlach MyTEM MOJICUeTa MHJEKCAa DBaHCa — HauOoJee
pacripoCcTpaHEeHHOTO TUTAHUMETPUUYECKOTO K03 du-
[MeHTa KPaHWOBEHTPHUKYIISIPHBIX HW3MEpPEHUH s
00BEKTHBHOHN OIIEHKHU BBIPaKEHHOCTH Tujiponedantnu
M0 pe3yapTaTaM MeToNoB HeipoBuzyanuzauuu: KT,

MPT (puc. 2).
Tak>ke Mpou3Be/IEeH IMOJACYET BCTPEUAEMOCTH HEM-
POTICUXOJIOTHYECKUX  CHHJIPOMOB:  MO3KEYKOBOTO

KOTHUTUBHO-a()()EKTUBHOIO CHHAPOMA M CHHIpOMA
MO3K€YKOBOIO MYTH3Ma y JAETed B TIpyMlie paspe-
HIMBIIEHCS THAponedaluy Mmocie yaaleHus OImyXOIH
U MEPCUCTUPYIOLIEH, MyTEM aHajM3a HEUPOICUX0JI0-
THYECKUX KapT U3 UCTOpUi OOJIe3HH MAllMEHTOB AaH-
HOW BBIOODPKH.

PE3YJIbTATbI

Pacnpenenenne no nomny coctaBuiio 18 ManbuMKOB,
12 neBouek. CpenHuii BO3pacT MAallMEHTOB HA MOMEHT
OTIePaTHUBHOTO JICUeHUsI cocTaBuia 5,8 £ 3,7 et (5 mecs-

Puc. 1. MHTpaOI'IepaLI,MOHHaFl OUEeHKa NpoXoaAMMOCTU JIMKBOpoOMNpoBOAALWLUX HYTEﬁ.

A — BoponpoBop, B — gHo IV xenypo4dka

Figure 1. Intraoperative assessment of the patency of the liquor pathways.

A — aqueduct, B — bottom of the IV ventricle
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ueB — 16 net). I'mapouedanus coxpanmiacs y 33,3 %
(n = 10) OONMBHBIX MOCNE XUPYPrUUYECKOTO YAAJICHHUS
ornyxonu 3YUS. M3 HuxX B Tpex ciaydasx HapylIeHHUS
JTUKBOPOOOpAIICHUS MPOSIBIISIIINCH HE TOJNBKO KIIMHU-
YECKOM M HEeWPOBU3YAIU3AIITMOHHOW CHUMIITOMATHUKOM,
HO M MECTHO, B BHJE 0Opa30BaHMs JHMKBOPHOHW IO-
JQYIIKH — TOAKO)KHOTO CKOIJIEHUS! CIIMHHOMO3TOBOM
YKUJIKOCTH B 00JIACTH MOCIICONIepalluOHHOM panbl. Crie-
IyeT OTMETHUTb, YTO B 3TUX CIIy4asX CYLIECTBEHHOTO
HapacTaHWs BEHTPUKYJIOMETAJIMH OTMEUYEHO HE OBLIO.
Pacnipenenenune manueHTOB MO BO3PACTHOMY KpHTe-
PUIO BBIDIISIAUT Cleayromum odpaszom: 13,3 % nereit
miaame 1 roga, U3 HUX y 75 % mocie yaaieHus oIy-
XOJIU U YCTPaHEHUs OKKJIIO3UN HA0JII01aJI0Ch COXPaHe-
Hue rugpouedanum; 36,6 % nereit B BO3pacTHOM TpyII-
ne 1-3 roga, u3 HUX y 27,3 % coxpaHuiach BOASHKA;
16,6 % nereit Bo3pacTa 4—7 neT, B 3TOH rpyIiie rupo-
nedanuu He HaOII0AAI0Ch TIOCTIE PE3CKITUN OITYXOJIH;
26,6 % cocTaBHIIA AE€TH BO3PACTHOU Tpynmsl 8—12 e,
y 37,5 % nereii naHHOH rpynmnsl ruapouedanus coxpa-
HUJIACh TMOCJE OCHOBHOT'O 3Tara ONEpaTHBHOTO Jede-
Hus; 6,6 % neTeii B TpyTe BO3pacTHOTO [ruanazoHa 13—
17 net, u3 mux y 50 % ruaponedanus He pa3penniach.

II. HEWPOXVPYPIrA | NEUROSURGERY

[lo nokanu3anuy Oy X0JIEBOro Ipoliecca Halla BEIOOp-
Ka MalMeHTOB PACIpeieIniIach CIEAYIOMHM 00pa3oM:
25 % — OONBHBIC C JOKAIH3AIKUEH OIyX0JIEBOTO MPO-
1ecca B MO3KEUKe, MPH ATON Jokanuzanuu y 42,9 %
rugporedains COXpaHHUJIACh B IOCIEONEPAlOHHOM
nepuoae; 18 % coctaBuiiu ACTH € JIOKaIU3aIUEH Omy-
xonu B [V xenynouke, u3 kotopbix y 20 % HaOmro1a-
Jlach BOJASHKA TIOCINe ynajieHus omyxonu; 7 % — ma-
IUEHTHI C PACIIPOCTPAHEHHUEM OITYXOJIH Ha MO3KEUOK
U CTBOJI, B 3TOH rpynme y 33,4 % oTMedanock coxpaHe-
Hue ruaporedanuu; 29 % — 1eTu ¢ pacnpoCTpaHSHH-
€M IIpoliecca Ha MO3keuok u IV xenrygouek, B JaHHOU
rpymre y 37,5 % nannueHToB ruaporedatis nepcucTH-
posaina; 21 % — AeTH ¢ OIyXOJIBIO CTPYKTYP MO3XKEU-
Ka, [V skemymouka u CTBOJA, IPU TaKOM paclpocTpa-
HEHHMH OIyXOJIEBOIO Tpoliecca BOJAsSHKA COXpaHUIACh
y 50 % nereit. C yueToM CTENEHU aHAIUIa3uu 0J1acTo-
MaTo3HOTro Tporecca: 20 % HaIel BHIOOPKH COCTaBH-
nu nauuenThl ¢ grade I, u3 xotopsix y 33,4 % oTmeua-
JIOCh COXpaHEHHEe BOASIHKH MOCIE PE3CKIUH OITyXOJIH;
13 % — neru ¢ grade II, B maHHO# rpynmne GOIBHBIX
y 25% ruaponedanus He paspemrmiack Mocie Oc-
HOBHOTO JTara XHPypPrudecKkoro JIYeHUs; OOJbHBIC

Puc. 2. OueHKa gMHaMuKu rugpouedanmm o n nocne yganeHus onyxonu 34A
no paHHbiM MPT. A — po yananeHus onyxonu, B — nocne yganeHua onyxonu

Figure 2. Assessment of the dynamics of hydrocephalus before and after removal of the
PCF tumor according to MRI data. A — before tumor removal, B — after tumor removal

82

‘ Tom 4 ‘ N2 2 ‘ 2024‘



HEWPOXVPYPIrA | NEUROSURGERY . II

c grade Il coctaBunu 17 % ot oOwero uucna, mnpu
JaHHOW CTENeHW aHaIljIa3uu rujpouedanvs mnepcu-
ctuposaia B 20 % cinyuaes; 50 % — OouyibHBIC ¢ grade
VI, cpenu kotopsix 40 % ¢ cOXpaHUBIICHCS BOISHKON
rocIie pe3eKIuH ormyxonn. CoriacHO THCTOIOT MIEeCKOM
MIPUPOJIE OMYXOIHU: IETH C ACTPOIIUTOMAMH COCTABIIIH
30 % BBIOOpPKH, U3 HUX Y 22,3 % mocye yaaieHus OIry-
XOJIH TUIpoliedaus COXpaHuiiach; 27 % — aetu ¢ Me-
TyJI00IacCTOMaMU, TPU JTAHHON THCTOCTPYKTYPE OITy-
xomu y 37,5 % nereli BogsHKa He paspemnnack; 20 %
COCTaBUJIU JIETH C SMIEHIUMOMAaMU, cpenu HuX B 33,4 %
Clly4yaeB BOJSHKA COXPaHMJIACh MOCIE PE3eKIUHU OIy-
xonu; ¥ 23 % mpUIuIOCch Ha MAMEHTOB C OMYXOJSAMHU
IpyToil MOpGOJIOTHH, B JAHHOW TPYIIIE JIUIl THIPO-
nedaaus mocie Xupypruyeckoro JiedeHus OaacToma-
TO3HOTO Iporecca Habmoaanacs y 28,5 % nanueHToB.
[o crenenu paguKaibHOCTH PE3EKIIMH OIYXOJIU B Ha-
et BEIOOPKE OOJIBHBIC PACTIPEICITHIIICH CIICTYIONTAM
00pa3oM: JIeTH TOCNe TOTAJIBHOTO YAAJIeHUS OMyXOIH
cocraBuiu 46,6 %, cpenu Hux y 14,3 % Habmromanock
coxpaHenue rujpouedanuu; 53,4 % — OOJBHBIC TIO-
CJIe HEeTOJIHOTO yJaJIeHWs HOBOOOpa30BaHMS, U3 HHUX
y 50 % BoasHKA HE pa3pemniach.

0.2

0,1

[0 onepauuu

BavkanLwnia

IIpoananu3upoBaHa BCTPEUAEMOCTb HEWPOICUXO-
norudeckux aedexroB CMM u MKAC B 3aBucumMocTH
OT HalW4Msg THUAporedanud B IOCIEONePAI[TOHHOM
nepuone. CMM Berpedancs y 70 % O0NbHBIX C mTepcH-
CTUpYIOIEH TUaporiedanrel, mpu 3ToM B TPYIIIE ma-
UECHTOB C pa3pelIuBLICHCs ruaponedanueid 1aHHbIA
HEHUPOTICUXOIOTHIECKUN CUHAPOM BeTpetuics y 30 %.
MKAC nabmronancs y 80 % O00IpHBIX ¢ COXpaHUBIIICH-
Csl BOISTHKOM TIOCTIE OCHOBHOTO 3Taria JICYSHHsI OITyXO-
i u qub y 20 % NanueHToB ¢ perpeccupoBaBLIet
ruapouedannei.

[MonoxuTenbHast AMHAMHKA TSICHUS THAPOIEPaTTui
B OMmxaiiiieM U OTAaIEHHOM TIEPHOJIaX MOCe XUPyp-
TUYECKOTO JIeUeHHUs OJIaCTOMATO3HOTO TpOoIiecca OTMe-
qaeTcs 10 pe3yabraTaM MojcueTa nHaekca JBaHca, Tak
KaK HaOIojacTCsl yMEHBIICHUE KBapPTAIBHOTO pa3mMaxa
IO0Kazarenei nHaeKca, MeuaHa oKa3aTesIed CTpeMUT-
Csl K TPaHMIle HOPMBI JUTsl MHAEKCA B OMKaNIIeM Io-
CJIEONEPALMIOHHOM IIEPHOAE U TOCTUTAET €€ B OT/AJICH-
HOM, a TaK)Ke CHU)KAeTCsl T0Ka3aTesb IKCTPEMaIbHBIX
3HadYeHu# nHaekca JBaHca (puc. 3). Bcem naruenram
¢ TEPCUCTHPYIOIICH/TIporpeccupyrome ruaporeda-
JUEH CIEeIYIOIIUM 3TallOoM BBINOJIHEHA JIMKBOPOIIYH-

OTaaneHHbIn

Puc. 3. AluHaMuKa TedyeHusa rugpouedanum B 6siMMxKalilieM U oTAaNIEHHOM
nocneonepauuoHHOM nepuopax (MHaeKc dBaHca)

Figure 3. Dynamics of the course of hydrocephalus in the immediate and long term

postoperative periods (Evans index)
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Tupyomas onepauusa. HecMoTpst Ha Hanuuue IIyHTA,
y 3 manuentoB (10 %) B oTganeHHOM HoOcieonepany-
OHHOM I1€PUOJE HE MPOU3O0LLIO MOJIHOTO Pa3pelIeHUs
BeHTpuKynomeranuu (M3 > 0,30), mpu 3TOM KIMHUYE-
CKHE MPOSBJICHUSI BHYTPUUCPEIIHOM T'MIEPTEH3UU pe-
rpeccupoBaii. BaxxHo, 0HAKO, OTMETHTh, YTO B 3TOH
rpyIine NanueHTOB HEHpOICUXOoIornieckas TUCQyHK-
L5l CYLIECTBEHHO HE PerpeccupoBaa.

OBCYXAEHUNE

Cymectytoniass npoOnema Tuapouedaliud Mpu
OMYXOJISIX 3aJHEH YepenHOM SIMKH JIOBOJIBHO IIHPO-
KO H3yueHa HEHPOXUPYPrHUECKUM COOOILECTBOM,
BBIICTICHBl NPUYMHBI €€ pa3BUTHA. Tak, OCHOBHOMU
ocTaeTcs NOJHAs WIM YacTUYHAsl OKKJIIO3Ms JIMKBO-
pornpoBoAnMx myTe. OgHAKO MPUMEPHO Y TPETH
MAIMeHTOB OTMEYAaeTCsl COXPaHEHHE BOASHKH IOCIEe
CHSITHUSl JIMKBOPHOTO OJI0Ka IyTEM PE3EeKLHU OILyXO-
JIM, 4YTO COOTBETCTBYET PE3yJIbTaTaM HAIIETro MCCIEN0-
Banus (33,3 %) [2, 5-8]. Ilo maHHBIM psiZa aBTOPOB,
MMOMHUMO OOCTPYKIIMH JIMKBOPOIIPOBOJSAIIMX ITyTeH
BO)XHYIO POJIb B Pa3BUTUH Truzapouedalud Npu HH-
(paTeHTOPHATBHO PACIIONOKEHHBIX OIYXOJSIX HIpa-
eT HapylIeHHE Pe30pOLHH JUKBOPA — €€ CHUIKEHHE,
3a cyeT psja MAaTOTeHETHYEeCKUX MEXAaHHU3MOB, 3aIly-
IICHHBIX OJaCTOMATO3HBIM MPOIECCOM: HapyIIeHHE
KpPaHHOBEPTEOPAIILHOTO JIMKBOPOOTTOKA, CHABJIECHHUE
0a3aJbHBIX CHHYCOB M YBEJIMYCHHE BEHO3HOTO IaB-
neHus, obnuTepanus cybapaxHOUIANbHBIX Henei [2,
3]. B3aumocBs3b coxpaHeHHs TUAporedalnu ¢ pac-
CMaTpUBaeMbIMH HAaMHU KPUTEPHUSIMHU (BO3PACT, JIOKa-
JU3alUsl OIYyXOJIA, CTENEHb AHAIUIA3UM OITyXOJIH, T'H-
CTOCTPYKTYpa OIlyXOJIH, PaJuKaJIbHOCTh PE3EKIUH)
HaXOAUTCSI B TOJie BHUMaHHSA OOJBLIOTO KOJHUYECTBA
aBTOpOB [2, 4-6, 8, 13, 14]. [lony4yeHHbBIC HAMH TaH-
Hble TOATBEPXKIAIOT YK€ HUMEIOIINECS B JINTEPaAType,
HanpuMep, ruapouedanis Nocie yAajleHUs OMyXOJH
3YS yame coxpaHsieTcsl y AeTel IpyIHOro Bo3pacTa
B CBSI3U C HE3PEJOCTHIO CHUCTEMBI JMKBOPOLUPKYIIS-
nuu [2, 4-6, 8]. Takke aBTOPBI OTMEUAIOT, YTO B TPYII-
e OOJIBHBIX C THCTOJIOTHYECKU BEPU(DUIIMPOBAHHBIMU
acCTPOLUTOMAMH YacTOTa COXpaHeHUs ruapouedamn
nocie pesekuuu omyxonu 3YS Hipke, yem y manueH-
TOB C ONYXOJSIMA MHOW MOP(OJIOTHUECKON MPHPOJIBI
[2, 6, 14]. Jloka3aHa MOJIOKUTETbHAS THHAMHKA TEUC-
HUS TuApoLedaluy 1Mociie yCTpaHeHHs: O0J0Ka JIHKBO-
pOTIPOBOAALIEH CHCTEMBl. YMEHBIIEHNE BBIPAXKEHHO-
CTH BOJSHKM OTMEYaeTCs Jake B TeX Cllydasx, Korjaa
BCE K€ HE NPOUCXOJUT IOJHOTO €€ pa3peleHus], 4To
TaKKe MOATBEPHKAACTCS MOMYyYEHHBIMU JAHHBIMH [§].
Ha cerogusimiauii 1eHb Oe3abTepHATHBHBIM METOAOM
JIEYeHUs] HEOKKIIIO3MOHHBIX (hopM Tuapouedanuu siB-
JISIOTCSL  JTUKBOPOIIYHTHUPYIOIIME OTIEPAINH, OJHAKO
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pSZ aBTOPOB OTMEYAET, YTO MPUMEPHO B 5 % cirydaes
OHU OKa3bIBAIOTCS HEA(D(DEKTHBHBL, 10 HAIIUM JJAHHBIM
9TOT moka3arens coctaBui 10 %. B psge cirydaes 1ie-
JIeCO00pa3HoO TIPOBENEHUE JIMKBOPOIIYHTHPYIOIIUX
orepanuii Uil KOppeKIuu Truapouedanuu 10 yaaje-
HUSL OIYXOJM: DKCTPEHHass Mepa CTaOWIM3aluu Co-
CTOSHHS TallMeHTa MpH JeKOMIIEHCHPOBAaHHOM TH-
nporiearbHO-TUIIEPTEH3NOHHOM CHHIPOME; C IIEIBI0
CMATYEHUs] TEYEHHUs MPEONEPALMOHHOIO IEPHOAA,
0COOEHHO B TeX CiydasiX, KOrJa MJIaHupyeTcsl TpaHC-
MOPTHPOBKA TalMeHTa I TMPOBEACHUS OCHOBHOTO
JTarna XUPYPruuecKkoro JIeUeHHs (yIaJICHHsI OITyXOJIH).
JlaHHBII TIOAXO0, OHAKO, HE JIMIIEH CEPhEe3HBIX HEI0-
CTaTKOB, TaK KaK BBIIIOJHEHHE JINKBOPOLIYHTHPYIOIEH
ofepanyy 0 KpaHUOTOMHH U yAAJICHHsI OIyXO0JIN TIpH-
BOIUT K DPa3BUTHIO APEHAKE3aBHCHMOTO COCTOSHUS
10 TaHHBIM JIUTEpaTyphl B 2,5 paza yalile, 4YeM B CIy-
Yasx, KOIja MpeJBapuTeIbHO IIYHTUPYIOLIas CHCTEMa
He ycTaHaBnuBanach [7, 9, 10]. 3BecTHBI TakkKe Ciy-
yau pa3BUTH (PaTalbHOTO KPOBOM3IHUAHUS B OIYXOJIb
BCJIE/ICTBUE BOSHUKHOBEHUS THITEPIPEHAKHOTO COCTO-
sHAS Ha (poHe HealekBaTHOW paboThI myHTa [7, 9].
C npyroil CTOPOHBI, JaHHBIE JINTEPATYPHI U MOIYy4EH-
HbIC HAMHU PE3yJbTaThl YKa3bIBAIOT, YTO COXpaHeHHE/
MPOrpeccupoBaHie BOASHKN Yy JI€TEH MocCIe yIaleHus
OITYXOJIM TAKOW JIOKAJIN3AIINHU CIIOCOOCTBYET Pa3BepPTHI-
BAaHHUIO MO3KEUKOBO-a()(PEeKTHUBHOIO CHHIPOMA M CHH-
JpoMa MO3KEUYKOBOTO MyTH3Ma. Takum oOpaszom,
MO-TIPEKHEMY OCTaeTCs HEPELICHHBIM BOIIPOC PaLHo-
HaJBHON TaKTHKHU KOPPEKIMH THaponedasny B mepu-
ONEpPalMOHHOM IepHoe Y AeTel ¢ omyxonsimu 3YS.

BbiBO/bl

Uarme pa3BuTHE TEPCUCTUPYIOMICH THApOIIehaTu
roclie yiaJieHUusT ONMyXONW 3afHed YepermHON SMKHU
BCTPEUAJIOCh B IpyNnax MaIllMEHTOB BO3PACTHON Ka-
teropuu 110 1 roma — 75 %; mpu pacnpocTpaHEHHOM
XapakTepe POCTa OIMyXOJIHM C OJHOBPEMEHHBIM BOBJIC-
yeHueM Mo3xeuka, [V xemygouka, ctBoiga — 50 %;
¢ menymiodnactomamMu — 37,5 %; mociie HEemoITHON
pesexkuuu onyxomun — 50 %. IlanweHTs, cOOTBET-
CTBYIOIIIHE ITEPEIUCICHHBIM BBIIIE KPUTEPHUSIM, MOTY T
OBITh OTHECEHBI K TPYyTIEe BBICOKOTO PUCKA COXpaHe-
HUsl ruaponedaiuy Mmocie XUPypPrudeckoro JeueHus
ONYXOJIH 3aJJHEU YEPEITHOU SIMKHU.

HaunmMenbpimas 9acToTa BCTPEYAEMOCTH Pa3BUTHS
MIEPCUCTHUPYIONIEH THuAporiehaTny TOCIe YIaleHUs
OITYXOJIH B TPYIIIIax MalieHTOB BO3PACTHOMN KaTerOpruu
4-7 ner — 0; ¢ nokanu3auueil 61acTOMAaTO3HOTO MPO-
uecca B mpenenax [V xemymouka — 20 %; co creme-
Hbto anarasun grade [ — 20 %; ¢ ructocTpyKTypOit
acTportoM — 22,3 %; mocie TOTaIbHOM Pe3eKITul —
14,3 %. IlaniueHThl, COOTBETCTBYIOLINE JAHHBIM KpUTE-
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pHSIM, MOTYT OBITH OTHECEHBI K TPYIITIE HU3KOTO PHCKa
COXpaHEeHUsI THAPOIICaUN MTOCIe YIAICHUS OIYXO0IN
3aJHEN YEPETHOM IMKHU.

Croiikass tumponedanusi BBIICICHA KaK 3HAYH-
MBI (aKTOp TMPOSBICHHS B MOCIECONIEPAIIMOHHOM Tie-
pUOZie TaKWX HEWPOIICUXOJOTHYECKUX CHHIPOMOB:
MO3KEUKOBBI KOTHHUTUBHO-a(D(PEKTUBHBIN CHHAPOM
1 CHHJIPOM MO3KEYKOBOTOo MyTh3Ma. B nanHOM ciy-
Yyae HaJM4ue BOISHKHU OIpenessseT HeOmaronpuaTHbIA
MIPOTHO3 TICHXOHEBPOJIOTUYECKOTO Pa3BUTHS peOCHKA
B JalbHEWIEM, HAPYLUICHUE KOTHUTUBHOM U 3MOIUO-
HAJBHO-BOJIEBOH cdep, 3aAepKKy TMCHUXHYECKOTO pas-
BUTHSI, TPYAHOCTH B OOYYCHHUH, COIMATU3ANN, YXYI-
Iasi KageCcTBO €ro KU3HU, 9TO B CBOIO 04Yepeb TpedyeT
MIPUBIICYCHUS CIIEIHAIMCTOB HEUPOIICUXOIOTHIECKOTO
npouisi ¢ LENbl0 MCHXOIOTHYECKOTO COMPOBOXK/E-
HUS1, KOPPEKIUK U PEaOMIINTAIIUH TTAllUCHTA.

Hecmotps Ha TO, 9TO BO BCEX CIIydasX OKKIIO3MS
JIMKBOPOIIPOBOIAIINX ITyTel Oblita ycTpaHeHa (WHTpa-
onepauuoHHas BU3yanusauus, ganneie MPT), y 1/3
MAalUEHTOB THApoIedanins COXpaHsiach, YTO CBUC-
TEJIHCTBOBAJO O THIOPE30POTHBHOM MAaTOreHE3e Ta-
TOJIOTHYECKOTO TIpoliecca W TpeOoBao JabHEHIICH
XUPYPrUIECKON KOPPEKITHH.
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PE3IOME

OHKoornuecKkue OONIbHBIE TOABEPIKEHBI MOBBIILICHHOMY PHUCKY BEHO3HBIX TPOMOOAMOOIH-
geckux ocnoxkaernit (BTD0), KoTopeie SBISIOTCS YaCTOW MPUYWHON CMEPTH Y MTaHHBIX Ta-
uueHToB. Ilpu stom mMakcumanbHas yacrora BTOO npuxoaurtcst Ha OMyXoJd LEHTPaIbHOU
HEPBHOM CHUCTEMBI, CPEIU KOTOPBIX JTUAUPYIOLINE MO3UINH 3aHUMAIOT OITyXOJIH IHAJIbHOIO
npoucxoxaeHus [1]. MccnemoBanust 1o BRISIBICHHUIO JIA00OPAaTOPHBIX OMOMapKEPOB MOBBIIICH-
HOTO prcka BTDO mpoBomsaTcs, HO Ha CETOTHSAIITHUN ACHb JAaHHBIE 00 X POJIM HEOITHO3HAY-
Hbl. [lokazaHo, 4TO MalMEHTHl ¢ MyTallel B TeHe n3omuTpataeruaporenassl (IDH) moasep-
’keHbl MeHblIeMy prucky BTOO, a cama mytanus IDH cBszana ¢ mogaBieHnemM Npon3BOACTBA
TKkaHeBoro ¢axropa (TP) u nogonnannHa — Hanboee U3y4aeMbIX MOJIEKYJl, OTBETCTBEHHBIX
32 BO3HUKHOBEHHE TPOMOOIMOOINYECKIX OCIOXKHEHUI B ATOU rpymme marueHToB [2]. Oc-
HOBHBbIE crienuduueckue Mapkepsl BTOO ocHOBaHEI HA IMMYHOTMCTOXMMHUYECKUX METONAX,
BBINIOJIHEHUE KOTOPBIX BO3MOKHO TOJIBKO IIPH TMCTOJIOTMYECKOM HCCIIEJOBAHUU OITyX0JIEBOTO
marepuana. [Ipencrapisiercsi akTyaabHBIM MOWCK HEMHBA3UBHBIX OMOMApKEPOB JJIsl OLIEHKU
pHCKa BEHO3HBIX TPOMOOIMOOIMUECKUX OCIOKHEHHH. B HacTosimem 0030pe OCBEIeHbI nMe-
IOIIIMECS] CETOIHA B JIUTEpAType TaHHBIE TI0 ITOH TeMe.

KaroueBble cj10Ba: BEHO3HBIC TpOM603M60JII/I‘lCCKI/Ie OCJIOXKHCHHUA, I‘J'II/IO6J'IaCTOMa, Hn30101-
TpaTraeruporenasa, nmoaAojIaHuH, TKaHCBBIN (I)aKTOp.

s yumuposanus: Casenvesa A.B., Kunenxosa IO.U., Cumarxosa M.A., Cupomkuna O.B.
Monexynsiprvle Mexanu3mvl 6EHO3IHBIX MPOMOOMULECKUX OCTONCHEHUU NPU SIUATLHBIX ONYXO-
JIIX YeHmpanibHOU HepeHOU cucmembl. Poccutickutl JcypHan nepcoHanu3uposantol meouyu-
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ABSTRACT

Cancer patients are at increased risk of venous thromboembolic complications (VTE), which
are the second leading cause of death in these patients. Moreover, the maximum incidence
of VTE occurs in tumors of the central nervous system [1]. Research is being conducted to
identify laboratory biomarkers of increased risk of VTE, but to date data on their role are
ambiguous. Patients with a mutation in the isocitrate dehydrogenase (IDH) gene are at lower
risk of VTE, and the IDH mutation is associated with suppression of the production of tissue
factor (TF) and podoplanin, the most studied molecules responsible for the occurrence of
thromboembolic complications [2]. The main specific markers of VTE are based on immuno-
histochemical methods, which are possible only with histological examination of the tumor
material. Therefore, it is important to find noninvasive biomarkers that could be used to assess
the risk of venous thromboembolic complications. In this review, we will focus on highlight-
ing the accumulated knowledge on this theme.

Key words: glioblastoma, isocitrate dehydrogenase, podoplanin, tissue factor, venous throm-
boembolic complications.
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Cnucok cokpamenuii: BT20 — BeHO3HBIE TPOM-
0osmOonnueckue ocnoxkuenus; T — TkaneBol dax-
top; LIOK — mupkynupyromue onyxoneBble KIeTKHU;
CLEC-2 — peuenTop ceMelcTBa JIEKTHHOBBIX THNA C,
K; IDHI — usouutparaeruaporenasa l.

BBEAEHUE

3/10KaueCTBCHHBIE HOBOOOPA30BAaHUS W TPOM-
003 HMEIOT OOIIHMEe MNATOrCHETHYECKHE MEXaHH3MBI
BO3HHUKHOBEHHS, 4YTO OBUIO IOKa3aHO eme B 1865
rony Apmanom Tpycco. Ilpu oHkonOruM B3auMoACH-
CTBHE OITYXOJEBBIX KJETOK C COCYIHUCTBHIM DJHIIOTE-
JIHEM W KOMIIOHEHTAMH KOaryJISIHOHHOTO KacKana
MPUBOIUT K W3MEHEHHWIO BHYTPUCOCYIUCTOH CpEeIbl
Ha MPOTPOMOOTHYECKYIO U MPOBOCHATUTEIBHYIO [3].
lMunepxoarynsuus Ipu pake yBEIUIUBACT PUCK TPOM-
605MO0TIYECKIX OCIOKHEHUH, KOTOPhIE (DaKTHIECKU
BO3HHUKAIOT C OOJIBIIIEH 4acTOTOH 1O CpaBHEHHIO C 00-
mel nomynsuueil. K HacTosileMy BpeMeHH YCTaHOB-
neHo, 4To 10 20 % OHKOJIOTUYECKUX MAIlUEHTOB Tepe-
HOCSIT BEHO3HBIC TPOMOOIMOOIHIECKHE OCIOKHECHUS

(BT20) [4].
Benosuble  TpoMOO3MOOIMYECKUE — OCIIOKHEHUS
(BT20) y OHKOJOTMYECKOro MamueHTa — codupa-

TEJBHOE TIOHSITHE, OOBEAMHSIIONMEe TPOMOO3 MOBEPX-
HOCTHBIX BE€H, TPOMOO3 TIIyOOKHX BEH, BEHO3HYIO
TaHTPEHY W TPOMOOIMOOIHUIO JIETOYHOH apTepHi.
AccouuHpoBaHHBIE C PAKOM TPOMOO3bI YBEIHYHBA-
0T JIETAJILHOCTD U YaCTO SBISIOTCSA IPUIMHON 0TKa3a
OT XUPYPruvyecKoro BMEIIATEIbCTBA NI XUMHUOTEpa-
WM, 9TO HEOJArOMPHUATHO BIUSCT HA TIPOTHO3 [4].

Mexanusmebl pazputusgs BTOO y OHKOIOrMYECKUX
OOJIEHBIX TIPEJICTABIISIOT CO00M MHOTO(DAKTOPHBIHA TPO-
LIeCC, CBSI3aHHBIN Kak C CAMUM MMAIlUEHTOM (BO3PacT, AJTH-
TelbHask ”MMOOUITU3AIINS, aHAMHE3 BEHO3HBIX TPOMOO-
AMOOIMYECKUX COOBITHIA, OKUPEHHE), TAK U C OITyXOJIBIO
u neuenueM [5]. Yacrora pazsutust BT20 B ToM uucine
3aBUCHT OT JIOKAIN3AIMU TIEPBUYHOTO OYara u 3aMeTHO
YBEITMUMBAETCS MPU METAaCTa3HMpPOBAHUM OIMyXonu [6].
Hawnbonee TpoMOOTCHHBIMH SIBIISIOTCS 3JIOKaYECTBCH-
HbIe 00pa30BaHMs MOKETYIOYHOH JKeIe3bl, TOYeK, Td-
HUKOB, JIETKUX, OPTaHOB JKEIIYI0YHO-KHILIEYHOTO TPAKTa
1 ronoBHoro mo3ra [7]. IlockonbKy pa3Hble THIIBI OITy-
XOJIel XapaKTepHU3yIOTCsl Pa3HOM YacTOTOH TPOMOO3M-
OOJIMYEeCKUX OCIOKHEHUH, 9TO HATAJIKWBAET HA MBICIH
0 CyIIECTBOBAaHUH CHENN(PUUSCKUX IS Pa3HBIX OITyXO-
Jeil MeXaHW3MOB TPOMOO30B, MPH 3TOM MaKCHMaJbHasl
yactota BTOO npuxoaurcs Ha OMyXoiu LEHTPaIbHON
HEpBHOU cucTeMsI [1].

IIpornozupoBanne BTOO sBnsercss akKTUBHO H3Y-
4aeMoi 00J1acThIO, CYIIECTBYIOT ILIKAJIbI OLICHKH PUCKa
Khorana, Vienna, PROTECHT u CONKO, koropsie
MOT'YT CIIy’KUTb OCHOBOW JUISI PHHSTHSI KIMHUYECKUX

pemenuil u goctynusl i npeaukiu BT20. Onnako
9TH MOJICIM MMEIOT HEOJHO3HauHYI0 3((eKTHBHOCTS
1 TpeOyIoT mampbHEHIe MopaOOTKH I YIydIIeHUS
BBISIBJICHUSI MALIMEHTOB C BBICOKUM puckom BT3O0.
Tak, B OAHOM IPOCHEKTUBHOM KOT'OPTHOM HCCIIEI0BA-
HUU Ha IPyMIe OHKOJIOTMYECKHUX MAI[MeHTOB CPAaBHU-
BaJIMICh TPOTHOCTHYEeCKWe cBoicTBa mkan Khorana,
Vienna, PROTECHT u CONKO [8]. ABTopsI 3aKiro-
YWIN, YTO PE3YJIBTAaThl IPOrHO3UPOBAHUS HE COOTBET-
CTBOBAJIM UCTUHHOM yacToTe pa3Butus BTIO. Takum
o0pa3oM, HEOTHO3HAYHOCTh JAaHHBIX yKa3bIBaeT Ha He-
00XOIMMOCTh JIaIbHEHIIET0 M3y4YeHUsl SIBHBIX MeXa-
HU3MOB U MIOUCKa OMOMapKepOB, KOTOPBIE MOTYT OBITH
WCIIOJIb30BaHBI JUISL pa3pabOTKU Oosee yTOYHEHHBIX H,
BO3MOJKHO, JaXKe CIIeU(PUICCKHX IJIsl THITA paKa MoJie-
Jiell IPOrHO3UPOBAHUS PHUCKa.

®AKTOPbI BT30
NP NMNOBJIACTOMAX

I'muno6nmactombr (Grade IV mo xmaccudukammm
BO3) sBnstitoTcst Hanbosee arpecCHBHBIMU TITHATBHBI-
Mmu onyxoisMu [THC, xapakTepu3yromumucs caMbiM
HU3KUM TPOLIEHTOM BBIKMBAEMOCTH 3a CHET KakK pe-
[IUIUBUPOBAHUS 3a00JIEBaHMS, TaK M OOJBIIOTO YHC-
ma BT20 [9, 10]. B ¢Bs3u ¢ 3TUM HMEIOTHECS B Ha-
CTOSIIMI MOMEHT TOIXOJIbl K CTpaTH(UKAaLNK PUCKa
BT30 y manueHToB ¢ TIH00JacTOMaMu M JPYyTHMH
onyxonsamu LTHC npennararor momumo GpakTopoB pu-
CKa, CBSI3aHHBIX C AIIUEHTOM, BBIICJISTH (GaKTOpPbI, ac-
COLIMMPOBAHHBIE C OMYXOJIBIO U JICUCHHUEM.

K ¢akropaMm, HemocpeaCTBEHHO CBS3aHHBIM
CO OITYXOJIbIO, OTHOCAT CTENEHb €€ 3J0KaYeCTBEHHO-
cTH, OOJIBIION pa3Mep, HaIuuue TpomMO03a mpopacTa-
IOIIMX OITYXOJIb COCYJOB 110 JaHHBIM BHU3yaJIN3UPYIO-
IIMX METONIUK, & TaKXKE OTCYTCTBHE MyTal{ B IeHE
nzonutparaeruaporesassl 1 (IDH1), BeiaBisiemoe
npu MOpP(HOJIOrHYECKOM HCCIIeIOBAaHUU WHTpaorepa-
IIMOHHOTO O0pa3mna. YcraHosieHo, uto IDHI-myTtn-
POBaHHBIE PAKOBbIE KJIETKH SKCIPECCUPYIOT BBICOKHUE
ypoBHH D-2-ruapokcuriyrapara — MOJEKYJIbI, HH-
rudupyomier arperanuio TpomoouutoB [11]. Cpenu
(hakTOpOB, ACCOIMUPOBAHHBIX C JICYCHUEM, BBIJICIS-
FOT OMOIICHIO OITYXOJIH, €€ CyOTOTaIbHYIO PE3eKITHIO,
UCIIOJIb30BaHUE KOPTHUKOCTEPOUIOB, JYyUYEBOH M XH-
muorepanuu. Cpeau 1adopaTOpHBIX JaHHBIX Mpeasia-
raeTcsa oOpamiath BHUMaHHe Ha ypoBeHb D-mumepa,
TPOMOOIIMTOB | JICHKOIUTOB [12].

Hecmotps Ha BeIeneHHBIE QakTophl prcka BTOO,
BaJIMIMPOBAHHBIC MIKaJIbl pacdyera OOLIero pucKa Iis
MAIMEHTOB C TJHAJBHBIMH OMYXOJISIMHU II0Ka OTCYT-
CTBYIOT, @ CIIOKHOCTH TPO(UIAKTHKY TaKKe CBS3aHBI
C BBICOKOH BEPOSITHOCTBIO I€MOPPArMUECKUX OCIIOXK-
HEHUH BCIICACTBHE HEHPOXUPYPrHUYECKOTO JICUCHHSL.
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B cBs13u ¢ 3TM MTOMCK WH(POPMATHBHBIX JTa00PATOPHBIX
MapKepOoB, KOTOPBIE MOTJIN ObI C BBICOKOM 4yBCTBUTEIb-
HOCTBIO M CHEIU(UIHOCTBIO TIpezicka3arh puck BTOO
1 KOTOpBIE MOYKHO OBLIO OBl MCIOIB30BATH /I MOHU-
TOPUHTA TePATH aHTUKOATYJISTHTAMH, TTPOIOIIKACTCA.

Tak, B OMTHOM KpPYITHOM TPOCHEKTHBHOM HCCIEI0-
Banuu Thaler J. u coaBropsl (2014) ananusupoBaiu
OroMapKepsl Ul TIPOTHO3UPOBAHUSI BEHO3HOH TPOM-
005MO0NMK y manueHToB ¢ miuoMamu [13]. Mzydamu
TpoMOOoIMOOIYecKue ucxoapl y 141 manueHTa ¢ mim-
OMOM BBICOKOH CTENEeHH 3J0KAYECTBEHHOCTH, U y 24
(17 %) 6oapHBIX npousorien 3nu3on BTOO B 12-me-
CSTYHBIN TIepuo HaOmoneHus. [[pr 7TOM CBSI3b C PHCKOM
pazeutusas BTOO Oputa oOHapyx)eHa I CIIETyIOITIX
MapaMeTpoB: KOJIMYECTBA JICHKOIUTOB, KOJIWYECTBA
TpomMOounToB, P-cenexruna, aktuBHOCTH (akTopa VIII
u D-gumepa. B pesynbrare nydinas MOJAENb OLIEHKH
pHUCKa BKJIIOYAJa PACTBOPUMBIN P-CelleKTHH M HHM3KOE
KOITMYECTBO TPOMOOIIMTOB. ABTOPBI TPEITONOKHUIH,
YTO aKTUBALMs IIMOMON TPOMOOLIUTAPHOTO reMocTas3a
IpHUBeJa K YBEJIMYEHHUIO pacTBOPUMOTo P-cenexTuHa
Y CHIDKEHHUIO KOJIMYECTBA TPOMOOITUTOB.

B npyrom wmccnenoBaHuM aBTOPHI CAENali BBIBOI
O TOM, YTO CKPUHUHT ]ISl paHHETO BEISBIIEHUS Oec-
cumnroMHoii BTOO y Helipoxupypruyeckux Mamu-
EHTOB MOXET OBITH OCYIIECTBJICH IIPU ITOMOIIH OIpe-
nenenua D-mumepa B mmasme kposu [14]. A Posch
¢ coaBropamu (2020) mporIEeMOHCTPUPOBAIH, UYTO JIH-
HaMHU4ecKoe uccienoBanue D-gumepa MoxeT crocoo-
CTBOBaTh EPCOHATU3UPOBAHHOM olieHKe prcka BTOO
Yy OHKOJIOTMYECKHX IMalMeHTOB (B TOM YHCIIE C TJIH00-
JTACTOMOW): yABOCHHUE YpOBHS D-muMepa B THHAMHUKE
OTHOCHUTEIBHO HCXOJIHOTO 3HAa4YeHHS OBLIO CBS3aHO
¢ yBennuenuem pucka BTDOO B 2,8 pa3a (oTHOIICHUE
puckoB = 2,78, 95 % U, 1,69-4,58, P < 0,0001), B TO
Bpems Kak y nmanueHToB 0e3 BTOO0 yposens D-nume-
pa octaBajics TOCTOSTHHBIM (167 marmenToB, D-numep
HU3MEPSUIICS UCXOAHO U BO Bpemsi 602 mocienyromux
MOCEIICHU ). DTOT PE3yabTaT HE 3aBUCEN OT YCTAHOB-
neHHbIX (akTopos pucka BTDO [15].

Kpome Toro, akTuBHO m3ydaeTcs poib TPOMOOITH-
TOB M MIX BIIUSTHUE HA MUKPOOKPY KEHHUE TITHOMBL. M HO-
FOrpaHHOE B3aUMOJICHCTBUE C UMMYHHBIMU KJIETKAMU
FOBOPUT 00 MHTEPECHOI MepCcreKTUBE AJIsl TPOMOOITH-
TOB C TOYKHU 3PEHHSI NMMYHOTEPAEBTHYECKHIX TIOIX0-
JIOB K 3JIOKa4yeCTBEHHOU rinuome. [Tomumo usmepenus
KOJIMYECTBA TPOMOOIIUTOB, B MOCIIC/IHEE JECSITHUIICTHE
CTaJIo0 MOMYJISIPHBIM OLEHUBATH (PYHKIHIO TPOMOOIH-
TOB B KOHTEKCTE 3JI0OKAYECTBEHHBIX 3a00neBanuii [16].
Tak, OBIJIO TIPOIEMOHCTPUPOBAHO, UTO BBICBOOOXKIC-
HHE COJEPKUMOTO TPAHyJl XpaHEHUsS TPOMOOIIMTOB
OKa3bIBa€T MOIIHBIN aHTHMOTeHHbBINH d((EKT Ha SHIO-
TeJauaibHble KJIeTKH. KpoMe Toro, cTUMyJsnus Tpom-
ooruToB A/I® U TpoMOMHOM (OMHMMH W3 TIABHBIX
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aKTHBAaTOPOB TPOMOOLIMTOB) MPUBOIUT K 3HAUNUTEIHHO
OoJiee BEICOKOMY YPOBHIO (DaKTOpa pocTa 3HIOTEIHS
cocynoB (amri. vascular endothelial growth factor,
VEGF) — BaXHOr0 NMPOOHKOT€HHOT'O CHTHAJIBHOTO
Oenka, y MallUeHTOB C TIMO00IACTOMOM 1O CPaBHEHUIO
co 3710poBBIMHU J10/IbMHU [17]. XOTs momyudeHHBIE pe-
3yJIBTAThI SABJIAIOTCS IPEABAPUTEIbHBIMU, OHU 100y K-
JAloT K JaJbHEHIINM HCCICIOBAHUSAM /ISl BBISICHEHHU S
OMONIOTMYECKON 3HAUNMOCTH TPOMOOIIMTOB JJISI CKPH-
HUHTA MalUeHTOB C TTMOMAaMH M MPOCIIEKTUBHBIX HC-
CJIeIOBaHMH ¢ ncnois3oBanneM anTtu-VEGF tepanun
JUTS1 ONTUMM3ALMY JICUCHNU .

NnoAoONNAAHUH N BT30

B skcnepuMmeHTanpHBIX paboTax IOKa3zaHa pOIb
B KaHIIEpPOTeHe3e TIINKONPOTENHA TONOIJIAHWHA TIPU
rimoOnactoMax. [loformiaHuH SBISETCS TpaHCMEM-
OpaHHBIM CHAJIOMYLIMHOIOJOOHBIM TJIUKOIPOTEHHOM
I Tuna, KOTOpBII NpHU B3aUMOJEHCTBUU C PELENTOPOM
CLEC-2 (pemenTop ceMeHcTBa JIGKTHHOBBIX, AaHTIL.
C-type lectin-like receptor) Ha TpoMOOITUTAX AKTUBUPY-
eT ux. /laHHbIN TIIMKOIPOTENH B HOPME 3KCIPECCUPY-
€TCsl BO MHOTHX KJIETKaX, TAaKUX KakK TJIOMEpYJIsIpHbIE
TIOAOIMTEI, aJIbBEOJIOUTHI | THMa, Me30TennabHbIe
KJIETKH, KJIETKHU TIIUH, (PUOPOOIACTHBIE PETHKYIISIPHBIC
KJIETKH, HO HE B SHJOTEIUU KPOBEHOCHBIX cOCcyn0B [18].
OnHako Mpy NaToJIOTHYECKOM COCTOSTHUM MHTYTUPYET-
Csl OKTOMHMYECKAs SKCIPECCHUs TMOJONJIaHUHA, YTO MPH-
BOJIUT K aJIT€3UH TPOMOOIIUTOB C IOCIETYFOIIHM TPOM-
0030M 1 BocriasieHreM [19]. Tak, B OHOM UCCIICIOBAaHUN
Ha MBIIIIaX aBTOPHI MOKA3aJIH, YTO BO BPEMSI BEHO3HOT'O
TpomMOO3a B CTEHKE COCYAa MOBBIIIACTCS IKCIPECCHSI
nonormanuHa [20]. Takum o0pa3oM, B3aUMOACHCTBHE
nojornaHuH—CLEC-2 MoeT urparth IJIaBHYIO POJib
B TPOMOOBOCIIAJICHUH U JIUIIIb MUHUMAIBHYIO POJIb —
B HOPMaJIbHOM I'€MOCTa3e€.

HccnenoBanne Ha MBIIIMHBIX MOJEIAX TaKKe TO-
Ka3aJio, 9YTO KJETKH TIHOOIACTOMBI BBICBOOOXKIAIOT
MOJIOTIJIAHUH B BUJIE MUKPOBE3UKYJ, U ITOBBIIIICHHBIN
YPOBEHb MOJIOTUIAHWHA B TIa3Me OBLI M3MEpPEH IpH
noMou uMMyHopepMeHTHOTO aHaiusa [21]. B atom
e MCCIIeIOBaHUU TTOMHMO SKCIIPECCHH TTO/IOTIAHWHA
B TJIa3Me MBIIIEH HAOII0aTi TIOBBIIEHHBIH yPOBEHb
Mapkepa akTuBauu TpoMmOonuToB PF4 m cHuxkeHne
KOJIM4YeCcTBa TPOMOOLUTOB. [Ipyrue aBTOpHI oKa3aiu,
YTO MBIIIHU, HECYIIME OMYXOJIb MEIAHOMBI YEJIOBEKa,
AKCIIPECCUPYIONIYIO TOONIAaHNH, WMEIH IOBBIIICH-
HYIO 9aCTOTY Pa3BUTHUS BEHO3HOTO TPOMO03a, KOTopas
MOTJIa OBITh YMEHbIIIEHA C TOMOIIBI0 aHTHUTEI, OJIOKH-
PYIOIIUX MOAOIIaHuH [22]. B COBOKYIHOCTH TaHHBIE
WCCIIEZIOBAHUS IEMOHCTPHUPYIOT, UTO OJUH W3 OCHOB-
HBIX MTyTeH, M0 KOTOPOMY OIYXOJHW TOJIOBHOTO MO3Ta
yBenuuuBaoT puck BTOO, 3akmrogaeTcst B akcnpec-
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CHH TTOJIOTIJIAHUHA C TTOCIIEAYFOIIEeH aKTUBAIIUEH TPOM-
ooruroB uepe3 CLEC-2.

B nccnenoBanusx Ha JIOSX OKA3aHO, YTO IKCIIpEC-
CHsI TIONIOTJIAHMHA OMYXOJIBbI0 KOPPETHPYET C IJIOXUM
nporao3oM B otHomernn BTOO [23]. ABTOpEI cTatbu
METOJIOM UMMYHOTHCTOXUMHUH OKpacwii 213 oOpa3ios
OITyXOJIM TOJIOBHOTO MO3T'a MAIMEHTOB, KOTOPBIE HAOIIO-
Jalich B TeueHne NByX JjieT. Oka3anock, 4yTo OONbHbBIE
0e3 skcnpeccun noAoruiannHa umenn 5 % puck BT20,
B TO BpeMSI KaK Y JIMII C SKCTIPECCHEH MOIOTIIaHWHA PHUCK
Bo3pacTai 10 25 %. Kpome Toro, y naimeHToB ¢ OImyxo-
JISIMH,, 9KCIPECCUPYIONIMMHE TIOJIOTUIAHWH, HAOII0AAI0Ch
Oosilee HU3KOE KOIWYECTBO TPOMOOIIUTOB, YTO CBSI3BI-
BalOT C TPOMOOIUTOTICHUEH MOTPEOICHUS W BHYTPH-
OITyXOJIEBBIMH TPOMOO3aMH, M TOBBIIICHHBIH yPOBEHB
D-nmumMepa B razme KpoBu. B nuTeparype MOXKHO Takoke
HalTH JaHHbIE 00 DKCIPECCHH IMOAOIJIAHUHA B IIIHO-
MaX BBICOKOH CTETEHH 3JI0Ka4eCTBEHHOCTH U €€ CBS3U
CO 3JIOKQYeCTBEHHBIM IIPOTPECCHPOBAHHMEM, BKITFOYAS
AMUTETHATbHO-ME3EHXUMAIbHBIN TEPEX0, METacTa3u-
pOBaHKE U UHBA3UIO [24].

Bo3MoxHO, MOJOMIIIAHUH JIEHCTBUTENBHO SBISAETCS
TEM CaMbIM HEJOCTAIOIINM 3BEHOM MEXTY OITYXOJBIO
U PUCKOM TpOMOOOOpa30BaHUS y MAIMEHTOB C Iep-
BUYHBIMHU OITyXOJISIMHU TOJIOBHOTO Mo3ra. OfHaKo ocra-
eTCsl HEeSICHBIM, KaK AKCIPEcCusi MOJOIIaHWHA B OIy-
XOJIEBOM TKaHU TOJIOBHOTO MO3Ta BBI3BIBAET TPOMOO3
B OTJIAJICHHBIX y4acTKaX, B CUCTEME TITyOOKHUX BeH HOT
1 JIETOYHYIO AMOOJIHIO. Y UUTHIBASI HBIHEIIHUH YPOBEHb
3HaHWH, MBI MPEJIaraeM HECKOJIBKO BO3MOXHBIX 00b-
SICHEHUI: Y TIAI[IEHTOB C OMyXOJSIMHU TOJIOBHOTO MO3Ta
MTOJTOTIIIAHMH MOJKET TTOTIa/IaTh B KPOBOTOK JINOO B pac-
TBOPUMOM (D)YHKIIMOHAIIEHO HEAKTUBHOU (opme, 0o
B COCTaBE MUKPOBE3UKYII, BBIJCICHHBIX OITYXOJbIO.

Tak, mojonjIaHUH OOHApPY’KE€H B MUKPOBE3UKYJIAX,
CEKPETHPYEMBIX OITyXOJICBBIMU KJICTOYHBIMHU JTHHHSI-
MU [25], a HUPKYIUPYIOIINE MUKPOBE3UKYIIbI CBSI3a-
HBI C BEHO3HOH TPOMOO0IMOONINEH y OHKOJIOTHYECKUX
0oibHBIX (puc. 1) [26]. JlaHHBIC, MOJMY4YEHHBIC MPHU
MOMOIIM TPOTOYHOM LHUTOMETPHH, TIOKa3alld, YTO
B TJTa3Me MAIUeHTOB C KOJOPEKTaJbHBIM PAaKOM U pa-
KOM TIOJIDKETYTOYHOM KeJe3bl MOJIOTNIAHUH BBICBOOO-
KIAeTCsl KAaK KOMIIOHEHT BHEKJICTOUHBIX BE3UKYJI [27].
B TO e BpeMs CBA3b MEKIY KOJTHMYECTBOM LIUPKYIIHU-
pyromux Be3ukys1 U puckoMm BTO0 y oHKoIOrHIecKux
OOJBHBIX HE YCTAHOBJICHA.

PactBopuMas ¢opma MoOIOIIIAHMHA MOXKET BBIJIE-
JATHCS B KPOBOTOK € MOBEPXHOCTH KJIETOK, SKCIPECCH-
PYIOIIUX TMOJOTUIAHUH, M K HACTOSIIIEMY BPEMEHH 1051
BUWJICA LIEJIBINA Psi/I KCCIIEIOBAHUN YPOBHS PACTBOPUMOTO
rofioTtuiaHuHa B KpoBH [28, 29]. Cueni L. N. u xomrern
(2010) cooOrmy, uTO 1EIeBasi SKCIPECCHUsT IKTOIOME-
Ha MOJOTJIAHUHA B SMUACPMHUCE TPAHCTEHHBIX MBIIICH
M03BOJIsIeT OENKY MPOHHUKATh B KPOBOTOK M WHIYITUPY-

€T MHUKPOTPOMOBI U TPOMOOITUTOIICHHUIO CO CITy4YaiHbI-
MU KPOBOMBIIUSHHUAMHU CO CMEpTENbHBIM ucxonoM [30].
OnHako B OOJIBIIMHCTBE MCCIICIOBAHNH HE ObIa Ipojie-
MOHCTPHUPOBAHA CBSI3b MEXIY YPOBHEM PacTBOPUMOTO
MOJIOTUIAHWHA U €T0 IKCIPECCUEH B OMyXOJH WIU PH-
ckoM pasButus BTO0, uTo, 1o Bcelt BUIUMOCTH, MOYKET
OBITH CBSI3aHO C DKCIPECCHEN MOJOTUTAHIHA Pa3INIHBI-
MU TKaHSIMH, a HE TOJBKO OITyXOJIBIO.

ITomumoO 3TOTO, B KPOBH MAIIUEHTOB C TIHOOIACTO-
MOW 4acTo OOHAPYKUBAIOTCS ITUPKYJIUPYIOIIUE OMY-
xoneBeie KieTku (LIOK) u, takum obpaszom, LOK,
SKCHPECCUPYIOINE MOAOIIAHNH, MOTYT OTAENATH-
Csl OT NEPBUYHOHN OMyXOJIM W TONAaJaTh B KPOBOTOK
[31]. Tak, B uccnenosanuu Gi T. u coaBropos (2023)
CPaBHUBAJIUCh T'UCTOINATOJOIHYECKUE OCOOCHHOCTH
TPOMOOB Y MAIIMEHTOB ¢ BEHO3HBIMH TPOMOOTHUCCKH-
MU OCIIO)KHEHHUSIMH TIPU OHKOJIOTHH U 0e3 Hee. bputo
MOKa3aHO, YTO KJIIETOYHBIE KJIACTEPHI PAKOBBIX KJICTOK
B TpomOax HabOmromanuck B 27,5 % ciydaeB Tpom003a
rry0okux BeH U 29,5 % ciiydaeB JIETOYHOW dMOOJIHH.
[Tpu >TOoM B 44 % TpOMOOB UMMYHOTHCTOXUMUYECKH
omnpenessiach SKCIpeccus noaomiaHuya [32].

B cBsi3u ¢ BBINICU3IIOKEHHBIMU (paKTaMH, U3y4de-
HHE POJU NoJoIIannHa B maroreHe3e BTOO mpu riu-
aJIbHBIX OMYXOJIAX MPEACTABJISACTCS MEPCHCKTUBHBIM
HampaBieHneM. OIHaKO BOTIPOC: BIUSET JIU TOIOTLIA-
HUH Ha pa3BUTHE TPOMOO30B HAINPSMYIO WM KOCBEH-
HO — 3a CUET y4acTHs B KaHIEPOreHe3e, U MOXKET JIn
€ro orpejeieHue B KpOBH (B paCTBOPUMOIL (hopMe UiTn
Ha BHEKJIETOYHBIX BE3WKYJAX) FJIM B OMyXOJH OBITh
MapkepoMm pucka BTOO, octaercs OTKPBITBIM.

Td NWBT30

Crenyrouieil MoJIeKyJIoi, KOTOpasi akTUBHO U3y4Ya-
ercsa npu BTOO y manueHToB ¢ rmuoMaMy, sIBISETCS
TkaneBoi ¢aktop (TD). OmyxoneBble KIETKH HEMO-
CPEJICTBEHHO aKTUBHPYIOT I'éMOCTa3, IKCIPECCUpPys
Oompmioe konmudecTBo Td, CrocOOCTBYS TeHEpaIuu
TpoMOWHa 1 00Jeryas oTiaoxeHune (uOpuHa, co3aBas
MHUKPOCpPENY B TBEPJIbIX OMYXOJAX, KOTOpas 3aluIla-
€T pPaKoBbIE KJIETKH OT aTaKl UMMYHHOW cUcTeMB!I [3].

BricBoboxknenne T HE TOTBKO aKTUBUPYET T€MO-
CTa3, HO U IIPUBOAMUT K COOBITUSAM, UMEIOLINM pella-
IOlIee 3HaYCHUE JJI IPOrPecCupoOBaHus paka, TAKUM
KaK BBIXKMBAHUE U NHBa3U 4 KJIETOK, a TAKKE MPOLECCHI
aHruorenesa. JlaHHbIE TPOIECCH MPOUCXOMAT Uepe3
AKTHBALUIO PELIENITOPOB, aKTUBUPYEMBIX IIPOTEA3aMHU
(anri. Protease-activated receptors, PARs), skcmpec-
CHUPYEMBIX OIyXOJIEBBIMH U 3HJOTEINATIBHBIMH KJIET-
kamu [33]. LluTomnmazMarudyeckuii JOMEH TKaHEBOTO
¢dakTopa, 1Mo CyTH, y4acTBYeT B paclpOCTPaHCHUU
BHYTPUKJIETOYHOI CHTHAIM3allMM, BIUAS Ha IOBeEJe-
HUE PAaKOBBIX KJETOK. B wactHOCTH, KOomruiekc Td/
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¢daktop VII mporeonutnueckn axtuBupyer PAR-2,
a cpopmupoBanHblil komiuieke Td-gpakrop VII-PAR-2
HaIpaBJiseT HKCIPECCUI0 MeTacTa3oB onyxonu. Jlan-
HBI KOMIUIEKC PETyIUPYET BBIXKUBAHUE H MHUTPAIIHIO
KJIETOK, BBI3bIBAsI B TO )K€ BPEMsI BBICBOOOXK ACHHUE IIPO-
OHKOreHoB, Takux kak VEGF, a takxe NJI-8 [34].
CoobmaeTtcs, uto Tpancnopt Td ocymiecTBiseTcs
MPH TIOMOIIM MHUKPOBE3UKYJI, IPHBOASI K aKTHBAIUH
KoarysimuoHHoro kackama (puc. 1) [35]. bonee BBI-
COKHE YPOBHM MHKpPOBE3uKyn ¢ Td accounnpoBaHbl
¢ Oonee BricOKMM prckoM BTDO y oHKoJOrHuYecKux
OONBHBIX U KOPPENHPYIOT ¢ YpoBHsiMH D-numepa
W JIpyrUMH OHOMapKepamMH aKTHUBallUU KOAryJISIUH
[36]. beinm Takke WcclenoOBaH YPOBEHb aKTHBHOCTH
LUPKYJIUPYIOIMINX MUKPOBE3UKYI ¢ TD y manueHTos
C ONyXOJbIO TOJOBHOIO Mo3ra. Kak M 0XHIAloCh,
OoJiee BBICOKHMI YPOBEHb aKTUBHOCTH MHKPOBE3UKYII
¢ T® nabmromasncs y JUIl ¢ TIIMOOJIACTOMOM IHKOTO
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tuna IDHI1 no cpaBHeHUIO ¢ malMEHTaMH C MYTaHT-
Ho# opmoii IDHI [11].

C npyroi CTOPOHBI, B TIPOCTIEKTHBHOM KOTOPTHOM
uccienoBannu Thaler J. ¢ coaBropamu (2012) He oOHa-
PYKHJIN HUKAKOW CBSI3M MEXKIY aKTHBHOCTBIO MHUKPO-
Be3uKyd, akcrpeccupyromux Td, u BT20 y 601bpHBIX
C pa3NMYHBIMU THIIAMHU OITyXOJieH, B ToM yucie y 119
MarueHToB ¢ rauodmacromoit [37]. Tem He MeHee, maH-
HOE HCCJICIOBAaHUE MMEJIO Topa3fo Oojee IJINTEeNbHOEe
BpeMsi HaOro/IeH s (2 TO/1a) 10 CPaBHEHHIO C IPYTUMH.

MOJIEKYJIAPHbIE OCOBEHHOCTU
ONYXOJIEW MMUANIbHOIo
MPONCXOXAEHNA N NX CBA3b C BT30

Kak Obuto cKka3aHO BbIIC, OOJNBHBIC C ITTHOMAMH
C MyTalMed B IeHE W30LUTPATICTUAPOreHa3bl UMEIOT
bomee am3kuit puck BTDO0, yem manueHTs! 0e3 TaHHON

/é\nononnanuu SupoTenui
Mmwobnactoma / i. ‘“"3 —— TpomBouut
: %; BHekneTo4Hble
7 Beaukynsl Tpom603
TkaHeBbi chakTop
,-'6“-, — | Koarynsauus
h#ret

Puc. 1. OcHoBHble MexaHu3Mbl BT30 y naumeHTOB ¢ rnmo6nactomon (apantTupoBaHo
n3 Jasmin J, et al. Epidemiology, biology, and management of venous thromboembolism

in gliomas: An interdisciplinary review, 2023)

Figure 1. The main mechanisms of venous thromboembolic complications in patients with

glioblastoma

92

‘ Tom 4 ‘ N2 2 ‘ 2024‘



HEWPOXVPYPIrA | NEUROSURGERY . II

mytamun [38]. WccnemoBanust mpemiararor oObsCHe-
Hue 3tomMy Qakty. B HopMme nanHBIH QepMEHT B LHKIE
TPUKapOOHOBBIX KHCJIOT KaTalU3UPYET OKUCIUTENBHOE
JICKapOOKCHIIMPOBAHUE H30IUTpara ¢ 00pa3oBaHHUEM
o-keTormyTapara. B mmomax, mytantabix o IDH, Bme-
CTO O-KeToIIyTapara cuHTe3upyercs D-2-runpoxcu-
oytapar (D2HG) u norpednsiercst NADPH BmecTto ero
cuntesa [39]. D2HG unrubupyer GepMeHTbI, KOTOPbIM
00OBIYHO HEOOXOMNM O-KETOTIIyTapaT B Ka9eCTBE COCyO-
cTpara, TaKhe KaK JHOKCUICHA3bl, KOTOPbIC AEMETHIIHU-
pytot JIHK u ructons! [40]. Takum 00pa3oM, OImyXomu
¢ mytareit IDH umeror Gomnbiie JIHK u metunmuposa-
HUS TUCTOHOB TI0 CPAaBHEHMIO C MX aHAJIOTAMH JHKOTO
tuna [41]. BaxxHO 0TMETHTB, 9TO dKcTpeccust T u mo-
JIOTJIAaHMHA BBILLIE B OMyXOJsiX ¢ aukuM Tunom IDH
10 CPAaBHEHUIO C TEMHU, KOTOpPBIE COAEP)KaT MyTHUPOBaH-
uelii IDH1 [42]. Beicokue ypoBHM IUpKyIUpyonmx Td
Y TIO/IOTIIaHKHA, KaK OBLIO TTOKa3aHOo BHIIIE, MOTYT YBe-
muunth puck BTOO0. bputo Takke MOKa3aHo, YTO CHU-
xeHue skcrpeccu TP u3-3a METWIMPOBAHUS TEHOB,
OIOCPEOBaHHOTO MyTaHTHOU ¢opmoiri IDH, moxer
croco0CTBOBATh CHIKEHHUIO prcka BTDOO npu mmomax.
Tak, Unruh D. ¢ coaBropamu (2016) mpomeMoHCTpH-
poBany, uto Mytauuu /DH1/2 cBs3aHBl CO CHU)KEHUEM
MPHK TkaneBoro ¢akropa u skcnpeccuu 0ejika B INIH-
OME M3-3a TUIIEPMETUIIMPOBaHUs TeHa F'3 (0003HaYeHHE
rena, kogupytoriero Td) [11]. OmyxoneBbie KIeTKH He-
MIOCPEACTBEHHO aKTUBUPYIOT I'€MOCTa3, SKCIIPECCHPYsI
T®, koTOPBI CIOCOOCTBYET reHepaLluy TPOMOMHA U 00-
pa3oBanuo pudpuna [3].

HecMmoTps Ha JaHHBIE O CMIIBHOM KIIMHUYECKOU CBSI-
31 MEXJLy 3KCIIPECCUEH MOOIIIIaHNHA ¥ PUCKOM BEHO3-
HBIX TPOMOOIMOOIMYECKUX OCIIOKHEHHH, OTHOCHUTEIb-
Hasi BaXHOCTb BIUSHMS TKaHEBOTO (haKTopa NPOTHB
MOJIOTIJIAHMHA B KOHTEKCTE ITHOM €I1le He YCTaHOBJIeHa,
1 HE MOXET OBITh UCKITIOUCH WX cuHepru3M [42]. B on-
HOM HCCJIEJOBAaHUH, KOTOPOE HEIOCPEINCTBEHHO CpaB-
HUBAJIO HUPKYJIUPYIOIINE PEIONIEPALINOHHBIE YPOBHU
T® u nogomnanuHa ¢ nocieonepanuonasiMu BT30,
MOBBIIIIEHHBIN ypoBeHb T®, HO HE MOAOIUIaHUHA, ObLI
aCCOLIMMPOBAH C MOBBILIEHHBIM PUCKOM TPOMOOTHYE-
ckux ociokHeHui [43]. B TO ke Bpems ObLIO TOKa-
3aHO, YTO YpOBHHU pacTBopuMoro penentopa CLEC-2
B IJ1a3Me y nauueHToB ¢ muomamu IDH nukoro tumna
OBUTM 3HAUYMTENIBHO BEIIIE, UM B TPYTIIE ¢ HU3KOH 3KC-
Ipeccuei moaoIuIaHuHa Ui 0e3 Hee y JIMI ¢ MyTaHT-
HeiM IDH [44]. Kpome Toro, y NalueHToB ¢ NMHOMaMHU
IDH muxoro tumna unaexkc C2PAC (oTHoIIEHHE YPOB-
Hs pactBopuMoro penentopa CLEC-2 x koinuecTBy
TpoMOOIMTOB) y marueHToB ¢ BTOO Obur 3HaYMMO
BhIIIIe, YeM y 00ibHBIX 6e3 BTDO. Takum obpa3om, aB-
TOpkI peanonaratoT, 4to nuaeke C2PAC sBnsercs no-
TEHIIHAIBHBIM MapKepoM JUIs BblsiBiIeHus pucka BTOO
y TallMeHTOB C TIIHO0IACTOMOM.

3AKJTIOHEHUE

Takum 00pa3oM, OMYXOJW TIHAIBHOTO TPOMCXOXK-
JICHUSI XapaKTePU3YITCS TUIEPKOATYISIIMOHHBIM CO-
CTOSSHUEM KpOBH, aCCOLMMPOBAHHBIM C MOJIEKYJISAP-
HBIM THIIOM OITYXOJIH, IIPOLIECCaMU NPOTPECCUPOBAHUS
u MeracrazupoBaHus. [lOMHUMO TakuX W3BECTHBIX
1ab0paTOPHBIX MapKEPOB BEHO3HBIX TPOMOO30B, Kak
D-pumMep u TkaHeBO# (axTop, HA CETOTHSIIHUN JEHb
MOJIy4YeHbI JAaHHBIE O POJIM MOJIOTIIAHMHA B peasln3aluu
BT3O0. B 3710i1 cBs3U manbHEHIICe U3YICHUE €TO POIIU
B TIaTOTE€HE3¢ TPOMOOOOpa30BaHUS SIBIISICTCS TTEPCIICK-
TUBHBIM HalpaBJIeHHEM HapaBHE C MOMCKOM IPOCTHIX
nabopaTopHbIx MapkepoB pucka BTDO mpu mimanb-
HBIX OIYXOJISIX LEHTPAJIBHON HEPBHOW CUCTEMBI.
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ABSTRACT

CHHIpPOMBI IEPBUKO-MENYUIIPHON KOMIIPECCUH H aTIaHTOAKCHAILHOW AMCIOKALNH SIBIISIOT-
Cs1 IOMUHHUPYIOLUIMMHU KJIMHUYECKUMH TPOSIBICHUSIMHA MYKOIIOJIHNCAXapuI030B Ha KPAaHHUOBEP-
TeOpanbHOM ypoBHE. B 0030pe mpuBoaMTCSst aHATU3 3apyOCKHBIX U POCCHICKUX JINTEpaTyp-
HBIX HCTOYHHUKOB, KAaCaIOIINICA COBPEMEHHBIX acleKTOB JUarHOCTUKH, HEMPOXUPYPrUUECKON
KOPPEKIIMH CTEHO3a Ha KPaHHOBEPTEOPAJIHLHOM YPOBHE Y MAIEHTOB C PAa3HBIMH TUIIAMH MY-
KoTToNMcaxapu1030B. [IpencTaBiens! cymecTBYONNE XUPYPrUIecKie MOIXO0/IbI K OIpe/iene-
HUIO MOKa3aHUH U BBIOOPY METO/a XUPYPTUUECKOTO JICUCHHUS, a TAK)KE HEKOTOPbIC aCIEKThI
MIPUMEHEHUS 3aMECTUTEIbHON (PEPMEHTHON Tepanuu U TPaHCIUTAHTAlMd TeMONOITHYECKUX
CTBOJIOBBIX KIIETOK. [IpoeMOHCTpHpOBaHO MHOr0OOpasne BapHaHTOB XMPYPrHUECKOH KOp-
peKLIMU MOpakeHUH MO3BOHOYHUKA HA KPaHHOBEPTEOpPaIbHOM YpPOBHE Y MAIMEHTOB C pas-
HBIMH THUIIAMH MYKOIIOJIMCAXapHI030B, OJHAKO OIHCAHHBIE PEKOMEHAALMH MOXKHO pac-
CMaTpUBaTh C TOYKH 3PEHHS TPaIULMK KIMHHUK WM JIMYHOTO OIBITa XMPYProB, HO HE Kak
MIpU3HaHHbBIE CTaHIAPTHI JiedyeHus. TpeOyeTcs AajnbHelIIee HaKOIUIEHUE OTACIbHBIX HaOMI0-
JCHUH WM KIMHUYECKUX CEPHUH JUIS MPOBEICHHS CPABHUTEIILHOTO aHasm3a 3)()EeKTHBHOCTH
Pa3IMYHBIX TOAXOI0B Ha TOCTAaTOYHO OOIBIIOM U OJHOPOJAHOM MaTephale Ui ONpeaeTIeHHS
CTaHJAPTOB JUATHOCTHKH U JICUCHUS] KPAaHHOBEPTEOPAIIbHON MAaTOIOTHH Y MALUEHTOB C My-
KOTIOJIMCAaXapUI03aMHu.
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PE3IOME

Cervico-medullary compression and atlantoaxial dislocation syndromes are the dominant clin-
ical manifestations of mucopolysaccharidoses at the craniovertebral level. The review pro-
vides an analysis of international literary sources concerning modern aspects of diagnosis and
neurosurgical correction of the foramen magnum stenosis in patients with different types of
mucopolysaccharidoses. The existing surgical approaches to determining the indications and
choosing the method of surgical treatment and some aspects of the use of enzyme replacement
therapy and hematopoietic stem cell transplantation are presented. A variety of options for sur-
gical correction of pathology at the craniovertebral level have been demonstrated in patients
with different types of mucopolysaccharidosis, however the described recommendations can
be considered from the point of view of traditions of the hospitals or personal experience of
surgeons, but not as recognized standards of treatment this pathology. Further accumulation
of individual observations or clinical series is required to conduct a comparative analysis of
the effectiveness of various approaches on a sufficiently large and homogeneous material to

‘T0M4 ‘N92 \2024‘ 97



II. HEWPOXVPYPIrA | NEUROSURGERY

determine standards for the diagnosis and treatment of craniovertebral junction pathology in

patients with mucopolysaccharidoses.

Key words: atlantoaxial fixation, atlantoaxial instability, cervico-medullary decompression,
craniovertebral level, foramen magnum stenosis, mucopolysaccharidosis.
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Cnucok coxpamenuii: A" — rIMK0O3aMHUHOTIIH-
kanbl, 30T — 3amecTuTenbHas pepMeHTHAs Tepanus,
KT — xomnsrotepHast Tomorpadust, MBI — moTop-
HBIC BbI3BaHHBIC TToTeHIualbl, MIIC — mykomonuca-
xapus103, MPT — MarHuTHO-pe30HaHCHas TOMOI'pa-
¢ust, CM — CITMHHOM MO3T.

BBEAEHWNE

Myxkononucaxapuaossl (MIIC) oTHOCATCS K TU30-
COMAJIBHBIM OOJIe3HSIM HaKOIUICHHS, KOTOPBIE B CBOIO
oyepenb 0ObEANHSIOT OOLIYI0 IpyIIy opdaHHBIX Ha-
CJIC/ICTBEHHBIX MeTabonuueckux HapyuieHuil. Cpe-
M TOBOJIBHO OOJIBIIOTO YHcia 3a00JIeBaHUN TaHHOM
rpynmnbl MIIC BcTpedaroTcss HECKONBKO dHaIlle, YeM
JIpyrue peakue naronoruu [1].

3aboneBaemocTh pasnuunHbiMu TunamMu MIIC xo-
neOyeTcst B 3aBUCMOCTH OT TeorpaduuecKoro u it-
HUYECKOTO TMPOUCXOKJICHHUS. [10 HEKOTOPBIM OIIEHKaM,
ona cocrtasisieT ot 1/25 000 mo 1/30 000 HOBOpOXKACH-
HbeIX. Hambonee pacmpoctpanennsiM siBisercss MIIC
I Tuma u BcTpewaercs ¢ wactoroit or 0,69 mo 1,66
Ha 100 000 HOBOpOXKAECHHBIX [2, 3]. K ximHIYeCKUM
nposiBrieHussM MIIC, moMuMO MPOYUX, OTHOCST CHH-
JIPOM IIEPBUKO-MENY/UIIPHON KOMITPECCHH U aTIaHTO-
aKCHaJbHYIO AMCIoKanuio. B cBoeil pabore Mbl npu-
BOJIMM aHAJIW3 JIUTEPATYPbI, KACAIOUIMHCSI HEKOTOPBIX
ACTICKTOB JINATHOCTUKY M JICUCHHS JIAHHBIX CHHIPOMOB
y nauuentoB ¢ MIIC pa3Horo Bo3pacra, B YaCTHOCTH,
CYIIECTBYIOLINE TOIXOABI K ONPEAeICHHIO MOKa3aHUH
Y BBIOOPY METOJa XUPYPrUUecKoro jeueHus [4, 5].

Ilopaxenne MO3BOHOYHUKA BCTpedaeTcs MpH 00Ib-
muHcTBe MIIC, XOTS 1 ¢ 60IBIION BapruadeTbHOCTHIO
Mo yactoTte [6]. AHOMajauKu MO3BOHOYHUKA U OCHOBA-
HUS Yeperna, a TakyKe OTJIOKeHHE TTTMKO3aMHHOTIIHKa-
HOB (I'’AT’) B MO3roBbIX 000JI0YKax M MOJACPKUBAIO-

IIUX CBS3KaX YacTO BBI3BIBAIOT aTIAHTOAKCHAIBHYIO
HECTaOMJIBHOCTh W/WJIM JHCIOKAIMIO, KOTOPBIE MO-
I'yT IPUBECTHU K C/IAaBJICHUIO HIKHUX OTJEJIOB CTBOJIA
Y BEPXHHX OTIENIOB CTMHHOTO Mo3ra (CM) ¢ pa3BuTH-
€M KOMIIPECCHUOHHOW Muenonatuu. Ilepexoqnbie aHa-
TOMHMYECKHE 30HBL KpaHHOBepTeOpajbHas 00JacTb
W TPYIONOSCHUYHBINA OTIEN MO3BOHOYHHMKA, SIBIISIIOT-
csl ABYMSI OCHOBHBIMU aHAaTOMHUYECKHMH 30HaMHU, TJIe
BcTpeuaetcs caaBienne CM [7-9].

KPATKAAl XAPAKTEPNCTUKA .
PASHOBNOHOCTEN N KIIMHNYECKOWN
KAPTUHbI MYKOMOJINCAXAPNA030B

B 3aBucuMoctu oT Xapaktepa (epMEHTaTHBHOTO
JeeKTa BBIICISIFOT HECKOJIBKO OCHOBHBIX THITOB MIIC:

MIIC I muna Bw3bIBacTCs aedunutoM hepmeHTa
anbda-L-umyporuaasel, Bkatouatomero rern IDUA,
pacmnonoXeHHbIH Ha xpomocome 4pl6. Dto 3abomneBa-
HUE TOJpa3JesieTcss Ha TPU reTePOreHHBIX (DEeHOTH-
na, Ha3biBaeMbIx cuHapomamu G. Hurler, G. Hurler—H.
G. Scheie u H. G. Scheie. dedunur dpepmenra anp-
¢da-L-uaypoHnnassl MpUBOAUT K HakorieHuto [AIl
B Pa3IMYHBIX TKAHSIX OPraHW3Ma, BBI3BIBAS IIHPOKO
pacnpoCTPaHCHHYI) TMOJUOPTaHHYI JTUC(PYHKIUIO
[10]. OcHOBHBIEC KJIMHUYECKHUE MPOSBICHUS NTaHHOTO
tura MIIC: HU3KHH pocT, rpyOble Y4epTHl JHIA, Ma-
Kporedanrsi, MaKpOTJIOCCHS, TIOJHBIE TyObI, TYCThIC
cpociiiecss OpoBH, MOMYTHEHHE POTOBHIIBI, TJIAYKO-
Ma, cooOInaromascs rugaponedanus, caapieaue CM,
TYHHEJIBHBIN CHHJPOM 3aIICThs, TYTOYXOCTh pa3iny-
HOW CTETICHHW BBIPaKEHHOCTH, TeMaTOCIIIICHOMETau s,
0OCTPYKIHS JBIXaTEIbHBIX IYTEH C MOCIEHYIONUM
armHo?, 3a00JIeBaHUS CEPACYHO-COCYIUCTON CUCTEMBI,
MYIIOYHBIC ¥ TAXOBbBIC I'PBIXKH, KOHTPAKTY PbI KPYITHBIX
1 MEJKHUX cycTaBoB [7, 11].
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K MIIC II muna otnocutca cunnpom C. Hunter,
BO3HUKAIOIINH M3-3a CHUKCHUSI aKTUBHOCTH JIN30COM-
HOro (hepMeHTa U1y pOoHAT-2-Cynb(aTasbl, 4TO CBI3aHO
¢ mytanuei rera IDS B xpomocome Xq28 [10]. B pe-
3yJIBTaTe MPOrPECCUPYIOIIETO JIN30COMAIbHOI0 HaKoO-
menuss A’ B TkaHsAX W opraHax (Me4eHb, ceJe3eH-
Ka, cepaue, KOCTH, bIXaTeJIbHbIe MYTH) MPOUCXOAHUT
HapylleHre (QYHKIMH KIETKH, BKJIIOYas W3MEHEHHUE
BHYTPUKJIETOUHOI'O TOMEOCTa3a KaJblys, HapyLIEHUE
aytodaruu u BocnajeHue. JlanHble IpoLecchl IPUBO-
JST K MYJIBTUCUCTEMHBIM TPOSIBICHUSM 3200J€BaHUS
C BOBJICUEHUEM ONOPHO-/IBUTATEIbHOM, JbIXaTEIbHOM,
CepIIeYHO-COCYIUCTON 1 HepBHOH cucteM [7, 12].

K MIIC Ill muna OTHOCHUTCS  CHHIPOM
S. Sanfilippo, XapakTepu3yOMHUNACI MHOXECTBECH-
HOW (pepMEHTATHUBHOM HEJOCTATOYHOCTBIO, KOTOpPAs
BKJrouaeT renapa-N-cynbdarasy (IIIA), anbdpa-N-
anetuirmokozamMuanaasy (I11B), anbda-rmokozamu-
Hunanetuntpanchepasy (I1IC) n N-amerunrirokosa-
MuH-6-cynbgatazy (I1ID), BeI3piBaromeil HakomiIeHue
renapancyibdara [10, 13]. [lo cBOMM KIMHUYECKUM
NPOSIBJICHUSIM BAapUaHTHl BECbMa CXOXKH, HO MOTYT
BapbUPOBATHCS B 3aBUCUMOCTU OT (enoTuna. Jeru
OOBIYHO AOCTUTAIOT HOPMAJIBHOI'O POCTA, & BHELIHHUE
W3MEHEHUS HE TaK sIBHO BBIPAXXCHBI, KaK IPU IPYTUX
tunax MIIC. Kpome Toro, pa3BuBaeTcsi Makporioccus
u onuxonedaius, HabI0JaeTCs yBEITMIEHNE BOIOCH-
HOT'O IOKpOBa 1o BceMy Teny [11].

MIIC IV muna, unu cungpom L. Morquio GsiBaeT
JnByX TUIoOB: Tull VA Bo3HuKaeT u3-3a nedunura N-
aleTHIITAIaKTO3aMUH-6-CcyNb(daTasbl (MyTalUsl B TeHE
GALNS, pacrionoxxerHoM Ha 1624 xpoMocome), TUTT
IVB (BcTpeuaeTcsi kKpaiiHE peaKo) BO3HHKAET M3-3a
nepuuuta QepmenTta P-ranakTozugasbl (MyTanus
B reHe GLBI, pacnonoxxennoMm Ha 3p2]1 xpomocome)
U COMPOBOXJACTCSl HAKOIJIEHHEM KeparaHcyibdara
[10]. Pe3ynbrar Hakomnenus naHHbix AT mpuBomut
K CHCTEMHOH CKEeJIETHON TUCIIIa31H, BKIIIOYasi HU3KHH
pocT, HEeCTaOMIBHOCTH WICHHOTrO OTAeNa MO3BOHOY-
HUKa co caasieHneM CM, kuneBunnyio aedopma-
W0 TPyaH, KU(POCKOINO03, BapyCHYIO IehOpMAITHIO
HIKHUX KOHEYHOCTEH, rMIepMOOUIBHOCTL CYCTaBOB
U aHOMaJIbHYIO MOXOAKY. VMeeTcst BbICOKasi 4acTo-
Ta CYXXCHHSI Tpaxew y JAeTed M MOJOABIX B3POCIBIX
¢ MIIC IVA Tumna, TsS%ecTb KOTOPOTO YBEITUIUBACT-
csi ¢ Bo3pactoMm. IlarueHTsI ¢ TsKenmoi obcTpyKumen
Tpaxew MOABEPKEHbI PUCKY CMEPTH OT alHOd BO CHE
1 COITYTCTBYIOLIUX OCJIOKHEHUH [7, 14].

K MIIC VI muna OTHOCUTCS CHHAPOM
P. Maroteaux—M. E. J. Lamy, Bo3HHMKarolmuii B pe-
3yJbTaTe HAKOIUICHUS JAepMaTaHcysbdara U XOHIPO-
UTUH-4-cynbaTa, CBI3aHHOTO ¢ AeUIUTOM (PepMeH-
ta N-aleTuirajiakTo3aMuH-4-cyibdaTasbl (MyTaIus
B reHe ARSB, pacnomokennom Ha 5ql1 xpomocome)

[10]. Knaccuueckue KIMHUYECKUE MPOSBICHUS CUH-
JIpOMa TpPE/ICTaBIIEHBl TIOPAKEHHEM KOCTHO-CYCTaB-
HOH CHCTEMBI ¢ MHO)KECTBEHHBIMHU IU30CTO3aMHU, HU3-
KM pOCTOM W JBUTaTeNbHOW AucyHKIuei. Kpome
TOTO, JIOBOJIBHO YacTO OTMEYaroTcs OTOPUHOIAPUH-
rOJIOTHYECKHe U TJIa3HbIe MPOsBIIEHUS (MIOMYTHEHHE
POTOBHIIBI), @ TAK)KE OPOACHTajIbHbIE aHOManuu. Ha-
koHel, pu MIIC VI Tuna npucyTcTBYIOT U Apyrue
MPU3HAKH, TAKHE KaK OPraHOMETaJIUs U CEPACUHO-bI-
XaTeabHas HeJOCTaTOYHOCTh, TUITUYHBIE JJISI MYKOIIO-
Jcaxapua030B B menom [7, 15-18].

B pesynprare medumura B-ranakTo3umas’hbl, CBS-
3aHHoro ¢ mytauuei B reae GUSB (7ql1 xpomocoma),
MPOUCXOAUT HAKOIUIGHUE XOHAPOUTHH-4-cynbdaTta,
XOHJIPOUTUH-6-Cynbdara, AepMaTaH U TernapaHcyiib-
¢aroB, uto nmpuBogut k MIIC VII muna, unu CHHAPO-
My William S. Sly [10]. Knuandeckas kapTuHa U Ha-
4aJio 3a00JI€BaHMSI MOT'YT 3HAUUTEIBHO Pa3InvaThCsl.
VY manueHTOB C MPOSIBICHUSMH 3a00JE€BaHUS B JICT-
CKOM BO3pacTe 0ObIYHO HAOIIONAIOTCS JIETKHE CKEIEeT-
HbIC aHOMAJIMH, I'pyOble YepThl JIMLIA U IOMYTHEHHUE
poroBunsl. Ecnu 3aboneBanue mpossiisieT ceds MpH
POXACHUHU, OOBIYHO OTMEYaeTCss HU3KUH POCT, CKe-
JIeTHAs TMCIIJIa3usl, TenaToCIIEHOMEeralnsl, MaKkpoIe-
¢danus, runeptTpodus 1eceH, TPHIKHU, YACThIe yITHBIE
MH(EKIUN 1 KOTHUTHBHBIE OTKJIOHEHHUs. boree Toro,
BOJSIHKA IJIO/Ia, QHOMAJIBHOE CKOIUIEHHE >KHMJKOCTHU
OopraHu3Ma B HECKOJBKMX TKAHSX, SBIISETCS OTIMYH-
tenbHo# ocoberHnocTrio MIIC VII tuma [7, 19].

MIIC [X muna, nmu cuaapoM M. R. Natowicz sBis-
ercs upe3BbluaiiHo peakuM u3 Bcex TunoB MIIC u Bo3-
HUKaeT u3-3a Aeduuura (epMeHTa THaTypOHUAA3HI,
MIPUBOAAIIETO K HAaKOIUIEHUIO THAlypOHaHA (MyTauus
B reae HYALI, pacronoskennom Ha 3p21 xpomocome)
[10]. [leproro manmenTa ¢ cuaapomom M. R. Natowicz
onucanu B 1996 r., ¢ nepuapTUKyISIpHBIMU 0Opa3oBa-
HUSIMH MSTKUX TKaHEH U y3JI0BOM THIIepIUIa3uei, HUu3-
KHM POCTOM M 3PO3MSIMH BEPTIY>KHOW BHAJWHBI, YTO
SBJISIETCS] HATOTHOMOHMYHBIM IIPU3HAKOM AJISI JAHHOTO
tuna MIIC. CkeneTHble U CyCTaBHbIC MPOSIBICHUSI Ya-
cto BeTpevaroresa npu MIIC IX Tuna B cooTBeTCTBUU
¢ Ouonornueckod (yHKuued ruanyponana. [pyrue
CUMITOMBI MOTYT BKJIIOYaTh HU3KUU POCT, KHCTHI, Ya-
CThIE yITHBIE MH(EKINH 1 paciienuHy HEOa [11, 20].

ATJIAHTOAKCUAIJIbHAA
HECTABWI1bHOCTb N ANCJTIOKALUUNA —
NMPUHUUMNbI AUATHOCTUKN

BrIpakeHHOCTH HEHPOOPTONENUUECKHUX HapyIlle-
Hui xoppenupyet ¢ TunioM MIIC u cBsizaHa ¢ akTUB-
HOCTBIO 3a0oJieBaHUA. ATJIAHTOAKCHAJIbHAsT HeCcTa-
OmIpHOCTE yacTo Habmronaercs mpu MIIC 1V tuma, 3a
Hell cnegytor MIIC VI n I tunos. I'pynonosicHu4HbBINH
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KU(O3 ABISETCS XOPOIIO H3BECTHBIM ITpu3HakoMm MIIC
I Tuna, Ho Takxe yacto Berpevaetcs npu MIIC 11, IV
n VI tunos. CteHo3 1mIEHHOro OTAeNIa MO3BOHOYHUKA
IIUPOKO JAuarHoctupyercs npu Becex tunax MIIC, 3a
nckmogerarem MIIC III tuma [7, 9, 21].

CMerieHne aTjaHTa OTHOCUTEHHO aKCHCa MOXKET
MIPOUCXOIUTH KNEPEH, K331, JaTepajbHO UJIH B KOM-
Ounanuu. {1 BepupuKauu U YTOUHEHHS XapakTe-
pa CMeIleHusI UCMOIB3YIOT OOKOBBIE PEHTTEHOBCKHE
CHUMKH, BBITIOJTHEHHBIE C (YHKIIMOHAJIBHBIMU TIPO-
0amu (crubanue/pasrudanue MIEHHOTO OTAENa IMO3BO-
HOYHUKA) [7, 22]. ATJIAHTOAKCHAJIIBHYI HECTaOMJIb-
HOCTH OLIEHHUBAIOT HAa PEHTTCHOTpaMMax, HCIIONb3Ys
tect ADI (atlantodental interval — aTmanTomeHTAaNDb-
HBII uHTepBaN). 3Hauernne ADI miis quarHoCTUKY He-
CTaOMIIBHOCTH COCTABIISACT > 2,5—3 MM AJIA B3POCIHBIX
u > 4,5-5 MM [ JeTel, a Tak)Ke ero oTiIndHe 00-
Jiee 4eM Ha 2 MM B OOKOBOI TIPOEKIINH TIPH CTUOAHIHT
u pasrubanuu [22, 23]. Y MHOTHX NMAI[MEHTOB C aTjaH-
TOAKCHAIBHON HECTAOMIBHOCTHIO, cTpanatomux MIIC
IVA Ttuna, HaOnromaeTcs XapakTepHasi aHOMallusi —
TUTIOTIIa3Hs 3yOOBUIHOTO OTPOCTKA, NN 3yOOBHHAS
KocTh. Hanwmume 3y00BHIHONH KOCTH CITOCOOCTBYET
(hopMUpOBaHNIO aTIAHTOAKCHAILHOW HECTaOMIBHO-
CTH, a IIpH IPOr'PECCHPOBAHNHU — ATIAHTOAKCHATIbHON
JIUCJIOKAIINH, YTO B CBOIO OU€pe b IMPUBOJINT K CaBJIe-
auto CM Ha kparnoBepTeOpaIsHOM YpoBHE [7-9].

Kommpeccnst CM mexnay 3yoom C2 mo3BoHKA
u 3agHei ngyroit Cl mpu runepdiaekcun U THIepIKe-
TEH3UM MOXKET BBI3BAaTh Oa3WIISIPHYIO MHBArMHAIUIO,
KOTOpas 4acTo Be/leT K HEOOpaTUMBIM MOBPEKICHUAM
CM, nprxaTeTbHON HEOCTATOYHOCTH C TETpAIape3oM
Y BHE3aIHOW cMepTH manuenTa. OleHKa TUNoIIa3uu
3yboBuiHOTO oTpocTka C2 mo3BoHKa Oosee uH)Op-
MaTHBHA MpU KOoMIIbIOTepHO# ToMorpaduu (KT), uem
MIpY MarHUTHO-pe3oHaHCHOU ToMorpadun (MPT) nnu
peHTreHorpaduu, MOCKOIBKY MOCIIETHIE HE TI03BOJIS-
IOT BBISIBUTH OTCYTCTBUE OKOCTEHEHHUS [24].

VY HEKOTOpBIX MALKUEHTOB C 0Aa3WJISIPHONW MHBAru-
Halliedl M yBEeIWYEeHHBIMH COCIIEBHJIHBIMH OTPOCTKA-
MU 3aTBUIOYHBIX KOCTeH, uTo TUIM4YHO 11t MIIC IVA
tuma, ypoBeHb C1—C2 Ha OOKOBBIX PEHTTE€HOIpaMMax
BHU3YaJIU3UPYyeTCad HEUETKO, YTO OTPAHUUYUBAET I10JIE3-
HOCTb JJAHHOTO HCCIIeIoBaHuS [&].

cnHaAPOM COABJIEHUA CMTUHHOIO
MO3rA — nNPUHUMMblI ANATHOCTUKWU

CnaBnenne CM gBasieTCSI YaCTBIM OCJIOKHEHHEM
ropakeHus mo3BoHouHuka pu MIIC u 3arparmBaer
HECKOJIBKO ypoBHe CM, HO yamie BCero BCTpeyaeTcs
Ha KpaHHOBEpTEOpaIbHOM ypoOBHE. ABTOPHI cOOOIIa-
10T, YTO CYLIECTBYIOT JIBa 3THOIMATOJIOTUYECKUX Me-
XaHU3Ma, OOBSCHSIOMUX (POPMHPOBAHUE CIIABJICHUS

II. HEWPOXVPYPIrA | NEUROSURGERY

B 00J1aCTH KpaHHOBEPTEOPAIBHOTO MEPEeXo/ia: CTEHO3
MO3BOHOYHOTO KaHaja, CBA3aHHBIM C OYaroBBIM WIIH
MHOIOYPOBHEBBIM ~ YTOJIIICHUEM  COCIUHUTEIBHON
TKaHU BHYTPH KaHala, BbI3BAHHBIM OT0KeHueM ['AT
B MO3TOBBIX 000JIOYKaX, 3aJHEH MPOJOIBHOU MU XKell-
TOH CBA3KaX, a TAK)KE aTIaHTOAKCHAJIbHAs HECTaOUIIb-
HOCTH U IUCJIOKAIIMS, CBSI3aHHBIE C HCIIIa3nei 3y00-
BHJTHOTO OTPOCTKA U CIIa00CTHIO CBSI30K [7, §].

VY GOJBIIMHCTBA MAIlMEHTOB NEPBBIM CHMIITOMOM
cnasnenust CM sBisieTcst onemeHnue obeux pyk. Tect
Ha pas3rubaHue CYHTAeTCS IMOJOXKUTEIbHBIM, €Cln
MAIMeHT YyBCTBYET OHEMEHHE 00erX PyK MPH pas3ru-
Oanuu men [24]. Komnpeccus CM Ha kpaHUOBepTe-
OpajbHOM yPOBHE TaKKe BBI3bIBAET HEBPOJIOTHUECKHUE
HapyIIeHHs, KOTOPble MOTYT IpPOSBIATHCA HEYCTOM-
YMBOM IMOXOJKOM, YaCTBIMU IaJ€HUSIMHU, CIA00CTHLIO
BEPXHUX M HUKHUX KOHEUHOCTEH, IU3eCTE3UeH, Tuc-
GyHKIMEH MOUYEBBIACIUTEIBHON CHUCTEMBI, Hapaju-
YOM U MOKET IPUBECTH K BHE3AMHOM cmepTH [25, 26].
MPT sBasieTcss METOIOM BBIOOpa TIPU TOJIO3PEHUH
Ha CTEHO3 MO3BOHOYHOI'O KaHAJa, MOCKOJBKY I03BO-
JA€T BHU3YaJIU3UPOBATh CTPYKTYpbl IMO3BOHOYHMKA
U UX B3aMMOOTHOIIEHHUS CO CIIMHHBIM MO3IOM C Iie-
JIBIO OTpEeIeIeHNs] KOMITPECCUH MU BBISBJICHU S oyara
n3MeHeHHoro MP-curHana, BepupHUKanus KOTOPBIX
SABJISIETCS aOCOJIOTHBIM TIOKa3aHUEM K XHpyprude-
ckoii koppekuuu [22]. Mackenzie W. G. ¢ coaBTopamu
CUUTAIOT, YTO MUHHUMAIBHO JocTaToyHoe MPT cka-
HUpOBaHUE BKJIIOYaeT B3Bemenuble T1- u T2-u300pa-
KEHUs, NOJYUYEHHbIE B aKCUAJIbHOW M CaruTTAJIbHOU
miaockocTsaX. IIpu 3ToM HEoOXOMUMO BHU3YaH3UPO-
BaTh BECh MTO3BOHOYHBIN KaHaJ B 30HE CKAaHUPOBAaHUS,
BKJIIOUMB B HCCIJIEZIOBaHNE 00JIaCTh OT 3aJHEH ueper-
HOW SIMKH{ JI0 CE€pPEeIHHBI KPEeCTOOOpa3HOro BO3BHIIIIE-
HUSI BHYTPEHHEH IOBEPXHOCTU 3aTbLIOYHON KOCTHU
[27]. TIaTOrHOMOHWYHBIM IMPU3HAKOM aOCOJIIOTHOTO
CTEHO3a IIEHHOro OT/AeNa MO3BOHOYHHUKA IO JaHHBIM
MPT sBnsieTcsi OTCYTCTBUE «IHKBOPHOM IIPOCIION-
Km» BOKpyT CM [26]. O0BeM pe3epBHBIX TUKBOPHBIX
MPOCTPAHCTB IO3BOHOYHOI'O KaHaja B AKCHAJIbHOU
MJI0cKOCTH Ha ypoBHe Cl mo3BOHKa, B COOTBETCTBUU
¢ paBuiioM Steele (TpaBUIIO «TpeX TPETei»), JOIKEH
3anuMarb 1/3. TIpy M3MEHEHUH STHUX COOTHOIICHUI
no npanHeiM MPT koHcTatupyeTcsi aTiaHTOAKCHAJIb-
Has guciokanus [28].

Junamuueckas MPT (crubanue/pasrubanue), Ko-
topyto Charrow J. ¢ coaBTOpaMu peKOMEHAYIOT TIPO-
BOJIUTH Ka)KJIBIN TOII, SIBJSAETCS BeChMa MH(OPMATHUB-
HBIM METOJIOM MCCIJICAOBAHUS, OCKOJBKY IO3BOJISET
OLIEHUTH CTENEHb U MPOTIKEHHOCTh CTEHO3a LIEHHOT0
oTJieNna NMo3BOoHOYHMKA. CaruTrajibHas M akcuajibHas
npoekiuu npu MPT B T2-B3BemeHHBIX H300pake-
HUSX TPU CTUOaHWH/Pa3ruOaHUU MOTYT JIaTh IOJE3-
HYI0 WHGOPMAIUIO [ TMPOBEICHHS IIPEoIepaln-
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OHHOTO TUTAHUPOBaHUA (OIleHKa pe3epBHOTO A1t CM
MPOCTPAHCTBA), TIPH 3TOM IEJIecCO00pa3HO 3apaHee
MPOBEPUTH JIOMMYCTUMBIC TIPEICIIbI CrUOaHUs U Pa3rul-
OaHus MEHHOTO OTHIeNa MO3BOHOYHUKA. Heobxomnmo
MMOMHHTB, YTO Jt00as Mpoleaypa, Ipu KOTOPOH TMpo-
BOZSIT MAHUMYJISIIIMU C TOJIOBOM U 1Iee maiuenTa noju
HapKO30M, COMNpsiKEHa ¢ puckoMm moBpexaeHus CM
U TIPEICTABIISIET OMACHOCTD JJIs KU3HU [29].

[Ipu mHeobxommmocTu BemonHeHus KT B parmHem
BO3PACTE HUCIONb3YIOTCSI COOTBETCTBYIOIINE KOCTHBIE
YU MATKOTKaHHBIE (UIBTPHI BU3YyalM3aIlH, KOTOPHIC
00eCreunBaroT TOYHOE U3MEPEHHUE KOCTHOM YacTH T10-
3BOHOYHOT'O0 KaHaJa, TIOMOTAIOT OIICHUTh IUIOTHOCTH
MSITKOTKaHHBIX KOMIIOHEHTOB 30HBI CTEHO3a, & TaKXKe
MO3BOJISIOT MPOAEMOHCTPUPOBATh JUCIUIAZUIO XPsIla
3y6a C2. Jlannbie KT naroT BO3MOXKHOCTB 00JIee TOYHO
oleHUTh yuactue 3yoa C2 B hopMHUpOBaHUU CTCHO3a
IEHHOr0 OTJieNla MO3BOHOYHMKA. TOUuHOE M3MEepeHue
KOCTHBIX CTPYKTYp (OIleHKa pa3Mepa M TUIOTHOCTH
HOJKEK) JIOJDKHO OBITH BBITIOJIHEHO HA ATarle MpeIore-
pPalMOHHOTO TUIaHUPOBaHUsA. HecMOTps Ha BBICOKYIO
nHpopmaruBHocTh, KT mpenmnonaraer BO3JelcTBUE
OOJBIION J03BI paIHMaIUH, 110 dTOW NMPHIUHE HCCIIe-
JIOBaHUE CJIEeNYyEeT MPOBOJUTH C OCTOPOKHOCTHIO Y Ma-
JIEHBKUX JieTel [22, 26].

Ilepen XupypruueckuM BMEIIATEIBCTBOM PEKO-
MeHnyetrcs nposenenne KT-anrnorpadum mis ompe-
JICJICHUST XOAa IO3BOHOYHBIX apTEepUdl Ha YpPOBHE
Cl u C2 no3BOHKOB, Tak Kak MO3BOHOYHAs apTepus
MOXET HMMETh BbIcOKoe pacrnoioxenue (high-riding
vertebral artery) BBHY MHIMBHUAYaJbHBIX aHATOMHUYE-
CKHX OCOOEHHOCTEH, YTO OCOOEHHO Ba)KHO JJIs MallM-
€HTOB C IOPOKAMHU PA3BUTHUS, a TAKKE 151 U3MEPEHUS
HOXKeK Ayru C2 MO3BOHKA C LIETbI0 OLIEHKU BO3MOXK-
HOCTH TIPUMEHEHUS TPAHCIIEAUKYJISIPHBIX BUHTOB C1/
C2. Ecnu mo nanueiM KT-auruorpaduu BeIsBIsSETCS
aHOMaJus X0Ja NO3BOHOYHOU apTepuy UJIM BETUYUHA
HOXeK nyru C2 He O3BOJISIET UCIOIb30BATh TPAHCIIE-
JIUKYJSIPHBIC BUHTBI, 3TO 3apaHEe yUUTHLIBACTCS MpPU
BbIOOpE MeTo/1a ukcaruu [26].

NMOKA3AHNA K XUPYPITMYECKOMY
JIEHEHWIO W METO/[bl

Xupypruyeckoe JeueHne J0HKHO BKITI0YaTh perie-
HHE ABYX 3a1a4: nekomipeccuio CM 1 cTaOrITH3amuio
kpannoBepTeOpanbHoro otaena. Liu H. T. u coaBTopsI
MoJIararoT, YTO M3-3a2 PEJIKOH BCTPEUYaeMOCTH MYKO-
MOJINCAaXapUI030B HE CYIIECTBYET €IUHOIO0 MHEHUS
OTHOCHTEJIBHO MOKa3aHUHM U CPOKOB XUPYPrUUYECKOr0
BMEILIATENbCTBA, OJHAKO HAa OCHOBaHMM WX JIMYHOTO
aHaJdu3a M KJIMHUYECKOrO OIbITa OHHM MPEASIOKUIN
BBIACNUTD P/ MokazaHui. K HUM oTHOcATCA: ycuie-
Hue kommpeccun CM Ha meitHoM ypoBHe npu MPT

¢ Bepudukanuii (wim 0e3 Hee) oyara U3MEHCHHOIO
MP-curnana, npu3HaKd HECTAOWIIBHOCTH IIEHHOTO
otaena Ha KT unu peHTreHorpamMmMax npu JuHamMuye-
CKOM HCCJICZIOBAHNN CTHOAHUs/pa3ruOaHns B OOKOBOH
MPOEKIUH, MPOTrPECCUPYIOLINE KIMHUYECKHE HEBPO-
JIOTUYECKHUE MPU3HAKU MPHU OTCYTCTBUU OTPULIATENb-
HOW JWHAMUKH MO JAHHBIM PEHTTEHOJOTHYECKOTO
UcCIIeIoBaHUs. Takxe y JMeTeil ¢ OTCyTCTBHEM 3y00-
BUIHOTO OTPOCTKA XHPYPIHMUECKOE BMEIIATEILCTBO
JIOJIKHO TPOBOJUTHCS HE3aMEIUTENIBHO, TOCKOJIBKY
JTAHHOE COCTOSIHHE COMPSIKEHO C BHICOKMM PHUCKOM aT-
JTAaHTOAKCHAJIPHOTO BEIBHXA [26].

ITo ombrTy Giussani C. 1 COaBTOPOB, XHPYPTHYECKOE
BMEIIIATENECTBO MIOKA3aHO B CIy4asiX BIPAKEHHOT'O CY-
JKCHUS TO3BOHOYHOTO KaHaa M TIOJHOW OOIUTEpaluu
MePUMEAYIUISIPHBIX CyOapaxHOUJANbHBIX TIPOCTPAHCTB
(CAIT) < 1 MM, yMeHBIIIEHUST pa3MepPOB MTO3BOHOYHO-
ro xaHajia Ha ypoBHe Cl u C2 1mo3BOHKOB Ooiiee yem
Ha 50 % u MPT npu3HakoB HeCcTaOWILHOCTU (CTEHO3
MO3BOHOYHOTO KaHaja u caasinenue CM). bomnee Toro,
y OYeHb MaJICHHKUX MAIUEHTOB OHU PEKOMEHIIYIOT OT-
JIOXKHUTH BpPEeMs OIEpamuu 0 3 JeT, 4To0bl JOOUThCS
JIOCTAaTOYHOI'O CO3pPEBaHUS KOCTHU. ABTOpPHI IOJIAraloT,
YTO 3aJHAS JIEKOMIIPECCUs] Ha ypOBHE KpaHHOBepTe-
OpanmbHO 0077aCTH MOXKET OBITH JTOCTATOYHOW JIMIITH
Yy OTHENBHBIX B3POCIBIX MAIUEHTOB C TOJIHOCTHIO
OCCH(HMIIMPOBAHHBIM 3yOOM M OTCYTCTBHEM DEHTIe-
HOJIOTUYECKHUX MpU3HAKoB HecTaOmibHOCTH. OHHU pe-
KOMEHIYIOT BBITIOJTHEHHE 3ajHeil nexommnpeccun CM
u CO-C1-C2 cnonmuioae3a B OOJNBITHHCTBE CITydacs,
noCcKoJbKy Bce manueHTsl ¢ MIIC uMeroT KOHCTUTY-
THUBHYIO cJ1a00CTh COCTUHUTENBHON TKaHH Ja)e MPH
OTCYTCTBUHU TIOJIO3PUTENIbHONW PEHTT€HOJIOTHYECKOU
KapTHHHI (32 HcKitodennem 6ose3nu L. Morquio). [pu
3aaHel gexommpeccun CM Ha KpaHHOBEpPTEOpaILHOM
ypoBHE TpeOyeTcs yaaneHue 3aaHero nonykonbia Cl,
Kpasi 3aTbJTIOYHON KOCTH, YTOJIIEHHOM XKeNTo! CBI3KH,
YTO MOXET YCYI'YOUTb HECTaOMUIBbHOCTh KPaHHOBEpTe-
OpansHOTO TIepexona [25, 30].

MHorue aBTOpPBI PEKOMEHAYIOT COYETaTh MHepe-
HIOIO (MHUKPOXHPYPIHYECKYIO0 TPAHCOPAIBbHYIO HWIH
9HJI0CKOMMYECKYI0 TPAaHCHA3AJIBbHYIO) JIEKOMIIPECCHIO
CM Ha KpaHHOBEPTEOPATHFHOM YPOBHE C OKITHUITUTO-
crioramione3om (CO—C2 umu CO0—C3-C4—C5) manu-
entam ¢ MIIC IVA Ttuna [31-33].

Goel A. mpezacTaBisieT CBOIO MEPCOHAIBHYIO Ce-
puio GOJBHBIX, MPOONEPUPOBAHHBIX IO ABTOPCKOI
METOJIMKE, C TIPUMEHEHUEeM TUCTPaKIuHu U Mexdace-
tounoit puxcammu C1-C2. B 3T0ii cepun HUKOMY U3
MAMEHTOB HE BBIMOJHSJIACH 3aJHSS JEKOMIIPECCHs,
a CIaBJICHUE YCTPAHSJIOCH MOCPEACTBOM (haceTOUHOM
(C1-C2) puctpakumu, 4TO MO3BOJSIO HU3BECTH 3Yy0
C2 u3 OGOJBIIOr0 3aTHUIOYHOTO OTBEPCTHS BHU3 U 3a-
(ukcuposats [34].
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B Tex ciydasx, korga HEOOXOAMMO BBITIOTHUTH
MNPOTSHKEHHYIO 3aJHIOI0 JEKOMIIPECCHIO, TO METOJIOM
BBIOOpA SIBJISETCS JTAMHHOIJIACTHKA LIEHHOT0 OTJena
MO3BOHOYHHKA, YTOOBI B JlaIbHEHIIIEM M30eKaTh He-
CTa0MIBLHOCTH U (prOpo3a 1o CPaBHEHUIO C TOTAITHHOMH
JIaMHUH3KTOMHUEH [24].

Hcnonb3oBaHue pa3iMyHBIX MOAU(PUKAIMA TpaH-
CapTUKYJISIDHOM W TPAHCHEAUKYJISIPHOM BUHTOBOMI
¢uxcarun C1-C2 aktuBHO TIpuMeHseTcs ¢ 1970-x 1T.
OTH TEXHOJOTHMH OO0ECTEeYMBAIOT IMPOYHYIO HHTpA-
OIEPALMOHHYIO (PUKCALMIO ONEPUPYEMBIX TO3BOHOY-
HO-J[BUTATEJIbHBIX CETMEHTOB M CHOCOOCTBYIOT (hop-
MEPOBaHHIO apTpojesa [26].

Goel A. 1 coaBTOPBI UCTIOIL30BATH KOHCTPYKITHIO
(C1 lateral mass—C2 pars), cCOeIWHEHHYIO 3a/JIHUMHU
LICHHBIMY [UTACTHHAMM, 7151 JOCTHKEHUS 3aiHEH (PUK-
caumu, a Harms J. 1 konneru 3areM Moan(uIupoBain
metoanky Goel A. Harms J. ncnonp3oBan mapbl BUH-
ToB s ukcaruu B 6okoBbie Macchl Cl U TpaHcme-
JUKYIspHO B C2 MO3BOHKH, COEJUHEHHBIE BEPTUKAIIb-
HO CTEPKHSIMH, JUIsl TOCTHYKEHHSI )KECTKOH (pUKcalny.
OTa TeXHONOTHUA 00eCIeyBaeT Ha/IeKHYI0 HHTpAOTIe-
paIoHHy0 (GPUKCAITUIO W CHIDKAET PUCK WHTpaorepa-
LUOHHBIX NoBpexaeHui C2 xopenika U N03BOHOYHOU
aprepuu. Meronuka no Harms J. momyuyuna mupokoe
MpU3HAHWE Y CIMHAIBHBIX XHUPYProB BO BCEM MHpE
U CUMTAETCSI 30JI0THIM CTaHmapToM [26, 34, 35].

WNHTpaonepaurioHHbIHA HEHPOPU3NOTOTUIECKUI
MOHHUTOPUHT C HCIOJb30BAaHUEM COMAaTOCEHCOPHBIX
BbI3BaHHBIX moTeHuaioB (CCBII) 1 MOTOpHBIX BbI-
3BaHHBIX noTteHuuanoB (MBII) sBnsercss cranmaprom
TP XUPYPTUIECKOM JICUCHUHN STOW KaTErOpHH MaIlieH-
TOB, 4TO O0OeCTIeyuBaeT 0€30MaCHOCTh XUPYPrHIECKOTO
BMelarenbeTBa. Helipodusznonornueckue M3MEHEHHS
BO BpeMsl ONepaliii MOTYT CBHJIETENILCTBOBATh O Mpsi-
MoM TtoBpexaeHnn CM WM ero coCynoB, HIIEMHUH W3-
3a THIIOTEH3HH, TIOTePH KPOBH, TPUMEHEHUS aHECTETH-
KOB WJIM M3MEHEHUs TNOoJIokeHUs. PaHHee BbIsBICHHE
9THX U3MEHEHUH MOXKET MPEJOTBPAaTUTh HEOOpaTUMbIE
HEBpOJIOTHYeCcKHe moBpexaeHus [21].

Tpanckpanuanbabie MBIT akTUBUPYIOT ABUTATENb-
HBbI€ ITyTH W BBI3BIBAIOT PETHCTPUPYEMOE JIBUTATEIb-
Hoe cokpaieHue (mbrmeunbii MBII) u noreniuman
neiicteus Hepsa (D-Bonna). [Ipu cimHanabHON XHPYp-
ruu morepst meimeanoro MBII 6e3 n3menenus 3yoia
D Gomnee uem Ha 50 % cBsizaHa TOIBKO C TMPEXOIATIINM
HeBposoruueckuM nedunurom. Peructpamus D-Bou-
HBI 3aTpy/AHEHA, U yMEHblIeHne aMIiuTyasl Ha 50 %
u 0oJiee NPEIOKESHO CUUTATh 3HAUUTEIIbHBIM [22].

boneubie, cTpanatomue MIIC, OTHOCATCS K YUCTY
HanmOoJee CIOXKHBIX C AHECTE3MOJOTHYECKOH TOYKH
3peHHsl U TPeOYIOT TIIATEIbHOH NpeaoneparioHHOMI
MOATOTOBKH, TaK Kak WHGUIbTpanus [Al" MoxkeT BbI-
3bIBaTh CTEHO3 Tpaxen. CreyeT HOMHUTH O crienudu-
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YECKUX KJIMHUYECKUX MPOSBICHUSIX y TAKUX MAllHMCH-
TOB (OTpaHWMYCHHOE OTKPHIBAHHE PTa, MAKPOTJIOCCHUS,
KOPOTKHM ¥ PUTUJIHBIN IIEMHBINA OT/IEJ]1 TIO3BOHOYHHUKA,
rUTNepTPOUPOBaHHBIE MUHIATHMHBI U HAJITOPTAaHHUK,
OOMIJIBHOE CIIOHOOT/ENICHHE), YTO 00YCIOBJICHO OTJIO-
skeHreM ['Al" B MSITKHX TKaHSIX ¥ CIITU3UCTHIX 0007104-
Kax [7, 36—38]. Mcnons30BaHmne THOKOM OPOHXOCKOTTHH
BEPXHHUX W HWKHUX JIBIXaTEIBHBIX MyTEH BO BpeMs
AHECTE3MOJIOTHUECKOr0 O0ecreueHus! MoKas3ano, 4To
HauOosee yacteiMu (72 %) mectamu otioxenus: [AT
OBITTM BEpXHHME JbIXaTelbHbIe MTyTH, B 31 % BBISBICHA
nmapuHTOMAIISIH [39].

HEKOTOPDIE ACIMEKTbI
KOHCEPBATMUBHOI'O JIEHEHWNA
MYKOMNOJINCAXAPULO30B

CylecTByloniue B HACTOSIIEE BpeMs METOJbI
koHcepBaTtuBHOro sedenus MIIC Bkiiouaror B ceds
TEepanuio0 TEMOMOITHYCCKUMH CTBOJIOBBIMH KJICTKa-
MH, 3aMeCTHTENBHYI0 (pepMeHTHYIO Tepanuio (3DT),
TapreTHYI0 TeHHYIO TepaInuio U cyocTpaT-JIenpuBalii-
OHHYIO TepaIui. X0Ts BO BCEX YKa3aHHBIX MOJIX0AaX
OBLIT JOCTUTHYT TOT WJIM UHON MPOTPECC, KITUHUICCKU
omobpennpie MeTonsl JjeueHus MIIC B Hacrosiee
BpEMsl OTPAaHUYUBAIOTCS TPAHCIUTAHTAIINEH Te€MOIO0d-
trueckux cTBOJIOBBIX KieTok (TT'CK) u 30T [40].

BHyTpuBeHHas 3aMecTUTENbHAS ()EPMEHTHAs Te-
panusi IPUBOJAUT K YACTUYHOMY OTBETY CO CTOPOHBI
MSTKWX TKaHeW W YIYUIIeHHUIO ITOBCETHEBHOW aKTHB-
HoctH nanuenToB ¢ MIIC 1, 11, IVA, VI u VII tunos.
Ho mockonbky WCTHHHBIN (EPMEHT HE MPOHUKAET
yepe3 remarodHuedannyeckuii 6apoep, To 3OT oka-
3BIBACT OYCHH OTPAHWUYEHHOE BIIMSHHEC Ha aBaCKY-
JAPHBIE TOPAKEHUS KOCTEH, XPALIEH U LIEHTPAIBHYIO
HepsHyto cucremy (LUHC). B nacTosiiee Bpemst mpoBso-
JATCS KIIMHUYECKUE UCCIICJIOBAHMUS 110 OLICHKE Y QeK-
THUBHOCTH WHTPATEKATHLHOTO BBEJACHUS UYEPE3 CUCTEMY
Ommaya npu 3OT. TI'CK sBnseTcst cTaHmapToM Jie-
yeHus nagueHtoB ¢ MIIC I tuna B Bo3pacte 10 2 Jiet
unu 6e3 nopaxxenust [{HC u oOecnieunBaeT TepaneBTH-
yeckuid agpdext y manuentos ¢ MIIC 11, IVA, VIu VII
THIIOB, OCOOCHHO IMPH JICYCHUH HA pPaHHEH CTaJNH 3a-
OomneBanus [41].

Hecmotps Ha TO, 4TO JaHHBIE METO/IBI MMEIOT HEKO-
TOpPBbIC TPEUMYIIECTBA B 3aMEIJICHUH TPOrPECCUPOBaA-
HUS 3a00JIEBaHM S, Y HUX TAK)KE €CTh PSIJT OTPAaHUUCHUM.
3®T compskeHa ¢ HEOOXOMIUMOCTHIO €KEHEACTBHBIX
WHBEKINH, BBUAY KOPOTKON IUPKYISIIIUU Iperapara
B KPOBH U OT'PaHHYEHHOI'O0 MPOHWKHOBEHUSI B OYard
nopaxkenust koctHoro anmnapara u [JHC. TI'CK saBns-
ercsi Oonee 3PEKTUBHBIM METOJIOM, OJHAKO MOXKET
MPUMEHSATHCA HE Y BCEX IMAlMEeHTOB W3-3a2 OTpaHU-
YEHHOH JTOCTYMHOCTH TOAXOISAIIUX TOHOPOB M PHCKA
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CMEPTHOCTH, 00YCIIOBICHHOTO peaKINel «TpaHCILIaH-
TaT MPOTHUB XO3SIMHAY», NHPEKIIMOHHBIMHU 3a00JIeBaHU-
SIMU U PSIZIOM IPYTHUX OCNOXHEeHUH [41].
Nakamura-Utsunomiya A. ¥ KOJUISTH IOKa3aJ,
gTo y pedberka ¢ MIIC IVA Tuma B TedeHHE BTOPOTO
roga 3®T passunace komnpeccus CM Ha yposre Cl
MO3BOHKA C MOCJIEAYIONIel HecTaOMIBHOCTHIO aTiaH-
TOAKCHAIBHOTO cycTaBa. [IepBbIM 3TaroM mpoBeleHa
JEKOMITPECCUOHHAS OIepaIys, U TOIBKO MOo3Ke Oblia
BBITIOJTHEHA MHCTPyMEHTa bHas (PUKCAIHS, TTOCKOIb-
KY KOCTHBIE CTPYKTYPBl H3HAYAIBHO OBIIM CIUILIKOM
MaJibl U3-3a BO3pacTa nanueHTa. ABTOPHI MpeaiaraoT
MOCJIE/I0BATENLHOCTh B CPOKAX IPUMEHEHUSI XUPYPri-
geckoro yieueHus u 3OT y Takux manueHToB [42].

3AKJTIOHEHUE

dopMHpOBaHHE CTEHO3a Ha YPOBHE OOJBIIO-
ro 3aTBUJIOYHOTO OTBEpCTHS Hamboyiee XapaKTepHO
I MalUEeHTOB ¢ MyKomoiucaxapuaozamu IV u VI
turnoB. Haubonee npaMaTUYHBIMH KIWHUYECKUMHU
MPOSIBICHUSIMU  XapaKTEepPHU3yeTcs IEPBUKO-MENYII-
JApHAs KOMIIPECCUs Ha yPOBHE OOJNBIIOrO 3aThLIOY-
HOTO OTBEpPCTUSA. DTO BIOJHE OOBSICHHUMO C TOYKH
3penust Teopun otiaokeHust [AI" B MO3roBeIx 0007104-
KaX U CyCTaBHO-CBSI304YHOM arrapaTe, YTO MPUBOIUT
K (OPMUPOBAHHIO ATIAHTOAKCHAIHLHOU THUCIOKAINU,
KOMIIPECCUOHHOM MUEJIONaTUU € BO3MOXKHBIM pPa3-
BUTHUEM KacKa/Ja MOpPOM HECOBMECTUMBIX C KU3HBIO
OCIIO)KHEHUH. XUpPyprudyeckas KOPpPEeKIHUsl MpU My-
KOITOJIMCaxapu03ax a0CONIOTHO IOKa3aHa MallieH-
TaM ¢ KJIMHUYECKUMH TPOSIBICHUAMHU caaBiennss CM
Ha KpPaHHOBEPTEOpaTbHOM ypPOBHE U HECTaOMIILHO-
CTBIO C BBICOKMM PHUCKOM BTOPUYHBIX HEUpOOpTOIE-
JuuecKkux HapyuieHuil. [Ipu xupypruueckom jieueHuu
B)XHO YYHUTHIBATH BCE MHOTO00pa3ue aHOMAaJIBHBIX
AHATOMUYECKUX OCOOCHHOCTEH MAIlMEeHTOB C MYKOTIO-
JMcaxapua03aMu Nepe BEIIOTHEHUEM MaHUIT YIS,
4TOOBI MUHUMHU3UPOBATh BEPOSITHOCTh OCJIOKHCHHH.

3aBepiias KpaTKUi 0030p JTUTEPaTypbl, MBI OTMe-
gaeM MHOTro0o0pas3ue BapHaHTOB TaKTHKH XHPYPIH-
YECKOM KOpPPEKLMU HEHPOOPTONEIUUECKUX OCIOXK-
HEHUM, BO3HUKAIOMIMX MPU MYKOIMOJHUCAXapUI03aX.
OnHako nmpecTaBIeHHbIE PEKOMEHIAllMY MOKHO pac-
CMaTPUBATh C TOYKH 3PEHUS TPATUINNA KIUHUK WU
JIMYHOTO OIbITa XUPYProB, HO HE KaK IMPU3HAHHBIC
CTaHIapPThI JICUCHU L.

TpeOyeTcst nanbHElIee HAKOIJICHHE OTACIBHBIX
HAOIONEHNI MU KJIMHUYECKUX CEpHH JUIsl cpaBs-
HHUTENBHOTO aHamm3a J(P(EKTUBHOCTH Pa3IMIHBIX
MTOJIXO/I0OB Ha JOCTATOYHO OOJBIIOM W OTHOPOTHOM
MaTepualie sl ONPEAeNICHUS CTaHIaPTOB IUATHOCTH-
KU ¥ JIGYEHHUS] CTEHO3a MO3BOHOYHHMKA y TAI[MUeHTOB
¢ MIIC.

KoHpnukT uHTepecos / Conflict of interest

ABTOpbI 3aABUNN 06 OTCYTCTBUM MOTEHUMamb-
HOro KoHbNUKTa nHTepecos. / The authors declare
no conflict of interest.

CMNCOK JINTEPATYPbIl / REFERENCES

1. Sun A. Lysosomal storage disease overview.
Ann Transl Med. 2018 Dec;6(24):476. DOI: 10.21037/
atm.2018.11.39. PMID: 30740407; PMCID: PMC6331358.

2. Celik B, Tomatsu SC, Tomatsu S, et al.
Epidemiology of Mucopolysaccharidoses Update.
Diagnostics (Basel). 2021 Feb 10;11(2):273. DOI:
10.3390/diagnostics11020273. PMID: 33578874; PMCID:
PMC7916572.

3. Michaud M, Belmatoug N, Catros F, et
al.  Mucopolysaccharidoses: quand y penser?
[Mucopolysaccharidosis: A review]. Rev Med Interne.
2020 Mar;41(3):180-188. French. DOI: 10.1016/j.
revmed.2019.11.010. Epub 2020 Jan 17. PMID: 31959364.

4. Burtsev AV, Gubin AV, Ryabykh SO, et al.
Syndromic approach in assessing the surgical pathology
of the cervical spine. Genij Ortopedii. 2018. T. 24. No 2.
P. 216-220. In Russian [Bypues A.B., y6uH A.B., Pa6bix
C.0. n gp. CnHapoManbHbIA MOAXOM, NPY OLLEHKE XMpPYP-
rMYecKol MaToMorun LWeNHOro oTaena MO3BOHOYHUKA
// Tennii optoneguun. 2018. T. 24. N2 2. C. 216-22]. DOI
10.18019/1028-4427-201824-2-216-220.

5. Shulev Y, Stepanenko V. Functional and
resection decompression in craniovertebral pathology.
Neuosurgery. 2015;(2):107-108. In Russian [LUynée FO.A.,
CtenaHeHKo B.B. ®yHKUMOHanbHble U pPe3eKLUNOHHble
LEeKoMMpeccun npu KpaHuoBepTebpanbHOM NaTonornu:
o60oCcHOBaHMe BbliboOpa M UCXOAblI XUPYPrUYECKON KOop-
pekuunun. Henpoxmnpyprusa. 2015;(2):107-108].

6. Peck SH, Casal ML, Malhotra NR, et al.
Pathogenesis and treatment of spine disease in the
mucopolysaccharidoses. Mol Genet Metab. 2016
Aug;118(4):232-43. DOIl: 10.1016/j.ymgme.2016.06.002.
Epub 2016 Jun 4. PMID: 27296532; PMCID: PMC4970936.

7. Buchinskaya NV, Kostik MM, Chikova IA, et al.
Skeletal manifestations for mucopolysaccharidoses of
different types // Genii ortopedii. 2014. N2 2. C. 81-90. In
Russian [ByunHckana H.B., Koctuk M.M., Ynkoea VN.A. n gp.
CkeneTHble MPOsBMEHNA NPY MyKOMoncaxapuao3ax pas-
Nn4YHbIX TUNos // lenunia optoneaun. 2014. N@ 2. C. 81-90].

8. Crostelli M, Mazza O, Mariani M, et al. Spine
challenges in mucopolysaccharidosis. Int Orthop. 2019
Jan;43(1):159-167. DOI: 10.1007/s00264-018-4143-0.
Epub 2018 Sep 14. PMID: 30218179.

9. Ochirova PV, Ryabykh SO, Ryabykh TV. Features
of surgical treatment of spinal pathology in a patient
with Hurler syndrome. Pediatricheskaya farmakologiya.
2021;18(1):23-30. In Russian [Ouuposa IN.B., Pa6bix C.0.,

‘ Tom 4 ‘ Ne 2 ‘ 2024‘

103



Pabbix T.B. OCOBEHHOCTN XUPYPrUYeCcKOro fieyeHns rna-
TONOrM MO3BOHOYHUKA Yy MauueHTa ¢ cuHapoMom [yp-
nep. NMepnatpnyeckan dapmakonorua. 2021;18(1):23-301.
https://doi.org/10.15690/pfv18i1.2221

10. Nagpal R, Goyal RB, Priyadarshini K, et al.
Mucopolysaccharidosis: A broad review. Indian J
Ophthalmol. 2022 Jul;70(7):2249-2261. DOI: 10.4103/ijo.
IJO_425_22. PMID: 35791104; PMCID: PMC9426054.

11. Suarez-Guerrero JL, Gémez Higuera PJ, Arias
Flérez JS, et al. Mucopolisacaridosis: caracteristicas
clinicas, diagndstico y de manejo [Mucopolysaccharidosis:
clinical features, diagnosis and management]. Rev Chil
Pediatr. 2016 Jul-Aug;87(4):295-304. Spanish. doi: 10.1016/j.
rchipe.2015.10.004. Epub 2015 Nov 21. PMID: 26613630.

12. Mohamed S, He QQ, Singh AA, et al
Mucopolysaccharidosis type Il (Hunter syndrome):
Clinical and biochemical aspects of the disease and
approaches to its diagnosis and treatment. Adv
Carbohydr Chem Biochem. 2020; 77:71-117. DOI: 10.1016/
bs.accb.2019.09.001. Epub 2019 Oct 26. PMID: 33004112.

13. Ozkinay F, Emecen DA, Kose M, et al
Clinical and genetic features of 13 patients with
mucopolysaccarhidosis type IlIB: Description of two
novel NAGLU gene mutations. Mol Genet Metab Rep. 2021
Mar 12; 27:100732. DOI: 10.1016/j.ymgmr.2021.100732.
PMID: 33747789; PMCID: PMC7966861.

14. Khan S, Alméciga-Diaz CJ, Sawamoto K, et al.
Mucopolysaccharidosis IVA and glycosaminoglycans.
Mol Genet Metab. 2017 Jan-Feb;120(1-2):78-95. DOI:
10.1016/j.ymgme.2016.11.007. Epub 2016 Nov 29. PMID:
27979613; PMCID: PMC5293636.

15. Harmatz P, Shediac R. Mucopolysaccharidosis
VI: pathophysiology, diagnosis and treatment. Front
Biosci (Landmark Ed). 2017 Jan 1;22(3):385-406. DOI:
10.2741/4490. PMID: 27814620.

16. Nicolas-Jilwan M, AlSayed M.
Mucopolysaccharidoses: overview of neuroimaging
manifestations. Pediatr Radiol. 2018 Sep;48(10):1503—
1520. DOI: 10.1007/s00247-018-4139-3. Epub 2018 May
11. PMID: 29752520.

17. Kantaputra PN, Kayserili H, Glven Y, et al.
Oral manifestations of 17 patients affected with
mucopolysaccharidosis type VI. J Inherit Metab Dis. 2014
Mar;37(2):263-8. DOI: 10.1007/s10545-013-9645-8. Epub
2013 Aug 22. PMID: 23974652.

18. Balllkaya E, Eymirli PS, Yildiz Y, et al. Oral
health status in patients with mucopolysaccharidoses.
Turk J Pediatr. 2018;60(4):400-406. DOI: 10.24953/
turkjped.2018.04.007. PMID: 30859764.

19. Montafio AM, Lock-Hock N, Steiner RD, et al.
Clinical course of sly syndrome (mucopolysaccharidosis
type VII). J Med Genet. 2016 Jun;53(6):403-18. DOI:
10.1136/jmedgenet-2015-103322. Epub 2016 Feb 23.
PMID: 26908836; PMCID: PMC4893087.

II. HEWPOXVPYPIrA | NEUROSURGERY

20. Zhou J, Lin J, Leung WT, et al. A basic
understanding of mucopolysaccharidosis: Incidence,
clinical features, diagnosis, and management. Intractable
Rare Dis Res. 2020 Feb;9(1):1-9. DOI: 10.5582/
irdr.2020.01011. PMID: 32201668; PMCID: PMC7062595.

21. Alden TD, Amartino H, Dalla Corte A, et al.
Surgical management of neurological manifestations
of mucopolysaccharidosis disorders. Mol Genet Metab.
2017 Dec;122S:41-48. DOI: 10.1016/j.ymgme.2017.09.011.
Epub 2017 Sep 28. PMID: 29153846.

22. Solanki GA, Martin KW, Theroux MC, et al. Spinal
involvement in mucopolysaccharidosis IVA (Morquio-
Brailsford or Morquio A syndrome): presentation,
diagnosis and management. J Inherit Metab Dis. 2013
Mar;36(2):339-55. DOI:  10.1007/s10545-013-9586-2.
Epub 2013 Feb 6. PMID: 23385297; PMCID: PMC3590412.

23. Abramov AS, Ternovoi SK, Serova NS. Possibilities
of X-Ray diagnostic methods in assessing instability of the
spinal motor segments of the cervical spine // Sovremennye
problemy nauki i obrazovaniya. 2019. No. 3. In Russian
[A6pamos A.C., TepHoBoii C.K., Cepoea H.C. BoamMoyHoOCTK
PEHTrEeHOBCKUX METOA0B OWNarHOCTUKMW B OLEHKEe HecTa-
BUNBHOCTU MO3BOHOYHO-ABUIrATENbHBIX CErMeHTOB LUEN-
HOro oThaena no3BoHOYHUKa // CoBpeMeHHble NpPo6eMbI
Hayku 1 obpasosaHusa. 2019. N2 3]. URL: https://science-
education.ru/ru/article/view?id=28811 (20 mas 2019r.)

24. Terai H, Nakamura H. Surgical Management of
Spinal Disorders in People with Mucopolysaccharidoses.
Int J Mol Sci. 2020 Feb 10;21(3):1171. DOI: 10.3390/
ijms21031171. PMID: 32050679; PMCID: PMC7037985.

25. Giussani C, Guida L, Canonico F, et al.
Cerebral and occipito-atlanto-axial involvement in
mucopolysaccharidosis patients: clinical, radiological,
and neurosurgical features. Ital J Pediatr. 2018 Nov
16;44(Suppl 2):119. DOI: 10.1186/s13052-018-0558-x.
PMID: 30442179; PMCID: PMC6238297.

26. Liu HT, Song J, Zhou FC, et al. Cervical spine
pediatric  mucopolysaccharidosis
patients: Clinical features, early diagnosis, and surgical
management. Front Surg. 2023 Jan 6; 9:1059567. doi:
10.3389/fsurg.2022.1059567. PMID: 36684186; PMCID:
PMC9852728.

27. Mackenzie WG, Dhawale AA, Demczko MM,
et al. Flexion-extension cervical spine MRI in children
with skeletal dysplasia: is it safe and effective? J
Pediatr Orthop. 2013 Jan;33(1):91-8. DOI: 10.1097/
BP0.0b013e318279c51f. PMID: 23232386.

28. Lacy J, Bajaj J, Gillis CC. Atlantoaxial Instability.
2023 Jun 12. In: StatPearls [Internet]. Treasure Island
(FL): StatPearls Publishing; 2024 Jan. PMID: 30137847.

29. Charrow J, Alden TD, Breathnach CA, et al.
Diagnostic evaluation, monitoring, and perioperative
management of spinal cord compression in patients with
Morquio syndrome. Mol Genet Metab. 2015 Jan;114(1):11-

involvement in

104

‘ Tom 4 ‘ N2 2 ‘ 2024‘



HEWPOXVPYPIrA | NEUROSURGERY . II

8. DOI: 10.1016/j.ymgme.2014.10.010. Epub 2014 Oct 30.
PMID: 25496828.

30. Sganzerla EP, Giussani C, Grimaldi M, et al.
Craniovertebral junction pathological features and their
management in the mucopolysaccharidoses. Adv Tech
Stand Neurosurg. 2014; 40:313-31. DOI: 10.1007/978-3-
319-01065-6_11. PMID: 24265052.

31. Sawamoto K, Alvarez Gonzalez JV, Piechnik M,
et al. Mucopolysaccharidosis IVA: Diagnosis, Treatment,
and Management. Int J Mol Sci. 2020 Feb 23;21(4):1517.
DOI: 10.3390/ijms21041517. PMID: 32102177; PMCID:
PMC7073202.

32. Dlouhy BJ, Dahdaleh NS, Menezes AH. Evolution
of transoral approaches, endoscopic endonasal
approaches, and reduction strategies for treatment
of craniovertebral junction pathology: a treatment
algorithm update. Neurosurg Focus. 2015 Apr;38(4): E8.
DOI: 10.3171/2015.1. FOCUS14837. PMID: 25828502.

33. S Dickman CA, Apostolides PJ, Karahalios
DG. Surgical upper spine
decompression and stabilization. Clin Neurosurg. 1997;
44:137-60. PMID: 10080006.

34. Goel A, Laheri V. Plate and screw fixation
for atlanto-axial subluxation. Acta Neurochir (Wien).
1994;129(1-2):47-53. DOI: 10.1007/BF01400872. PMID:
7998495.

35. Harms J, Melcher RP. Posterior C1-C2 fusion with
polyaxial screw and rod fixation. Spine (Phila Pa 1976).
2001 Nov 15;26(22):2467-71. DOI: 10.1097/00007632-
200111150-00014. PMID: 11707712.

36. Moretto A, Bosatra MG, Marchesini L, et al.
Anesthesiological risks in mucopolysaccharidoses.
Ital J Pediatr. 2018 Nov 16;44(Suppl 2):116. DOI:
10.1186/s13052-018-0554-1. PMID: 30442160; PMCID:
PMC6238251.

37. Borgo A, Cossio A, Gallone D, et al. Orthopaedic
challenges for mucopolysaccharidoses. Ital J Pediatr.
2018 Nov 16;44(Suppl 2):123. DOI: 10.1186/s13052-018-
0557-y. PMID: 30442173; PMCID: PMC6238259.

38. Tret'yakova AN, Ryabykh SO, Ochirova PV, et
al. Anesthesiological support for surgical correction of
kyphosis in a child with type | mucopolysaccharidosis
(Gurler syndrome): a clinical case and literature analysis
// Rossiiskii vestnik detskoi khirurgii, anesteziologii i
reanimatologii. 2015. Vol. 5. No. 3. P. 55-62. In Russian
[TpeTbakoea A.H., Paébix C.O., Ouuposa MN.B. n ap. Axe-
cTesnoniorndyeckoe obecneveHne XMpPypruyeckonm Kop-
pekunn kndosa y pebeHka ¢ MyKononmcaxapmposom 1
Tuna (cuHapom MNypnepa): KNMHUYECKUIA CyYail N aHanuns
nuTtepaTypbl // POCCUNCKNIN BECTHUK OETCKOWM XMpypruu,
aHecTesuosiorun n peannmatosiornm. 2015. T. 5. N2 3. C.
55-62]. DOI: 10.17816/psaic191.

39. Mohammed YM, Khan S. Advanced Techniques
for Securing Airway in Mucopolysaccharidoses and the

techniques for cervical

Impact of New Therapeutic Approaches. Cureus. 2020
Sep 22;12(9): e10582. DOI: 10.7759/cureus.10582. PMID:
33110718; PMCID: PMC7581216.

40. Sahin O, Thompson HP, Goodman GW, et al.
Mucopolysaccharidoses and the blood-brain barrier.
Fluids Barriers CNS. 2022 Sep 19;19(1):76. DOI:
10.1186/s12987-022-00373-5. PMID: 36117162; PMCID:
PMC9484072.

41. Sawamoto K, Chen HH, Alméciga-Diaz CJ,
et al. Gene therapy for Mucopolysaccharidoses. Mol
Genet Metab. 2018 Feb;123(2):59-68. DOI: 10.1016/].
ymgme.2017.12.434. Epub 2017 Dec 26. PMID: 29295764;
PMCID: PMC5986190.

42. Nakamura-Utsunomiya A, Nakamae T, Kagawa
R, et al. A Case Report of a Japanese Boy with Morquio
A Syndrome: Effects of Enzyme Replacement Therapy
Initiated at the Age of 24 Months. Int J Mol Sci. 2020 Feb
2;21(3):989. DOI: 10.3390/ijms21030989. PMID: 32024277,
PMCID: PMC7037301.

Nudopmauua o6 aBTopax:

CtenaHeHko AnekcaHgp ButanbeBuu, ctyneHT 6
Kypca ®Irb6BOY BO «BoeHHO-MeguuMHCKasa akagemMus
M. C. M. Knposa» MmnHo6opoHbl Poccuu;

LeHncoBa KceHna AnekcaHopoBHa, CTYOEHT 6 Kyp-
ca ®reBOY BO «BoeHHO-MeauLUMHCKaA akageMusa UM.
C. M. Knpoea» MuHo6opoHbl Poccuu;

CtenaHeHKo Butanuin BacunbeBud, K.M.H., 3aBefny-
oW otTaeneHnem Herpoxumpyprum Creé rey3 «fopoa-
CcKaf MHoronpodunbHaa 6onbHULa N2 2»;

Lllanoeanos AnekcaHpgp CepreeBu4, Bpay-Henpo-
xupypr ®rey «HMUL, nm. B. A. Anmasosa» MuH3gpaBa
Poccunu;

CbicoeB Kupunn BnagnmMmpoBud, K.M.H., Bpad-Hen-
poxupypr ®IreY «HMWL, nm. B. A. Anmasosa» MunHagpa-
Ba Poccuy;

Knm AnekcaHgop BodHrmeswnd, g.M.H.,, poueHT BAK,
3aBeyroWNin oTOENEHNEM HENPOXNPYPIrn s OeTeln
®drey «<HMUL, um. B. A. AnmasoBa» MuHagpaa Poccun.

Authors information:

Stepanenko Aleksandr V., 6th year student of Military
medical academy named after S. M. Kirov;

Denisova Ksenia A., 6th year student of Military
medical academy named after S. M. Kirov;

Stepanenko Vitaly V., MD, Head of the Neurosurgical
Department, City Multifield Hospital No. 2;

Shapovalov Aleksandr S., Neurosurgeon, Almazov
National Medical Research Centre;

Sysoev Kirill V., MD, Neurosurgeon, Almazov National
Medical Research Centre;

Kim Aleksandr V., MD, PhD, Associate Professor,
Head of the Neurosurgical Almazov National Medical
Research Centre.

‘ Tom 4 ‘ Ne 2 ‘ 2024‘

105



I I . POCCUINCKIIA YKYPHAI MEPCOHATN3NPOBAHHOW MEOULINHbI

ISSN 2782-3806
ISSN 2782-3814 (Online)
YOK 616-006.328

OCOBEHHOCTW NATOMOP®OJIOrMYECKOW
AOANATHOCTUKUN PELNANBUPYIOWLUNX MEHUHTNOM

YwaHos B. B.}, KykaHos K. K.2, ManbueB A. A.}, LibiHaaKuHa A. C.%,
3aaukoBckui H. A.Y, MpaHukos M. B.%, 3abpoackasa 0. M.t 23

! ®epepanbHOe rocynapcTBEHHOE BOOYKETHOE yUperkaeHne «HaunoHanbHbI MeANLIMHCKNIN
nccnenoBaTenbCKUM LeHTp MMeHn B. A. AnmasoBa» MHMCTEPCTBA 34PaBOOXPaHEHMSA
Poccuiickoinn ®epgepauunn, CaHkT-MNeTepbypr, Poccusa

2 POCCUIACKNIA HayYHO-MCCeA0BaTeNbCKNIA HEMPOXNPYPIMYECKUIA UHCTUTYT NMeHN npodeccopa
A. J1. MoneHoBa — dpunuan PenepanbHOro rocygapCTBEHHOIO GIOOYKETHOIO YUpeXaAeHNs
«HaunoHanbHbIN MeOUUNHCKUIA NCCNEA0BaTENbCKUN LLEHTP UMEHM

B. A. AnmasoBa» MuHncTepcTBa 3gpaBooxpaHeHusa Poccuiickonn ®epepauunn, CaHkT-MNeTepbypr,
Poccun

3 MepepanbHoe rocyapcTBEHHOE BIOAKETHOe 06pa3oBaTeNbHOE YUPEIKAEHME BbICLLENO
obpasoBaHuA «CeBepo-3anafHblii roCy[apCTBEHHbIN MEOVMLNHCKIA YHUBEPCUTET UMEHN

M. N. MeuyHnkoBa» MunHucTepcTBa 3gpaBooxpaHeHnsa Poccuinickonn ®epepaumn, CaHkT-MNeTepbypr,
Poccuna

KoHTakTHasa uHpopmauusn:

YwaHoB Bcecnas BceBononosuy,

Orey «HMUL, nm. B. A. AnmazoBa» MnH3gpaBa
Poccun,

yn. AkkypaToBa, A. 2, CaHkT-lNeTepbypr,
Poccua, 197341.

E-mail: ushanov.seslav@mail.ru

CraTtbsa noctynuna B pegakuunio 05.03.2024
n NpuHATa K nevaTtn 19.03.2024.

PE3IOME

AKTYaJIbHOCTH. MEHHHTHOMBI — YaCTO BCTPEUAIOIIUECS OMTyXOJIH IICHTPaIbHON HEPBHOH CH-
CTEMBI, OONBIIMHCTBO MEHIHHTHOM UMEIOT TOOPOKAUYECTBEHHBIN XapaKTep TeUeHM. AHarura-
CTHYECKHE M aTHINYeCKHE MEHUHTHOMBI, KOTOPBIE BMECTE COCTABIISIOT 25 %, UMEIOT penun-
JUBUPYIOIIMMA TUIT TEUEHUS JAXKE MOCIE PAAUKAIBHOIO YIAICHHSI OIyXOJId U paJuoTepanui,
YTO 3HAYUTENBHO YXyAIIaeT NPOorHo3. Bompockl 0 MexaHu3Max peluIuBUPOBAHUS OCTAIOTCS
Majon3ydeHHbIMH. Lleab. O1eHuTs 3HAUUMOCTh TPAHYJISIIHA ayTHHHOW 000JIOUKH B PEIIH-
TUBUPOBAHUH MEHHHTHOM; MIPECTAaBUTh COOCTBEHHOE KIIMHINYECKOE HAONIOIeHNE; TPOU3Be-
CTH KpaTKWil aHallu3 JIUTepaTyphl MO JaHHOW TemaThke. MaTepuaabl 1 MeTOAbI. AHaN3
nyOnukanuii B 6a3zax ganHeix Pubmed, EMBASE, Cohrane Library u eLibrary, Beimenmmx
B TIEPUOJ] C MOMEHTA BEJICHUSI COOTBETCTBYIOIIMX 0a3 JaHHBIX 1Mo (eBpayib 2023 rona u mo-
CBAIIEHHBIX POJIU TPAHYISAIINN ITayTUHHON 000JIOUKH B PEIUANBUPOBAHUN BHYTPHICPEITHBIX
MeHUHTHOM. VcTopust 60sie3HH U pe3yIbTaThl THCTOIOTHIECKOTO MCCIIeIOBAHUS ONIEPAIliOH-
HOIo Marepuaia My>K4uHbI 71 roza, npoxoausiiero xupyprudeckoe geuenne 8 HMULL nm.
B. A. Anma3zoBa o moBoAy BHYTPUUEPETHOM MEHUHTHOMEI. Pe3ynbrarbl. Onucan KInHuYe-
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CKHUIl cly4ail XUPYPrHUECKOTO JICYeHUs TallMeHTa ¢ BHYTPUUIEPEIHOW MEHMHIHOMOM. ['ucro-
JIOTHYECKOE HCCIICI0OBAaHUE OITyXOJIEBOr0 y3Jia BEISIBHIIO NAMILIISIPHYIO MEHUHTHOMY, grade 3.
B nmpuneraromumx rpaHyIsIIEsIX NayTHHHON 000JI0YKH OOHAPYKEH OIMYXOJIEBBIH POCT MEHUH-
riaomMbl. C y4eToM MPOBEIEHHOT0 0030pa JUTEeparTyphl MPEACTABICHHbIN CIlydall MOKa3bIBaeT
BO)XKHOCTb OLIEHKHU CTPYKTYpbI IPaHyIALMHA ayTHHHON 000JI0UKY IIPH ONPEIeICHUN TaKTUKU
JICUEHUs TaHHOM TPYIIIbI NallMeHTOB. 3akao4enne. [IpeacTaBneHHbIN KIIMHUYECKUH caydail
Y aHaJIN3 JTUTEePaTypHBIX JaHHBIX IEMOHCTPUPYIOT BaKHOCTb PACCMOTPEHUS CTPYKTYPHI Ipa-
HYJISIUH Tay TAHHOM 000JIOUKH Y IAIIMEHTOB C BHY TPUYEPEITHBIMH MEHHHT HOMaMH, 0COOEHHO
[IpY PELUIUBUPYIOLIEM THIIE TeueHuUs 3a0o01eBanus. Ponb rpaHyssinuii nayTHHHOM 000JI04KH
B HacTosIIee BpeMsl «3a0bITay», HO M3y4YEHHE 3TUX BAXKHBIX CTPYKTYpP B IPaHHUIAX OIyXOJje-
BOTO I10JI1 MOXKET JaTh HOBBIE CBE/IEHUS U BBIABUTH MEXaHU3Mbl OHKOT€HE3a, MAJINTHU3ALUH,
a TaKKe pelUIMBUPOBAHNS MEHUHTHOM, YTO MOKET MOCITY>KUTh OCHOBAHUEM JUTsI BKIIIOUEHUS
JTAHHOTO MCCJICJIOBAHMUS B CTAHAAPTHI TIOCTAHOBKM OKOHYATEIBHOTO NMaTOMOP(OIOrHIECKOTO
JIMarHo3a y COOTBETCTBYIOLIEH I'PYIIIbI MAIEHTOB.

KaioueBble ci10Ba: rpaHyssiuy ayTHHHON 000JI04KH, MEHMHIHOMa, TAaTOMOPQOIOTHS, IPO-
JIOJKEHHBIA POCT OITyXOJIH, PELUIUB.
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ABSTRACT

Background. Meningiomas are common tumors of the central nervous system, most of which
are benign. Anaplastic and atypical meningiomas, which together account for 25 % of all me-
ningiomas, have a high recurrence rate even after gross total resection and radiotherapy, which
determines a significantly worse prognosis. The mechanisms of recurrence remain poorly
understood. Purpose. To assess the significance of arachnoid granulations in the recurrence
of meningiomas; to present our own clinical case; to make the review of the literature on
this topic. Materials and methods. We searched for publications in the Pubmed, EMBASE,
Cohrane Library, and eLibrary databases published between the beginning of database man-
agement to February 2023 on the issue of the role of arachnoid granulation in meningioma
reccurence. The materials of the desease history and results of histological examination of
71-year-old with intracranial meningioma who were treated in Almazov National Medical
Research Center are used in this work. Results. The clinical case of intracranial meningioma
surgery is described. Histological examination of the tumor revealed papillary meningioma,
grade 3. Tumor growth of meningioma was found in the granulations of the arachnoid. Ac-
cording to the review the clinical case shows the importance of the arachnoid granulations in
determining the clinical management for this group of patients. Conclusion. The presented
clinical case and analysis of literature data demonstrates the importance of considering the
structure of arachnoid granulations in patients with intracranial meningiomas, especially in the
recurrent type of the disease. The role of granulations of the arachnoid membrane is currently
“forgotten”, but the study of these important structures within the boundaries of the tumor field
can provide new information and mechanisms of oncogenesis, malignancy, and recurrence of
meningiomas, which may serve as the basis for inclusion in the standards for making a final
pathomorphological diagnosis in this groups of patients.

Key words: meningioma, recurrence, tumor progression, pathomorphology, arachnoid
granulation.

For citation: Ushanov VV, Kukanov KK, Paltsev AA, et al. Pathomorphological features of
recurrent meningiomas. Russian Journal for Personalized Medicine. 2024; 4(2):106-113. (In
Russ.) DOI: 10.18705/2782-3806-2024-4-2-106-113. EDN: PXPAUA

rienn aHariasuu (grade) mo BO3 u cTeneHs paaukaib-
HOCTH ynalieHus onyxonu [2]. B knmaccudukanuu BO3

BBEAEHUE

MeHUHTHOMBI SIBISIOTCS CaMOW 4acTO EpBUYHON
OIyXOJIbIO HEeHTpanbHOH HepBHOH cuctembl (L[HC)
y B3pocnbix [1]. Ilpu uzydenun katamHe3a mpoonepu-
POBAaHHBIX NAI[UEHTOB IO MOBOAY MEHUHTUOMBI BBISIB-
JAIOTCS Cclly4ad peluInBa U MPOAOIKEHHOI0 pocTa
OIYXOJH, YTO CBUAETEIBCTBYET O HECOBEPIIECHCTBE
MEPBUYHOTro JiedeHus. IIpu 3ToM HET eaMHOro MOHU-
MaHUS TaKTUKHU BEACHUS TaKOW TPYIITBI OOMBHBIX [2],
YTO OHNpENeseT AaKTyaJbHOCTh JaHHOW MPOOJIEMBI
B HEHPOXUPYPrUH U HEHPOOHKOJIOTHH.

K ocHOBHBIM mporHocTudeckuM ¢akTopam OTHO-
CAT THCTOJIOTMYECKUM THUArHo3 ¢ ONpesesiecHueM CTe-

2021 5-ro mepecMoTpa BBLACSAIOT MEHUHTHOMBI grade
2 (arunuyeckue) u grade 3 (aHammacTHUYECKUe, WIH
3JIOKQYE€CTBEHHBIE), KOTOPBIE OTINYAIOTCS PEIHIHBH-
pyromum TedeHneM. HecMoTps Ha 3T0, Bceé MEHUHTHO-
MBI CTaJId OTHOCHUTD K OIYXOJISIM 100pOKaueCTBECHHO-
ro XapakTepa ¢ IpHUCBOEHUEM OHKOJOTMYECKOT0 Kofa
ICD-0 9530/0 [3].

W3BecTHO, YTO MEHMHTHOMBI 00pa3yroTcs U3 IO-
BEPXHOCTHBIX MEHHHTOTEIHAJIBHBIX KJIETOK (apaxHo-
9HIOTENHSI) TPaHyIAINN Ay THHHON 000m0ukH [4—6],
OJTHAKO MX POJb MPHU H3YYEHUH PELUIUBHPOBAHUS
MEHHWHTHOM B JUTEPAType HE pacCMaTpUBajiach M HE
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YYUTBIBAECTCS B KIIMHUYECKOM MPaKTHKE MPH ONpere-
JIEHUH TaKTUKH KOMIIJIEKCHOTO JIEUEHHU .

MBI npeacTaBisieM KIMHUYECKUH cllydail XUpyp-
TUYECKOT0 JICYeHHU I AIMEHTa C MaMJUISIPHON MEHIH-
ruomoii (grade 3), KOTOpBIN IMOKa3bIBaeT HEOOXOMH-
MOCTb YUHUTBIBATh CTPYKTYPY IPAHYIALHUNA Tay THHHON
000JIOUKH TpU ONpPEACTCHUU AalbHEWIIeH TaKTHUKH
MEePCOHU(DUITUPOBAHHOTO JICUCHHSI.

OMMNCAHUE KJTMHUYECKOI'O CJ1YYAA

ITamuent A., 71 rog.

Hauano 3aboneanust 13.11.2022, xoraa BriepBble
BHE3AITHO BO3HUK I'€HEPAIN30BAHHBIN TOHUKO-KJIOHH-
yeckuil npuctyi. Ilo ckopoil MEAUIUHCKON MOMOLIU
ObUT TOCTABJICH B CTALMOHAP 10 MECTY >KUTEIbCTBA,
rIe npu o0cIeoBaHUM, 110 JaHHBIM MYJIBTHCITHPAIb-
Hoii kommptoTepHoi Tomorpadun (MCKT) romoBHOTrO
MO3ra, ObUIM BBISIBJICHBI IPU3HAKU KPYITHON OIYXOJIH
JIeBOI JTOOHO-BUCOYHOM oOsiactu. boipHOTO HanpaBu-
J1 B CHEIUATN3UPOBAHHOE YUPEKJIEHHUE JJIs onepa-
THBHOT'O BMEIIATEIHCTBA.

[lanueHT ObLI TOCHUTAIM3UPOBAH B OTAEIECHUE
Heripoxupypruu Ne 6 ®I'bY «HMUIL um. B. A. Anma-
30Ba» Munsgpasa Poccun. Ha MomeHT nocrynnenus
B HEBPOJIOTHYECKOM CTaTyce OTMeuajiach yMepeHHas
00I11eMO3roBasi CHMIITOMAaTHKa B BH/IE€ TOJIOBHOU 00IH
TUIIEPTEH3MOHHOI0 XapakTepa, 1o mkaine KapHoBcko-
ro 70 Gamos.

[lo naHHBIM MarHUTHO-PE30HAHCHOM TOMOrpaduu
(MPT) romoBHOro Mo3ra ¢ BHYTPUBEHHBIM KOHTPACTH-
poBaHUEM OBLIM BBIABICHbI MHOKECTBEHHBIC BHEMO3IO-

BbIE 00bEMHBIE HOBOOOPA30BaHMsI B JIEBO JIOOHO-BUCOY-
HOH 001acT, B 00nacTu ¢aibKea ¢ pacpoCcTpaHeHUEM
BIIPAaBO C PaBHOMEPHBIM paclpe/ielieHHeM KOHTPAacT-
HOTO BeIEeCTBa, Mepu(OKaTBHBI OTEK HE BBIPAXKEH,
HEHpOBM3ya M3allMOHHAs KapTHHA COOTBETCTBOBAJIA
meHuHruome. OOpainaer Ha ceOsi BHUMAaHUE KPYITHBIA
pa3mep OmyxoJiei, a TaKke TeTepOreHHOCTh CTPYKTYPBI,
HaJIM4Me KUCTO3HOM MOJIOCTH BHYTPH y3I1a OIYXOJIH Jie-
BOI1 JIOOHO-BUCOUHOH 00macTH (puc. 1).

Ha nmpenonepanmonHoM 3Tamne ObL MPOBEACH He-
WHBA3UBHBINH BHAC0-DO]-MOHUTOPUHT — 3a BpeMs
HCCJICIOBAHUS WKTAJBHBIX COOBITHH HE 3aUKCHPO-
BaHO, JJAHHBIX 32 HAJIMYWE SITHICHTHPOPMHOMN, TTAPOK-
CU3MaJIbHOW aKTHBHOCTH HE MOy YEHO.

OneparuBHOE BMEUIATENLCTBO TPOBOAMUIIOCH B YCIIO-
BUSIX THOPHTHOM OTIEPAIMOHHOM C NCTIOJIb30BAHUEM MH-
TPaOTEPAMOHHOTO HEHPOPHU3HOIOTHIECKOTO MOHHUTO-
pHHTa B BUJIE TPAaHCKPAHHAIBHOU AIIEKTPOCTUMYIISIIIH
C perucrpanyeil MOTOPHBIX BbI3BAaHHBIX OTEHLINAJIOB
MBI BEPXHUX W HWKHHUX KOHEYHOCTEH, JOIOJIHEH-
HOTO TIPSMOW CTHMYJISIIMEH KOpbI MO3ra ¢ (pukcarmen
OTBETOB C MBIIIII, a TAK)KE HHTPAOTIEPAITMOHHOMN (ITF00-
PECLUEHTHON HaBUTalUWed C NPUMEHEHUEM S-aMHHO-
neByneHoBoil kuciotel (5-AJIA). MHTpaomnepalnoHHO
MaKpOCKOTIMYECKH KapTHHA OITyXOJIH COOTBETCTBOBAsA
MEHHHTHOME, B peXnMe (QIIOOPECIEHIINA CBEYCHNE
OBLITO paclieHeHO Kak sipKoe (puc. 2). BeimonHaeHo pam-
KaJbHOE YJaJICHHE OITyXOJIM, CTENEeHb PaIHKaTbHOCTH
cooTBeTcTBOBajA | cTenenn o Simpson, Mpu KOHTPOJIE
B peKUME (QIIFOOPECIICHIINH MATOJIOTHYECKOTO CBEYCHHS
BBIIBJIICHO HE ObII0. Ha Mopdomorndeckoe uccnenona-
HUE HAIPaBWJIA MaTepHaj MaToJIOTHIeCKON TKaHH OITy-

Puc. 1. MP-kapTuHa KOHBEKCUTaNIbHOA MEHUHIMOMbI N1IEBOMA JIOGHO-BUCOYHOMN 061acTun
4,29*5,20*5,76 cM U pasibKC-MeHUHrnomnbl 1,6*1,7*1,9 cm

Figure 1. MRI-imaging of convexity meningioma of the left frontotemporal region
4.29*5.20*5.76 cm and falcine meningioma 1.6*1.7*1.9 cm
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XOIlM, a TaKXe TUMEePTPO(QUPOBAHHYIO (YBEITHMUEHHYIO
B pa3Mepax) TKaHb TPaHyISLUH ayTHHHON 000I0UYKH,
O0OHapY)XEHHYIO Ha PAaCCTOSHUU OKOJIO 3 CM OT y3ia
OITyXOJTH.

[ToceonepamoOHHBIN TIEPHOA TPOTEKan 0e3 oc-
JIOKHEHUH, WKTAIBHBIX COOBITHH 3a(UKCHPOBAHO
He ObLIO, IPY BBIMKUCKE COCTOSIHHE MAIlUeHTa M0 LIKa-
ne Kaprosckoro 90 6anos.

['mcromornyueckoe wccinenoBaHUE — OITYXOJEBOTO
y3I1a BBISIBUJIO MEHHHTHOMY grade 3 mpenMyIecTBeH-
HO TaNMJUISIPHOTO CTPOCHHS, WHQPHIBTPUPYIOLIYIO
TBEPIYIO0 MO3TOBYIO 000JIOUKY B 30HE MaTpHKca (pHC.
3a). OmyxoneBast TKaHb MMPEACTABICHA APAXHOUIIH]IO-
TEINEM C BRIPAXKEHHBIM KJIIETOYHBIM H STICPHBIM TOJIH-
MOpP(HU3MOM, CONEPIKHUT pa3HOOOpa3HbIE CTPYKTYPHI,
HAallOMUHAIOIIME PO3ETKH U COCOYKH, MPOCTHIHHOE
pa3pacCTaHUC KJICTOK; BbIABJIAJINUCH OYaru JCKOMIIJICK-
CHUPOBAHHBIX KPYHNHBIX SMHUTCINOUAHBIX U pa61101/111-
HBIX KJIETOK C OOFUIBHOM 303WHO(IIIBHON ITUTOIIIA3-
MOH ¢ KPyIHBIMH siipaMd. MHUTO30B M HEKPO30B HET.
B npuireraromux K OIyXoJIEBOMY Yy3Ily TPAaHYJISLUAX
MayTUHHOH OO0OJIOUYKH OOHApYIKEHBI CTPYKTYPhI Me-
HUHTHOMBI C TIPU3HAKAMU aHAIIA3MH, BBIPAKCHHBIM
KJIETOYHBIM U SIJIEPHBIM TonuMopuzmMoM. Ormyxore-
BbIe TIpoin(epaThl ObUIM aCCOLIMMPOBAHBI C TaK Ha3bl-
BaCMbIMU apaxXHOWAAJbHBIMU HIAIIOYKaMH IMaXHWOHO-
BBIX Tpanyisanuii (puc. 3b).

OBCYXAEHUNE

O6HlerI/IH$ITBIM IMOCTYJIATOM CYUMTACTCA TO, YTO
MCHHHI'HOMBI BO3HHMKAKOT W3 TaK Ha3bIBACMBIX IIO-

II. HENPOXNPYPIA | NEUROSURGERY

BEPXHOCTHBIX MEHUHTOTENHAIBHBIX KJIETOK (apax-
HOUJIPHAOTENHS) TPAHYJISALIUA MayTUHHOW O000JIOYKHU
BCJICACTBHUEC HaAJIW4YUSA THUCTOJIOIHYECKOI'O CXOIACTBA
MEX/Ty KJIETKAMH MEHWHTHOMBI M KJIETKaMHU apaxHo-
UJIAJIbHBIX BOPCUHOK [4, 5].

[Ipu pabote ¢ 6azamu NaHHBIX HE OTMEYEHO CHU-
CTEMHOI0 HMHTEpeca K TPAHYJALUAM IayTHUHHON
000JIOYKN TIPH MEHWHTHOMax. BriepBble ponib rpany-
JMANUA TayTHHHOW OOOJIOYKHM OMHUCHIBANACh B pado-
te Wolman L. «Role of the arachnoid granulation in
the development of meningiomay, omyOIMKOBaHHOM
B 1952 romy [6], rae Oblna ompeneneHa CBs3b T'PaHy-
JMANAA TTayTHUHHOW OO0OJIOYKM W BO3HMKHOBEHHS Me-
HUHTHUOM. DTO MOCITYKUJIO OCHOBAHHEM ISl TaJTbHEH-
LIer0 HUCCIEeJOBaHUS MHUKPOCTPYKTYPhl MEHHHTHOM,
B TOM YHWCJIE W TPAHYJSIIUHA TayTHHHOH OOOJOUYKH.
Yamashima Tetsumori (1988—1996) B cBoux pabortax
W3YUYUIT CBSI3b MUKPOCTPYKTYPBI TPAHYISAIUN Tay-
TUHHOH OOOJIOYKM M MEHUHTHOMBI: apaxHOUAalb-
HBIC BOPCHMHKH W MCHUHITHUOMa MMCIOT pAHd CXOACTB
B YJIBTPACTPYKTYpE, MEXaHU3MAX KJIETOYHOHN aJire3uu
W COCTaBe BHEKJICTOUHOTO Marpukca [5, 7]. JlaHHBIHA
MOXOJT ObLT MPU3HAH OCHOBHEIM B Pa3BUTHU MEHHH-
THOM, TIPY U3YYEHUU MEHHMHTHOM SKCTPaKpaHUATIbHOM
U DKCTPAaKCHAJIbHOW JIOKaJIHM3aIMK, KOTJIa Pa3BUTHE
OITYXOJIX CBA3BIBAJIN C SKTOITMYCCKU PaCIIOJIOKCHHBIM
KJIaCTepOM KJIETOK IMayTUHHOW 000109kH [§]. B mams-
HeleM NosBIsIOTCS padoThl, yKa3bIBaloOIIUE Ha TO,
YTO KJICTKU — MCTOYHHUKH MCHUHIHMOM TaKXKE€ MOI'YyT
IMOKPbIBATh MAyTUHHYIO OGOJ’IO‘IKy B Apyrux MecCcTax,
4TO 0OBSACHSET BOSHUKHOBEHHE MEHHHTHOM BHE 0071a-
CTel pacrpeneneHus rpaHyIIsIui Tay THHHOW 0001104~

i

Puc. 2a. OTBepeHHbIN y4yacTtok TMO (MaTpuKca) ¢ MEHMHIMOMOM

Puc. 2b. Ta ke kapTuUHa B pexxnme ¢prnoopecueHLUn C APKUM CBEYEHUEM

Figure 2a. Allotted area of the dura matter (matrix) with meningioma

Figure 2b. The same picture in fluorescence mode with a bright glow
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KU, HallpuMep, BHYTPHIKETYJOYKOBOH JIOKATU3AIIHH,
00JIaCTH 4YepenHbIX HEPBOB, KABEPHO3HOTO CHHYCA,
a TaKe 00JIACTH HOCA M OKOJIOHOCOBBIX Ma3yx [9—12].

Oo0pamiaer BHuMaHue pabora Hosainey S. Abdol
M. (2022) mo mccnemoBaHN0 OCOOEHHOCTEH BHYTPH-
YEePEITHOW JIOKAJIM3AI[UU OIYXOJIM Ha OCHOBE JTAHHBIX
602 nmanuenToB ¢ MmenuHruomamu [13]. 3BecTHO, yTO
IPaHYJISIIIAA TAYyTUHHOH OO0OJIOYKH PaCIoNIararoTcs

BONM3u cunycoB TMO mnapacarutranbHO, KOHBEKCH-
TaJbHO, a TaK)Ke B OOJACTH KPBLIbEB KIMHOBUIHOM
KOCTH, ¥, TIO JaHHBIM psJia paboT, OONBIIMHCTBO Me-
HUHTHOM OOHApy»XHWBarOTCs B 3TUX Mmecrax [14, 15].
OnHaKko BBINIEONIHCAHHOE HccienoBanue [13] memoH-
CTPUPYET, YTO MPOCTPAHCTBEHHOE PaCIpeAeICHUE Me-
HUHTHOM B TOJIOBHOM MO3T€ HEPaBHOMEPHO, OOJbIIe
OIyxoJjieil ObLIO0 B JIOOHOW 00J1aCTH, OCOOCHHO Iapa-

Puc. 3a. ManunnnapHaa meHnHrnoma (Grade 3). OKpacka reMaTOKCU/IMHOM U 303MHOM

(yBennueHue x200)

Figure 3a. Papillary meningioma (Grade 3). Haematoxylin and eosin staining

(x200 magnification)

Puc. 3b. l'paHynauua nayTUHHOW 060J/1I04MKU CO CTPYKTYPaMN MEHUHIUOMbI C KJIETOYHO-
AnepHbIM nonuMopdnaMomMm. OKpacKa reMaTOKCUJIMHOM N 303UHOM. YBenindeHue x100

Figure 3b. Arachnoid granulation with meningioma with cellular and nuclear
polymorphism. Haematoxylin and eosin staining (x100 magnification)
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CaruTTajabHO, MO MEPEeJHEMY OTHENy cepra, Ha Oc-
HOBaHHUU yeperna — MepeAHeld U cpeJHell YepenHbIX
SIMKax, TO €CTh HMeeT NepeHe-3aAHUN TpagueHT
pacmpenesneHus B TOJIOBHOM Mosre. lIpumedarensHo,
YTO OCOOCHHOCTH BHYTPHUYEPEIIHOI'O PACIIOJIOKCHHUS
MEHUHTHOM B OOIIEH MOMyJsLUU HE 3aBUCST OT T'Hd-
CTOIATOJIOTHYECKON CTENEHU aHaIljla3uM, BO3pacTa,
HO MOT'YT 3aBuceTh OT nosna [13]. Jlannas pabora yka-
3BIBACT, YTO 3aBUCMMOCTD PACIOIOKECHHS TPAHYIALNN
MayTHHHON 000JIOYKH U OIyXOJIeBOM TKAaHU MCHUHTU-
OMBI He SIBJISETCS OAHO3HAYHOM. Bo3mokHO, ynymieHa
HEKOTOpas IepeMeHHasi, BIUIONIAs Ha KOPPEJISIIHUIO.

N3BecTHO, 4TO BOBHMKHOBEHHE MEHUHTHOM B TOM
YHCIIe CBSI3aHO C PSIIOM 3K30ICHHBIX (PaKTOPOB PHCKA
[2]. MoXHO NpeAanoyoKUTh, YTO MMEHHO MEHHUHIO-
TeNuaJabHble TOBEPXHOCTHBIE KIETKU TpaHyJIsaIuil
MayTUHHOW OOOJIOYKHU 00JIaAaroT MOBBIIICHHON 4yB-
CTBUTEIBHOCTHIO K TIOJOOHBIM (paKkTOpaM C WHHUIIH-
HPOBAaHUEM OIYyXOJEeBOM TpaHchOpMaluu B TKaHb
MEHUHTHOMEL. [Ipy 3TOM cMeXHBIE TPaHyJISALIUN Ta-
YTUHHOH 00O0JIOYKM MOTYT TOXE MpeTepreBaTh n3Me-
HeHus, (GOpMUPYS TaK Ha3bIBAEMOE OITYX0JEBOE MOoJIe,
COIJIACHO TEOPHUU OHKOI€He3a, MpeIoskeHHOM CroT-
TepoM B 1953 rony [16], a Takske MOJAEBOM TEOpUH OMY-
X0JIeBOro pocrta Yuinuca [17].

Ha nanHbIil MOMEHT IIPU ONIPEETICHUN TAKTUKU JIe-
YeHHS TAIlMeHTOB C MEHHHTHOMaMH CTPYKTYypa Maxu-
OHOBBIX T'PaHYJISIIUI HE YUUTBIBAECTCS.

Kpome Toro, He yuuThIBalOTCSA U CTPYKTYpPHBIE U3-
MEHEHUS TPaHyJ SN NayTHHHOW 000JIOUKH IPH TI0-
CTaHOBKE 3aKJIIOYUTEIHLHOTO MaToMOP(OIOruHIecKoro
JVarHo3a.

3AKJTIOHEHUE

[IpencraBneHHbIN KIMHUYECKUN Cydail U aHAIN3
JIUTEPATYPHBIX JTAHHBIX JEMOHCTPUPYIOT Ba)KHOCTb
paccMOTpEeHUsI CTPYKTYpbl T'paHyJsIHUA HayTHHHOU
000JI0YKH y MAallMEHTOB C BHYTPHUEPEITHBIMH MEHUH-
THOMaMH, OCOOEHHO MPH PELUAUBUPYIOIIEM THIIE Te-
qeHus 3a0oiieBaHUsA. Poib TpaHyIsIIAN MayTHHHOU
000II0OYKM B HACTOsAIIEe BpeMs «3a0bITa», HO H3yde-
HHUE 3THUX BAXKHBIX CTPYKTYP B FPAaHULAX OITYXOJIEBOI'O
MOJIsI MOKET JaTh HOBBIE CBEIEHHUS U BBISIBUTH MeXa-
HH3MBI OHKOT'€HE3a, MAJINTHU3AINH, a TAKXKE PEIUIH-
BUPOBAaHUS MEHUHTHUOM, YTO IMOCIY>XUT OCHOBAaHHUEM
JUJIs BKJIFOUEHUSI JAHHOTO UCCIEIOBAaHUS B CTAaHAAPThI
MOCTAHOBKH OKOHYATEIBHOTO MaTOMOP(OIOrnYecKo-
r'0 INarHo3a y COOTBETCTBYIOIIEH IPYTIIbI TAIIUEHTOB.
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PE3IOME

Omneparnuss QoHTEHa — MAUIMATUBHAS XUPYpPrUUEcKas KOPPEKIUsS BPOXKICHHBIX MOPOKOB
cepaua (BIIC) ¢ yHUBEHTPUKYISIPHOU TEMOINMHAMUKOHN, MPUMEHSICTCS B CHUTYaIUsX, KOTIa
XUPYPrUYECKOe CO3/IaHNE ABYX PABHOIIEHHO (PYHKIIMOHUPYIOUINX KETyTOYKOB HEBO3ZMOXKHO.
bnaronapst ycnexam B peHaTalbHON AUArHOCTUKE, COBEPLICHCTBOBAHUIO METOJJOB XUPYPIU-
YECKOH KOPPEKIUH 1 MOCICONepalliOHHOTO BeixaxkuBanus feteit ¢ BIIC, Bce OomnbIniee uncio
MAlMEeHTOB C €IUHCTBEHHBIM xemynoukoM cepamna (EXKC) moxxuBaeT mo 3penoro BospacTa.
Ha ceromusmmauii 1eHs M0 BceMy MHUpPY HacuuThiBaeTcst okosto 70 000 marmeHToB ¢ TeMOIu-
HaMukoil doHTeHa.

OnHako, HECMOTPSl Ha BCE AOCTHTHYTBIE YCIIEXH, CMEPTHOCTh B JAaHHOW TpyIIle Bce ele
OCTaeTcs JIOCTaTOYHO BBICOKOH. XPOHHWYECKOE MOBBIIICEHUE CHCTEMHOTO BEHO3HOTO JIaBJie-
HUS, He()U3UOIOTUYHBIN MTACCHBHBIN JIETOYHBIN KPOBOTOK M MPOTPECCHPYIOMIAs CepledHas
HenocrarouHocth (CH) co cHmkenuem cepnednoro BeiOpoca (CB) MoCTeneHHO MPHBOASAT
K TIOSBJICHUIO OCIIOKHEHHH CO CTOPOHBI APYTMX OPraHoB U cucTeM. VIMEHHO mo3Tomy Juist
HaOMIOICHUS MAIMEHTOB ¢ reMoAnHaMuKoi DoHTeHa TpeOyeTcss MyIbTHUANCHHUILTMHAPHBINA
MOJIXOJI, & TAKKE pa3padoTKa ONTUMAIILHON TAKTUKU BEJICHUSI.

Taxum oOpa3om, 1ens Hale paboThl — MPOaHATU3UPOBATh U 000OIIUTE COBPEMEHHBIE JaH-
HBIE 10 CTPATETUU BEACHUS U CBOEBPEMEHHOM JUArHOCTUKE OCJIOAKHEHHUN Yy TAUEHTOB C Te-
MoauHaMuKkor DoHTeHa.

KiroueBbie ciioBa: IrE€MOJMHAMHUKa (I)OHTCHa, OCJIO)KHCHUA ITOCJIC OIIepaluu q)OHTeHa, CcTpa-
TETrUs BCICHUA.
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ABSTRACT

The Fontan operation is a palliative surgical correction, which is performed on children with
congenital heart defects (CHD) in cases when surgical creation of two equally working ven-
tricles is impossible. Today there are about 70,000 patients with Fontan circulation all over
the world. Due to improvement of methods in early detection and treatment of CHD, as well
as monitoring algorithms, an increasing number of patients with a single ventricle (SV) stay
alive until adulthood.

However, this group’s mortality is still quite high, despite the constant development of the
surgery approach using modern technical equipment and high-tech examination methods.
Chronic increase in systemic venous pressure, non-physiological passive pulmonary blood
flow and progressive heart failure (HF) with a decreasing cardiac output (CO) gradually lead
to complications from other organs and systems. That is why a multidisciplinary approach and
development of optimal management tactics are required to follow-up patients with Fontan
hemodynamics.

Thus, the purpose of our work was to analyze and summarize current data of the management
strategy and timely diagnosis complications in patients with Fontan circulation.

Key words: complications after Fontaine surgery, Fontaine hemodynamics, management
strategy.
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PPMCHK
Cmucok cokpamennii: BIIC — BpokaeHHblid mo- KpoBooOpamienne @ontera. Oxumaercs, 9To B OIu-
pok cepaua, I'TIK — remarouesuironsipHas KapuuHo- kaifiue 20 JeT UX YUCIACHHOCTh YABOUTCA [2, 4].

Ma, EXX — enuHcTBeHHBIN xenynouek, JIA — nerod-
Has aprepus, MKK — wmablii kpyr kpoBooOparieHus,
HIIB — nwxHas nonas BeHa, 111 — npaBoe npencep-
e, CB — cepaeunsiii Beiopoc, CH — cepieunas He-
nocratouHocTh, CCC — cepaiedHo-CoCyancTas CHCTEMA.

BBEAEHUE

BpoxaenHsie MOpOKH cepala ¢ YHUBEHTPUKYIISIP-
HOW TeMOAMHAMHMKOW SIBJISIIOTCA OJHUMHU U3 CaMBIX
cnoxHbIX cpenu Beex BIIC, u npu oTcyTCcTBUM CBOEB-
PEMEHHOI0 XMPYPruyecKoro JeYeHHUs! 3T COCTOSHUS
HMMEIOT HeOJaronpusITHhIHN MporyHo3 [1].

Omnepanust DoHTEHA SBISETCA 3aKIIOYHTEIBHBIM
stanoM najutnatuBHoON koppekiuu BIIC ¢ gyHkImo-
HainbHO EJXK, K KOTOpBIM OTHOCATCSL aTpe3usi Tpex-
CTBOPYATOro KJalaHa, CUHJAPOM THIIOMJIA3UH JIEBBIX
OTJICTIOB CEpAlla, HEKOTOpble (OPMBI IOPOKOB KO-
HOTpYHKyca ¥ Ap. OCHOBOW IeMOIWHAMUKHU JTaHHOU
olepariiu  SBISIETCS IOJTHOE pPa300IeHne KPYyTOB
KpOBOOOpaIIeHNs C y4eToM 00Xoda OJHOTO U3 JKe-
TyJOYKOB cepana. B nrore cxema KpoBooOpamieHwHsI
BBRITVISLUT clieay oM obpaszoM: EXX cepnia coobmra-
eTCSl C a0pTOH, TeM camMbIM obOecrieunBasi CHCTEMHBIT
KPOBOTOK, 8 BEeHO3HBIH BO3BpAT OT BEPXHEH U HUKHEH
MIOJIOBUH TeJla OCYIIECTBIAETCS MOCPEACTBOM IOJIBIX
BEH NIACCHBHO, HEMIOCPEICTBEHHO B CUCTEMY JIETOYHON
aprepu. B HEKOTOPHIX cITydasx BO3MOXKHO CO3/IaHUE
cooOmIeHus (HUCTYITBI) MEXy HHKHEH TOJOH BEHOH
(HIIB) u mpassim mpencepauem (I1I1) ¢ nensio ocy-
LIECTBJICHUS JIEKOMIIPECCUU B CIIy4yae IOBBIIICHUS
JABJICHHS B CHCTEME MaJIoro KpyTa KpoBOOOpaIieHus
(MKK). TakuM oOpa3oM, MpH TOTAJIBHOM KaBOMYJIb-
MOHAJBHOM aHacToMo3¢ (DyHKLIMOHHPOBaHUE MOAJIC-
TOYHOI'0 JKeJIyZ04Ka U ero cBsi3b co cTBojioM JIA moi-
HOCTBIO uckitodaetcs (puc. 1) [1-4].

ITo nanubIM nuTeparypsl, 20-1€THsS BbI)KUBae-
MOCTh TAIMEHTOB C TeMonuHaMukoi DoHTEeHa Ba-
peupyet ot 61 % 1o 85 % [2, 3]. Ha 2019 rox B Mupe
HacuuThiBajgoch okoyso 70 000 demoBeK, MMEIONIHUX

OnHako, HECMOTPS Ha JOCTUTHYTBIE YCIEXH, OIe-
pauus @DoHTeHa — 3TO MNaJIMaTHUBHAs CTpaTerus,
U [0 Mepe TOro, Kak Bce OOJbIle JieTel BBIKUBAET,
pacTeT W NPU3HAHHE TOrO, YTO OHU CTAJKUBAKOTCA
¢ MHOXecTBoM mpoOiem [1]. Hupkynsius dontena
MMeeT OrpaHMYEHHBIN pe3epB, 4TO MPUBOIUT K pas-
BUTHIO OCJIO)KHEHHUH B JIOJITOCPOYHOM MEPCHEKTUBE,
KOTOpBIE MOT'YT KacaThCsl KaK CEpAEYHO-COCYAUCTOU
cuctembl (CCC), Tak ¥ IPYTUX OPTAHOB U CHCTEM.

K nambosee yacTBIM CEpACYHO-COCYIUCTBIM OC-
JIOKHEHHUSIM OTHOCAT cHMkeHue CB, cucronnueckyto
1 IMACTONNYECKYI0 TUC(YHKIIMIO MUOKAp/Ia, perypru-
TalUI0 aTPUOBEHTPUKYIISIPHOIO KJIAllaHA, HAPYLICHUS
pUTMa ¥ MPOBOAMMOCTH CEP/IA, a TAKKe TPOMOOIM-
6onuro 1 nHpapkT Muokapaa. Cpenu SKCTpaKkapauaib-
HBIX OCJIO)KHEHUH, KOTOpPBIE MOT'YT IPOTPECCHPOBATH
C TEYCHHWEM BPEMEHH, BBIACIAIOT OEIOK-TEPSIONTYI0
SHTEPONATHIO, TUIACTHYECKHI OpOHXHT, TMOpaXKEHHE
NeYeHH, TUCPYHKIHUIO MTOYEK, a TAK)Ke HapyILIEeHHs PO-
cTa M cocTaBa Koctel [1-4].

B HacTosimiee BpeMsi TakTUKa BEJEHMS JTaHHOU
TPYNIBI MAIMEHTOB, TIEpeUeHb HEOOXOTUMBIX J1a0o0-
pPaTOPHBIX U WHCTPYMEHTAJIBHBIX METOJOB 00CIENO-
BaHHUs, a TAK)KE CPOKU HX BBIMOJHEHMs 0a3HPYyIOTCS
Ha OIBITE OTAEIBHBIX IIEHTPOB.

B 0630pe npencTaBieHsl COBpeMeHHBIE JaHHBIE 00
OCOOCHHOCTSIX TEUECHH S, OCIIOKHEHUSAX, CTPATETHH Be-
JCHUS U CPOKaX HAOJIIOJCHUS NAIlIEeHTOB C TeMOIMHA-
MuKoil DoHTEHA.

COCTOAHME CEPAEYHO-
cocyancTon CNCTEMbI Y NALUIMEHTOB
C rEMOAMNMHAMNKOWN ®OHTEHA

C ¢dwusmomornueckoit TOYKH 3pEHHUS KpPOBOOOpa-
menne OOHTEHAa XapaKTePU3YETCS IOBBIIICHHBIM
BEHO3HBIM JIaBIICHUEM M 3aCTOWHBIMHU SIBICHUSMH,
COIPOBOXIAOIIUMHUCS OTHOCUTEIIBHO HHU3KHM CEp-
JICYHBIM BBIOPOCOM — HanOoJIee YacToe OCIOKHEHHUE
co croporsl CCC [1]. Kpome Toro, 9acTo MMEIOT Me-
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CTO CHCTOJIMYECKAs M AMACTONWYECKast AUCHYHKLUS
MHOKapJa, peryprutanusi aTpUOBEHTPUKYIISPHOTIO
KJIalaHa, HapylleHHe pUTMa U NMPOBOAUMOCTU Cep-
I1a, a TaKXKe TPOMOO3MOOINYECKUE OCITIOKHEHUS U MH-
(hapxT muokapna [1-3].

Nmenno CH saBnsieTcs Beayei NpuYuHON J1eTaIb-
HBIX UCXOJI0B B 3TOM I'pyIe nanueHToB [2]. CHuxeHue
CHCTONIMYECKOW (PYHKIMM MHOKap/a HPUCYTCTBYET
y 40—60 % maruenToB ¢ remogunHamMukoil @ontena [1].
[laToreneTnyeckue M reMOAMHAMUYECKHE MEXaHH3-

Mbl (opmupoBanusi CH ciaoxHbl 1 MHOrOKO(aKTOp-
Hbl. Y nanuentoB ¢ EXXC napymenne reMogiMHaMUKH
MIPOUCXO/IMT ellie BHyTpuyTpoOHo. [locie nmpoBeneHust
IIEPBBIX 3TANOB KOPPEKIUHU MOPOKA B HEOHATAJIbHOM
nepuoae (HaJOKEHUE AaoPTOIYJIbMOHAJIBHOIO IIyH-
Ta WU cyXuBaHue JierouyHoi aprepun) EXXC ¢yHnk-
LUOHUPYET B YCIOBUSAX OOBEMHOW MeperpysKu, 4To
MOXET IPUBOJUTH K €ro JAMJIATallUd U U3MEHEHMIO
CTPYKTYpbl MMOKapja, apXUTEKTOHHKH KapIHOMHUO-
uutoB. Kpome Toro, Muokapn paboTaeT B yCIOBHSX

Congenital Heart Disease illustrations [3neKkTpoHHbIi pecypc] —pexunM pocTtyna: https://congenital-heart-

disease.ch/heart-disease

Puc. 1. lemopuHaMuKa nocne onepauumn PoHTeHa: 1 — ToTaNibHbIN
KaBOMyJibMOHaJ/IbHbIX aHaCTOMO3, 2 — paclUMpeHUe aopThbl 3annartou, 3 —
3KCTpaKapAauasnbHbIA KOHAYUT, 4 — aHAaCTOMO3 JIEFO4YHOW apTepuUMn Cc aopTon, 5 —
aTpe3uda MUTpaJsibHOro KnanaHa, 6 — atpesus aopTbl, 7 — runonjiaampoBaHHbin JIXK,

8 —epunHcTBEeHHbIN MK

Figure 1. Hemodynamics after the Fontan operation: 1 — total cavopulmonary
anastomosis, 2 — patch aortic dilation, 3 — extracardial conduit, 4 — pulmonary artery to
aorta anastomosis, 5 — mitral valve atresia, 6 — aortic atresia, 7 — hypoplastic LV,

8 —single RV
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XPOHUYECKOH THITOKCEMUHU U THIIOKCHH B Pe3yJIbTare
BHYTPHUCEPACUYHOTO0 CMeInBaHus KpoBu. [locie BBI-
nojiHeHus1 onepanuu DoHTEHa OTMEYaeTCsl CHUXKE-
HUE paHee MOBBIIICHHOW MPEIHAIPY3KH, BCIICACTBHE
YeTro YMEHBIIACTCs YIapHBIi 00beM cepama. B To ke
BpeMsl, YUYHUTHIBasi U3MEHEHHYIO CTPYKTYpPY MHOKap-
Jla, OH OKa3bIBAETCs HE CcrocoOeH monepxkuarh CB
B HOBBIX yCJIOBHSIX, cooTBeTcTBeHHO, CH mpogomkaer
porpeccupoBars [2, 3].

B cBs3u cO CTPYKTYpHBIMH aHOMAJHUSMH aTpPHO-
BEHTPUKYJSAPHBIX (AB) kiamaHoB, TOAKIANIAHHOTO
amnmapara, jawiaranued (uOpO3HOro KoJIbLA /WU
CHUKCHHEM COKPATUTEJIbHOU (YHKIIMH >KEIYI04Ka
JIOCTATOYHO YacTo MOKeT Habmromatbes AB peryp-
rutauus [3]. TpukycnuaaabHbIA KJamaH B POJU CH-
CTEMHOT0 HarboJiee MoIBePIKEH TUCHYHKIIHH, TAK KaK
HE MPUCIIOCOOJICH K ()YHKIIMOHMUPOBAHHUIO B YCIOBHUSIX
MOBBIIIICHHOTO JaBJICHUsI. 3HAuWMasl perypruraius
MOJKET MPUBECTH K 00BEMHOM MeperpysKe, ANIaTalni
KaMmep cepila, CHIKeHUIO (pakiuu BeiOpoca (DB),
a TaKKe K IMOBBIIICHUIO JIABJICHUS B CUCTEME JISTOYHOMN
aptepuu [3, 5].

HecMoTpsi Ha co3aHue MOJHOW TeMoJMHaMHUYe-
CKOH KOPPEKIIMH, Y JaHHBIX MAIlIEHTOB YPOBEHb CaTy-
paiuu 00bIYHO HaxoauTcs B mpenenax 90-95 %. s
3TOTrO CYIISCTBYET PsIi OCHOBHBIX HMPUYMH: JPESHUPO-
BaHHE BEHO3HOW KPOBU M3 KOPOHAPHOI'O CHHYCA WU
yepe3 HUcKyccTBeHHBbIe (enectpanmu HIIB B mipen-
cepaue, OTKyAa KPOBb HANpaBIsieTCs B OOJBIION KpyT
KpOBOOOpAILEHUS; MMACCUBHBIN JICTOYHBIH KPOBOTOK,
KOTOPBIN MOXET He 00eCIeUnBaTh aIcKBaTHYO riepdy-
30 BEPXHUX OTJICJIOB JIETKUX; HATMYUE apTePHOBEHO-
3HBIX W BEHO-BEHO3HBIX (hUCTyl. CTOUT OTMETUTH, UYTO
MOCJICHUE MOTYT MPUBOAMTH K CHUKCHUIO CaTypaIuu
y HEKOTOPBIX MalMeHTOB B mokoe menee 90 % [1, 2].

Erte oHMM HEMajOBaXKHBIM OCJIOXKHCHUEM SIBJISI-
torcs HapymeHus: purMa cepana (HPC) u mpoBonnmo-
CTH, KOTOPBIE, B CBOIO 0Yepe/ib, MOTYT TOBBIIIATH PUCK
TpoMOO0OOpa3oBaHus, Yallle B NPEACEPAMSX, MPUBO-
muth K nuchynakiun EXXC u, kak ciepcrsue, mporpec-
CHUPOBAHUIO CePACIHON HemocTaTouHOCTH 2, 6]. [Ipen-
cepAHas Taxukapaus pasBuBaeTcs Ooiee yeM y 50 %
MAIMCHTOB B OT/IAJICHHOM IEPHOJE IOCIIE ONepaluu
®dontena [2]. B uccnenopanuu d’Udekem Y. u coaBTo-
poB ¢ yaactueM 1006 marmeHToB COO0IIAeTCs O pa3BH-
THU CYIPaBEHTPUKYIIpHON Taxukapanu y 10 % 6omb-
HbIX B TeueHue 10 neT HaOMIONEHUS, HEYCTOHYMBas
U peXe YCTOMYMBAS KEITYJTOUKOBAs TaXUKaAPIIUs OTME-
ganach y 12 % manmeHToB, KpoMe TOTO, OTMEYAIOCh
TIOBLINICHUE PUCKA BHE3AITHOW CEpIeTHON cMepTH [6].
Bmusaue HPC Ha ximHHMYecKkne MCXOABI Y OONBHBIX
nociie oneparuu GoHTEHa TaKkKe MPOJIEMOHCTPUPOBA-
Ho B pabote Diller G. P. u xomer, kyga ObuT BKITIOUEH
321 manueHT ¢ reMonuHaMuKoNH DOHTEHA: CPEeNH JINII,
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y KOTOPBIX pa3BUJIACh CyPaBEHTPUKYIAPHAs TaXUKap-
JIUsl, JIETABHOCTh YBEJIMUYMIACh B 6 pa3 B CpPaBHEHHH
C manueHTamu 0e3 HapymeHui putMa [7].

OcHoBoi 110001 TporpaMMbl HaOJIIOACHUS 3a Na-
HUEHTaMHU ¢ KpoBooOpamienneM DoHTeHa sBISIETCS
komrutekcHast onenka CCC, BKJroYas TIIaTeIbHBIN
cOop xanob m anamHe3a, PU3NKaITLHBIN OCMOTp, KITH-
HHUKO-Ta00paTOPHBIN KOHTPOJIh, HHCTPYMEHTAITHHOE
oOcjeoBaHNE C HCHOJIB30BAHUEM BBICOKOTEXHO-
JIOTUYHBIX METOAOB AuarHocTuku. KpaiiHe BakxHO
MPOBOJUTH JUHAMHYECKOE CpaBHEHHE pPE3yJIbTaTOB
o0cienoBaHusl.

IIpu ompoce mamueHTa CileIyeT AaKICHTUPOBATh
BHUMaHHUE Ha TaKHe KaJoObl, KaK SMU30/bl yYalleH-
HOr'o cepjreOueHus, 00 B 00J1aCTH ceplilia, CUHKO-
NaJIbHBIE U NIPECUHKONAIBHBIE COCTOSIHUSA, CHUKEHUE
TOJIEPAHTHOCTH K (PU3UYECKUM Harpyskam, repude-
puueckue oreku. Kpome Toro, He00X0JUMO OLICHUBATH
YPOBEHb caTypaluu Mpu caMOCTOATEILHOM KOHTPOJIE.
OusnkanbHOe 00CIeOBAHNE O0S3aTENBHO BKIIIOYAET
OCMOTp KOXHBIX TIOKPOBOB, U3MEpPEHHE apTepualib-
HOr'O JTABJICHUS HAa BCEX KOHEUHOCTSIX, ayCKYJIbTALUIO
cepAna M JErkux, Najblauuio NeprudepruuecKux ap-
TepHil, MaJbMNAlNIO TICUCHU U CEJIE3eHKH, U3MEPEHHE
catryparnuu [1]. PexomenagoBanHble CpoKH HaOIrOIE-
HUA — Kaxable 6—12 mecses [2].

[Ipu n1aGopaTopHOM HCCIEIOBAHUH, IOMUMO OLICH-
KM OCHOBHBIX MOKa3zareJield, peKoMeHIyeTcsi o0si3a-
TEJIbHbI KOHTPOJb YPOBHSI HaTPUHYpPETHUUECKOIO
MENTHAA U TPONOHHMHA | ¢ MEPUOAUYHOCTBIO KaXKAble
1-3 roma njs onpeneneHusl CTENeHU BbIPAKEHHOCTH
xponnueckoii CH u addexkruBHOCTH TPOBOIUMON Te-
pamnwuu [2, 3].

[ cBOEBpPEMEHHOTO BBISIBJICHHS W KOHTPOJIS
B auHamuke HPC, mpoBoauTcs 31eKTpoKapauorpa-
¢us (OKI') nokost B 12 oTBeIeHUAX, a TaKKE CYTOU-
noe mouutopupoBanue JKI [1, 2]. C nenbio oneHKu
CHUMIITOMOB TpH ¢u3nveckoid Harpyske, HPC, naceI-
IIEHUST KUCIOPOIOM, MAaKCHMAaJbHOTO MOTpeOIIeHus
KHUCIIOpOJia ¥ aHAdPOOHOTO TOpOra, Tak)Ke MPOBOISAT-
csl IpOOBI € JIO3MPOBAHHOW (PU3UUECKOW HArpy3KOH
W KapauopecnupaTropHseiil Tect [1]. Dxokapauorpadu-
YEeCKOe HMCCIIEIOBAaHUE BBITIONHACTCA €XKETOJHO C aK-
LICHTOM Ha OIpe/AeSieHUe KPOBOTOKA B IOJIBIX BEHAX,
UX pa3Mepsbl, Han4uue peHecTpauu, CUCTOIIMYECKYIO
U AMACTONNYECKYI0 (DYHKLHIO KEmyIo4yKa, COCTOs-
HHeE KJIATaHHOTO M MOJKJIAIIaHHOTO aIlfapara, a Takxe
nyru aopThl. CTOUT 0OpaTHTh BHUMAaHUE, YTO OIICHKA
CUCTOJMYECKOH U THaCTOINUECKON (YHKIINH MUOKAp-
Jla y TIallMeHTOB ¢ reMoAnHaMukoil PoHTeHa 3aTpya-
HEeHa, TaK Kak He cyllecTByeT HopMaTuBOB s EXK.
[Ipu orpunarenpbHON AUHAMHKE TICPHOA HAOTIOACHUS
MOKET OBITh COKpAIlleH, B 3aBUCHUMOCTH OT KIMHUYE-
ckoil cutyauuu [2]. MPT u KT cepaua nposoasTcs
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C aKIEHTOM Ha aHATOMHIO BETBEH JIETOUHOW apTepuu
Y KPOBOTOK, (hpakIIMi0 BEIOpOCA JKEITy/I0YKa, CTEIICHb
KJalmaHHOM perypruTaunuy, pa3Mepbl AYTH aOpPTHI
¥ BBISBJICHHE aOPTOITYJIBMOHAIBHBIX KOJUIaTepasiei
[1, 2]. KT-aarumorpaduto peKOMEHIYETCS BBITTOHSTH
1o noxkaszanusM [2]. Takxe pekoMeH1yeTcs HIPOBOAUTh
CKpPUHHMHTOBYIO KaTeTepu3aluio cepamna uepes 10 et
nocinie onepannu GoHTEHA BCEM MalMEHTaM C LEJIbI0
OIIEHKM CHCTEMHOTO BEHO3HOTO JIaBJICHUS, KOHEY-
HO-ZTHACTOJTUYECKOTO JIaBIIEHUS B JKEIy/IOYKe, HACHI-
IICHUST KUCIOPOAOM, U MPH HEOOXOIUMOCTH XUPYP-
TUYECKUX BMEIIATEILCTB (HAIPUMED, CTECHTUPOBAHUE
JIETOYHOU apTepuu Ipu cTeHose) [1].

IlpumepHbIE CPOKHM TPOBEJACHUS MCCIEIOBAHUMN
npencraBieHsl B Tabnume 1. [Ipu orpunarensHOM au-
HaMHUKE CPOKU MPOBEICHUS MOTYT ObITh H3MCHEHBI.

NMOPAXXEHUE NEYEHW Y NALUMEHTOB
C FEMOAVNHAMUKOW ®OHTEHA

DOHTEH-aCCOIMUPOBAHHOE 3a00JIEBAaHUE TICYCHH
(FALD) u ero nocneacTus B Buae GuOpo3a u uppo-
3a ME4YEHHU BCe OOJIbLIE BBI3BIBAIOT 00ECIIOKOCHHOCTD
kauHunucToB [2, 8—10]. Pazsutue FALD npeumyie-
CTBEHHO CBS3aHO C 0COOCHHOCTSIMH KPOBOTOKA, YHU-
KaJIbHBIMH JIJIs1 KpoBooOpamienuss ®onrtena [11, 12].
[loBbIIIeHNEe CHCTEMHOTO BEHO3HOTO JABJICHUS H3-3a
MTACCUBHOTO JIETOYHOTO KPOBOTOKAa M CHMXkeHHe CB
MPUBOAST K XPOHUUECKOMY BEHO3HOMY 3aCTOIO, MOP-
TaJbHOM THINEpTEeH3uH, runonepdysun mnedeHu [l11,
13]. C mporpeccupyronuM n3MeHEHIEM TeMOTHAMU-
KM HapacTaeT I'MIIOKCHS FelaTOLUTOB, YTO NPHUBOAUT
K peakTUBHOMY (hnOporeHesy u3-3a arpodun neHTpu-
J00YJISPHBIX TENAaTOUTOB, B HEKOTOPBIX CIIydasx co-
MPOBOXKAAIOIIEMYCS aKTHBAIlMe BOCMAIUTEIHLHOIO
npouecca [3, 14, 15]. ®usnueckuii cTpecc yCUINBaET
9TH SIBJICHUS PE3KUM IOBBIIICHUEM AABJICHUS B LICH-
TPaJbHBIX BEHAX JI0 YPOBHS > 25 MM PT. CT., KOT/1a ye-
JIOBEK OOPCTBYET U aKTUBEH [16].

HauanbHble M3MEHEHHS IEUECHH MOXXHO BBISBUTD
B TepBbIe 5 JIeT mocie omepanuu, a B 80 % cirydaes
B 3TOT HEpHOA yxke ompenensercs (GuOpo3Hoe 3ame-
meHue renarouToB [9, 17]. B cmydae mporpeccupo-
BaHMS HAPYIIEHUH reMOIuHaMUKN (prOpo3 MOXKET Tie-
peiTH B UPPO3, COMPOBOKAAIOIINIACS MOBBIIIIEHHBIM
PHCKOM Da3BUTHUs T'ENATOLEIUIIOISPHON KapLMHOMBI
(I'LIK) [18-21]. ComacHO AaHHBIM JINTEpATyphl, Y Ma-
LIMEHTOB ¢ remoanHaMukoil MoHTeHa B Bo3pacTe 10 22
net BcTpedaeMocTh ['IIK cocraBmser okono 3—15 %
CJIy4aeB, 4TO 3HAYMMO IPEBBILIAET CPEJHECTATUCTHYC-
CKHE MOKa3aTenu cpenu nomyiasiuuu [22, 23]. IIporunos
B ciayuae passutus I'LIK ocraercst noBonbHO Hebnaro-
MPUATHBIM, TaK Kak Oojiee MOJOBHUHBI OOJBHBIX yMH-
paloT B Te4eHHE 2 JIET OCIe YCTaHOBJICHHS TUArHO3a.

OnHako mopa)ieHHe Me4YeH! y MalMeHTOB C Hapy-
eHneM KpoBooOpamenuss GoHTEeHA B TeUeHUE JIH-
TETHFHOTO BPEMEHH Yallle BCEro MPOTEKAEeT BAJO FIIH
OeccuMnTOMHO. KIMHUYECKH MOXKHO BEISIBUTH Telia-
TOCILJICHOMET aJINI0, MPU3HAKK NOPTAJIBLHON THIIEPTEH-
31MHM, BKJIIOYas BApUKO3HOE pacIIMpeHHe BEH U aCIUT
[24]. loBOTBHO peaKo MEKOMIIEHCHPOBAHHEIN ITUPPO3
TIEYEHU MOJKET MPOSIBISATHCS OOJiee OCTPO — MpPU3HA-
KaMy 3HUe(daIonaTuy, KPOBOTEUCHUS U3 BapPHKO3HO
pacIIMpPEHHBIX BEH, TOPTAIBHOM racTponaTuu 1 SHTe-
poratuu. Pa3HpIMH aBTOpamMu OBLIIO TaK’Ke MOKa3aHo,
YTO HAJUYHE BAPUKO3HO PACIIHPEHHBIX BEH MPSIMO
KOppENHUPYyeT cO cTereHkio (puodpo3sa [10].

C nenbio TMHaMHYECKOT0 KOHTPOJIS Pa3BUTHUS BO3-
MO’KHBIX OCJIOKHEHUH CO CTOPOHBI ITEYeHH TPOBOJIUT-
Csl OllEHKa TaKuX Ja0OpaTOPHBIX MapKepoB (QPYHKIIUU
MeYeHn, Kak ajJJaHWHAMWHOTpaHc(epasa, acmaprara-
MUHOTpaHc(epaza,  raMma-TIOTaMHJITPAHCIICIITH-
nmaza (I'T'T), ounupybun u xonmectepud [1]. Baxno
MOJYEePKHYTh, YTO CO BpEMEHEM HalOJIoaeTcsl Mpo-
rpeccupyitomiee nopeimenue ['T'T u ounnmupyowna. On-
Hako Hapactanue ypoBHs [ 1T He sBisieTCs MapkepoM
MOpa)XEHUs MEYEHH, OHO TAKXKE OTpa)kaeT CTENEeHb
oO11ell aHTHOKCHJAHTHOW HEJ0CTaTOYHOCTH, CBHJIE-
TETBCTBYET O TIOBBIMIEHWH OKCHJIATHBHOTO CTpecca
U MOXET OBITh TPHU3HAKOM OOIIeH HecTaOMIEHOCTH
reMoiuHaMuKkH [25, 26]. Cnenyet OTMETUTD, UTO AAXKE
Ha TO3J{HUX 3Tanax GuOPO3HOTr0 3aMEIICHHUsI Irenaro-
UTOB (hepMEHTHI TICYCHU MOT'YT OCTaBaThCsl B IIpe-
JleTax HOPMaJIbHBIX 3HaYeHWH y OOJBITUHCTBA TallH-
€HTOB, MO3TOMY HE CJEIyeT OrPaHUYUBATHCS TOJIBKO
MOHUTOPHHI'OM J1a0OPAaTOPHBIX MOKa3aTeNe sl BbI-
siBlieHHsT M olleHKH Tsokectn FALD [3]. HemanoBax-
HOHM sIBJISIETCSl OIIEHKa IOKa3aresied CBEepThIBalollen
cucTeMbl KpoBU. Tak, Mpu NeYeHOUYHON HET0CTATOUHO-
CTH TOBBIIIAETCSI TPOTPOMOUHOBOE BpEMSsI, MEXKTyHa-
ponnoe HopmanuzoBanHoe otHomeHue (MHO) u cau-
JKaeTcss Koian4yecTBO TpomboruToB. Ilokazano, 4To
TPOMOOIIMTOIICHHS B BRICOKHH ypoBeHs MHO y nmerei
SBJISIIOTCS YyBCTBUTEIBHBIMH MapKepaMu pPa3BUTHA
NOPTAJILHON TUIEPTEH3UU O€3 aclICHHH/TIOIUCTIIIe-
HUU ¥ KOPPEIUPYIOT CO CTENECHBIO MOPTaIBHOTO (u-
Opoza [11, 27]. Ans ompeneneHus puckoB CMEPTHOCTH
y MaIMeHTOB C TEPMUHAJIBHON CTaJuel 3a00JeBaHUS
TICYCHU ¥ ONPE/ICIICHUS TPUOPUTETOB JJIsl TPAHCILIAH-
Tanuu nedeHu nposonat ouenky MELD/MELD-XI
(6e3 MHO). HeoOxomuMo Tak)e KOHTPOIHPOBATH
ypoBeHb o-(eronporenHa B KpoBu. [loBrImienne ero
ypoBHs siByIsieTcsl mpenuktopoM passutus 'K, oco-
OCHHO IPH BBISBJICHUU Pa3JIMYHBIMH METOAAMHU BH-
3yaJu3allii HOBOW WJIM MOJO3PUTENBHON CTPYKTYpPHI
B redyeHn. HekoTopsle HEHTPHl PeKOMEHAYIOT MCCIe-
JIOBaHWE JaHHOTO IOKAa3aTels B paMKax eXKeroJHO-
0 CKpHHHUHTA Y OONBHBIX B TIO3JTHEM MOJPOCTKOBOM
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Ta6nuua 1. NMpuMepHble CPOKK 06cnepoBaHNsA NaLMeEHTOB ¢ reMoanHaMuKomn MoHTeHa

Table 1. Approximate terms of patients examination with Fontan hemodynamics

Cucrtema YacToTa
Tun nccnepoBaHuA MpumevaHne
opraHoB uccrenoBaHuna
®ur3nKanbHbI OCMOTP Kaxkable 6-12 mec.
Kaxgble 6-12 mec. YacToTa MOXeT BapbupoBaTbCA
OKI (He pexe 1 pa3a B 3aBUCMMOCTMN OT KIINHNYECKOrO
B ropn) COCTOAHUA
TpaHcTOopakanbHaa IxoKl exerogHo
Kaxable 2-3 roga
CyTO4YHOE MOHUTOpPUPOBaHNE Yale npuy HapyweHnax putMa
(MoppocTKM Kaable
IKIr % 1 NPOBOOUMOCTM
1-2 ropa)
x
i Kaxable 2—3 roga
o Ctpecc-TecT ¢ dnsnyeckomn
s 2 (mMoOpocTKM Kaable
= Harpyskom
> 1-3 ropa)
3
i . AHanunabl KpoBu (B 3aBMCMMOCTU
o CbiBOopOTOYHbI BNP B getcTBe 1 pa3s or HnMquepcuorc() cTaTyca, npenblayLLMX
T (NT-proBNP) (mogpocTKy Kaable . yca, np Y
o YPOBHEI, CPOKOB NpOBeaeHUA
= TponoHuH | 1-2 ropa)
s npeabloywero aHanmsa)
O
1lpasB3rona
MPT cepgua (MoapocTKM Kaable Mo KNMNHNYECKNM NMOKa3aHNAM
2-3 ropa)
Mo KJANHUYECKNM
KT-aHrunorpadus
rMoKasaHnaM
Mo KINHUYECKNM
KaTteTepusauusa ce a rNMoKasaHunsaMm
P H PAL, Kaxpgble 10 net
1N Brorncuna nevyeHn (10-12 net nocne
onepauunmn)
. Mpu KaxgoMm
®ur3nKanbHbI OCMOTP KoHcynbTauums renaTosiora
obpaleHnn
ACT, AJIT, I'TT, 6unnpy6buH,
anbbyMunH, NpoTpoMbUHoBOE B 3aBUCHMMOCTW OT KITIMHNYECKOIO
€XXerogHo
Bpemsa, MHO, Tpomb6ouuThl, COCTOfAHUA
MELD-XI
o-dpeTonpoTenH €XXerogHo B cnyyae unpposa — Kaxpable 6 MecALEeB
Ceponorusa HBV, HCV 1 pas
n NccnepoBaHne Mopdonorim napeHXmMbl
I o
o Y3W 6ptowHoin nonoctn (Y3U- | He pewe 1 pasa nevyeHun, ceneseHKn (aXoCTPyKTypa
T
[} ponneporpadus) B 2 roga M 3XOreHHOCTb)
= He 4yyBcTBUTENEH ONA BbiABNEHNs ¢rubposa
Mo KJNHUYECKNM TonbKO NMpu 04aroBbIX MOPAXKEHUAX, KOraa
Brnoncusa neveHn
MoKasaHnaAM LMpPpO3 Nnofa, BONPOCOM
®dubpockaH (Y3U- He pexe 1 pasa
anacTorpadus) B 5 net
KT v MPT (B T. u. Mo KINHUYECKUM Bonee nogpobHasa nHpopmaumnsa
anactorpadun) rokasaHunam O CTPYKTYPHbIX N3MEHEHUAX B MEYEHN
3rC Mo KJANHUYECKNM Mpw Nnofo3peHnn Ha BapnKO3Hoe
rnokasaHusam paclnpeHne BEH U KPOBOTEYEHNS N3 HUX
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Mpoguns Genka exerogHo B 3aBucumocTn ot n HUsA Ha Ilb
1 CbIBOPOTOYHbI anbbyMunH A 3aBNCNMOCTL OT NOAO3PE a
(cbIBOPOTOUHbIA anbbyMuH, 06w i 6eNoK,
YpoBeHb IgG B CbIBOPOTKE Kaxaple 1-4 rona aGCONOTHOE KONMYECTBO NMMGOLMTOB)
@©
Kaxgble 3—-4 roga
5 ,u,eﬁelh 5 BO3 :.CTe LOunarHocTuYecKme 3HaYeHns:
5 . Y P - A1AT > 54 Mr/on;
S ®eKanbHbIN -1 aHTUTPUNCUH | 00 12 neT n Kaxable
o . - KnupeHc A1AT > 27 mn/cyT 6e3 anapeu;
1-3ropay peten
S - KnupeHc A1AT > 56 mn/cyT npu anapee
e cTapwe 12 net
O
(5]
T NPy KayaoMm .
S PyTUHHBI KOHTPONb ANF paHHEero
5 ViamepeHne catypauunm KINHNYECKOM
BblfiBNeHNA pa3euTtua PB
© KOHTpoOse
g
= PeHTreHorpadusa rpygHon eyeronHo MOHUTOPUHI pa3MepoB cepaLa 1 NeroyHom
KNEeTKN BaCKynapusaumm
MPT c T-2 B3BewnBaHmem, Mo KIINHNYECKNM CTpyKTYypa nuMmbaTn4ecKnx cocynoB
MP-numoorpacus, PYKTYP cocy.
rMoKasaHunaM rPyLHON KNETKN 1 GPIOLWHON NoNocTun
BpoHxocKonuA
®dur3nKanbHbI OCMOTP,
3MepEHMEe apTepuanbHOro KoHcynbTaums Hedponora
AaBneHna €XKerogHo
Brnoxnmumnyeckunin aHanns KpeatnHunH, CK®, Mo4eBuHa, umuctatuH-C,
KpoBWU Na, Cl, K, Ca, pocdaTbl)
o MpoTenHypus, MUKpoanbbyMuHypus,
S O6wWwmin aHanns Mo4n Kawngble 1-2 roga P yP P Y yp
z COOTHOLWEHNE anbByMNH/KpeaTHNH
o)
= AHanna cyTo4Hon Mo4n Mapkepbl NoBpeXaAeHNA
eXerogHo
(NGAL, NAG) TyBynonHTEPCTULNA
MoBblWeHNEe NHOEKCA PE3NCTEHTHOCTHN
noyek > 0,81 ykasbiBaeT
-ponn r L KerogH Ha npor " wee n YKEHME MOoYeK,
Y3W-ponneporpa exxerogHo a nporpecc loLLEee NMopaxeHne noye
cBAzaHHoe ¢ CH, n accouunpyeTtcs
C BbICOKOW NeTanbHOCTbIO
[JononHuntenbHble MeTOAbI
1 NoKasaTenu:
- MeTabonundeckunin npopusb;
- ButamuH D;
- Ca cbIBOpPOTKY;
- AMMInak nnasmol;
- YpoBeHb Hb kpoBwu,
5 remaTtokpuT, Fe, dakTopsbl
z CBepTbIBAEMOCTY;
5 - CO3;
S - lopMoH pocTa;
o P P exerogHo
e - MNapaTropMoH;
s - DXA- ckaHupoBaHue KocTei;
Sf - Rg Touek okocTeHeHUs;
- Pacuet IMT;
- OueHka pa3BuTnA
rno TaHHepy;
- MPT ronoBHOro mMoara;
- TectupoBaHune
Ha pa3BUTNE HEPBHON
CUCTEMBI N KOTHUTUBHbIX
criocobHocTel

* — netn (o 12 neT), nogpocTku (12-18 ner)
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U B3pOcioM Bo3pacTax [1]. AMepuKaHCKas accolua-
LU IO U3yYEHUIO 3200JIeBaHUI TEYEHU PEKOMEHIYET
MIPOBOANUTH OINpEAETeHUE JaHHOIO IMOoKa3aTels BCEM
ManueHTaM Kaxapie 6 mecsies [28].

B 3aBucuMocTH OT CTeneHW TMOpaKEHUS IEYCHH,
COITYTCTBYIOIIIUX OCIIO)KHEHUH W BO3pacTa IMalreHTa
(dbopMupyercs WHIAUBUIyaJlbHAs IporpaMma JIHMHA-
mudeckoro koHTpouss [2]. KommberoTepHas Tomorpa-
¢us (KT) u MPT npenocTaBisitoT TOTOTHUTEIBHYIO
Y TOYHYIO WHPOPMAITUIO O MOP(OIIOTHH U CTPYKTYype
MIEYCHH, a TAKXKE O XapaKTepe PacHIMpeHHs] COCYIOB,
OCOOCHHO TIPU XapaKTEPUCTHUKE Y3JOBBIX 00pa3o-
Banuit medenn u ['IIK [29]. B mocnennme romel Bce
Yale OTMEYaeTCsl BAKHOCTh MCIOJIB30BAHUS y TAKHUX
OOJBHBIX TIJIAHOBOM KOHTPOJIBHOW OWOIICHMU TEYEHH,
KOTOpast SIBJISIETCS 30JI0TBIM CTaHAAPTOM MAJIS OILEH-
k1 ¢ubposa. [lo MHEHHIO OIHUX aBTOPOB, €€ Clie-
JyeT TPOBOJUTH TOJBKO TPU BBISBICHUU OYaroBBIX
W3MEHEHUH WU TPU MOJO3PEHUH Ha IUPPO3 MTEYCHU
[2, 29], 1O JaHHBIM K€ OPYTUX aBTOPOB, IPOBEACHUE
CKPHMHHMHTOBOM OMOIICHH TIEYeHU PEKOMEHIOBAaHO BCEM
NalMeHTaM ¢ reMoJuHaMuKkoil @OHTEHA B paMKax py-
THHHOTO 00CJIeTOBaHMS, BHE 3aBUCUMOCTH OT OOIIEeTo
COCTOSTHUS OOJIBHOTO M KJIWHUYECKOW KapTHHBI, CO-
BMECTHO C IUIAHOBOW KareTepuzauued cepamna. Oco-
OCHHO TIOYEPKHUBACTCSI BAXKHOCTh MTPOBEIICHHS ITOT'O
WICCIIEZIOBAHUS Y TOJIPOCTKOB M B3POCIBIX MAI[UEHTOB
yepe3 10—12 net nocne onepaTuBHOrO JIEYEHUS IO Me-
tony ®Dontena [13, 20, 30]. [lanHble cucTeMaTu3upo-
BaHHBIX UCCIIEJOBAHUH TIOKA3BIBAIOT, YTO MIPU BBITOJI-
HEHHH KOHTPOJBHOM OHOIICHUHU MOJPOCTKAM, IMOYTH
B 100 % crmy4yaeB BBISBNACTCS KIMHUYECKH «HEMOW»
¢ubpo3 nmeyenn [10]. Takum 0Opazom, aHATUUPYS JTH-
Teparypy, MOKHO OTMETHUTB, YTO B cperHeM K 17 + 4.5
rojia y BCeX MaIlUCHTOB OTMEYaeTCs Hajmuuue Gpuopo-
3a TICYCHH TOU WM WHOU cTerneHu Tspkectu [20]. Cro-
WUT TIOMYEPKHYTh, YTO OTHOCHUTEIHHO HENABHO OblLia
npemiokeHa dPQPEeKTUBHAST METOAMKA KOJINYECTBEH-
HOW OLEHKH (UOPO3HON HArpy3KH IMEUYEHH C UCIOIb-
30BaHMEM TEXHHWKH OKpaIlWBaHUs KoyuiareHa Sirius
red ¥ TOTyaBTOMATHYISCKON KOJTMUECTBECHHON OIICHKH.
BosMokHO, B OyayIieM dTOT MOIXO MO3BOJIUT CTaH-
JapTU3UPOBaTh THCTOJOTHMYECKYIO KJACCH(PUKALMIO
u Ooree MIMPOKO MPUMEHSTh CPaBHUTEIBHBIA METOJ
[27]. [OmMONHUTEIFHEIM WHBa3UBHBIM METOIOM JHa-
THOCTHKH TP TIOPAKEHUH TIEUSHH SBIISIETCS YHIOCKO-
UL, KOTOPast JaeT BO3MOXKHOCTB OLEHUTh BAPUKO3HOE
pacmupenue BeH MUIIEBOIA U APYTHE KeITy10YHO-KH-
meyHble naroioruw [10].

Bcem nanuentam ¢ remonuHamMukoid MOHTEHA crie-
IyeT peKOMEHJIOBaTh OOIIYI0 MPOQIIAKTUKY 3a00I1e-
BaHU{ neyeHu. K TakuM peKoMeHJalusiM OTHOCHUTCS
OTKa3 OT OOJUTaTHBIX FeNaTOTOKCHHOB, TAKUX KaK aJjl-
KOTOJIb ¥ HAPKOTHYECKHE MPEenapaThl, BHICOKUE JT03BI
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aneTaMMHO(EHA, a TAK)KE PsAJla TeNaTOTOKCHYHBIX Jie-
KapcTB. [laHHOW Tpymme JuIl peKOMeHIyeTcs mpodu-
JaKTHYECKas BaKIMHAIWsA OT renatuta B u A, Bo3nep-
JKaHHE OT KypEeHUsI U KOHTPOJIb Macchl Tena [11].

BEJIOK-TEPAIOLLAA SHTEPOMNATUA

OnHuM 13 HanOoJiee TIKEIBIX OCIOKHEHHH y Tma-
LUEHTOB C TeMOAMHAMHUKON (DOHTeHa SBISETCA JH-
TeponaTus C aHOMAJbHOM MOTEpel ChIBOPOTOYHOIO
Oenka, KoTopasi BCTpeYaeTcsl MpuMepHo B 5 % ciryda-
€B U MOXXET BOSHHKHYTH B JIF000I MOMEHT IIOCIIe OTIe-
pauuu @ontena [31, 32]. IIaTuneTHssI BBIKUBAEMOCTh
1ocJie yCTaHOBJIEHMs Auartosa cocrasisger 70—88 %
[32, 33].

[MprynHBl BOZHUKHOBEHHSI JAHHOTO TATOJOTHYE-
CKOTO COCTOSIHHSI IO CHUX TOp oOcyknatorca. B Ha-
CTOsILIIEE BPEMsI CUYMTAETCS, YTO MAaTOreHe3 OesIOK-Te-
psIomell  SHTEpomaTuu  OOYCIIOBIEH COYETaAHHEM
HECKOJIBKMX  MaTO(U3HMOJOTHUECKUX  MEXaHH3MOB,
MPUBOIAIINX K YBEITUYCHHUIO TPOAYKIIUHA TUM(BI, PO-
CTy KOJMYECTBa aHOMAJIbHBIX JIUM(PATHUESCKUX KaHa-
JIOB, TUIICPTEH3UH B TUM(ATHUECKON CHCTEME U, B KO-
HEYHOM cyeTe, K quddy3uu 00ratoil OeiKoM JTUMPbI
B IIPOCBET JKEJIYJA0UHO-KHIIIEYHOTO TpakTa. K HUM oT-
HOCSITCSI TIOBBITIIEHHOE [IEHTPaJIbHOE BEHO3HOE JaBJIe-
uue (1[B/]), HenocTaTo4HOCTh JIMM(ATUUECKON CUCTE-
MBI, HapylIeHHe ME3eHTEepUaJbHOIO0 KpPOBOTOKa [32,
34]. Kpome Toro, nepuoasl 060CTpeHs SHTEPOIIaTHN
9acTO HAOJFOMAIOTCS MTOCIIe BUPYCHOW HH(EKITNH, UTO
emie pa3 MOAYEPKUBACT BAXKHEHIIYIO POJIb BOCIHAJEe-
HUS B IATOT€HE3€ IAaHHOTO cocTossHUsA [35, 36]. Takxke
OTMEUeHO, 4To y naruenToB ¢ OIIb cHuxkeH ypoBeHb
HSPG (mpoteornmkanoB remapad-cyiabdara) — pe-
LenTopa, MPUCYTCTBYIOMIETO B MeMOpaHe IHTEpPOIH-
TOB, KOTOPBIN 00ECIIEYNBACT PHTEPAIbHBII TPAHCIIOPT
Oenka. Ero HemocTaTOYHOCTh TaKKe MOXKET MPUBECTH
K motepe Oenka [36]. Y HEKOTOPBIX JIOACH MPUCYT-
CTBYIOT MM(paTnydecKkre KaHaJIbl U MyTH JIEKOMITpec-
CHH, KOTOPBIE IIPOXO/AT BOIM3U C TPOCBETOM KHIIIEY-
HUKAa WA JBIXaTCIBHBIMUA MYTSIMU, U MPU HAITHYUH
MOBBIILICHHOTO BEHO3HOT'O JIABJICHUS M 3aCTOS JTUM(BI
MPOUCXOAUT MPONOTEBaHKE JTUM(BI B OTH KaHAbI.
DTO MOXET OOBSCHUTH, TIOYEMY y OAHUX MAIFEHTOB
pa3BUBaeTCsl OEIIOK-TEPSIONIas YHTEPONATHS, a Y JIPY-
I'UX, C aHAJIOTUYHON CTENEHbIO BEHO3HOW TMIIEPTEH-
3uu, — HeT [2, 32].

TspkecTh 1 KIMHUYECKHe npossicHus DI1b Bapru-
PYIOT OT JIETKOW W/WJIHM TPaH3UTOPHOU (POPMEI 70 XpO-
HUYECKOTO TEUYECHHUS C depeaoBaHHeM (a3 peMHCCHH
u obocrpenus [32, 33]. KinuHuuecku TaHHOE OCIIOKHE-
HUE MOXET MPOSIBIATHCS TepUPEPHUSCKUME OTEKaMHU,
B3JIyTHEM KUBOTA (BCIIEICTBUE aCIIUTA), TIEBPATEHBIM
BBITIOTOM, CKOTUICHHEM JKUIKOCTH B TIEpUKapje, 3a-
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JEPXKKOH pocTa. Y 4YacTH MAaIMEHTOB MOXKET IMPHUCYT-
CTBOBaTh JAMapes, OAHAKO XPOHUYECKas AMapes Ha-
omonaercs Toabko B 11-20 % ciyuaes [32, 36]. Takxke
3HAYUTEIHHO CHIIKAETCS! IUIOTHOCTh KOCTHOM TKaHM
BCJIE/ICTBUE XPOHUYECKON THIOKAIBIIIEMHH, YTO TIPH-
BOJIMT K HApYyIICHUIO IMHEWHOro pocTta [37]. IlanueHTs
¢ OIIb uMeroT MoBBIIEHHBINH PUCK Pa3BUTHUS KOKHBIX
BUPYC-OIIOCPEIOBAHHBIX MPOIIECCOB, TAKHX KaKk OOpPO-
JaBKW W KOHTarmo3Hbld Mosutiock [38]. Ilpu cyoxmm-
HUYECKOM TEUCHHH MOXXET HE OTMEYaThCsl BUIMMBIX
OTEKOB, OJJHAKO HAOIIONAIOTCA HAPYIICHUS CO CTOPOHBI
JIPYTUX CUCTEM M OpraHoB. B TspKesbIX ciaydasx MOryT
BO3HUKATh TPOMOO3BI MJIM KPOBOTEUCHHUS N3-3a TIOTEPH
(hakTOpOB CBEpPTHIBAHMS KPOBH [2, 32]

3050TEIM cTaHAapToM auarHoctuku OlIb saBis-
eTCsl ONpeseeHNe MOBBIIIEHHOIO KiIWpeHca -1 aH-
TUTpUIICHHA B 24-4yacoBOM aHanu3e kama [2, 36, 39].
YuuTeIBasg TPYIHOCTH MPOBENCHUS JTAHHOTO MCCIE0-
BaHUs, TaKXe JAOMYCTUMO OCHOBBbIBaTh nuarno3 JOlIb
Ha IMOBBIIICHHOM yYPOBHE 0-1 aHTUTPHUIICHHA B OZHOM
o0pa3siie Kana B COBOKYIHOCTH C HAJIMYHEM TUII0ab-
OyMHHEMIUH B CHIBOPOTKE KPOBH M CUMIITOMOB OTEKa
0e3 npyroil BBISBIICHHON NMPUYMHBL PekoMeHmTyeTcs
OTIpeIeNATh yPOBEHb OOIIEro Oenka, CBIBOPOTOYHOTO
anpOymuna u QekanpHoro AIAT kaxasie 3—4 roxpa
y IeTel B Bo3pacTe o 12 met u kaxxasie 1-3 roma y me-
teit ctapmie 12 net [36]. Y HEKOTOPHIX MalMEeHTOB Ha-
OmroaeTcs cyOKIIMHMYECKast popMa C HOPMAJIBHBIM
YpPOBHEM albOyMHuHa W 0OIIero Oelika, HO C TIOBBI-
meHHbIM ypoBHEM A1AT B ananu3ze kana. Takue nuna
TpeOyroT 0OoJiee 4acTOro HAONIONECHUS M CKPUHHMHTA
Ha OIIb. /lnarno3 «Oeyok-Tepstomias SHTCPONaTH
YCTaHABIMBACTCS IIPU COUYETAHUU THUTIONIPOTCHHEMHH,
rUnoajnb0yMHHEMUH U TOBBILIEHHOTO YpoBHS AlAT
B aHanm3e kana [33, 36].

[locne moaTBepK/IeHUST TUArHO3a CIEAYeT MpOoBe-
CTH KOMIUIEKCHYIO OILEHKY TeMOIWHAMUYECKHUX TI0-
KazaTesjeld ¢ MOMOILBI0O METOIOB BU3yalIH3alUU: 9XO-
kapnuorpaduu, MPT/KT cepana, MP-mumdorpadpun
¢ T-2 B3BemmMBaHUEM B COUYCTAHHUH C DHJIOCKOMHUEH [2,
36, 38].

BPOHXOJIETO4YHAA CUCTEMA

B teuenme mepBbIx neT xu3HU pedenka ¢ EX co-
cyasl MKK mnoasepraioTcs MHOXECTBEHHBIM H3MeE-
HEHUSIM, KOTOPBIE BIIOCICACTBUH BIHSIOT Ha UX POCT
u (yHKIHOHUpoBaHue. [Ipu XUPypruyeckor KOppeK-
MU TIOPOKa JTAalHOE KaBOIYJIbMOHAJIBHOE COEIH-
HEHUE TMPUBOAHWT K CHIDKEHHUIO W HEPABHOMEPHOMY
pacmipeesieHHIo JISTOYHOTO KPOBOTOKA, B PE3yJIbTa-
T€ YEro MOXET BO3HUKHYTh CTPYKTYpHas MAaTOJOTHUS
B BHJI€ CTEHO30B, HEPaBHOMEPHOTO Pa3BUTHs BETBEU
JIA, runona3uu coCyIucToro pycia. B manpHeimem

remMoarHamMuKka POHTEHa CO3/IaeT OMpeIeIeHHbBIE 0CO-
oennoctn pynknnonnposanus MKK, Bkirrouas B ce0st
CHIXKEHHE 00beMa KPOBOTOKA, HAJTMYHE a0pTO-JIET0d-
HOT'0 KOJIJIATePaJIbHOT'0 KPOBOTOKA, SHOTEIHATHHYIO
JUCQYHKIHIO, OTCYTCTBHE ITyJIbCHPYIOIIEIO KpPOBO-
TOKa, a TaK)Ke€ HEJOCTAaTOYHOE CMEIIMBaHUE MTOTOKOB
HIDKHEH 1 BepXHeH MoJbixX BeH. B couetannn 3T hak-
TOpPBI CHOCOOCTBYIOT yBEIMYEHUIO JIETOYHOTO COCY-
nuctoro conporuBienus (JICC), uTo B cBOIO ouepenb
OpuUBOIUT K mporpeccupoBanuio CH u cozmaet cy06-
CTpAaT JUISl pa3BUTHS JICTOYHON TTATOIOTHH [2].

OnmHuM #3 peAKuX, HO OIMACHBIX OCIIOKHEHWUH
CO CTOpPOHBI JBIXATEIBHOW CHUCTEMBI SBIISETCS TLIa-
ctuueckuid Opouxut (I1B) — 3aboseBanue, xapakre-
pusyromieecss 00pa3oBaHUEM KpPYIHBIX [HIWHAPOB
B MPOCBETE ABIXaTEIbHBIX IyTel. [0 maHHBIM JHUTE-
paTypsl, pacopoctpaneHHoOcTh [1b cocTtaBuser < 5 %
y MauueHToB ¢ remoauHamukoit doutena [1, 2]. He-
CMOTpS Ha TO, YTO IMJIACTHYECKUH OPOHXHT BCTpeua-
eTcsl pellko, CMEPTHOCTh MPU 3TOM 3a00JeBaHUU J0-
cturaet 50 %. [laTtorene3 miacTudeckoro OpOHXHTA
CBsI3aH C YTEUYKOW JTUM}BI, 00pa3oBaHHEM JKcCyaa-
Ta WU TpaHCCyJaTa M €ro OTJIOKEHHEM B MPOCBETE
OpOHXOB y JIMII C MpepacoiararoiuMu (pakrTopamu
(mampumep, dacThle WH(GEKIIMOHHBIE PECIUpaTOpPHBIC
3aboneBanms) [2]. IIb paccmarpuBaeTcs Kak d9acThb
KJIMHUYECKOTO CIIEKTPa HEAOCTATOYHOCTH CO CTOPOHBI
TUM(AaTHYECKOH CHUCTEMBI BCIECICTBHE XPOHUYECKH
MTOBBIIIICHHOT'O BEHO3HOTO JIaBIeHUs [2].

[Ipu oOcnemoBaHMM MAIMEHTOB MOCTE OMEparuu
doHTeHa HeoOX0MUMO 00paIaTh BHUMAaHKE Ha TaKHe
CUMIITOMBI, KaK XPOHUYECKUH Kallellb, OTXapKHBa-
HUE, CBUCTSIIEE JbIXaHUE, HEeAPPEKTUBHOCTh Tepa-
AW TIperapaTaMyd W3 TPYHIbl OPOHXOMUTHKOB. [Ipu
nono3peHuu Ha IIb pekoMeH1yeTcss IPOBOAUThH PEHT-
reHorpaduo TpyIHON KIETKH, OPOHXOCKOIHIO, a TaK-
xe MP-nmumdorpaduro, koTopasi ocHOBaHa Ha TOCIe-
JIOBATEIIbHOCTSX, B3BEIICHHBIX 110 T2. JlaHHBINA MeTO.
JTAET BO3MOXXHOCTH BHU3yaIM3UPOBATh aPXUTEKTOHUKY
COCY/IOB U BBHISIBUTH HAJIMYHE IAaTOJOTHYECKUX COY-
CTHUH B TpyHOH KieTke [2, 3].

HAPYLWEHUWE ®YHKLUN NOYEK

[loyeunast nucPyHKUMS y MOJIOABIX IALUECHTOB
¢ remoanHamMukoil @onTteHa BoisiBisiercd B 10 % ciy-
4aeB W YBEIMYUBACTCS MO Mepe B3pocieHus [2, 3].
Camxenune CB u nmosermienne 1IBJ] mocme onepamuu
DoHTEeHa YMEHBIIAIOT CKOPOCTh KIyOOUKOBOM (pritb-
TpaMM MW YBEIMYMBAIOT JaBJICHHE KIyOOUKOBOM
¢unbpTpanny, BeI3bIBAs TAKMM 00pa30M MOBPEXKICHHE
camMuXx KIy0oukoB. [ToBTOpHBIE XHpPypruvecKue BMe-
LIaTeIbCTBA, XPOHMYECKAs T'MIIOKCHs, BO3JEHCTBHUE
HE(POTOKCHYHBIX NpPENapaToB M HOACOAEPKALIUX
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KOHTPACTHBIX BEIIECTB CIIOCOOCTBYIOT JajbHEHIIEMY
HapyIeHUI0 (QyHKLINHU MOYEK, B CBSI3U C YeM HEoOXo-
JUMBl THHAMUYECKOe HaOJIIOZCHUE W OIICHKa Moyey-
HoM (hyHKIINH [3].

C nepHoIUYHOCTBIO OJWH Pa3 B TOX IJISl OLIEHKH
(YHKIUM TOYEK PEKOMEHIYeTCs KOHTPOIHPOBATH
ypOBEeHb Oejika B MOYe, TaK KaK HPOTEHHYPHS U MU-
KpOaJIbOYMUHYPHUS SIBISIOTCS BaXKHBIMH TOKa3aTesi-
MH TIOYeYHOH mucyHKINH. PexkoMeHIyeTcs aHaim3
CYTOYHOH MOYM C OIpPEIEICHUEM MapKEpOB MOBPEIK-
nenus tyoymountepctuuns — NGAL, NAG. Takxke
MPOBOJUTCS J1a0OpaTOPHBIM KOHTPOJIb OMOXMMHYE-
CKOTO aHalin3a KPOBHU C OIIEHKOH MOYEBHHBI, KpeaTH-
HUHA, 3JIEKTPOJIUTOB, ONpPENEICHUEM CKOPOCTH KIIy-
OoukoBoil ¢unbTpaunu. Ilo AaHHBIM JUTEPATYPHI,
onpenencarie CK® Ha ocHoBe nucratuna C naer 60-
Jiee TOUYHYIO OLEHKY (YHKIIMH MOYEK 10 CPAaBHEHHIO
¢ kpearnHIHOM [40]. I3 HHCTpyMEHTaIBHBIX METOIOB
HCCIICIOBAHHUSI IOUCYHOM (PYHKIIMH IHPOKO MPUMEHSI-
etcst Y3U, ocoboe BHUMaHNE PEKOMEHAYETCS YT
OTIpEe/IeTICHUI0 MHJEKCa PEe3UCTEeHTHOCTH modyek. llo-
BBIIIICHHUE ATOTO Tokazarens > 0,81 yka3piBaeT Ha IPO-
rpeccupyloiee nopaxxeHue mnouek, cssizanHoe ¢ CH,
U ACCOLMUPYETCS C BBICOKOM JIETaIbHOCTHIO [3].

HEBPOJIOr'MYECKUE
N HEMPOKOIHNTUBHbIE HAPYLLUEHUA
Y NAUMEHTOB C FTEMOAVHAMUKON
POHTEHA

Bricokas pacnipocTpaHeHHOCTh HEBPOJIOTHYECKHX,
KOTHUTHUBHBIX, HEUPOIICUXUYECKNX M MOBEICHICCKIX
HapyUICHUH TPEACTABISET BAXHYIO MPOOIEMY Y TIOA-
pocTkoB ¢ remoguHamukoit @ontena [41]. Heratusnoe
BJIMSIHUE, CHNOCOOCTBYIOIEE BO3HMKHOBEHHIO OTHa-
JIEHHBIX MPOOJIEM B TICHXOMOTOPHOM W HEHPOKOTHU-
THBHOM pa3BUTHH y nmanneHToB ¢ EXK, momumMo o0bek-
THBHBIX O0CTOSITENIBCTB (BHY TPHYTPOOHOE HApyIIICHUE
nepeOpanbHON reMOJUHAMUKH, XPOHUYECKash TUIIOK-
CHSl B IOCTHATaJbHOM IE€PHO/E), TAK)KE€ OKa3bIBAIOT
WHAUBUIYaAJIbHBIE (AKTOPHI (TCHETHYCCKHE OCOOCH-
HOCTH, HU3KWH BEC TIPH POXKIACHUH, HETOHOIIEHHOCTD,
HU3KUW COIMAJIBHO-3KOHOMUYECKUN CTaTyC CEMBH)
Y MEIUIMHCKHME TPUYUHBI (DOJIBIIOE KOJUYECTBO XH-
PYPTHYECKUX BMEIIATEILCTB, Pa3BUTHE MaKpO- U MU-
KPOAMOOJIHH, IITUTEIIBbHOE NTpeObIBAaHNE B CTAIIHOHAPE
u obmas 3a00aeBaeMocCTh) [33].

HccnenoBanus ronoBHoro mMosra ¢ nomouiso MPT
[MOKa3bIBAIOT OTKJIOHCHUSI OT HOPMBI y OOJIBIIMHCTBA
MaHeHTOB C TIpeobiajaHueM OYarOBBIX/MYIIBTH-
¢oxanpHbIX aHoManuii [41, 42]. IlpomeHT OOIBHBIX
¢ EX ¢ noBpexaeHreM roloBHOrO MO3ra, BKJIHOYAs
HEOCTpble HWIIEMHYECKHEe W3MEHEHHUs, He3aMEeTHO
MPOTEKAIONINE WHCYJBTHI, OCTPOE WM XPOHUYECKOE
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BHYTPHYEPENHOE KPOBOM3IHUSAHNE, TIE€HEePaJIN30BaAH-
Hble aTpopuu, MEPUBEHTPUKYIAPHYIO JeHKoMas-
LUI0, BEHTPUKYJIOMETAJINIO, YBEIUIUBACTCS 110 XOAY
BBITIOJIHEHUSI ATANOB XHUPYPIHUECKOH KOPPEKIIUH
YHUBEHTPUKYJISIPHOW CXeMbl KpoBooOpaieHus [43].
Tak>xe y 3TOH KOropThl HAalMUEHTOB MO JAaHHbIM MPT
omucaHo 3HauyuMoe IudQy3HOEe yMEHBIIECHHEe 00bhe-
MOB KOPTHUKAJIBHOTO M IOAKOPKOBOI'O CEpOro Belle-
CTBA, TOJLIMHBI KOpbl Mo3ra. [lomoOHbIE M3MEHEHHUS
ObUIH 3aperucTpUpoBaHbl B JOOHOW, BHCOYHOH, Te-
MEHHOM W 3aTBUIOYHBIX N0JsiX [44]. Hakoner, ananmus
MHUKPOCTPYKTYPBI O€JIOr0 BELIeCTBA MOKa3ajl LIHUPOKO
pacrpocTpaHeHHOE MHOBpEXkKIeHUE OEJIoro BelecTBa
C BOBJICYUCHHEM OCHOBHBIX BOJIOKHHUCTBIX TPAaKTOB,
YYacTBYIOIIMX B KOIHUTHBHBIX (YHKIHSIX, YTO Ha-
MpsMYIO0 CBA3aHO ¢ Oonee HU3KUM 1Q u Oonee HU3KOH
CKOPOCTBHIO KOTHHTHUBHOH 00paOOTKW MaHHBIX [45].
VY TakuxX NAlMEeHTOB 3a4aCTyIO BBISBISIOTCS CIOKHO-
CTH C YTEHHEM, CUETOM, 3PUTEJIBHO-IPOCTPAHCTBEH-
HBIMH HaBBIKaMU, paboueii mamsTeio [42, 46]. Y TpeTu
HOAPOCTKOB IOCJIE ONEPATUBHONW KOPPEKIUH HalIIto-
JTAIOTCSI HECTIOCOOHOCTH K 00y 4YEeHHIO, TPOOIIEMBI C CO-
UAIbHBIM [T03HAHUEM U UCIOJIHHUTEIBHBIM (PyHKIIHO-
HUpOBaHMEM, a B 65 % ciydaeB oTMeUaeTcsl BBICOKUI
MPOICHT MOXU3HEHHBIX ICUXHATPUYECKUX JUATHO-
30B, TAKMX KaK AEMPecCus C JETKUMH UIN YMEPEHHbI-
MU TPOSIBICHUSMHU, TPEBOra M IeGHUUUT BHUMaHUS/
CHUHJIpOM TUMEpPaKTUBHOCTH [47, 48]. DTU manueHTHl
MMEIOT XY/IIITNe Pe3yIbTaThl B TECTAX, OIIEHUBAIOIINX
UX CIIOCOOHOCTh MHTEPIPETUPOBATH SMOLMUH IPYTUX
mozeil 1 COOCTBEHHbIE SMOLMH, COLIMAJIbHBIC CUTYa-
UM ¥ B3aUMOOTHouIeHus. KpoMme Toro, oHn aeMoH-
CTPUPYIOT OOJIbIIE ayTUCTHYECKOTO MOBEIACHUS, YeM
pedepentHas nomynsanus [42].

PacniozHaBanue U KOppeKLUs HEHPOICUXOJIOruye-
CKMX U TOBEJCHYECKUX HAPYLICHUH HMEIOT KpaiHe
Ba)XHOE 3HaueHHE AJsi oOydeHus: OONbHBIX, QOpMU-
pOBaHMA TIPUBEPKEHHOCTH K JICUEHHUIO, OOJIeruyeHus
nepexofa OT NEeJUaTPUUYECKOro  3IPaBOOXPAHEHUS
K B3pOCJIOH cHUCTEME, 3aBEpILICHUS BBICILIET0 00pa3o-
BaHMA U JajbHEHIIEro Tpyaoycrpoiictea. Heooxomum
KOMIUIEKCHBIM  TICUXOJIOTO-TIeJarorndeCKuil  TTOJIXO/
K TalMeHTaM M UX CeMbsM. Ba)KHO MpOBOJWTH JWa-
THOCTHYECKOE TECTUPOBAHUE C HCIIOJIB30BAHUEM pa3-
JUYHBIX aHKET M IIKaJl B paMKaX ICHUXOJIOTHYECKUX
CEaHcoB, NEpPHOAMYECKOe O00cIeOBaHHe, CKPHUHUHT
¥ HHCTpyMeHTanbHyto nuarnoctuky [IHC pebenka [2].

3AKJIIOHEHUE

HecMoTpst Ha 3HAUMTENBHBIN Mporpecc B 00JacTH
xupyprudeckoro jeuenus nereit ¢ EXXC, a taxxe co-
BEPILICHCTBOBAHMS BApHAHTOB UX HAOJIOAEHUS B IO-
CJIEONEPALlOHHOM MEPHONE, YPOBEHb CMEPTHOCTH
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B JaHHOW KOTOpPTE MAI[MEHTOB, K COXKAJICHHIO, BCE €IS
OCTaeTCs BBICOKHM.

[To mepe B3pocieHHs OOJBHBIX C TEMOJAWHAMHKOW
®doHTeHa HAOTIONACTCS MMPOTPECCUPOBAHUE U yBEITHYC-
HHE KOJIMYECTBA OCJIOKHEHHMM M, CJIEJ0BATENIbHO, IS
TaKWX JIAI He0OX0oIMMa BhIpaboTKa ONTUMAIBHON CTpa-
TEruy HaOJIONICHHSI, HAIICIICHHOHN Ha paHHEE BBISBICHUC
Y TIPEAOTBPAIICHIE TOPAKEHUST OPTaHOB-MUIICHEH.

B 0630pe 0000111eHBI COBpeMEHHBIE JaHHBIC O HaU-
0o0J1ee YacTBIX OCIOXKHEHUAX Kak co cTopoHbl CCC, Tak
U JPYTUX OPTaHOB M CUCTEM, a TAaK)KE€ METOJaX UX JH-
ArHOCTUKU, KPATHOCTH HAOJIOACHUSI, HEOOXOIUMOCTH
MYJIBTUIACIUATUIMHAPHOTO U KOMIIJIEKCHOTO TIOAXO0/a
B BEJACHHUH MAIIUEHTOB ¢ TeMogrnHaMuKoi dDorTeHa.
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PE3IOME

Nimemuyeckuii HHCYIIBT SIBIISIETCS OTHOM M3 BEAYIIUX MPUYUH 3a00JIEBAEMOCTH M CMEPTHO-
CTH BO BCEM MHPE, YeM BBI3BIBACT BAXKHBIC COIMAIBHBIC U YKOHOMUYECKUE MTOCICICTBUS IS
CUCTEMBI 37paBooxpaHeHus. [loMuMo 3TOTO, MIIEMHUYECKI WHCYIBT OKAa3bIBa€T pa3pyllH-
TEJIHHOE MICUXO0IMOIIMOHAIEHOE BO3/ICHCTBIE KaK HAa CaMOTo IMallMeHTa, TaK U Ha ero CEeMbIO,
BBI3bIBAsI TPEBOKHO-JICIIPECCUBHBIC PACCTPOMCTBA.

Jiist TOro 4T00BI CHU3HUTH TSHKECTh HEBPOJIOTHYECKOTO Ae(UITUTA, YBETHYUTh POIIEHT MaIy-
€HTOB, BEPHYBIIMXCS K IPEKHEMY YPOBHIO COLMAJIBHON U OBITOBOH aKTUBHOCTH, U YMEHb-
LIMTh MOKA3aTeNd WHBAIMAM3ALUHE HOCIe 1epeOpoBacKysipHON KaTtacTpodbl, HEOOXOIUMO
B KpaT4alIlne CPOKU OKa3aTh BECh CIIEKTP JICUEOHO-TUArHOCTHYECKOM TOMOIIH.

Pa3BuBaroInecss METOAMKN HEHPOBHU3yaIN3aIlMi IIOMOTAI0T CBOCBPEMEHHO M TOYHO JIHArHO-
CTHUPOBATh IiepeOpaIbHBI HHCYIBT, TUPPEPEHIIMPOBATh HIIIEMHYCCKOE TOBPEKICHUE OT Ie-
MOPPArn4eckoro, a TAK)Ke YCTAHOBHUTH BPEMS Hauasia OCTPOTO HAPYIICHHUS MO3TOBOTO KPOBO-
oOparieHus.

KiiroueBble cj10Ba: HIIIEMHUYECKUN WHCYJIBT, JIyucCBas JUarHoCTyKa, HCprOBPIi;y&J'IHSElLIHH.

Jlns yumuposanus: Tpywuna JIL.U., llepues C.P., Qunun A.A. u op. Cospemernvie memoovl
Heuposu3yaiu3ayul 8 OUAeHOCMUKe 0CMpo20 UeMU4ecko2o uncynoma. Poccutickuil sorcypran
nepconanusupogannou meouyunovl. 2024;4(2):129-138. DOI: 10.18705/2782-3806-2024-4-2-
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ABSTRACT

Ischemic stroke is one of the leading causes of morbidity and mortality worldwide, resulting in
significant social and economic consequences for the healthcare system. Moreover, ischemic
stroke has a devastating psycho-emotional impact on both the patient and their family, causing
anxiety and depressive disorders. To reduce the severity of neurological deficit, increase the
percentage of patients returning to their previous level of social and daily activity, and de-
crease the rates of disability after a cerebrovascular catastrophe, it is necessary to provide the
full spectrum of therapeutic and diagnostic assistance in the shortest possible time. Developing
neuroimaging techniques help to timely and accurately diagnose cerebral stroke, differentiate
ischemic damage from hemorrhagic, and also establish the time of onset of acute cerebrovas-
cular accident.

Key words: ischemic stroke, neuroimaging, radiological diagnosis.
For citation: Trushina LI, Sheriev SR, Filin YaA, et al. Modern methods of neuroimaging in the

diagnosis of acute ischemic stroke. Russian Journal for Personalized Medicine. 2024;4(2):129-
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AKTYAJIbHOCTb

MNimeMuyeckuii HHCYJIBT SIBISIETCS BEAYILEN IIPUYIH-
HOW CTOMKOM MHBAJIMAM3ALMK U CMEPTHOCTU BO BCEM
MHpe, Ha ero Moo mpuxoautcs 6omee 80 % Bcex ciry-
YyaeB HapyIIeHUH MO3TOBOTO KpoBooOparieHus [ 1, 2].

ITokaszaremu cmeprHoctu B Poccuiickonn ®exnepa-
LUK OT CEePIICUHO-COCYIUCTBIX 3a00JIEBAaHUN OCTAIOTCSI
OJTHIMH W3 CaMbIX BBICOKHX B MHpPE M TSIKEIbIM Ope-
MEHEM JIO)KaTCsl Ha CHUCTEMY 37ApaBooxpaHeHus. M3
BCEX MAIEHTOB, MEPEHECIINX WHCYIBT, K TPYIOBOH
JIeSITEIbHOCTH B Halllel CTpaHe BO3BPAIAIOTCS JIUILb
10 %, Ha IOCTOSHHOM OCHOBE MEIUKO-COLMAILHOM
oAep KK TpeOytoT 85 %, a 25 % ocTaroTcst 40 KOHITa
JKU3HU MHBaJIMIaMH [3].

[Ipn mHBanmuau3anuu Mocjie OCTPOro HapyIIEHUs
Mo3roBoro kpoBooOpamienuss (OHMK) yxynmaercs
Ka4eCTBO XU3HU BCEH ceMbH 3abo0eBmiero, 4rto o0y-
CJIOBJICHO HEOOXOAMMOCTBIO MICUXOJIOTHYECKU U (HU3H-
YECKH TSDKEJIOro yXoAa 3a OOJbHBIM C MO3TOBBIM HH-
cynsToM [4].

Ha naHHBII MOMEHT METOIBI HEMpPOBU3yaIH3aLUU
B IMAarHOCTHUKE MIIEMHUYECKOTO HHCYIIBTA MPOJOKAOT
Pa3BUBATHCSI U COBEPILICHCTBOBATHCS JUISL TOCTHKECHUS
cBoeBpeMeHHOUM u TouHoil muarnoctuku OHMK, uro
B CBOIO 0o4epellb He0OXOAUMO ISl BBIOOpa TAKTHUKH Jie-
YEeHMS 1 JIYYIIETO MPOrHO3a UCX0/1a 3a00JIeBaHMA.

[lenbro TaHHON CTAaThU SBISETCS CHCTEMAaTHU3aLlUSA
HMMEIOLIET0CS] MUPOBOTO ONBITA IPUMEHEHHSI METOAOB
HEHpPOBU3yaTM3allii B JMArHOCTUKE HIIEMHYECKOTO
WHCYIIbTA.

K nyueBpIM MeTO#AaM OMArHOCTHKH LiepeOpOBacKy-
JISIPHBIX 3a00J1€BaHUI OTHOCSTCS CICAYIOLINE METOABL:

©  yneTpas3BykoBas auarHoctuka (Y3]1);

komnbrorepHas tomorpadus (KT);
MarHUTHO-pe3oHaHcHas Tomorpadus (MPT);
MO3UTPOHHO-3MHUCccHoHHas ToMmorpadust ([19T);

* onHO(OTOHHAsI 3MHCCHOHHAsl KOMIIBIOTEpHAs
tomorpadust (ODPIKT).

Kaxnpiii MeTon umeeT CBOM OCOOEHHOCTH, Xapak-
TEePUCTUKH, BU3yaIN3allMOHHbIE TIOKA3aHUs U OrpaHH-
yennst. Ha manHbIif MOMEHT /711 IMarHOCTUKH OCTPOTO
UIIEMUYECKOr0 HWHCYJbTA NMPUMEHSIOTCS B OCHOBHOM
KT 1 MPT B cuity CBOMX BBICOKHX pa3pellaroyx CIo-
COOHOCTEW M BO3MOXKHOCTH BHM3YaJM3UPOBATh CTPYK-
TypHBIE U3MEHEHHNS TOJIOBHOTO MO3Ta.

YNIbTPA3BYKOBAA ANATHOCTUKA

VYibpTpa3BykoBasi TUAarHOCTUKA IIMPOKO HE UCIOIb-
3YEeTCs JJIS BBISIBIICHUSI HHCYJIBTOB, TAK KaK 3HAYUTEITb-
Ho ycrynaeT KT u MPT. Onnako, mo MHeHHIO Jahromi
A. S. u coaBtopoB (2005), crienmanbHas METOAHMKA
LIBETHOTO TYIUIEKCHOTO CKAaHUPOBAHUS, OLCHUBAIOIIAS

CTeleHb CTEHO3a BHYTPEHHEH COHHOI apTepuu, Moria
OBl CTaTh CKPHHUHTOBBIM METOJIOM JUIS OIICHKH LIepe-
OpOBaCKyISIPHOTO PHCKA 3a CUET CBOCH HEMHBA3MBHO-
ctu u 6e3omacHocTH [5].

PEHTTEHOBCKAA KOMMbKOTEPHAA
TOMOIrPA®UNA

Mertomom BeIOOpa mist auaraHoctuku OHMK B Ha-
crosiee Bpems sieisiercst KT 3a cder BO3MOXKHOCTH
MPUMEHEHUSI B JKCTPECHHOW BU3yallM3alliu, a TaKXKe
BBICOKOW UyBCTBHUTEIbHOCTH B jauddepeHnmansHon
JUATHOCTHKE TEMOPPAaru4ecKuX HWHCYIBTOB, a TaKkKe
JIPYTUX TIATOJIOTUYECKUX COCTOSHUM CXOXHX IO KITH-
HUKE M OTCYTCTBHSI IPOTUBOIIOKA3aHUI B OCTPBIH I1e-
pHOA UHCYJIBTA.

[Tpaktuueckoe npumenenne KT pernamentupyercs
TTopsiakoM oKa3aHWUsST METUITMHCKOHN TTOMOIITH OOJTHHBIM
¢ OHMK, ytBepxkaeHHbpIM npukazoM Munszapasa Poc-
cuu ot 25.12.2012 Ne 928H, cormacHO KOTOpOMY BCEM
MalyeHTaM, MOCTyMaIuM ¢ mogo3penuem Ha OHMK,
HeoOxoaumMo BeinoaHeHue KT roimosHoro mo3ra ¢ dop-
MUPOBAHHUEM 3aKIIIOUeHUs B TeueHue 40 MUHYT OT MO-
cTymieHus [6].

JIJ1sl MCKITIOUEHUST WITH TIOITBEPIKIACHUS MaTOJIOTUN
COCYIHUCTOTO pycClia y JIUI[ C IOJ03pEHHEM Ha HIIIeMHU-
YECKUU MHCYJILT peKoMeHaoBaHo nposeaeHue KT-an-
ruorpacdun (KTA) cocymnos ronossl u mieun [7].

KT-anrunorpadgust nmpoaeMOHCTpUpOBaia  BBICO-
KAe 4YYyBCTBUTENBHOCTH (88,4 %), crnenuduaHocTb
(98,5 %) B onpeeNeHNN OKKITFO3UH KPYITHBIX COCYNIOB,
YTO MOXKET YCKOPUTH COPTUPOBKY MAIMEHTOB IS TIPO-
BEJICHUS BHYTPHAPTEPUAITBHON TPOMOOIUTHYECKON Te-
pamnuu [8].

[MpoBenenne KT-anruorpaduu npu oLeHKe 0CTPO-
IO WHCYJIhTa HEoOXommmo, o MHeHmio Yadav J. S.
¢ coaBropamu (2004) u Lee P. ¢ xomneramu (2024), Tak
KaK y MalUeHTOB C KapOTHUIHBIM CTEHO30M BBICOKOW
CTETIEHH TSDKECTH MOTYT OBITh 3(p(EeKTUBHBI KapOTHI-
Hasl 3HIAPTEPIKTOMHS WM CTEHTHPOBAHME IS TIpe-
JTIOTBPAILIEHUS PA3BUTHUS COCYAUCTOH KaTtacTpodsl [9].

Tak kak B nepBble yachl HHCYAbTa Ha HaTUBHOU KT
MOTYT OBITh HE BHUJHBI MMPU3HAKU UIIEMUYCCKUX W3-
MEHEHHMI, CTajla IIMPOKO HCIIONB30BaThCA METOAMKA
KT-mmepdy3un TONOBHOTO MO3ra, YyBCTBHUTEIBHOCTDH
U CIeU(UIHOCTh KOTOPOW TPU BBISBICHHHA OCTPOTO
UIIEMUYECKOT0 MHCYNBTa cocTaBisieT 82 % u 96 % co-
oTtBeTcTBeHHO [10].

Komnbroteprnass Tomorpaduueckas anruorpadus
1 1iepQy3us SBIAIOTCSA [ICHHBIMA UHCTPYMEHTaMHU IS
JIUAarHOCTUKHU OCTPOTO MILIEMUYECKOro uueyapra [11].

Van Cauwenberge M. G. A. u coaBropsI (2018) 00b-
scusioT KT-nepdy3uro kak (pyHKIMOHATBLHOE HCCIIEeO-
BaHME TKAaHW TOJIOBHOTO MO3Ta, KOTOPOE XapaKTepPH3yeT
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nepedpalibHyI0 TIepQy3UI0 1 MPeaoCcTaBIsieT HHpopMa-
LU0 O TEKYILLEM COCTOSHUM MUKPOLMPKYIsmu [12].

[epdysuonnas KT mpu ocTpoM HHCYIBTE HAXOAUT
CBOE NMPUMEHEHHE B OIICHKE I'eMOJNHAMHYECKHX W3-
MEHEHUI apeHXUMbI TOJIOBHOTO MO3Ta, ONPEIeICHIH
o0beMa HHPAPKTHOTO spa U UILIEMHYECKOH MOy TCHH
[13]. OObeM nIIeMUUeCcKOr TOTyTEHH, WK MEHYMOpPbI
MOJKET TpeAcKa3aTh HEBPOJIOTHUECKHI UCXO]T MaIlUeH-
Ta B 3aBUCUMOCTH OT CTaTryca pekaHaim3anuu [14].

Hecmotpss Ha Bce mnpeuMymecTBa, METOIUKA
KT-nepdy3un nmeer cBOM HETOCTATKH, K KOTOPBIM OT-
HOCSIT CJIIO)KHOCTb JMArHOCTHKHM MHCYJBTOB B 3aJHEM
OacceifHe KpOBOCHAOKEHHS, a TAKKE JIAKyHAPHBIX WH-
cynbToB ¢ 50 % JI0O)KHOOTPHUIATETHHBIX CITyYaeB U He-
OOJIBIINX KOPTUKAJIBHBIX U MOJAKOPKOBBIX WHCYJBTOB,
pa3Mep KOTopbIX He mpeBbimaet 3 cm?[11, 15].

MATHNTHO-PE3OHAHCHASA
TOMOrPA®NA

MynbsTUMOanbHasi MarHUTHO-PE30HAHCHAs TOMO-
rpadus (MPT) mosie3na Jyisi TUAarHOCTUKU WIIEMUAYEC-
CKOTO WHCYJBTa W OMpPEIENIEHUS] CTPATerny JIeYeHUs
B ocTpoit daze [16].

Amalia Amin A. (2023) nokasas 3Ha4UMOCTb TIPO-
Benenuss MPT nocie nepeHeceHHOro MHCYNbTa B KOH-
TEKCTe KIIMHIUYECKOTO ¥ HAy4YHOTO TIOHUMaHHS U3MEHe-
HUH, MIPOUCXOSAIINX B TOJIOBHOM MO3T€ TOCIIE TaKOTO
Cepbe3HOro 3a00JIeBaHus, ISl TIOCTPOCHHUS Je4eOHBIX
1 peabMIMTaMOHHbBIX MeponpusThii [17].

Meroauka muddysnonHo-s3BemenHoii MPT ro-
JIOBHOTO MO3Ta SIBJIIETCS 30JI0THIM CTAaHAAPTOM U IIpeI-
CTaBIIIET JOKa3aTeIbCTBA YPOBHA | s BEISBICHUS
siipa uHQapkra [18]. Jta MeToanka obmamgaer camoit
BBICOKOH 4yBCTBHUTENBbHOCTBIO (91-95 %) m cneuu-
¢uaHoCTHIO (86-95 %) NpU BBISBICHUH paHHEW HIle-
MUH, y’KE€ B TEUCHHE HECKOIBKIX MUHYT MOCIIE apTepH-
anpHOM OKKiItO3MH [19].

Hecmotps nHa 10, ytro MPT cuurtaercs 3010ThIM
CTaHJapTOM B BBISBIEHHH OCTPOTO HIIEMHYECKOTO
WHCYJbTa, HayKe H3BECTHBI JIOKHOOTPHIIATEIHHBIC
HEHWPOBHU3yaM3allMOHHBIE CIy4Yaul €ro JHAarHOCTHUKH
y enuHUYHBIX marueHToB. Tak, Chandrashekar D. u
kojuteru (2022) mpeacTaBUiIM KIMHUYECKHH Clydai
55-7eTHEro MyX4MHbI, y KOTOPOro, HECMOTpPS Ha sp-
KHe KIMHUYECKNE CUMIITOMBI OCTPOTO MHCYIbTA, TIPH
KT u MPT He ObITO BBISBICHO KAKUX-THOO OTKIIOHE-
Huii. Bonpexn nanneiv MPT, Obuta mpuMeneHa Tepa-
MU A5 JIe4eHUs HHCynbTa. Tonbko Ha 3 eHb mociie
nocrymieHus npu nosropHod MPT naHHBI quarnos
OwLT TOoATBEpsKIeH [20].

Eme onuH ciyyail 10KHOOTPULIATEIBLHON JUArHO-
ctuku ObL1 BhLsiBIeH Rathakrishnan R. u coaBropamm
(2008), mpu xoTopoM y 49-11eTHEro ManueHTa, JaHHbIe
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muddy3nonHo-3BemieHHoit MPT, BblnosHeHHOH de-
pe3 12 gyacoB mociie MnosiBIeH!s] CAMIITOMOB MHCYJIBTA,
OnuH oTprunarensHeIMU. [Ipu moBTOpHOM MPT wepes 4
JIHSI, TIPY COXPaHEHUU CTOMKOM HEBPOJIOTHUUECKON CHUM-
NITOMAaTUKHA WHCYIIBT OBbLI MOATBEpKACH [21].

OTH AaHHBIE TOBOPST O TOM, 4TO JAaxe TUPPy3u-
onHo-B3BenieHHass MPT ne obnanaer 100%-Hol vyB-
CTBUTEIFHOCTHIO, M HATIOMHUHAIOT O TOM, YTO KJIMHH-
YecKas OlEHKa MO-TIPEKHEMY SBISETCS IPUOPUTETHOM
B IMATHOCTUKE U BBIOOPE TAKTUKH JICUCHHUS TTALIUCHTOB
C OCTPBIM UIIEMUYECKUM HHCYIBTOM.

Huddysunonnas (JIBU, DWI) n nepdysmnonHo-B3Be-
menHas MPT ¢ MP-anruorpadueit mo3BossioT TOTHO
JMarHOCTHPOBaTh MH(APKTHOE MOPa’KCHUE, BHISBISATD
OKKITIO3HMIO 1epeOpanbHbIX apTephil WM 3HAYNTEIb-
HBII CTEHO3 C OIICHKOM (DAKTUYECKOTO KOJIJIaTePabHO-
TO KpPOBOTOKA, a TaK)K€ MOXKET BBISABIIATH OMpEAeIeH-
HbIe 00paTUMBbIE UIIEMUYECKUE H3MEHeHus [22].

OcnoBriBasicb kak Ha JIBU, Tak u Ha mepdysum,
MOYKHO OIIPEJIeIUTh 30HY HIIEMHYECKON IOIyTEeHH,
MPEICTABISTIONIYI0 cO00W 00paTuMo MOpaKeHHYIO Ta-
PEHXUMY, KOTOPas MOTEHITAIEHO MOXET OBITh BOCCTa-
HOBJICHA IIPH aJICKBATHOM U CBOEBPEMEHHOM JICYCHUU
BO BpeMsl TepaneBTUYECKOro okHa [23].

[epdysuonnas MPT mno3Bossier pa3inyarh TKaHU
MO3Ta, KOTOpBIe HEoOpaTuMoO TMOpakKeHBI MHPAPKTOM,
TaK Ha3bIBAEMOE PO WH(paApPKTa, U TKAaHH MO3Ta, KO-
TOpBIE MOTEHIINATIBHO MOYKHO CHACTH, YTO MO3BOJSIET
Jydile OTOMpaTh MAIMEHTOB I TPOMOOIUTHYECKOH
Tepanuu [24].

Mertonuka nepdysnonHorr MPT ¢ nmuHammuygecknm
koHTpactupoBanueM (DSC) siBnsieTcss OCHOBHOH B -
ArHOCTHKE UIIEMUYECKOTO MHCYIIBTA, KOTOPast OCHOBBI-
BaeTCs Ha IMOJYYCHUU BPEMEHHBIX PSJIOB H300paske-
HUU ¢ OBICTPBIM T2-B3BEMIMBAHWEM ITOCITIC BBEICHUS
ra/IONINHUI-CONIEPIKAIIer0 KOHTPACTHOTO —TIpemnapara
[25]. Hanuuue nmpoTuBONOKa3aHUi Jj1sl BBEICHUS KOH-
TPAaCTHOTO BEIIECTBAa 00YCIOBUIIO TOSIBIIEHHE METO/I-
k1 OeckoHTpacTHOU nepdysnonHoirt MPT.

beckonTpactaass MP-riepdy3ust Ha OCHOBE CIIHHO-
BO MapKHUPOBKH apTepuii, OCHOBaHHAS Ha pajuova-
CTOTHOM MAapKUpPOBKE CIIMHOB apTepHaIbHON KpOBU
(ASL) ¢ mocnemyrorieii peructpammeii ux mpoxoxKICHUS
B BEIIIECTBE MO3Ta, MOXXET OOHAPYKHUBAThH THITEPIIEPhY-
3MPOBaHHBIC yUYaCTKHA HA OCHOBE KaueCTBEHHBIX 1 KOJH-
YECTBEHHBIX M3MEPEHUH, a TakkKe HICHTH()UIMPOBATH
30HY PUCKa, U3BECTHYIO KaK TOJYTEeHb, ITyTeM oOHapy-
JKeHUs1 HecooTBeTCTBUS Auddy3un u nepdysuu [26].

B nccnenoBannu Gopinath G. u xomrer (2022) u3-
ydanach quarHoctuueckas TouHocts MPT ¢ ASL-niep-
¢y3ueit mo cpaBHenuto ¢ DSC-nepdysueil B BbISB-
JICHHU HECOOTBETCTBUSI mepdy3un y 55 manueHToB
C KIMHUYECKUM IIOJI0O3PEHNEM Ha MHCYABT. UyBCTBH-
TeNBHOCTh M crennpuyHocTs ASL B mporHo3mpoBa-
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Huu HecootBeTcTBHS DSC Obltn 71,43 % u 78,57 %
COOTBETCTBEHHO [27].

B pa6ore Ravula S. u coasropos (2023) Obu10 npe-
JIOKEHO BKIIOYaTh MeTtonuky ASL-nepdys3un B kaue-
CTBE YaCTH CTaHJAPTHOTO MPOTOKOJIA HEHPOBU3yaIn3a-
LIUH, YTO IIOMOTAET B JICICHUH OCTPOr0 HHCYJIbTA, aBast
MIpeCTaBIEHUE O IPOTHO3UPOBaHUM ucxoaa [28].

Eie ogHOM HIMPOKO UCMOIB3yEMOM HEMHBA3MBHOM
METOJMKOH OLIEHKH UHTPa- U SKCTPAKPAHUAIBHBIX CO-
cynoB siBisiercs: OeckoHTpacTtHass MP-anrmorpadus
(MPA) nns m300pakeHHst COCYIUCTOTO IMOTOKA MyTeM
MHOTOKpPaTHOTO BO3JEHCTBUS pajMO4yacTOTHOIO HM-
MyJbca Ha 00BEM TKaHU C TIOCIIEAYIOMNM Je(a3npoBa-
HHEM TpagueHToB [29].

Meronuka MPT ¢ nmogaBieHreM cUTHaIa OT CBOOO]I-
Hoit xugkoctu (FLAIR) siBsieTcss naeHTUPHUKATOPOM
BpPEMEHH, MPOIIEANIero ¢ Hayana uHeynsTa [30]. B te-
YeHHEe TIePBhIX 6 YacoB IOCIIe HaYajla MHCYIIETA THIIe-
punTeHcuBHOCTh B FLAIR yBenuuuBaeTcst ¢ KaabIM
yacoM [31]. ['unepunTeHCUBHOCTH cocynoB npu T2-
BU u FLAIR-Bu3yanuzanuu y HamueHToB ¢ OCTPBIM
WIIEMUYECKAM WHCYJIBTOM ObUIa CBsi3aHa C TOTepei
apTepHaJbHOrO CUTHAJIBHOIO MOTOKA B 3aKyHOPEHHBIX
coCy/ax M ¢ MEUICHHBIM KPOBOTOKOM B KOJUIATEPAJIb-
Heix aprepusix [32]. Ilomumo sTOoro, M300pakeHHS
¢ T2-BU1 u FLAIR ucnonb3ytorcs A7 OLEHKH IepeHe-
CEHHBIX paHee MH(PAPKTOB TOJIOBHOTO MO3Ta U CTETIEHN
COITYTCTBYIOIIIETO 3a00JIeBaHUS MEITKUX cOCynoB [33].

Onenka nzobpaxenuit DWI u FLAIR maer mpen-
CTaBJIEHUE O NPOJIOJKUTEIBHOCTH uiieMun. s onpe-
JIEJIEHUS] JTaBHOCTH BO3HHWKHOBEHHS HIIEMHYECKOTO
MHCYJbTA HPUMEHSETCSl IOHSATHE «HECOOTBETCTBHUE
DWI-FLAIR», koTopoe XapaKTepu3yeTcsi aHOMalb-
HBIM pe3ynasraroM Ha DWI u HOpMalIbHBIM pe3yibTa-
toMm Ha FLAIR, TO ecTh OHO IpeACTaBIsIeT COOOH HUIIIe-
MHYeCKoe MopakeHne B (pa3ze BHyTPUKIETOUHOTO OTEKa
(BumuMmoe orpanndenue auddysun mpu DWI) mpu ve-
HW3MEHEHHOM KOJIMYECTBE OOIEHl MO3TOBOM KHIKOCTH
(mopmanpubiii curnan npu FLAIR). BeisiBnenHoe He-
coorBercTBUe DWI-FLAIR MoeT OBITH MCTIONB30Ba-
HO B Ka4€CTBE NPEIUKTOPA UHCYIbTAa MPOAOJIKUTEIb-
HOCThIO MeHee 4,5 yaca [34].

Meronuka MPT, B3BelieHHas 110 HEOAHOPOIHOCTHU
marautHoro nons (Susceptibility weighted imaging —
SWI), ocHOBaHa Ha pa3MUIHON TKAHEBOW KOHTPACTHO-
CTH U SIBJISETCS OYE€Hb UyBCTBUTEIBHOMN K IPUCYTCTBHIO
NapaMarHUTHBIX MaTepuasoB [35]. OTa MeToauKa C BbI-
COKOM 4yBCTBUTEIILHOCTBIO M CHICIUPUIHOCTHIO (83 %
n 100 % cooTBeTcTBEeHHO) OOHApYXHMBaeT BHYTpH-
apTepuagbHble TPOMOBI, KOTOPbIE BU3YaIH3UPYIOTCS
B BU/I€ TUIIOMHTEHCUBHOTO CUT'HAJIA B COCYIE, U MOKET
JIOTIONHATH HaTUBHYI0 MPA, mpu KoTOpO#i MI10X0 BU3Y-
ANM3UPYIOTCS TUCTAJIbHBIE BETBU MHTPAKpaHUAIBHBIX
aprepuii [36].

Omnako B Hactosiiee Bpems meroauka SWI mo-
cTymHa He Ha Bcex MP-Tomorpadax 0OCHOBHBIX ITPOU3-
BOJIUTEIEH, YTO OTPAHWYMBACT €€ IIMPOKOE KIMHUYE-
CKOE TIPUMEHEHHE.

ITo-npexnemy TpagunuoHHas TexHonoruss MPT
U TpexMepHas BpeMsinponetHas MP-anruorpadus (3D
TOF MRA) mupoKo HCIONB3YIOTCSI TPH CKPUHHH-
re 1epeOpOoBacKYISIPHBIX 3a00JIEBaHMHN 3a CUET TaKWX
MPEUMYILECTB, KaKk HEMHBa3UBHOCTb, OTCYTCTBUE JTy-
YEeBOI HArpy3KH M OTCYTCTBHE HEOOXOIUMOCTH BBeEJle-
HUSI KOHTPACTHOTO BEIIEeCTBA.

OmHako TpaguIIMOHHEIE TTOCIeq0BaTeIbHOCTH MPT,
Bimouatomue T1, T2, T2-BoccTaHOBIEHUE WHBEPCUU
c ocnabnenuem xxuakoctu (FLAIR), TOF MRA u nud-
¢y3nonHo-B3BemenHast tomorpadust (DWI) 3annmaror
oomee 10 munyt. Kpome Toro, MP-anrunorpadus mo-
JKET TIePEOIIeHUTh CTENIEHb COCYANCTOTO CTEHO3a H3-3a
TeMOAMHAMUYECKUX M3MEHEHUH B CTEHO3MPOBAHHBIX
cocyJax.

[ns pemenus Bompoca O COKpAIIEHWH BpEMEH-
HBIX 3aTpaT B AMAarHOCTHKE OCTPOTO WHCYNBTa ObLIa
pa3paborana cxema cuHTeTHndeckoro MPT-ckpuHuHTa
cocynoB (MAGIC), 6naromapst KOTOPOH MOKHO TOYHO
OIICHUTH CTETIeHb CTEHO3a MO3TOBBIX apTepuil y Maru-
€HTOB C OCTPBIM HIIEMHYECKUM HHCYIBTOM, YTO UMEET
OoypIIoe 3HAYeHWE I PaHHEH TPOMOOIUTHYECKON
WHTEPBEHIIMOHHON TEpaluu M YIy4dlleHHs KadecTBa
JKU3HU TTanueHToB [37].

Cunaretnueckag MPT MAGIC — 3T0 HEZaBHO IIO-
SIBUBIIASCA CHHTETHUYECKAs] TEXHOJOTHS, KOJTHYIECTBEH-
Has metoauka MPT, koTopasi B paMKax OfHOTO CKaHHPO-
BaHUS, IyTeM OIpezeeH s CKopocTH pacciadnenus T'1
u T2 v 3HaueHUS TUIOTHOCTH TKAHEH, MOXKET OJTHOBpE-
MEHHO TEeHEpHpOBaTh OOBIYHBIC M300pakenus T1, T2,
T2-FLAIR u apyrue KoHTpacTHbIE H300payKeHNs1, KOJIH-
YyecTBeHHbIE n300pakenus T1-kapTupoBaHus 1 n300pa-
xeHust T2-kapTupoBaHus, a TaKke W300paskeHus CoCy-
JoB rojioBHOro Mo3ra MAGIC phase-sensitive inversion
recovery (PSIR) mocpencTBoM ocToOpadOTKH, UTO 3HA-
YUTEJBLHO COKpallaeT BpeMsl CKaHupoBaHus [38].

[Ipumenenne Boimeonucanubix Mmeroguk KT u MPT
MO3BOJISIET OLIEHUBATH CTPYKTYPHBIE N3MEHEHUS TOJIOB-
HOTO MO3ra TpH HIIEMUYECKOM HWHCYJBTE, MMOMOTaeT
OIIEHUTH JIOKAM3AINI0 U 00beM mopaxkeHus. [Ipume-
HeHue ke QyHKIoHansHoit MPT npencrapisier HOBbIe
BO3MOKHOCTH JUTs U3y4eHHs (PyHKIIMOHATbHBIX H3MEHE-
HUH TOJIOBHOTO MO3Ta MPU MIIEMUYECKOM HHCYIIBTE.

OynknmnonanbHast MPT (pMPT) ocHoBana Ha ompe-
JISJICHUU yCHIIEHUS JIOKaJIhHOTO MO3TOBOTO KPOBOTOKA
U OLICHHMBAeT aKTHBAlMIO HEWPOHOB TI'OJIOBHOI'O MO3Tra
[39]. B nactosiumit moment GMPT He momyuuna mm-
POKOTO KIMHHYECKOTO TIPUMEHEHHS, OJHAKO YCIIEITHO
WCTIOJB3YETCS B BEIyIIUX HEBPOJIOTUIECKUX M HEUPO-
XUPYPrUueCcKuX KIMHHUKAX, & TaKKe MPU MPOBEACHUH
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Hay4YHBIX WCCIIEIOBaHMI, HAIleJICHHBIX Ha CO3JaHHe
KOHHEKTOMa ToJIOBHOTO Mosra. OueHka 3¢dekTuBHO-
CTH peaOWIMTAIMU TOCIIe WHCYJbTA SBISIETCS OIHUM
W3 TePCHEKTUBHBIX MPAKTUYECKUX HAIMPaBICHUH HC-
rrosb3oBarus GMPT.

Onucanbl BO3MOXHOCTH (yHKIHMOHaTIbHOU MPT, kak
B COCTOSIHUH MOKO$, TaK U C UCIOJIb30BAaHUEM CTUMYJIOB,
JUISL OTIPE/ICNICHNs] BOCCTAHOBJICHHS (DYHKIIMOHATBHBIX
CBsI3€H, OTBEUAIOMINX 3a JBUTATEIbHYI0 AKTHBHOCTH
y TIAIMEHTOB, TEPEHECIINX HHCYIBT. YUeHbIe TIPUTILTH
K BBIBOJAM, YTO 10 MEpPE BOCCTAHOBJICHHsI JIBUTATEIIb-
HOW axkTuBHOCTU pe3ynsrarel GMPT nemMoHCTpHpYIOT
Ooree chOKYCHPOBAHHYIO AKTHBHOCTH B O0OJIACTSIX yTpa-
YEHHBIX CBSA3CH, TEM CaMbIM akKTHBHPYS ux [40].

Tavazzi E. u coaBropsr (2021) mpoBenu cucrema-
TUYECKHI 0030p MHPOBOH JHTEpaTypbl O MPUMEHEHUN
¢dyHKIMOHANBHON 1 cTpykTypHO MPT y marueHToB,
TePEeHECINX WHCYIBT ¥ TIPOXOSIINX JBUTATEIbHYIO pe-
aOWIIATAIHIO, JUTS TOTO YTOOBI OIICHNUTH BIIASHUE peadu-
JIUTALMOHHBIX MEPOIIPUATHUI Ha PEOPraHU3aLMIO MO3ra.
B pesynbrare ObUIO BBISIBICHO, YTO (DYHKIMOHAIbHbBIE
M3MEHEHHUS B PA3MUYHBIX 00JACTIX MO3Ta MPOHCXOIST
MTOCTOSIHHO KaK aJaNTHBHBIE MEXaHU3MBI K Pa3IMIHBIM
CTHMYJIaM WJIM CHTYAIHsIM OKpYKaromien cpespl. Peskoe
BO3HUKHOBEHHE JcOaaHca MEXIy HOTPEOHOCTAMH
B SHEPTUH M KPOBOCHAO)KEHHH, BHI3BAHHOE WHCYIILTOM,
MIPUBOIUT K (PYHKIIMOHAJIBHOM TEpPecTpOiiKe C IENbI0
KOMIICHCAITNH TTOBPEXKJICHHBIX TKAaHEH M 3aTparvBaer
pa3nYHbIe 00JIaCTH MO3ra B 000MX momymapusx [41].

TexHonornyeckoe ycoBEpIIEHCTBOBAHHE IpoLEc-
coB noctobpabotku MPT mpuBeno Kk HOBOMY TOIXO-
Iy B pacuete ¢pakiuu u3BieueHus kuciaopona (OEF)
[42]. C moMoIbIO KOJIMYECTBEHHOIO KapTUPOBAHMS
4yBCTBUTEIBHOCTH (QSM) MOXXHO MPOBECTH MPSIMYIO
orneaky OEF myTem mu3aMepeHHs] BEHO3HBIX KOHIICH-
Tpanuii MapaMarHUTHOTO JE€30KCUT€HHPOBAHHOTO Te-
MorioouHa [43].

Uchida Y. u xomrerm (2022) paspaboranu me-
ton co3nanus kaptel OEF Ha ocHoBe meromuku MPT
PRESTO (The principles of echo-shifting with a train of
observations — MPUHIIAITEI CMEIIEHUS dXa C TOMOIIBIO
MOCIIeIOBATEIbHOCTH HAOIIOICHU), KOTOpasi MoMora-
eT MACHTH(UIMPOBATH TKAaHH TOMYTEHH MPU OCTPOM
umemudeckoM uHCynsre [44]. IlocnemoBarenbHOCTH
PRESTO mpencraBnser co00# yHHKATEHYTO TIOCTISTIOBA-
TEIIFHOCTh TPAIMEHTHOTO 3X0-CUTHAJIa, KOTopast obecre-
YMBaET MOJy4YeHHE curHana ¢ JUIMHHBIM TE 1 KopoTkum
TR, mponyckast cOop AaHHBIX BO Bpems mepBoro TR,
KOTOpBIN oOecreunBaeT OBICTPOE W YyBCTBHTEIIBHOE
OTIpe/IeTIeHe MarHUTHOW BOCHPUHUMYHUBOCTH B TKaHIX
FOJIOBHOTO MO3ra, BKJIIOYasi BEHO3HbIE CTPYKTYPHI [45].

[IpusnekarensHoOM 0COOEHHOCTBIO MOJX0Aa
PRESTO-QSM sBisieTcst ero HeMHBAa3UBHBIN XapakTep
Y BO3MOXXHOCTH KOJMYECTBEHHOW OIEHKH BEIHMYWHBI
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OEF mpu 0cTpoM HHCYIIBTE C UCTOIB30BAaHUEM CHUCTE-
Mbl MPT 3.0 Tecna [44].

NO3NTPOHHO-IMNCCNOHHAA
TOMOrPA®UNA

IHosutponno-smuccuonnass tomorpadus (I19T)
MO3BOJISIET KOJMYECTBEHHO OIICHUTh PETHOHAIBHBIN
MO3TOBOH KpPOBOTOK, PETMOHAIBHYIO CKOPOCTh METa-
Oosin3Ma KHUCJIOpoJa U PETHOHAIBHYIO JOJ0 H3BIICUe-
HUSI KUCIIOPOJIa, KOTOPhIE MOTYT OBITh HCIOJIb30BaHBI
JUTSL BBISIBTICHHSI 00JTaCTeH ¢ KPUTHIECKUM CHIDKEHHEM
3THX (PU3MONIOTMYECKUX TOKa3areieil B KauecTBe HH-
JUKATOPOB MOJYTEHH M HEOOPATUMOTO TOBPEKICHUS
B Tpejieax MIIeMHU3MPOBAHHBIX TKaHEH y MalueHTOB
C UIIEMUYCCKUM UHCYITBTOM [46].

B kagecTBe pasimOM30TOIOB ISl TIOTYYCHHUS TOMO-
rpaduuecKux M300pa’keHnH M KOJIMYECTBEHHOIO pac-
yeTa ImokKaszaresieii MO3roBoro KpoBOTOKa U MeTabomm3-
Ma HCIOJB3YKT H30TOIbI, CHOCOOHBIE K AU(QPy3uu:
5O (mepuox moiypacnaia 2 MHH.) B Ka4eCTBE METKH
KHCII0pozia, a Taxke okcuaos yrepona (CO u CO,).
J1st orieHKH TOTPEOICHUS TITFOKO3BI IPUMEHSIIOT (PTOp-
JIE30KCUTITIOKO3Y (Tepuoz moiypacmanga 110 mun.), me-
yeHHyto uzorornom '°F [47].

Cornacao manueM Heiss W. D. (2017), npu 19T
00J1aCTh «UIIEMHYECKON MOTyTEHM» MPEICTaBIAET CO-
00if 00JacTh CHIPKEHHOTO MO3TOBOTO KPOBOTOKA (22—
12 v Ha 100 T TkaHW Mo3ra B 1 MHH.), HOpMaJIbHBIX
MoKa3arejael MHTEHCHBHOCTH MONIOLIEHHS KHCIOPO-
na (Bbiie 65 mmonb Ha 100 T TkaHM Mo3ra B 1 MuH.)
Y TIOBBIIIEHHOW JOJHM KHCIOpPOJa, M3BICUEHHOTO W3
aprepuaibHON KpoBU. MHTEHCUBHOCTH MOTIONIECHUS
KHCJIOPOAa ¥ MO3TOBOTO KPOBOTOKA B sifipe MH(apKTa
XapaKTepU3yeTcsl CHWKEHHBIMHU IOKa3aTelsiIMU U CO-
crapmsieT 65 mmonb Ha 100 T Tkaum Mo3ra B 1 MuH.
u MeHee 1 12 mit Ha 100 T TKaHW Mo3Ta B 1 MHUH. U Me-
Hee COOTBETCTBEHHO [48].

I19T ¢ O crirpana onpenensIonyo poib B BU3ya-
JU3aIUKU NIIEMUYECKON MONYyTeHH y MAleHTOB ¢ UH-
CYJIETOM, TEM CaMbIM BHECS CBOW BKJIaJ B pa3BHUTHE
peniepdy3uoHHOM Tepanuu [47].

OnHako B IIMPOKOU KIMHUYECKOH MPAKTUKE TaHHAs
METOJMKA HE HCIIONIb3YETCs BBUAY BBICOKHX JI03 pajlo-
AKTHBHBIX [IPENaparoB, a TAKKE CJI0KHOCTH MPOBEEHUS
B YCIJIOBHSIX OKa3aHMsA HEOTIOXKHOM TMOMOIIH, 4TO Tpe-
OyeT MpUMEHEHHsT METOf[a, KOTOPHIH TO3BOJISIET TOUHEE
1 ObICTpee HICHTU(DHUIIUPOBATH TKAaHH MTOTyTeHH [43].

OAHOPOTOHHAA SMUCCUNOHHAA
KOMMbIOTEPHAA TOMOIPA®UA

OnnodoroHHas 3MUCCHOHHAsT KOMIIBIOTEpHAs TO-
morpadust (ODIKT) takke MOXKET IPUMEHSITHCS JUIS
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WCCIIEZIOBaHUSI MO3TOBOTO KPOBOTOKA M BH3YaJIH3aIHN
00JIacTH UIIeMHH B TeueHUe nepBbix 48 yacoB. OqHaKO
[JIaBHBIM HEJOCTATKOM 3TOM METOIMKH SIBIISETCS He-
BO3MOXKHOCTB OIICHKH METa0oJIM3Ma TOJIOBHOTO MO3ra
Y TIOMYKOJMYECTBEHHBIN ITOIXO] K OIIEHKE MO3TOBOTO
KpoBOTOKa [49].

Takum 00pa3oM, B OTEUECTBEHHOUN U 3apyOeKHOMN
JUTepaType MIMPOKO MPEACTaBIEeHbl METObI HEHPOBH-
3yalln3alii B JHUArHOCTHKE OCTPOTO HINEMHYECKOTO
WHCYIBTa. Bo MHOTHX WCClleZIOBaHUSAX 3BYYHT MBICIH
0 COBMECTHOM MYJIBTUMOJAJIBLHOM IMOJIXOM€ K JTUArHO-
CTHKE MWIIEMHYECKOTO HWHCYNbTa, BKiItowaromem KT
n MPT Busyanuszanuro. MynstumonansHas KT Bkitro-
gaeT KT-anarnorpaduro u KT-nepdysnto, MymsTIMO-
nanbHasi MPT — Takue mnocienoBaTeNbHOCTH, Kak
T dy3MOHHO-B3BEIIICHHAS BU3YyaIM3allysl, TPaIueHT-
HO€ X0, BU3yaJIM3allus C B3BEIIMBAHUEM 10 YyBCTBH-
TEJIHHOCTH, BOCCTAHOBJIEHNE WHBEPCHUU C OCIIA0JICHH-
€M JKHUAKOCTH, MarHWTHO-PE30HAHCHAsi aHTHOTpadus
u nepdysuonHo-B3BemeHnas MPT [50].

Handanovi¢ M. u coaBrops! (2021) npuiuim K BbI-
Boxy, uto x0T KT u SBIIeTCS MOIXOASIIAM METOAOM
st TUQPEPEHIUPOBKH TEMOPPATHIECKOTO HHCYITb-
Ta OT UIIeMu4eckoro, nmpu Hammuuun MPT nns Gonee
TOYHOHM MAarHOCTUKU MHCYJIBTa B OCTPOH (ha3e peko-
MEHJyeTCsl UCI0JIb30BaTh nocieaoBaresibHocTy JIBU,
nepdysnonnyio MPT u MP-anruorpadmuro [51].

B cpaBauTensHOM HccenoBannu Chalela J. A. 1 koi-
ner (2007) MPT moka3zano 4yBCTBUTENBHOCTH 83 %o,
a KT — Bcero 26 % B AMarHOCTHKE OCTPOTO HILIEMH-
YEeCKOTo MHCYNbTa, B PE3ysIbTaTe Yero aBTOpbl MPHIILIN
K BeIBOAY, 4T0 MPT moymkHA OBITH MPEAITOYTHTETHHBIM
METOJIOM JUTsI TOYHOM TMarHOCTUKH TAIUEHTOB C TI0/I0-
3pEHUEM Ha OCTPBIA MHCYIIBT, TaK KaK JY4YIlle BBISBISICT
OCTpYyI0 HIIEMHIO, a Tarke Jyumie auddepeHuupyer
OCTpBIE U XPOHHUYECKHE KPOBOMBIUSIHHSA [52].

[lo manmpM Tedyanto E. H. n coaBropos (2022),
MPT u KT npenocraBisitoT aHaJOrHYHYIO HHpOpMa-
uuto, a umeHHo DWI/PWI u nepdysuonnas KT noka-
3al, YTO SIpO WH(papKTa ¥ MIIEMHYECKas MOIyTEHb
OBLTH DKBUBAJICHTHEI [ 19].

Cabral Frade H. u xomiern (2022) mokasajd, 4To
CTpaTerusi TUarHoCTUYECKON BU3yallU3aliy C UCIIOIb-
3oBanueM toibko KT He ycrymana KT, nomonnenHon
JaHHbIMU MPT, B OTHOIIEHWH KIMHUYECKUX MCXOJIOB
MpH BbINIUCKE U uepe3 1 rox [53].

CrnenoBarenbHO, B pa3IMYHbIX UCCIECAOBAHUSIX BU-
HBl TPOTHBOpPEYAIINE JaHHBIE O LEIeCO0OPa3HOCTH
nucnonb3oBanust KT u MPT y nmanueHToB ¢ OCTpBIM
WIIeMHYECKUM HHCYJIBTOM, OJHU aBTOPHI YTBEPKAAIOT,
4yT0 focratodno nposenenus KT, apyrue cauraroT He-
00X0IMMBIM ocyliecTBieHne MP-Busyanuszanuu.

OHaKo He CTOUT 3a0bIBaTh 00 OTPAHUYCHUSX H ITPO-
THBOTIOKA3aHMAX K METO/IaM HeHpoBU3yanu3anuu. Taxk,

B COBpPEMEHHBIX peaiusix MP-tomorpadusl mpucyTcTBy-
FOT HE BO BCEX OOJBHUIIAX, HO JTaXKE TaM, TJIe OHU eCTh,
HE BCEI1a BO3MOYKHO B SKCTPEHHOM MOPSIAKE IPOBECTH
oOcnenoBanue. He crout Ttaxke 3a0bIBaTh 00 OrpaHu-
yeHusax meronoB KT, ITOT, ODDKT, 3akirodaromuxcs
B JIyu4eBOM Harpy3ke ¥ HE(POTOKCHYHBIX CBOHCTBAX
KOHTPACTHBIX IPENApPaTOB, KOTOPbIE MOTYT CTaTh IPH-
YUHOM aJIIEpru4eCcKuX peaxiuii.

SAKJTIOHEHUNE

YenenrHocTh BeleHUs MAIMeHTOB ¢ OCTPBIM HIIle-
MUYECKUM WHCYIIBTOM CBSi3aHa C MPABHIBLHOW OpraHH-
3a1Meil CUCTEMBbI OKa3aHUsI IOMOILU JAHHOUN KaTeropuu
6OHLHI)IX, YETKHUM BBIIIOJIHEHUEM JHAIrHOCTHYCCKHUX
AJTOPUTMOB M BIOOPOM TEPAIeBTUIECKOM CTpaTeruy.

COBpEeMEHHOE COCTOSIHUE HEHpPOBHU3YyaIU3aLUOH-
HBIX BO3MO)KHOCTEH JaeT BBHIOOp B METOAaX HCCe-
JOBaHHS 1epeOpanbHOro uHCyabra. KommbroTepHast
U MarHUTHO-PE30HAHCHAs ToMOrpadusl MIMPOKO TPH-
MEHSIOTCS Ha TMPaKTHKE, WX CIEAYyeT paccMaTphBaTh
KaK JKBHBAJICHTHbIE WHCTPYMEHTBI, U JFOOBIE JOCTYTI-
HBIC B YUPEKICHUU METOJbI TOIKHBI UCIIOIb30BATHCS
JUIsL HAMOOJIBIICH IMOJB3bI Y MAUEHTOB C OCTPBIM HH-
CYJIBTOM JUISI CBOEBPEMEHHOTO M TOJHOLIEHHOTO OKa-
3aHHA TIOMOIIN, YYUTHIBASI TSHKECTb COCTOSIHUS U BO3-
MOXKHbBIE OTPAaHUYEHUS METOIOB.
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PE3IOME

PacmipoctpanennocTs caxapHoro quabdera (Cl) B momymnsiiun B Bo3pacte 20—79 ner gocturia
Oosiee MoTyMHIUIMAPAA YEJIOBEK, YTO cocTaiseT okoio 10,5 % B3pocioro HaceneHus Ha 11a-
Hete. Puck passutus auaberuueckux si3B crombl (JISC) konebnercs or 19 g0 34 % ¢ ua-
CTOTOM peuuanBoB 65 % B Teuenue 5 ner. Leab ucciiemoBaHusi: OleHUTH d3PPEKTUBHOCTh
MIPUMEHEHUS TIOBS30K, COMEPIKAIINX JTHO(PUIN3UPOBAHHBIA PACTBOP KOJUTareHa, B KOMIUIEKC-
HoM Jeuennn [[SIC. Matepuanl u Metoasbl. [log HaOmonennem Haxoamics 101 GoipHOMN
¢ I1abeTHUeCKUMHU S13BaMH CToll (cTeneHb nopaxkenus cronsl [-1I mo Baruepy): B I (ocHOB-
HOW) rpymnie — 52 G0NbHBIX — HCIIOIB30BAIN MOBS3KH, COIEPIKAIIUE THOPUITU3UPOBAHHBIN
pactBop xoutareHa (3AO «3enenas xyopasa», PD); Bo Il (rpymma cpaBaeHms ) — 49 naruen-
TOB — TPaIUIIMOHHOE MECTHOE JieueHune. [ mannumeTprudyeckue mokasarenn paHeBOH MOBEPX-
HOCTH H3MEPSUIH C TOMOIIBI0 Tporpammbl MultiSpec, a oneHky 3¢ ¢eKTHBHOCTH JICYSHUS
OTIpEeNIsUIN KaK OTHOILICHHE KOHEUHOW IUIOMAAN U TTyOMHBI PaHbl K UCXOAHBIM BEJIMYHMHAM
B mporeHTax. Pe3yabTrarsl u ux odcy:xaenue. [Ipu nocryniuennn miomass paHbl B OCHOB-
HO# Tpymme Obita 4,3 + 3,7 cM?, Torna kak B Tpyrme cpaBuenust — 4,1 + 3,6 cm?. Koneunas
IUTONIA/b paHbl (10 4-HEISIPHOMY M3MEPEHHI0) YMeHbInuIack B I rpynme go 1,2 + 1,3 cm?,
torjaa Kak Bo II — 2,6 + 3,5 cm?. Ha 8—10 cyTku mociie yiajaeHus THOHHO-HEKPOTHIECKUX TKa-
HEH B TIEPBOH rpymIe KIMHUYECKH UMEJIO MECTO 3HAYUTEIbHOE YMEHBIICHUE OTEKa MajblEB,
B PaHEBOM OTJACJSIEMOM IIMTOJOTHYECKH MUKpOodIopa OTCyTCTBOBasa, (ParomuTo3 ObLT 3a-
BEpIIIEHHBIM, TOT/Ia KaK BO BTOPOI — IO-TIpEKHEMY HaOII01aIach BOCIIAIUTEIbHAS PEaKIIUs
(enmMHUYHBIE YYaCTKH JIN3UPOBAHHBIX JIEUKOIIUTOB YEPEIOBAINCH CO CKOTUICHUEM JICHKOITUTOB
1o Y4 B mone 3penust). K koHIy BTOpOH HeAEIHM IHUTOJIOTMYECKH B OCHOBHOU TpyIIie UMENIN
MECTO MPHU3HAKU Tpoirdepaluu, Toraa KaK B IpyIe CpaBHEHHS B OOJBIINHCTBE CIy4aeB —
34 (69,4 %) — oTMeJanoCch CKOIUIEHHWE TeMOCHIEpHHA, YYACTKH CKOIUICHHUS JIEHKOIIMTOB
o 10-15 B mone 3penusi, u Tonpko aummb y 15 (30,6 %) manueHToB MMEN MECTO pereHepa-
TUBHBIN miporiecc. [IpoleHT yMeHbIIeHHs IO CPaBHEHHIO C UCXOAHOH TIIaHUMETPUIECKON
IJIOMIAbI0 U TIIyOMHOM paHbl ObI OTHOCHUTEIILHO MOCTOSIHHBIM B T€UEHUE 4-HEeACIbHO-
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ro uccnenoanus. K 4-if Henene cKOpOCTh OPUPOCTa 3O0POBOM I'PAHYIALMOHHON TKaHU
ObLTa BBIIIE B OCHOBHOH rpyrte (62,3 = 37,1 %) OTHOCHTENILHO TpyIIibl cpaBHeHHs (46,9
+ 41,8 %). BeiBoabl. Llutonorndyecku aokazana 3(Q(HEeKTHBHOCTh NPUMEHEHHsI KOJJIareHo-
BBIX TMOBSI30K B KOMIUICKCHOM JICYCHUW JAMA0CTHUECKUX 3B CTOI: K KOHILy BTOPOW HeNIeNnn
OTCYTCTBHE BOCIAJIHMTEIHHON PEakiui W HaJHYUe MPHU3HAKOB IMpoiudepaniu y OONbIIHH-
cTBa 69,4 % OGonbHBIX. [[MaHUMETPUYECKHN yCTaHOBIIEHA MOJIOKHUTEIbHAS JMHAMUKA PAHEBOTO
mpoliecca: yMeHbIIEHHE IO I1 K KOHILY 4-1 HeJleNlu 110 CPaBHEHHUIO C UCXOAHOM Ha 45,1 +
33,8 % mpu TpaaUIIMOHHBIX METoAax jeueHus u Ha 79,9 £+ 16,4 % npu MECTHOM HCIIONB30Ba-
HUU KOJUTAT€HOBBIX TOBSI30K, a Tiryounasl — 53,1 + 37,5 % u 76,8 = 18,6 % COOTBETCTBEHHO.

KiroueBble cjioBa: 1uabeTHUECKUe SI3BbI CTOII, JICUCHUE PaH, MOBS3KH, COIEpIKaIUe THOPH-
JU3UPOBAaHHBIN PacTBOpP KoJulareHa, 3))eKTUBHOCTb.

s yumuposanus: Jhyyenxo FO.I, Abpamosa FO.I., Mamuiiyue A.b. Ponv xonnaeenogulx no-
65130K 6 KOMNJIEKCHOM JeYeHUU OUabemuieckux 136 cmonvl. Poccutickuil JicypHan nepcona-
auzuposantoi meouyunvl. 2024; 4(2):139-145. DOI: 10.18705/2782-3806-2024-4-2-139-145.
EDN: PLZLLO
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ABSTRACT

The prevalence of diabetes mellitus (DM) in the population aged 20—79 years has reached more
than half a billion people, representing about 10.5 % of the adult population on the planet. The
risk of developing diabetic foot ulcers ranges from 19 to 34 % with a recurrence rate of 65 %
within 5 years. The aim of the study: to evaluate the efficacy of dressings containing lyophilized
collagen solution in the complex treatment of chronic diabetic foot ulcers. Materials and meth-
ods. 101 patients with diabetic foot ulcers (degree of foot lesions I-II according to Wagner) were
under observation: in I (main) group — 52 patients — we used dressings containing lyophilized
collagen solution (Zelenaya Dubrava, ZAO, RF), in II (comparison group) — 49 patients — tra-
ditional local treatment. Planimetric indices of the wound surface were measured using the Mul-
tiSpec program, and the assessment of treatment efficacy was determined as the ratio of the final
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area and depth of the wound to the initial values in percent. Results and their discussion. On admission, the wound
area in the main group was 4.3 £ 3.7 cm?, whereas in the comparison group it was 4.1 + 3.6 cm?. The final wound
area (by 4-week measurement) decreased to 1.2 + 1.3 cm? in group I, whereas it was 2.6 + 3.5 cm? in group II. On
8-10 days after removal of purulent-necrotic tissues in the first group clinically there was a significant reduction of
finger edema, cytologically there was no microflora in the wound discharge, phagocytosis was completed, whereas in
the second group there was an inflammatory reaction (single areas of lysed leukocytes alternated with accumulation
of leukocytes up to Y4 in f/v). Conclusions. Cytologically the effectiveness of collagen dressings application in com-
plex treatment of diabetic foot ulcers was proved: by the end of the second week absence of inflammatory reaction
and presence of proliferation signs in the majority of 69,4 % of patients. Planimetrically positive dynamics of the
wound process was established: reduction of the area by the end of the 4th week in comparison with the initial one by
45,1 +33,8 % at traditional methods of treatment and by 79,9 + 16,4 % at local use of collagen dressings, and depth —
53,1+ 37,5 % and 76,8 £+ 18,6 % respectively.

Key words: diabetic foot ulcers, dressings containing lyophilized collagen solution, efficacy, wound treatment.

For citation: Lutsenko YuG, Abramova YuG, Matiytsiv AB. The role of collagen dressings in the complex treat-
ment of diabetic foot ulcers. Russian Journal for Personalized Medicine. 2024, 4(2):139-145. (In Russ.) DOI:

10.18705/2782-3806-2024-4-2-139-145. EDN: PLZLLO

Cnucok coxpamenuii: J[5IC — nmabetuyeckas
a3Ba ctonbl, CJl — caxapHsIif quaber.

BBEAEHUE

PacnpoctpanenHocts caxapHoro auabera (CJI)
B TTOTTYJIAIIH B Bo3pacte 20—79 net mocTuria oosee 1mo-
JyMWIIMapa 4eIoBeK, 4To cocTasisier okosno 10,5 %
B3pocioro Hacenenus Ha ranere [ 1-3]. Cnemyet otme-
TUTh, YTO HAUOONBIINN OTHOCUTEIBHBIM POCT JaHHOU
MaToJIOTHX TIpefronaraercs B nepuox ao 2045 rona,
MIPENMYIIECTBEHHO B CTPaHAX CO CPEAHUM YPOBHEM JI0-
X0/1a, ¥ YNCIIEHHOCTH 3a00/I€BIINX JOCTUTHET 783,2 MITH
yenoBek [4, 5]. Puck pasButus auabeTHUYECKOM S3BBI
crombl (JI51C) konebnercs ot 19 no 34 % c yactoToii pe-
IUaUBOB 65 % B TedeHnune S et [2].

CJI criocoOCTBYeT M3MEHEHUIO YPOBHS KHCIOPOIa,
XEMOKHHOB, CHHTE3a ()aKTOPOB POCTA, BHEKICTOYHOTO
MAaTpUKCa, OKUCIUTEIBLHOTO CTpEecca, a B JaJbHEH-
IeM MMPUBOJUT K aHOMAJIHHOMY IIPOIIECCY 3aXKHBJIC-
HUSI, 9TO TIOBBIIIAET PUCK PA3BUTHS XPOHUUECKHUX PaH
y JaHHOU T'PYTIIIEI OOTBHBIX U HAOIIOACTCS TPUMEPHO
y Ka)kJ10ro ueTBepToro [1].

B nocneaHee BpeMst OSBUIIOCH MHOT'O COOOIICHU
0 JIEYeHNH JUA0CTHYECKUX 5I3B C MTOMOIIBIO MOJIEKY-
JISIPHO-OMOIOTHYECKUX ITOJIEH, COCTOSIINX W3 MeXa-
HHU3Ma MEXKJICTOUHOH KOMMYHHUKAIUU, PETYIITOp-
HBIX IIUTOKHUHOB, (PAKTOPOB POCTa M KOMIIOHCHTOB

BHEKJICTOYHOTO MaTpukca. MHOTHE TepeBsS30YHbIC
MaTepHabl OB pa3pabOTaHbl U YCOBEPIICHCTBOBA-
HBI Ha OCHOBE T'MIIOTE3bI O TOM, YTO MECTHBIC ITOBSI3KH,
coJiepKalue KJIETOYHbIE KOMIIOHEHTBl MJIM MX TPO-
IYKTBI, MOTYT YCKOPUTBH IPOIECC 3aKUBIICHUS PaH
[6, 7]. N30BITOK MeTaIOPOTEHHA3EI U YMECHBIIICHUE
€€ €CTEeCTBEHHBIX MHTHOMTOPOB B XPOHHYECKHX pa-
HaxX BBI3BIBAIOT paspylICHHE 3A0POBOrO KOJIarcHa,
HOPMAaJIBHBIHM KacKaJl 3a)KMBJICHUS paH MPEPhIBACTCS.
Konnaren, Onaromapss 0co0oil TpeXMEpHOH CTPYK-
Type, cnocoOeH MHOrouarh paHeBOH IKCCYAAT, UTO
OPUBOAMUT K TesicO0pPa30BAHMIO U CO3JIAHUIO BIIaX-
HOW cpelnbl B paHe, YMEHbIIAET (PEPMEHTATHBHYIO
Jerpajainuio TKaHu, cHukaeT pH BOKpyT paHbl, TeM
CaMBIM COKpaIllaeT PUCK OaKTepHabHOW WH(EKITUU
W MHTHOMpYeT aKTMBHOCTHh mpoteassl [8]. Kommaren
co3znaet Hanbosee GPU3MONIOTUYHBIA KapKac, He00Xo-
JUMBIH I MUTPAllUU KIJIETOK, U B KOHEYHOM CYETE
MPHUBOAKT K 00pa30BaHUIO BHEKJIETOYHOTO MaTpUKCa
U TPaHYJISIIIHOHHOW TKaHU. B psge pabot mokasaHo,
4yTO J100aBJICHHE SK30TCHHBIX KOJIIAr€HOB B OCTPYIO
paHy CrocoOCTBYET XEMOTAaKCUCY M TeMOCTasy, KO-
JareH JecTBYeT KaKk MaTpULla BpacTaHUsI HOBBIX KJie-
TOK [2, 9].

BwMmecTe ¢ TeM, B muTepaType OTCyTCTBYIOT paboThl,
JEMOHCTPHUPYIOIIUE KIMHUUYECKYI0 3((eKTHBHOCTD
1 0e30MacHOCTh TOBSI30K, COACPKAIINX JINO(PUIU3U-
POBaHHBIN PACTBOP KoJutareHa, npu gedennn JSC.
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HCJ’IL HUCCICAOBaHMUsA: OICHUTD 3(1)(1)€KTI/IBHOCTL
MNPUMCHCHUS TMOBA30K, COACPIKAIIUX J'II/IO(i)I/IJ'II/BI/IpO—
BaHHBIN pacTBOp KOJIJIareHa, B KOMIIJICKCHOM JICHCHU N
III/Ia6eTI/I‘IeCKI/IX 3B CTOIIBI.

MATEPWAJ1bl N METOADbI

[on HaGronenuem Haxonuics 101 6onwpHol ¢ JISIC
(ctenensp mopaxenusi cromsl [-1I mo Barmepy), use
o0cyieoBaHNE U JIEUEHUE MPOBOAMIIOCH B XUPYPrH-
yeckoMm oTaeneHuu I'BY «I'Kb Ne 9 r. Jlonenka»
B 2023 rony. Kputepuii uckiIroueHus: BEJIUYHUHA JIO-
JIBDKEYHO-TIIeYeBoro nHaekca meHee 0,7, octeommue-
JIUT, BOCHAJIIMTEIbHBIM MPOLECC CYXOXKHIJIHUHN, HaJIH-
Yue TPaHyJSUN B TeueHUe OMmxaimmx 6 MecsIeB.
B mponecce nedyennst n3ydanu HUTOJIOTHIO PaHEBOIO
OTJIEJISIEMOTO, TUIAHUMETpPUIO (TJIolmaab U TiIyOuHY)
paHEeBOW TOBEPXHOCTH HM3MEPSAJIN C TOMOIIBIO TPO-
rpammel MultiSpec. @opmyia, rcronb3yemast 15 pac-
4YeTa CKOPOCTH 3a)KUBJICHMS PaH, ONpeAessiiach Kak
MPOLEHT (OTHOLICHNE KOHESUHOW TIIOIAAN U TNTyOUHBI
paHBl K UCXOJHOW BETWYMHE) KaXIyl0 HENEeNI0 MpH
100 % osnuTenu3amnuy, a 3aTeM BBIYUCISITH CPETHIOI0
BennuuHy 3a 4 Hepenu. Kputepuil BKIIOYEHUS: MOJ-
HOE 3a)KMBJIEHUE paHbl B TeueHue 12 Henens. [locne
WCCEUYCHHUSI 513B U yJaJCHUs] HEKU3HECTIOCOOHBIX TKa-
Heil B | (ocHOBHOI) rpymime — 52 O0NBHBIX — UCTIONb-
30BaJIM MOBSI3KH, COAEPIKAIINE JTHOPUIN3HPOBAHHBIN
pactBop koiutarena (3AO «3enenas nyopasa», PD), Bo
II (rpynna cpaBHeHus) — 49 nmanueHToB — TpaaUIH-
OHHOE MECTHOE JIeUeHHE.

PE3YJIbTATbl N X OBCYKAEHUE

PerpocriekTHBHBIN aHAU3 Pe3yJbTaTOB 00CIe/0-
Banus u yneuenus 101 6onpHOro ¢ JISC mokasan cie-
JyIoniee: CpeaHU BO3pacT MalMeHTOB cocTaBu 68 +
13 net, myxunH 0610 47 (46,53 %), *eHmuH — 54
(53,47 %). Peuumue 3aboneBaHus uMel MecTo y 83
(82,17 %) maumeHToB, TOTAa KaK BIIEPBHIC BO3HUK-
mee — y 18 (17,83 %), mpruuem 1Be paHbI MPUCYTCTBO-
Banu y 7 (6,93 %) GonpHbIX. KOppekuuto runepriu-
KEMHUHU OCYLIECTBJISUIM y OONBIIMHCTBA MALMEHTOB
nyreM BBeaeHus uHcynuHa. Ha 8—-10 cyTku mocne
yAajaeHus: THOMHO-HEKPOTHYECKUX TKAHEH B NEPBOU
TpyIIe KIMHUYECKH HWMENIO MECTO 3HAYWTEeIhHOe
YMEHBIIIEHHE OTeKa MajblleB, B PaHEBOM OTIese-
MOM LHTOJIOTHYECKH MHKpoduiopa OTCYyTCTBOBala,
(aronuTo3 OB 3aBEPIICHHBIM, TOTJIAa KaK BO BTO-
poii — To-TIpexxHeMy HaOII0/1aach BOCHAIUTEIbHAS
peakmus (EAMHUYHBIC YYaCTKH JIM3MPOBAHHBIX JIEH-
KOLIUTOB YEPEAOBAINCH CO CKOIUICHHEM JICHKOLUTOB
1o Y4 B mose 3penust). K koH1y BTOpoil HEJlenu uTo-
JIOTHYECKU B OCHOBHOM TPyTITIe HMEJIN MECTO IIPU3Ha-
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K mponudepanuu, Toraa Kak B TPYIIE CPaBHCHUS
B OonpmuHCTBE 34 (69,4 %) ciiydaeB 0TMEYaIoCh CKO-
MJICHNe TeMOCHIEPHHA, Y9aCTKU CKOTUICHUS JIEWKO-
uutoB 10 10—15 B mosne 3peHus1, ¥ TOJAbKO JUllb y 15
(30,6 %) — pereHepaTUBHEII Mporiecc.

Jns pereHus mocTaBICHHBIX 3a7a4d OCYIIEeCTBIIS-
TV MIATOJIOTUYECKUI KOHTPOJb U OMPEIEISIIA B THHA-
MHKe pa3Mmepbl paH. OCHOBHBIE XapaKTEPUCTUKHU PaH
Mpe/ICTaBIIeHBI B Ta0IuIE 1.

[lo BenuuuHe (TI011a/1b, TITyOUHA) U ITUTOJIOTUYEC-
CKOM KapTHHE XPOHUYECKUX PaH TPYIIbI ObLINA COMO-
cTaBUMEIL. [Ipy mocTyTIeHnn cpeHss TUIOIMab PaHbl
B OCHOBHO# TpyIine cootBeTcTBoBana 4,3 + 3,7 cm?,
TOr/Ia KaK B rpyie cpaBuerus —4,1 + 3,7 cm?. Ha 12—
14-e cyTKM OT HayaJja JEUYCHUs IUTOJIOIrMYECKUN KOH-
TPOJIb MO3BOJUI YCTAHOBUTD CICAYIOIINE U3MEHEHUS
B paHe: B OCHOBHOMU I'pyHIie OTMEYaIach YCKOpPEHHAas
npoaudepanus Guodpodiacto, ¢ aupdepeHIIupPoB-
KOH UX B MHO(PHUOPOOIACTHI C COKPAIIEHHEM PAaHEBOTO
nedexTa, CHHTE30M KOJUIareHa, TOTJa Kak B TPYTIIe
CpaBHEHHS B OOJBIIMHCTBE cityyaeB — 34 (69,4 %) —
BBISIBJISUIACH CKOIUICHWE TEeMOCHICPUHA, JIOKAJIBHBIC
MPU3HAKA OCTPOTO BOCIIAJICHHS, CTCIEHb Pa3BUTHS
TPaHyJIAINOHHON TKaH! ObIjla MEHEe BhIPaKEHHOM.

Koneunas miomanp paHsl (10 4-HEJEIBHOMY H3-
MEpeHHI0) yMeHbluiack B I rpynmne mo 1,2 + 1,3 cm?,
toraa kak Bo II — 2,6 + 3,5 cm?. CpexHHil TIPOIIEHT
YMEHBITICHUSI paHBl B OCHOBHON TPYIIE COCTaBILI
79,9 £ 16,4 %, 4TO BBILIE, YEM B I'pYyIIIE CPABHECHUS
(45,1 &+ 33,8 %).

CrnengyeTr OTMETUTD, UTO B OCHOBHOM TpyTIe Cpea-
HHUH MPOLICHT YMCHBIICHUS TJIyOWHBI paHbl TaKXe
ObLI Oonee BBICOKMM — 76,8 + 18,6 %, Torma Kak
B rpynmne cpaBHeHust — 53,1 £ 37,5 %. IlpoueHt
YMEHBIICHUSI MO CPAaBHEHUIO C HCXOIHOM IUJIaHU-
METPUUYECKOM IJIOMIA/IbI0 U TUIyOMHON paHbl OBLI
OTHOCHUTEJIBHO TIOCTOSIHHBIM B TE€UCHUE 4-HEICITh-
Horo uccienoBanus. K 4-if Heene ckopocTh NpUpPo-
cTa 370pOBOW T'PaHYJISIIHOHHOW TKaHU ObIia BEIIIE
B ocHOBHOU rpymnme (63,2 + 37,1 %) oTHOCHTEIBHO
rpynmel cpaBHeHus (46,9 + 41,8 %).

Bpemst momHOTO 3aKWBJICHUS B OCHOBHOW TPYII-
e cocTaBuiio B cpenHem 42,7 + 89 nHs, Torga Kak
B rpynne cpaBHeHus 65,8 + 12,3 aua. Ucnonb3oBanue
TUO(GUIN3UPOBAHHON KOJIJIAT€HCOJIEPIKAIICH TTOBSI3KH
TpeOOBAJIO B CPEIHEM OT JBYX JIO TPEX CMEH IOBS30K
B HEJIEJTIO, TI0 CPABHEHHUIO C €)KETHEBHBIMH MEPEBSI3KaA-
MU B TPYyIIE CPAaBHEHUSI.

Pe3ynbTaThl IpOBEICHHBIX UCCIEIOBAHUN MOKa3a-
JIY, YTO TIOBSI3KHU, COJICPIKAIUC TUODUIU3UPOBAHHBIH
pacTBOp KOJIareHa, CIOCOOHBI CHU3UTH BOCIIAIUTEITb-
HYIO PEaKIINIo B paHe, HOpMaJN30BaTh (DaronuTapHyto
AKTHUBHOCTB, TEM CaMbIM COKPATHTh CPOKU 323KHBIIC-
HUS XPOHUYECKUX paH. Bce BBINICH3II0KEHHOE CBU/IC-
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Ta6nuua 1. XapaKTepucTUKa paHeBO MOBEPXHOCTU Y 60JIbHbIX CUHAPOMOM

Ana6eTuueckomn ctonbl (n = 101)

Table 1. Characteristics of the wound surface in patients with diabetic foot syndrome

(n =101)

Mpynna
MnaHuMeTpUUyecKasa XxapaKTepUCcTUKa B aGCOJIOTHbIX OcHoBHaHs CDABHEHUS
M OTHOCUTEJIbHbIX BEJIMUUHAX rpynna (n = 43) P

(n = 40)
Mnowapb paHbl (cM?) ncxoaHan 4,3 + 3,7 41 + 3,7
Mnowapb paHbl (CM?) KOHeYHan 1,2 +1,3* 2,6 + 3,6*
Mmy6uHa paHbl (MM) ncxogHas 15,4 + 9,6 14,6 + 8,0
MMy6uHa paHbl (MM) KOHeYHas 2,9 +2,6% 9,8 +12,9*
MpoueHT NioLaan rpaHynALNOHHON TKaHM (%) NCXOOHbIN 25,2 + 33,6 271 + 26,7
MpoueHT Niowann rpaHynAaLNoOHHON TKaHW (%) KOHEYHbI 879 + 32,6* 65,1 + 41,1*
CpefHuin NPOLEHT YMEHbLUEHWA Nnowaan paHbl (%) 79,9 + 16,4* 45,1 + 33,8*
CpenHuin NPOLUEHT YMeHbLUEHWA rMy6uHbl paHbl (%) 76,8 + 18,6* 53,1 + 37,5*
CpegHuin NpoLeHT NpUpaLLeHs NAOWaan rpaHynsaLNOHHON 63,2 + 37,1* 46,9 + 41,8*
TKaHu (%)

* p<0,001.

TENbCTBYET, YTO MPUMEHCHHUE KOJIArCHCOCPKAIIUX
MOBSI30K IMATOICHETUYCCKH OOOCHOBAHO M MMEET J0-
CTOBEPHYIO MPAKTUUYECKYIO 3HAYMMOCTh B KOMILICKC-
HoM JeueHun JJSC.

BblBOAblI

[utonornuecku gokazana 3hpHEKTUBHOCTD TPUME-
HEHHS KOJIIATCHOBBIX IMOBSI30K B KOMIIJIEKCHOM Jiede-
HUAW THa0ETUYECKUX S3B CTOI: K KOHITY BTOPOU Hezle-
JIX OTCYTCTBUE BOCHATUTEIIPHON PEAKIIUU ¥ HATUYUC
MPHU3HAKOB Tponudepanuu y OonpmmHacTBa (69,4 %)
00s1bHBIX. [IITAHUMETPUYECKH YCTAHOBJICHA TOJIOKH-
TelbHasl TWHAMUKA PAHEBOTO IMPOIlecca: yMEHbIIEHHE
TLJIONIA/IM K KOHITY 4-H HeIeN 110 CPAaBHEHHIO C UCXOJI-
Hoil Ha 45,1 + 33,8 % mpu TpaaUIIMOHHBIX METOAAX
nedenus u Ha 79,9 + 16,4 % mpu MECTHOM UCTIONB30Ba-
HHUH KOJUTATEHOBBIX TOBSI30K, a TIIyOMHBI — Ha 53,1 +
37,5 % u 76,8 = 18,6 % cOOTBETCTBEHHO.
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PE3IOME

MeTtabomoMruKka — 3TO KOMILIEKCHBIN aHAN3 MaJIbIX MOJIEKYJ, Y4aCTBYIOIIMX B METa0OH-
YECKUX MYTAX, KOTOPBIE YMPABISAIOT OMOXUMHUYECKHMHU MPOIECCaMU U (PYHKIUSMHU KIIETOK
opranu3Ma. MeTaboJIOMHBIE HCCIIEIOBAHMUS COCTOSAT M3 TPEX OCHOBHBIX TAIOB: MIPEAHATUTH-
YeCKHH, aHATUTHICCKAN 1 TTOCTAaHATUTHISCKUI. B 0030pe cienan akieHT Ha BaYKHOCTD TIpe-
AHAJUTHYECKOTO 3Tara, KOTOPHIH IMpeaCcTaBIsIeT cO00M ImyTh OMooOpasia oT MmanueHTa B Ouo-
0aHK ¥ J1ajiee B aHAJTUTHYECKYTO JIaboparopuio. B 0030pe Ha 0CHOBE aHaM3a TUTEPATyPHBIX
JIAHHBIX MPEJICTABICHBI ()aKTOPBI, KOTOPBIC BIUSIOT Ha KAYECTBO 00paslia U, CJIeJ0BaTelbHO,
Ha Ka4eCTBO KOHEUHOTO Pe3yNbTara UCCIIe0BaHui: cOOp KIMHUUECKOW HH(pOpMAIIUU, BBIOOD
OouoMatpwuipl, cOop u 00paboTka Oro0OPa3OB U X MOCIeayomee XpaneHue. [IpaBuIbHBIN
JTU3aifH MeTa0OJIOMHBIX HCCIIEI0BaHUH, KOHTPOJIh KadecTBa 00pas3IoB OT cOopa A0 aHalu3a
(hPM3UKO-XUMHYECKUMHU METOIaMU 00ECIIeUMBAIOT MOJTYUYCHHUE TAHHBIX, KOTOPhIE MOTYT YIIyd-
IIMTh Ka4e€CTBO JIMArHOCTUKU 3a00JICBaHUI, 00SCIICUUTh MEePEXO/ K MEePCOHATM3UPOBAHHOMN
MEIULHE.

KaroueBbie ciioBa: KOHTPOJIb Ka4€CTBa 6H006pa3u013, KpOBb, MCTa6OJ’IOMI/IKa, jiasma, npe-
aHAJIUTUYECKUMN 9Tall, CbIBOPOTKA.

s yumuposanus: Keccenux E.JI., Ocunyesa E.C., Mueynoea M.A. u op. JQusaiin mema-
OONIOMHBIX  UCCIe008aHULL: Npeanarumuyeckuti sman. Poccutickutli dcypHan nepcoHanu-
suposannou  meouyunvl. 2024,4(2):145-155. DOI:  10.18705/2782-3806-2024-4-2-145-155.
EDN: PEIXAL
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PE3IOME

Metabolomics is the comprehensive analysis of small molecules involved in metabolic path-
ways that control biochemical processes and functions of cells in the body. Metabolomic
studies consist of three major steps: pre-analytical, analytical and post-analytical. The review
emphasizes the importance of the pre-analytical stage, which is the journey of a biosample
from the patient to the biobank and then to the analytical laboratory. Based on the literature
analysis, the review presents the factors that influence the quality of the sample and therefore
the quality of the final research result: clinical information collection, biosample selection,
biosample collection and processing, and subsequent storage. Proper design of metabolomic
studies, quality control of samples from collection to analysis by physicochemical methods
provides data that can improve the quality of disease diagnosis, provide a transition to person-
alized medicine.

Key words: blood, metabolomics, plasma, pre-analytical process, quality control of biosam-
ples, serum.
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Cnucoxk coxkpamennii: BOXX-MC — BbI-
coko3(dexTrBHAS JKUJIKOCTHAs Xpomarorpa-
¢usi — Macc-CleKTPOMETpPHUs, >KHIKOCTHAs Xpo-
Matomacc-crektpomerpus, ['X-MC — ra3oBag
xpoMaTtorpaduss — Macc-CIIeKTPOMETpPHUsI, Ia30Bas
xpomaromacc-crnekrpometpusi, COIl — crangapTHas
orepaioHHas npoueaypa, 3/ATA — sTuneHnaMuH-
TeTpaykcycHas kuciora, SIMP — cnekrpockonus
SIIEPHOTO MarHUTHOTO PE30HAHCA.

BBEAEHUE

MeTabonomMuka — 3TO KOMIJIEKCHBIM aHaJIU3 Ma-
JMBIX MOJIEKYJ, YYacTBYIONIUX B METa0OIUYECKUX
MyTSAX, KOTOPBIE YIPABISIOT OMOXUMHYECKHMH TPO-
neccamMu 1 (pyHKIUSMHE KJIETOK opranu3ma [1]. Merta-
0os1oM HarboJee MOJTHO OTPAKAET COCTOSTHUE OPTaHM3-
Ma YeJIoBeKa 1O/ BIUSHUEM BHYTPEHHHUX M BHEITHUX
(hakTOpOB, BKIIFOUAsT N3MEHEHUE OKPY KAIOIIEH CPEIbI,
00pa3 )KU3HH, HAJTMIHE UITU OTCYTCTBHE 3a00JICBaHUM,
MIPHUEM JIEKapCTB, TUeTy. MeTaboIoMUKa JTydlIe BCero
MOJICTTUPYET MOJICKYJISIPHBIH (eHOTHIT 30pOBbsI U 00-
TIe3HeH, TO3BOJISAET ONMPEAETUTh HOBBIE OHMOMapKephl
3a0oneBanuii [2]. MeTtabonomMuka Hapsy ¢ T€HOMHU-
KOH M MPOTEOMMKON aKTHBHO BOBJIEKAETCS B KJIMHH-
YeCKyI0 JIa0OpaTOPHYIO AUATHOCTUKY ISl M3YUYCHHUSI
pa3IUYHBIX aToJorui [3, 4].

MeTaboJa0MHBIE HCCIEIOBAaHUSI COCTOAT M3 TPEX
OCHOBHBIX 3TallOB: NMpEAaHATUTHYECKUH, aHAIUTHYE-
CKMI M nocra”HanuTuueckuil. IlpeaHanuTnueckuit
JTaIl MPECTABIISET cCOO0H MyTh OnooOpasma OT MmaIu-
eHTa B OMo0aHK, 13 OMoOaHKa B aHAIMTHYECKYO 1a00-
paroputo. Ha ananuTrueckom sTamne IpoBOASsT aHAIH3
coOpanHoro ouomarepuana. OCHOBHBIMY (DU3HKO-XH-
MUYECKHMH METOJIaMH METa0OJIOMHUKHU  SBJISIFOTCS
MaccC-CIIEKTPOMETPUS M XPOMaTOMaccC-CIIEKTPOMe-
TPHSl, a TaK)Ke CIEKTPOCKOMHS sAEPHOI0 MarHUTHO-
ro pesonanca (SIMP) na pasnuunsix sapax (‘H, "*C,
3P u mp.) [3, 4]. IpeumymmectBa AMP 3akmtogaror-
csl B IPOCTOTE MPOOOIMOATOTOBKH U WHTEPIPETAINH
CIIEKTPA, a TaKXE B JOCTUKCHUM BBICOKOW IPOU3BO-
nurenbHocTH. MeTon AIMP MeHee uyBCTBUTEIIEH, YEM
Macc-CIIeKTPOMETpHs, a Takke TpeOyeT OO0JbIIOoro
KoyimuecTBa OnoooOpasia [3, 5]. OcHOBHbIE IPEUMYyIIIe-
CTBa Macc-CIHEKTPOMETPHUH — BBICOKAsl YyBCTBHTEIb-
HOCTh M CEJIEKTHBHOCTb. MeTaOOJOMHBIE HCCIIENO-
BaHUS MPOBOIAT KaK METOAOM MacC-CHEKTPOMETPHH
npsmoro BBoga (direct infusion mass spectrometry)
[1, 6], Tak u ¢ KCIIOJIB30BAHUEM THOPHIHBIX METOJIOB
C IpeABapUTENIbHBIM XpoMaTorpaduyeckuMm pasnie-
JIeHueM — XpomaTromacc-cnekrpomeTpuu [3, 7, 8].
[locTananuTHyeckuil 3Tam 3akjio4yaeTcs B CTaTH-
CTHYECKOW 00paboTKe NONYUYeHHBIX MAaHHBIX. Jlist
ITOW IEIH 3a4acTyl0 HMCIONB3YIOT JAOCTYITHOE IpPO-

Puc. 1. NMpeaHannTu4yeckunii aTan MeTabosloMHbIX uccnepoBaHui (Wwww.biorender.com)

Figure 1. Pre-analytical stage of metabolomics studies (www.biorender.com)
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rpaMMHOe obecriedeHne, Hampumep, Metaboanalyst
5.0 [9, 10]. UnenTudukanus MeTaOOIUTOB IMPOBO-
JUTCs 10 0a3aM JaHHbIX, TakuM kak HMDB (Human
Metabolome Database) 1 KEGG Pathway Database
(Kyoto Encyclopedia of Genes and Genomes) [11].

B nmanHOM 0030pe cjenaH akIeHT Ha Ba)KHOCTh
npeaHanuTHueckoro stama. COrjgacHoO CTaTHCTHUKE,
OOJNIBITMHCTBO OMIMOOK B JIAOOPAaTOPHOM MEIHUIIIHE
MIPOUCXOIUT Ha TpeaHaTuTH4IecKoM 3Tane — 65 %,
BKJIaJI aHAJTUTUYECKOTO U TOCTAHAJTUTHYECKOTO 1Ta-
moB —15 % u 20 % [12].

IIpeaHamuTuyeckuii 3Talm  MOXKHO  pas3fciIUTh
Ha psifl MOAdTAIoB: | — Mu3aiiH SKCriepuMeHTa u cOop
KJIUHAYCCKOH HH(POPMAITUH; 2 — BEIOOP OHOMATPUIIBI
Y MoJTy4eHrne OMo0o0pasoB OT MAIIUEHTOB; 3 — Po0o-
MOATOTOBKa OMO0Opa3LoB 10 OMOOAaHKUPOBAHHUST; 4 —
JUTHTEIIbHOE XPaHEHHUE; 5 — MpOoOONOATrOTOBKA Mepest
aHanu3oMm (puc. 1).

1. AWU3ANH 3KCMNEPUMEHTA

IIpeananuTnyeckuii aTan HAYMHAETCS C AU3aiiHaA Me-
TabOIOMHBIX HiccIeoBaHn. MeTabomoMuKa O3BOJISEeT
M3yYarh MaTOJIOTHIO 0€3 YeTKOH THITOTE3hI O B3aMOCBSI-
31 3a00JI€BaHMsI ¢ KAKUM-JTHOO KOHKPETHBIM MeTaboIH-
TOM WJIM HapylIIeHHEeM MeTa0oIMYecKoro myTd. Takoi
MTOJIXO/T M3BECTEH KakK HerlesieBas WM 0030pHas MeTa-
Ooomuka. Bropoii momxom — 1ieneBas MeTaboJIoMHUKa
ITO3BOJIICT MOATBEPIUTHh MMEIOIIYIOCS THIIOTE3y C II0-
MOIIIbIO KOJIMYECTBECHHOTO OMNPEACTCHHUS KOHKPETHBIX
MeTabomuToB [5, 13]. OT BEIOPaHHOTO MMOX0/1a 3aBUCHUT
TIPOTOKOJ MccenoBanms. HeremeBoit momxonm Tpedyer
OosbIiell BRIOOPKH HM3y4aeMbIX OOBEKTOB, YeM IIejie-
Boii moaxox [ 14]. Takxe Bo3MOykeH THOpUAHBIN popmaT
IIPOBEJICHHS METa0OJIOMHBIX UCCIienoBanuii [13].

Ha »Tane nmimanupoBaHHs Bpad JOJKEH OTBETUTH
Ha IEJBIH PsJI BOIPOCOB, HAIpUMEp, BBIOOp OmoMa-
TPUIBI M KOJIHWYECTBO 0OpasloB, MPOUCXOKICHHE
9TUX 00pa3loB — W3 OJHOTO MEIUIMHCKOTO IICH-
Tpa WIH HECKOJIbKHX, COOJIIOJICHUE ITHUYECKUX HOPM
U T. 1. BaXHBIM 3Tarom sBIsieTCsl pa3paboTKa aHKETHI
U1 cOopa KIMHHYECKOW WH(popManuw, mapaMeTpsl
BKJTIOUCHUSI WIT UCKITFOUYCHUS U3 BEIOOPKHU. Takue Mu-
HHUMaJIbHbIE TapaMeTphl, KaK MoJI U BO3pacT, JOJKHBI
OBITh JIONOJHCHBI JAHHBIMH O CTaJIMHM TCUYCHHS H3y4a-
eMoro 3a0oyieBaHUsI, CONMYTCTBYIOMUX 3a00JIeBaHUM,
MIPUHUMAEMBIX JIEKAPCTBEHHBIX CpPEACTBaX, MHICKCE
MaccChl Tela, BPEIHBIX MPUBbIUKaX (KypeHue), oopase
KU3HM (3aHATUA cOpTOM), nuete u ap. [15, 16]. Uem
TIaTeIbHEE COOpaHBI CBEACHUS 00 yJacTHHUKAX WC-
CIIEZIOBaHMS, TEM JydUIlle WHTEPIPETAIUs IOIyUYeH-
HBIX JJaHHBIX. BBIOOp 00pas3IoB ¢ pa3IMuHON KIMHU-
YecKOW MH(OpMAIEe MOKET TOMOYb JyYIlle MOHSATh
MEXaHH3MBbl 3a00JIeBaHUs, €ro IPOrPecCHPOBAHHE

I I . MOJIEKYJIAPHAA BMOJIOTMA | MOLECULAR BIOLOGY

1 JISHCTBUE JICKAPCTB UIIH BBISIBUTH U UCKIIFOYUTD BJIH-
STHUE 3THX (haKTOPOB, B 3aBUCUMOCTH OT IICJIU HCCJIC-
JIOBaHUs. YJI00HAs cXeMa IIAHUPOBAHUS MPEIIOKEHA
B pabote Kirwan u coaBropos (2018) (puc. 2) [15].

2. BbIBOP BUOMATPULbI N CBOP
BNOOBPA3LIOB OT NALWMEHTOB

COop pod — camblil BayKHBIN mar B MeTab0JI0M-
HBIX HccleqoBaHusx. KauecTBo Onomormueckux o0-
pasIoB onpenesieT ypoBeHb KauyecTBa MOCIe Y FOIUX
ucciefoBaHnd. B  MeTaboNOMHBIX HCCIIETOBAHUAX
Ham0O0JIee YacTO UCIONB3YIOT MOYY U KPOBb, 4YTO 00-
YCIIOBJICHO MPOCTOTOH M MHUHUMAaJbHOM HMHBa3HMBHO-
CTBIO METO/IOB X cOOpa, MPH 3TOM JaHHBIE MATPHULIBI
XOpOIIIO OTpa)karoT MeTadoysiom opranm3ma [4, 16].
Moua comepXuT OO0IBIIOE YUCIO META0OIUTOB U KO-
HEYHBIX MPOIYKTOB, 00pa30BaBIINXCA U3 METaOOIH-
3UPYEMBIX MHUTATENbHBIX BEIIECTB M JICKAPCTB, TOTAA
KakK OOJIBITMHCTBO METabOJIMTOB B KPOBH OTPaKatoT
MeTa0oJIM3M PHAOTCHHEIX BemecTB [4, 17].

CTOUT OTMETHTH, YTO COCTaB MOYH, B OTIIHYHE
OT IJIa3Mbl WJIM CBIBOPOTKH, CHJIBHO 3aBHCUT OT IIO-
TpeOIeHUs KUIKOCTH, TOITOMY JISI UCHOIb30BAHMUS
JAHHOM MaTpHIIBI TPU MeTabOJIOMHOM PO HINPOBa-
HUW HE0OXOITMMO ITPOBOIUTH HOPMAaJIU3AINIO JAaHHBIX,
HaIpuMep, Ha CO/IepKaHHue KPeaTHHWHA UITH TNy Pe3 3a
24 4. Taxke HEMaJIOBaKHBIM SIBJISIETCA TOT (aKT, 4TO
00pasIbl MOYM COOMPAIOT HETTOCPENICTBEHHO yYaCTHH-
KM WCCIIEJOBAHUS, a HE MEIUIIMHCKHUI MEPCOHAT, YTO
MOJKET MPUBECTH K HECOOIO/IECHUIO TpeOoBaHMi cOO-
pa ¥ XpaHEHUs, YCTAHOBJCHHBIX COOTBETCTBYIOIICH
CTaHJapTHOM onepariuonHou npouexypoit (COII) [16].
Oco0eHHOCTH MTpeaHaTUTHIECKOTO 3TaTa C UCIOIb30-
BaHUEM MOYH pa300paHbl B paborax [16, 18, 19].

OCHOBHBIMH OOBEKTaMHU HCCIICJIOBAaHWA B MeTa-
OonoMuKe SBISIOTCS (PpaKUU KPOBU — CHIBOPOTKA
u nnasma. Cyxwue nsaraa (DBS — Dried Blood Spots)
TaKKe UCTIONIB3YIOTCS B psijie paboT, OJJHAKO HE TaK va-
cto [20—24]. B HacTosi1iee BpeMs HET €IMHOI'0 MHEHU S,
KaKoi n3 oOpa3LoB Jyulle — CHIBOPOTKA MJIU TLJIa3-
Ma. DTH OMOXHJIKOCTHU MPEJCTABISIOT COOOW BOIHBIC
pacTBOPBI, CoiepIKaIIne OSIKHU U NETTHIbI, YTIICBOIbI,
JIUTINA]TBI, aMHHOKHCIIOTHI, AIEKTPOITUTHI 1 MHOXKECTBO
JIPYTUX HEOOJBIINX OPraHWYECKUX MOJIEKYH [25, 26].
O06e ppakuuy MOTYT OBITH YCIICIIHO TPUMEHEHBI B Me-
TaboJoMuUKe, eciiu cOop 00pa3IoB CTaHAaPTU3NPOBAH,
W OJIHA ¥ Ta K€ MaTpHIla 00pa3loB OCTAETCS TIOCTOSH-
HOUW Ha MPOTSKEHUH BCETO UCCIICAOBAHUS.

ChIBOPOTKY M IJIa3My MOJYYaloT U3 KPOBH B pe-
3yJIbTATE Pa3JeIeHus C KIETOUHOW MacCOr, OTHAKO UX
paccMaTpHBarOT Kak pasHble OMOMAaTpHIlbl. Pazmudus
CBSI3aHBI C OMOJIOTHUYECKOH IMPUPOMON ATHX KHUIKO-
CTel: BO BpeMsl ITPOIIecca CBePTHIBAHUS KJIETKU KPOBU
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Puc. 2. Cxema nnaHMpoBaHUA MeTaboJIOMHbIX uccnepnoBaHmin. ApantupoBaHo us Kirwan,
et al. (2018)

Figure 2. Metabolomics study design flowchart. Adapted from Kirwan, et al. (2018)
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METa0OMMYEeCKH aKTHBHBI, YTO MPUBOJIUT K M3MCHE-
HUSIM KOHIIGHTPAIlUX METa0OJIUTOB. 3aTeM BIUSHHC
BHEIIHETO (paKTopa HEOMOJOTHMYECKOTO MPOUCXOKIe-
HUs — J00aBJICHHE aHTUKOATYJISHTA B CiIydae Iia3-
MBI HJIM aKTHBAaTOpa CBEPTHIBAHHS KPOBU B CiIydac
CBIBOPOTKHU. DTH COSNUHEHUS M3MEHSIOT METa0O0IIOM,
BIIMsISL HA KOHIIGHTPAIUIO PsiJia COCAMHEHHM, UX HO-
HU3AIUI0, YCUJIUBAIOT MaTpuuHblil 3¢dext [25-27].
KoroueBsiM pakTopom mpu paboTe ¢ PpakIusIiMu Kpo-
BU SIBJISICTCS BBIOOP KOHTEWHepa /i 3a00pa KPOBH.

2.1. Bei6op OuomaTpumbI

2.1.1. CeiBOpOTKA KPOBH

CBIBOpPOTKA — KHJIKAsi BHEKJIETOUHAS YacTh KPOBU
MOCJIe 3aBEPIICHUS MPOIIecca CBEPThIBAHHUS KPOBH —
Koaryasiuu. st OTAeNeHns: CBIBOPOTKU OT KJIETOYHOM
Macchl IPOOUPKY € KPOBBIO OCTABISIOT NPU KOMHAT-
HOM Temmeparype B Tedenne 30 u O6omee muHyT. lle-
PHOJ KOAryisiui MOXKET OBITh COKpaIleH B Cilydae
WCTIOJIb30BAaHUS aKTHBATOpa CBEPThIBaHMA. B kauecTse
aKTUBATOPOB MPUMEHAIOT KpemHeseM (Si0,) u Tpom-
oun. [IpoOupku 1yist 3a00pa KPOBH MOTYT COAEPIKAThH
OMOJIOTHMYECKU WHEPTHBIN TeJIb, KOMIIOHEHTHI KOTOPOTO
BHOCST BKJIAJ B XuMuueckuii nrym [28]. s merabo-
JIOMHBIX MCCJIEIOBAHUH TPEIIOYTUTEIBHO HCIIOIB30-
BaTh MYCTHIC MPOOUPKH ISl TIOTyUEHHS CBIBOPOTKH.

2.1.2. [l1a3ma kpoBuU

J71st mosmy4eHust I1a3Mbl KpOBU UCIOJIB3YIOT TPOOHUp-
KU ¢ 100aBJICHHBIMH aHTUKOATYJISTHTaMH, KOTOPBIE Ipe-
JOTBpalIaloT CBepThiBaHHE KpoBU. Hambonee pacmpo-
CTpaHEHHBIMU SIBJISIOTCA TenapyH, muTpat i I TA.

l'emapwH mpenacTaBisieT COOOW  IMONMTINKO3aMU-
HornukaH. [IpsaMoe aHTHKoOaryiaupylomee IelcTBUE
CBSI3aHO C aKTHBalMeH Imepexoda NpOTpOMOHMHA
B TpoMOMH. B mpoOupkax mist 3a60pa KpoBH renapus
[PUMEHSIOT B BUJE COJM C MOHOM JIMTHS, PEKE —
¢ noHoM HaTpus. O0a HOHAa MOTYT OKa3bIBaTh BIMSHHE
Ha MpoQuiIb METa0OIUTOB, B CIyyae MCHOIb30BAHUS
Macc-CHeKTPOMETPUH Ha aHAJIUTHYECKOM JTare Me-
TabOJIOMHBIX HcclenoBaHuil. B macc-criektpax OyayT
HaOII01aThCsl CUTHAJIbl AHAJIUTOB B IPOTOHHPOBAH-
Hoii popme [M+H]*, a Takxe B Buje anaykroB [M+Li]*
u [M+Na]*, 4To npuBeaeT K yCIOKHEHUIO UHTEPIIpE-
TallUW TOJYyYaeMBbIX TaHHBIX. TakKe JaHHbIE HOHBI
CHOCOOCTBYIOT YCHUJICHUIO MOHU3AIUH [TOJTMMEPOB, KO-
TOpPBIE BXOIAT B COCTAB MPOOUPOK IS 3a00pa KPOBH.
Kak cnencrsue, HaOmoAaeTcsl yCUJICHHE MaTPUYHOTO
a¢dekra u honoBoro mywma [17, 25].

OJATA — »>TUICHANAMUHTETPAYKCYCHAsl KHCIO-
Ta npuMensiercss B Buae aBykamueBod (K,EDTA),
tpukanuesoin (K,EDTA) wmu nByHaTpueBoi conu
(Na,EDTA). AnTHKOarymupyromee IeHCTBUE OCHO-
BAaHO Ha XeJATHPOBAHMM WMOHOB KaJbIUSl M MarHHs.
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Kpowme toro, 3/ITA unrubupyer neiictsrue Mg -3aBu-
CHUMBIX ()EPMEHTOB 3PUTPOLUTOB, YTO JENACT TAKYIO
njaa3My 0oJiee MpeanoYTUTEILHON OMOMAaTpUIICH s
MeTtabosomuku [16]. Beioop D/ITA B xauecTBe aHTH-
KOAryJisiHTa 3aBUCHT OT METOJa MCCIIEAOBaHMS 00-
pasuoB. OTMeuaeTcs, 4YTO MPHU HUCIOJIB30BAHUU CIICK-
Tpockonuu SAMP, DJITA naet HECKOIBKO MTPUMECHBIX
CUTHAJIOB B CIIEKTpE, KpOME CaMOW KHUCIOTHI IPUCYT-
CTBYIOT CUI'HAJIbl KOMIIJIEKCOB C KaJIBLIUEM U MarHUeM
[26]. A mpu HUCHONB30BaHUM XPOMATOMACC-CHEKTPO-
meTpuu, Haobopot, DA TA-nna3mMa — Hambosee moa-
xofsiast Matpuna (puc. 3).

Iutpat-non, kak u 3JITA, obnamaeT XxemaTupyro-
MM JEHCTBHEM, CBSI3bIBasi MOHBI Kajblus. B oTinu-
yue ot renapuna u DJTA, uutpar HaTpust B mpooup-
Kax JUIs 3a00pa KpOBH IPUCYTCTBYET B BHJIE PACTBOPA
¢ koHmentpamueit 3,2-3,8 %. DTo mMpUBOAUT K pas-
OaBieHnro oOpasma u n3MeHeHnto pH 1 HOHHOM CHITHI,
YTO HEraTUBHO CKa3blBaeTCsl Ha mMerabosiome. Kpome
TOT0, HCIIOJIb30BAHNE JAHHOTO aHTUKOATYJISHTA Jiea-
€T HEBO3MOYKHBIM OIlpeJielIeHne IUTpara (JIMMOHHON
KHCJIOTBI) KaK DHJIOTCHHOTO METa0OIHTa, BXOISIIETO
B IIMKJI TPUKAPOOHOBBIX KUCIIOT [18].

Llenblif psin SKCIEPUMEHTAJIBHBIX PadOT comep-
JKaT CPaBHUTEIBHBIN aHAIN3 METa00JI0Ma CHIBOPOTKH
u masmel [26, 27, 29]. B uccienoBanuu Sotelo-Orozco
u coaBTopoB (2021) cpaBHUBaNM 6 pa3TUIHBIX 00pa3-
OB — CBHIBOpPOTKA (0€3 100aBOK, BpeMs KOATyISIIUN
45-60 mMuH) ¥ niazMa ¢ aHTUKOAryJIsSHTaMU: rera-
pun (Na*); DATA; uutpar HaTpus; pacTBOpP JIMMOH-
HOW KHCJOTHI, IUTpaTa HaTpUsl U JIEKCTPO3bl B BOJE
(ADC — Acid-citrate-dextrose); ¢propun Hatpus [30].
Metonom SIMP Opimun mnentrduimpoBansl 50 Me-
TaOOJIMTOB. YCTAHOBJICHO, YTO IJIA3Ma C TEIapHHOM
HanOosee OJIM3Ka K CHIBOPOTKE, 3aTEM CJICAYET IIa3Ma
¢ OJITA. Pa3auuust BRIABJICHBI 151 3 M 5 MeTaOOINTOB
cooTBeTcTBeHHO. OnMHHAIIATE MapamMeTpoB u3 50 ot1-
JMYAJIUCh B CJIy4ae CPAaBHEHUS CBIBOPOTKH M IJIA3MBI
¢ ¢ropunom HaTpus. MeTaOonuThl, pas3inyarolIue-
csl B MaTpHIax, NPUHAJICKAIN K aMHHOKHCIOTaM.
IInasma ¢ aHTUKOAryJsHTaMH Ha OCHOBE IUTpaTa
HaTpusl HauboJee CUJIBHO OTJINYANach OT CHIBOPOTKU
U JeMOHCTPHUpOBaJIa HauboJiee CHUIIbHBIE MELIAIOLIUe
CUTHAJIBI CAMHUX aHTHKOATYJISTHTOB.

AHaJOrMYHbIE pe3yNbTaThl MOKa3aHbl B paboTax
Vignoli u xomner (2022) u Paglia u coaBropos (2018),
IIe CPaBHUBAINCH META0OJOMHBIC TPO(HIM CBHIBO-
poTkH, mna3Mbl ¢ D TA u HUTpaTOM METOIAMU CIICK-
tpockonuu AMP u BOXX-MC [26, 27]. Iloka3aHo,
YTO OTJIMYME MEXKAY IJIa3MOM C IUTPATOM B KaueCTBE
AQHTUKOAT'yJISIHTA U CHIBOPOTKOM Hanbosiee BhIPakeHo,
B TO BpeMs Kak mia3zMa ¢ DJITA 3aHuUMaeT npomMexy-
TOYHOE TIOJIOKEHUE. YCTaHOBJIEHO, YTO B CHIBOPOT-
K€ CTaTUCTHUYECKM TOBBINICHBI KOHIIGHTPAMH aMU-
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HOKHCJIOT M MX HPOM3BOJAHBIX, a TAK)KE OMOTCHHBIX
aMuHOB. OTMEUEHO MOHM)KCHHE YPOBHSI KpeaTHHHHA
B IIUTpaT-IJIa3Me [0 CPaBHEHHUIO ¢ ChIBOpOTKOM. B D/1-
TA-ima3me HaOIIOIaeTCS TOBBIICHNE KOHIICHT PAITUT
TpUMeTHUIaMUH-N-OKCHJIa U CapKO3MHA B CPAaBHCHHUH
¢ muTpar-tuiazmoii [26]. Ilpuuem B pabore Paglia
u xojuter (2018) ycTaHOBIICHO, UTO CAapKO3MH WJICHTH-
¢dunupyercst B criekTpax nmycroid npooupku ¢ DJTA,
YTO JIeJIaeT UX HEXKEeJIaTeIbHbIMU JUIsl U3MEPEHNUS 1aH-
HOoro metabomuta [27]. YpoBeHb KpeaTWHHWHA HIDKE
B LUTpAT-TJIa3Me, YeM B CBIBOPOTKe. Kpome Hu3komo-
JEKYJSPHBIX METa0OIUTOB, B padoTte Vignoli u coas-
TopoB (2022) moka3aHo, YTO IS UCCICTOBAHUS TAKHX
OHOMapKepoB BOCHAJICHUS M CEPACYHO-COCYIUCTHIX
3aboneBanuii, kak riukonporennsl GlycA u GlycB,
OoJblIe TOAXOAUT CHIBOPOTKA, MOCKOJBKY B IIa3Me
HaOJI0aeTCs 3aHM)KEHUE YPOBHSI JJAHHBIX aHAJHTOB.
W3meHenuns B mpoduiie TUIONPOTEHHOB MEHEE BhIpa-
KCHbI B 3aBUCHUMOCTH OT THIIa MAaTPHUIBI. YCTaHOBJIC-
HO, uTO 46 n3 112 uccnenoBaHHBIX MapaMETPOB HUXKE
B IUIa3Me, a 5 BBINIE [0 CPABHEHHUIO C CHIBOPOTKOM.
OOmiee CHMKEHHE yPOBHS JIMIIONPOTEHHOB B ILIa3-
M€ KPOBH IPEIIONIOKUTEIBHO MOXKET ObITh CBS3aHO
¢ pa30aBieHHeM 00pasLa B pe3yIbTaTe OCMOTHYECKO-
ro MepeHoca BOAbl U3 KJIETOK KPOBH, IPHYEM JaHHBIH
a¢ ekt Oosiee BRIpaKeH IPU UCIIOIb30BAaHUH IIUTPATA
B Ka4eCTBE aHTUKOATyJIsHTA [26].

B HErepnapuH HEIOTA
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Kpome ypoBHS OTAEnbHBIX METabOIWTOB, 3aya-
CTYIO B&JKHO OTMEYaTh U3MEHEHUE KOHLEHTPAINH Of1-
HOT'O MeTaboJIuTa B CBsI3U C ApyTruM. B pabore Vignoli
¢ coaBTopamu (2022) oTMeUdeHO, YTO TOAOOHEIC B3aH-
MOCBSI3U HaOJTIOMAFOTCS TPU UCIIOIH30BAHUH JIIIST Me-
TabOJIOMHOTO MPOMUIHPOBAHUS PA3TUUYHBIX MaTpPUL.
Hamnpumep, ypoBHHU STHTApHOM, alleTOyKCYCHOU U 3-TH-
JTIPOKCUMACTITHON KUCIIOT KOPPETUPYIOT MEXKTY COOOM
B IJIa3Me€, a B CEIBOPOTKE KPOBH JIaHHASI HHPOPMAITHS
yTpaueHa. JlJisi TaKUX aMHHOKHCIIOT, KaK TIIyTaMHH,
TIIMOWH ¥ TUCTUIWH, HA000pOT, KOppemsuus Hadro-
JTAeTCSl TIPH HCCIIEIOBAHUU CHIBOPOTKH, B OTIHYHE
OT TTa3MHI [26].

Ha pucyHke 3 npenctaBiieHbI CBOAHBIC TaHHBIE, TT0-
JyYeHHBIE B pe3yJIbTaTe MOMCKA MO KIIFOYEBBIM CIOBAM
«MeTabOJIOMHKA, «CEepPIAeUHO-COCYIUCThIE 3a00IeBa-
HUs» B 6a3e manubix PubMed 3a 2019-2024 rr. K co-
YKaJICHUIO, MHOTHE aBTOPHI HE YKa3bIBAIOT aHTHUKOATY-
JISTHT TPU KCTOJIB30BAHUU TJ1a3Mbl, 4, KAK OTMEUYECHO
BBIIIIE, OTOT MapamMeTp O4YeHb BaKeH JJIsI CpPaBHEHUS
MeTabOJOMHBIX JAHHBIX, TIOJYUYCHHBIX Pa3HBIMHU HC-
CJIeZIOBATEISIMHU.

2.2. Coop 0uoodpa3uoB

ITocne Toro, kak TUIl OMOMATPHUIIBI OMPEICIICH,
HacTyTaeT dTall HEMOCPEICTBEHHOT0 3abopa obpas-
OB OT manueHTa. MeIuIMHCKOMY TepCcoHaly He-

He yKasaH

Mnasma

Puc. 3. laHHble no TUNy 6uoo6pasua npu MeTabosIOMHbIX UCCIefo0BaHUAX cepaevyHo-

COCYAUCTbIX 3abosieBaHnN

Figure 3. Data by biospecimen type in cardiovascular metabolomics studies
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obxommmo mepenath nmportokoln wiu COIl, rae geTko
pornucaHbl MeTo] 3a0opa oOpasia, TUIl KOHTEHHepa,
BpeMs 3a00pa, MOCIIe0BaTeIbHOCTD B3SITHSI OHOMa-
Tepuaja B Cllydyae UCIOJIb30BaHUS HECKOIBKHX OMO-
MaTpHIl U T. 1. BaxHbeIM (paKTOpPOM sBIsETCS YpO-
BEHb 3aIOJHEHHUS! KPOBBIO BAaKyyMHBIX NPOOUPOK.
Henocrarounsiii 005eM KpOBH PUBOIUT K PA3HOCTH
B KOHIICHTPALMSIX aHTUKOAT'YJISTHTOB, YTO BBI3bIBAET
n3MeHeHuss merabonoma [12]. Ha xagecTtBo obpa3siia
TAK)X€ BIIMSCT KOJIMYECTBO IE€PEMELIMBAHUH HETO-
cpeacTBeHHO mocie 3abopa. PexomenmoBano 5-10
aKKypaTHBIX nepeBopaunBanuil Ha 180°. UpesmepHo
CUJIPHOE TEepEeMEIIMBAHUE MOXET CTaTh MPUYNHON
reMoJIn3a.

Ha xauecTBO 00pasma Takke BIUSET COOJMIOACHUE
MaUeHTaMU PEKOMEHAIMHI 10 MOATOTOBKE K HCCIie-
JIOBaHMIO (HATOLIAK, IMPHEM JIEKapCTB, OTCYTCTBHE
cTpecca M CIHOPTHUBHBIX HATPY30K WU T. 1.). DTH (ak-
TOPBI AOJIKHBI OBITH YUTEHBI IPH cOOpe KIMHUYECKOH
nH(POPMALIMK U MOCIEAYIOIEM 0000IEHUH Oy YeH-
HBIX METa0OJOMHBIX JaHHBIX.

3. NMPOBONMOAINrOTOBKA
BMNOOBPA3LIOB

CrenyromumM 3TaroM mocie 3adopa KpOoBH SIBIIS-
eTcsi MpoOOMOAroTOBKa 00pasIoB, KOTOpast B cllydae
KPOBH CBOJIUTCS K ITOJyYSHHIO CBIBOPOTKH MJIH TLJIA3-
MBI U NOCJEAYIOIIEMY aJIMKBOTUpOBaHUI0. Kputnye-
CKUMH (PaKTOPaMH Ha JAHHOM JTarle SBISIFOTCS BPeMsI
ot 3abopa J10 3aMOpO3KH 00pasia, Temrneparypa, npu
KOTOPOU ITPOUCXOTUT 00paboTKa, U METOT 00paOOTKH.

3.1. Binsinne BpeMeHH U TeMIIepaTypbl

Conepxanne MeTabOINTOB B KPOBH JUHAMUYECKHU
peryaupyercsa Ul JOCTHUIXKEHMUSI IOMEOCTasa in vivo,
N3MEHEHHUS B COCTaBE MOTI'YT IPOUCXOAUTH I10CIIE B3si-
TUS KPOBH 3a CUET HPOJIOKAIOUIUXCS XMMHUYECKUX
peaxkuuii, HampuMep, MPOLEeccoB OKHUCIeHUS u dep-
MEHTaTUBHBIX PEaKIIHii, a TAK)KE 32 CUET BHICBOOOK/Ie-
HUS BHYTPUKJICTOUHBIX coenmHeHui [31-34]. Muorue
MeTabOoINTHl HECTAOUIIBHBI IPU KOMHATHOW TeMIepa-
Type ¥ Ha cBeTy. Ba)kHO Kak MOXKHO OBICTpee MOiy-
YUTH HPaKIUIO KPOBH MOCIE 3200pa, aTHKBOTUPOBATh
oOpazell 1 3aMOpO3UTh. BOo MHOTMX HMCCIEIOBaHUAX
yKa3aH MHTEpBaJ 2 4. KAaK MaKCHUMaJlbHOE BpeMs 00-
pabotku [15, 31, 32, 35]. B cny4ae CBIBOPOTKH B STOT
BpPEMEHHON MHTEPBaJ BXOAUT BPEMsI KOATryJIsIUH, KO-
topoe coctapngeT 30—60 muH. Bo Bpems koarymnsuuu
IIPOAOJIKAKOTCSI MHOTME IIPOLECChI, MPOTEKAIOLIUE
IIPY KOMHATHOM TeMIeparype, KOTOPbIE 3aMeIJICHBI
WU He UAYT npu oxyaxkaeHuu 1o 4 °C. [Ina3my kposu
MOYKHO MTOJYYHUTh PAKTHUECKHU CPa3y WM IOMECTUTD
oOpasell 1eNbHON KPOBH B XOJOAMIJIBHHUK A0 HEHTPH-
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¢dyrupoBaHus, 4TO JeNaeT AaHHYI0 OMoMaTpHily 00-
Jiee MPUBJICKATEIBHOM JIIsT METaOOIIOMHBIX HCCIIENO-
Banwmit [18, 36].

3.2. llenTpudyrupopaHue nejabHONH KPOBH

HeoOxonumoii uHpopmalueit Ha 3Tane IJIaHH-
pOBaHHUS WJIW TPU OTOOpE 0OpPAa3IOB CHIBOPOTKHU HIIH
TIJIa3MBI SIBIISIETCA CUJIa IEHTPU(YTHPOBAHUS, TIPUIIO-
JKEHHAasl K LEJIbHOU KPOBH AJISL Pa3lICICHUS SPUTPOLIU-
TOB, JEUKOLHMTOB M TpoMOOUUTOB. IIpHHATO yKa3bl-
BaTh UMEHHO OTHOCHTENIbHYIO LIEHTPOOEKHYIO CHITY
(RCF — relative centrifugal force), Tak xak 3Ta Benu-
YWHA HE 3aBUCUT OT THIIA UCTIOJIb3yeMOU IEHTPUDYTH.
A BOT CKOPOCTH LIeHTpH(YyTrupoBaHuUsi, OOBIYHO BBIpa-
kaemast B oboporax B MuHyTy (RPM — revolutions
per minute), 3aBUCUT OT paauyca potopa. [laHHble Be-
JUYUHBI MOTYT OBITh MIEPECUUTAHBI C YIETOM pajnyca
pOTOpa UCHOIB3YeMOU HEHTPUQYTH, TAe I — pajguyc
poTOpa B CAaHTUMETpax:

RCF=1,118x10"xrx(RPM)?

OObIYHBIE CHJIBI IIEHTPUPYTUPOBAHUS IICIBHON
KPOBH, HCIOJIb3yEMble B PYTHHHBIX KIMHHYECKUX
nabopaTopusix U OMo0aHKax M0 BCEMY MHUPY, COCTaB-
asatoT oT 1500 go 4000 g B Teuenue 5-15 muHn. [15,
16, 36]. DpUTPOIUTHI U JICUKOITUTHI B ITUX YCIOBUSIX
MOTYT OBITh yZaJICHbl, HO 3HAYUTEIbHOE KOJINUYECTBO
TPOMOOLIMTOB BcE €lle OcTaeTcs BO (hpakuuM IIas-
Mbl. B pabote Lesche u coaBropos (2016) ycTaHoBIIC-
HO, 4TO Tocie ueHTpudyruposanus npu 1500 g B Te-
genue 10 muH. B mma3me ¢ DJITA ocraerca 137500
TpoMOOIUTOB Ha MUKpOJUTP; ITpu 3000 g B TeueHue
5 muH. — 59500 TpomOoIMTOB Ha MUKpONUTD [37];
a mpu 4000 g B Teuenue 10 muH. ObLIO OOHApyXe-
HO 27000 ocTaBmIUXCS TPOMOOLIUTOB HA MUKDPOJIHT]
[38]. IlomydeHme mIa3Mbl KPOBH, HE COACpPIKAIICH
TpOoMOOIIUTHI, TpeOyeT Oollee CIIOKHOTO TMpoliecca
LeHTPpU(YTUPOBAHUS, KOTOPHII HEBO3MOXKEH B 0OJb-
IIMHCTBE KJIMHHUYECKHUX JabopaTopuii. TpoMOOIUTEI
OyZyT BHOCUTH BKJIaJ B M3MEHEHHE MeTadoioma 3a
CYeT BHICBOOOXKIECHMS KJICTOUHBIX JUIHUIOB U BHY-
TPUKJIETOYHOTO COJEPKUMOTO B CBHIBOPOTKY HIIH
nnasmy. Ognako B padore Liu u komner (2018) mo-
Ka3aHO JINIIb HE3HAYUTEIbHOE N3MEHEHHE METa00JI0-
ma mipu ucnonb3oBanuu 1500 u 3000 g [38]. Taxxke
Ha JaHHOM 3Tare o0paboTku OMo0Opa3IOB BIHSHHC
oKaspIBaeT TemmepaTrypa. llockonbky HaxoXIeHHE
oOpasla mpu KOMHATHOM TeMmIleparype peKOMEHIY-
eTCsl CBOAUTH K MUHUMAJIbHOMY, TO IEHTPUPYTHPO-
BAHME PEKOMEHIOBAHO BBINOJHATH C OXJIAXKIECHUEM
10 4 °C. CTOUT OTMETUTB, YTO MPU MHOTOLIEHTPOBBIX
HCCIIEIOBAHMIX HaIJICKHUT HCIOIB30BaTh 00pa3Lbl,
MOy YEeHHBIC IPU CXOAHBIX YCIOBUSIX.
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3.3. I'emoJn3

HcnonpzoBaHue 4pe3MepHOR CHUIIBI MPH LEHTPH-
(yrupoBaHUU LIENBHOW KPOBU SIBISIETCS YACTOW MPH-
YUHOHN reMoym3a oopasma. I eMoan3 XxapakTepusyeTcs
BBICBOOOKICHIEM TeMOTTIO0NHA U APYTUX BHY TPUKJIE-
TOYHBIX KOMIIOHEHTOB, BKJIIOYasi CTPYKTYPHBIC OCITKH,
(hepMeHTBI 1 METa0OTUTHI, U3 HIPUTPOLUTOB IOCIIE 10-
BPEXJIEHUS WM pa3pbiBa KJIETOYHBIX MEMOpaH, 4TO
MOJKET CYIIECTBEHHO M3MEHHUTH CIIEKTP METaOOIHTOB
B oOpa3max kposu [12, 39]. 'emonn3 MOXKET TTPOU30Hi-
TH TaK>Ke Ha dTane 3a00opa KpoBH, HAIPUMED, B CIyvae
HCIIOJIB30BAHUS CIIMIIKOM TOHKOW UIJIBL. Takke remo-
JIU3 MOKET BO3HUKHYTH i7 Vivo, KaK CIIeACTBHUE 3a0071¢e-
BaHWI WIJIN TIpHEMa JIEKAPCTBEHHBIX MTPEmapaToB.

B pa6oTe Kamlage u coaBTopos (2014) cpaBHuBa-
JTUCH TPO(UIN META0OIUTOB MJIa3Mbl U HCKYCCTBEH-
HO TEMOJU3UPOBAHHBIX 00pa3noB. KoHTpomupye-
MO€ pa3pylIeHHe 3PUTPOIUTOB MPOBOAUIN MYTEM
MPOTMyCKaHUs KPOBHU Yepe3 IIIMPHUIl ¢ TOHKOH UTIIOH.
Metogamu I'X-MC u BOXX-MC nokasaHbl cTaTu-
CTUYECKH 3HAUMMBble pa3iIu4us B KOHIEHTPALUAX
LIEJIOTO0 psifia MeTabOINTOB, CBA3aHHBIE C TEMOJIN30M
[31]. B pa6ote Jain u xomrer (2017) ypoBeHb 5-0K-
COMPOJIMHA, JaKTaTa W OTHOIICHWE KOHIICHTpaIuii
OPHUTHH/aPTUHUH TPEIJIOKEHO HCIOIb30BaTh Kak
MapKepbl MeTadoiIr3Ma SPUTPOLUTOB ISl OLECHKH
KadecTBa 00pa3ios [35].

CaMBIM TIPOCTHIM, XOTSI I CAMBIM HEHAJIC)KHBIM SIB-
JIAeTCs BU3YaJIbHOE ONpEENICHUE HAJIMYUS TeMOJIN3a
[40]. Ctenenp remosu3a yCTaHABIMBAIOT ITyTEM CpaB-
HeHUs o0pasla ¢ 3TAJOHHON I[BETOBOW IIKayoil. bo-
Jiee HaJeKHBIM METOJIOM SBIISIETCS CIIEKTpodoTOMeE-
TPUYECKOE OMpeJeIeHne KOHIIEHTPAIUU CBOOOIHOTO
remoryiobuna [17]. Ecnu xoHIIEHTpaIus reMorioonHa
Bhime 50 Mr/in, mpoba cuuTaeTcsi TeMOJTU3UPOBAHHOM
[41]. OOpa3Ibl ¢ TeMOTU30M JOKHBI OBITh NCKITIOYEe-
HBI U3 METa0OJIOMHOTO HCCIIEIOBaHUSI.

4. OAJUNTEJIbHOE XPAHEHUE

B 2018 r. B Poccuu Onuta 0OpazoBana Harnmonamns-
Has accoruanys OM0OAHKOB U CIIEIMAIUCTOB 10 ONO-
oankupoBanuio (NASBIO) [42]. Cerogus oHa o0be-
nuHseT 23 poccuickux OuoOaHKa, BKItOYas OHOOaHK
OI'BY «HMUI] um. B. A. Anmazoay Mun3apasa
Poccun. D10 maet BO3MOXKHOCTH MPOBOAUTH MHOTO-
LIEHTPOBEIE MeTaboJIOMHBIE HccienoBanus. Ha miu-
TEJIbHOE XpaHeHHe OoOpas3lbl OOBIYHO MOMEIIAIOT
B KpuoxpaHuiuina rnpu remmeparype —80 °C. B pabo-
tax Haid u coaBTopoB (2017) m Wagner-Golbs u koser
(2019) mpexcTaBiieHBI pe3yIbTaThl N3MEHEHHS META00-
noma B Teuenue 5, 7 u 16 net. Haubonee nogsepkeHbl
M3MEHEHUIO CJIOKHBIC JIMIUJIBI, YXUPHBIE KHUCIIOTHI,
AIMJIKAHUTHUHBI I aMUHOKHUCIIOTHI [43, 44].

BaxxapiM mapamMeTpoM SBISICTCS KOJHYECTBO ITHU-
KJIOB 3aMOpPO3KH-OTTauBaHus. B OnobaHk HEOOXO/mH-
MO TIOMEIaTh 00pas3Ilbl, MPEIBAPUTEIHLHO pPa3IeiICH-
HbIE Ha aJIMKBOTHI, YTOOBI HCKIIOYUTH TOBTOPHBIC
LUKJIBI 3aMOPO3KHU U oTTauBaHus [16, 25].

3AKJTIOYEHUME

[MpodunupoBanue MeTabooMa OpraHu3mMa momMora-
€T 00OBEKTHBHO JUAarHOCTUPOBATh 3a00IeBaHus, 00ecIe-
YMBACT TICPEXOJ K HepCOHaJIHSHpOBaHHOﬁ MEOUIIUHE.
Jyist GnaronpHsTHOTO MCXOJla HAyYHBIX HCCIICJIOBAHUM
HEOOXOUMBI  BBICOKOKAQYECTBCHHBIC ~OHOIOTHYECKUE
00pasiibl, a JOCTOBEpHBbIC HAOOPHI TAHHBIX UMEKOT pe-
IIAIOIIEe 3HAUCHHWE I YCICIIHOW WIeHTU(UKAIIUN
o6uomapkepoB. CTporoe coOIIOIeHNE CTaHAAPTHBIX OTIe-
PALMOHHBIX TPOIEIYP MPEaHATUTHYECKOTO Tara B KO-
HEYHOM CUETE MO3BOJIUT MONYYUTh HAJICIKHBIC JTAHHBIC
Y YCTaHOBHTH CBSI3b MEXK/y METa0OJIMTaAMU, HAPYIIICHH-
SIMU META0OJTUECKHUX MyTeH U TIaTOJIOTHEH.
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PE3IOME

AKTyaJbHOCTb. HecMOTpsl Ha JOCTUTHYTHIE YCIIEXHU B JISYEHUU B-KIIETOYHOTO OCTPOro JTUM-
¢dobnactHoro nelikoza (B-OJIJI), akTyanbHBIMH BOIPOCAMHU OCTAIOTCS TIPEOAOJICHHE TOKCHY-
HOCTH CTaHJApPTHBIX PEKUMOB XUMHUOTEpANUU U JICUCHUE pePPaKTEPHBIX U PEIUIUBUPYIO-
X (p/p) dopm 3aboneBanms. Hambonee mepcrieKTUBHON OMITHEH SBISICTCS TMPUMCHECHHE
nmmyHoTepanuu (UT), B TOM dncie MOHOKIOHAJIBHOTO aHTUTena OnmuHarymomaba (BM).
Less nccaenoanusi. [Ipoananu3uposats MoKa3aHus K IPUMEHEHUIO, 3PPEKTUBHOCTD U Tie-
penocumocts BM y geteit ¢ B-OJIJI. MarepuaJibl U MeToabl. 3a nepuos ¢ ampenst 2016
o staBaph 2024 TT. BRITOJHEHA PETPOCHEKTHUBHAS OLIEHKA CiIy4aeB nmpumeHenus bM y nme-
teii ¢ B-OJIJI B oTmeneHuN XUMHOTEpaITii OHKOTeMAaTOJIOTHIeCKHX 3a0oneBanuii 1 TKM mis
nereit ®I'BY «HMUILL um. B. A. Anmaszosa» MunsnpaBa Poccuu. Pesyabrarsl. B uccie-
JIOBaHUE BKJIFOYCHO 53 maruenta, u3 Hux 28 (53 %) neBouek u 25 (47 %) Malb4uuKOB C Me-
nuaHoi Bo3pacta 7,7 (2,08-19,8) roxa. [lokazanusimu k HazHaueHnto bBM OblH cienyromue:
1) xorcomuaanusa pemuccun (KP) mpu mepsuanom B-OJUI (n = 17, 32 %); 2) nepcucteHIus
MUHUMAaIIbHOW ocTaTodHoi 6one3an (MOB) (n = 23, 43 %) nocne 3aBepiieHUs] HHAYKIINOH-
Ho xumuoTtepanuu (XT) win nepes ATarnoM ajuIoreHHast TPAHCIUTAHTAIUS TeMOIIOITHYESCKUX
ctBOsI0BbIX KieTok (ammoTI'CK); 3) 3amena cranpaptHoit KP B cBs3u ¢ mpesmecTByromnieit
TOKCHIHOCTHIO X T MITM MHBIMU MIPOTHUBOIIOKA3aHUSIMH K ee TIpoBeaeHuto (n =12, 23 %); 4) Te-
panwust ciacenus ipu p/p OJUUI (n=1, 1,9 %). Craryc MOb-HeratuBHOU pemuccnu rocie 1-1o
kypca UT nocturnyt B 89 % cayuaes. Tepanus ¢ npumenenuem bM y nauumenra ¢ p/p op-
moii OJIJI u ToTansHO#H OacTHOW HHMUIBTpaMell KOCTHOro Mo3ra Obiia 3pheKTHBHOI U 1mo-
3BOJIMJIA PEAYIIMPOBATH OITYXOJIEBYIO MOIMYISIINIO 110 7,2 % Kk 15 mHIo Tepanuu, TeM HE MCHEe,
MMeJ MECTO JIETaIbHBIN MCXOJ, 00yCIOBIECHHBIN MPEAIIECTBYIONIMM Pa3BUTHEM U MPOTpec-
CUpOBaHHeM Tshkeor nHdekuu. Hanbonee wacteiMu Bapuantamu Tokcuunocta I11-1V cre-
MeHu ObLIM JieliKko-/HelTponierus (28 %) u HelipoTokcnyHOCTh (3,7 %). Penykuus o361 BM
C UEJBI0 KYNMUPOBAaHUSI TOKCUYHOCTH moTpedoBasiach 19 % NanueHToB, Ipy STOM MeauaHa
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JTHEH Tepanuu ¢ peayKIHuen 1036l cocTaBmia 4. [ IFOKOKOPTHKOCTEPONBI C YKa3aHHOM IIETBI0
npumensch B 11 % ciydaes, antubakrepuansHast Tepanust — B 13 %. Ha momeHT ouenku
PE3yNIbTaToOB B MCCIEIyeMOW TpyMIe OONBbHBIX PELHUINBOB 3a00J€BaHHS 3apErUCTPUPOBAHO
He Obuto. B crarhe mpoaHanu3upoBaH MEXAYHAPOIHBINA OIBIT HCIONb30BaHus bM y manm-
entoB ¢ B-OJIJI. 3akarouenue. Hamr oneIT m mpefcTaBICHHBIE JTUTCPAaTYpPHBIC NTaHHBIC Je-
MOHCTPHUPYIOT 000CHOBAaHHOE paclIMpeHHe MoKa3aHui K mpuMeHenuto bM y nereit ¢ B-OJIJI
C BBICOKOH 3()(heKTUBHOCTHIO U YIOBJIETBOPUTEIBHBIM MPO(PHUIEM TOKCHYHOCTH.

KiaroueBble cjioBa: 6mmHaTyMoMal, MeTH, MIMMYHOTEPAIsd, MHHAMAJIbHAsS OCTaTogHast 0o-
JIe3Hb, pepakTepHOE TeUECHUE, PEIUIUB, B-TuHEHbII ocTphIit MMM(pOOIaCcTHBIN JTEHKO3.

Jna yumuposanusi: Mynaposa H.B., Cmupnosa A.1O., Jlanaesa C.U. u op. brunamymomad
6 JleUeHUU OCMpO20 IUMPOOIACMHO20 NeliKo3a Y NAYUEHINO8 OemCKO20 B03PACA: ONbIM
00noco yenmpa. Poccutickuii soicypnan nepconanusuposannoti meouyunol. 2024,;4(2):156-169.
DOI: 10.18705/2782-3806-2024-4-2-156-169. EDN: OUOTXZ
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ABSTRACT

Background. Despite the successes achieved in the treatment of B-cell acute lymphoblastic
leukemia (B-ALL), overcoming the toxicity of standard chemotherapy regimens and the treat-
ment of relapsed/refractory (1/r) forms of the disease remains relevant. The most promising
option is to use immunotherapy (IT), including a monoclonal antibody blinatumomab (BM).
The purpose of the study. To analyze indications of using, as well as efficacy and tolerability
of BM in children with V-ALL. Materials and methods. From April 2016 to January 2024
a retrospective assessment of using of BM in children with B-ALL in the chemotherapy de-
partment of oncohematological diseases and TCM for children in Almazov National Medical
Research Centre was performed. Results. The study included 53 patients, including 28 (53 %)
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girls and 25 (47 %) boys with median age of 7,7 (2,08-19,8) years. Indications for using of
BM were as follows: (1) consolidation of remission (CR) with primary ALL (n = 17, 32 %);
(2) persistence of minimal residual disease (MRD) (n = 23, 43 %) after completion of chemo-
therapy (CT) induction or before the stage of allogeneic haematopoietic stem cell transplan-
tation (alloHSCT); (3) replacement of the standard CR due to the previous toxicity of CT or
other contraindications to its implementation (n =12, 23 %); (4) salvage therapy for r/r ALL (n
=1, 1,9 %). The status of MRD-negative remission after the 1st course of IT was achieved in
89 % of cases. Therapy using BM in a patient with the r/r ALL and total blast infiltration of the
bone marrow was effective and facilitated reducing the tumor population to 7,2% by day 15 of
therapy, however, there was a fatal outcome due to development and progression of preexisted
severe infection. The most common variants of grade III-1V toxicity were leuko-/neutropenia
(28 %) and neurotoxicity (3,7 %). BM dose reduction for the purpose of relieving toxicity
was required in 19 % of patients, while the median days of therapy with dose reduction was 4.
Corticosteroids were used for this purpose in 11 % of cases, antibacterial therapy — in 13 %.
At the time of results evalution, there were no relapses of the disease in the study group. The
article analyzes the international experience of using BM in patients with B-ALL. Conclu-
sion. Our experience and the presented literature data demonstrate a reasonable expansion
of indications for using of BM in children with B-ALL with high efficacy and satisfactory
toxicity profile.

Key words: B-cell acute lymphoblastic leukemia, blinatumomab, children, immunotherapy,
minimal residual disease, refractory disease, relapsed.

For citation: Muliarova NV, Smirnova AYu, Lapaeva SI, et al. Blinatumomab in pediatric acute
lymphoblastic leukemia: one center experience. Russian Journal for Personalized Medicine.
2024;4(2):156-169. (In Russ.) DOI: 10.18705/2782-3806-2024-4-2-156-169. EDN: OUOTXZ

Cnucok cokpamenuii: amnolI'CK — annorennas
TPAHCIUIAHTAIMS T€MONOATHYECKUX CTBOJIOBBIX KJle-
ToK, BM — Gnunatymomad, bPB — Oe3penuiuBHast
BBDKHBaeMOCTh, B-OJIJI — B-kJIeTOUHBIN OCTpHIT
nuMpobrmacTHeI Jeiiko3, UT — wumMMyHOTepamnus,
KP — xonconunauus pemuccuu, MOb — MuHMMAaIb-
Has octaTouHas 0oJie3Hb, HS — HexxenaTelbHBIC SIB-
nennsi, OB — oOmias BeKuBaeMoCTh, OJIJI — ocTphIif
nuMpobmacTHe neiiko3, [IKI'P — monnas xiawHU-
Ko-rematojiornueckas pemuccus, [IP — monnas pe-
MUCCHSI, p/p — peUUIUBUPYIOMNN/pePpaKkTepHbIH,
PTIIX — peakuusi «TpaHCIUIAHTAT IIPOTUB XO35IMHAY,
CBILl — curapoM BEIOpOca MUTOKUHOB, X T — XUMHO-
Tepamnus.

BBEAEHUE

OJIJI sBnsieTcss HanboJree pacIpOCTPaHEHHBIM OH-
KOJIOTHYECKHUM 3a00JIeBaHUEM Yy MAI[UEHTOB JETCKOTO
BO3pacTa, COCTABJAS, MO NAHHBIM MEXIyHapOITHOU

CTaTHCTUKH, 1/4 Bcex 3J0KaueCTBEHHBIX HOBOOOPa30-
Banuii [1, 2]. Ilpu atom y gereit B-OJIJI nacuutsiBa-
et 1o 85 % Bcex ciyuaeB OJIJI [1]. Ha cerogasmrauit
JIeHb YCIEeXM pHUCK-afanTupoBaHHoM Tepamuu OJLJI
y JleTelt Mmo3BoISIOT JocTudh Oonee 90 % oOreii BbI-
x)uBaemocTu (OB) u 85 % S-nerHeit Oe3peruuBHON
BepkuBaemoctu (BPB) [3, 4]. JleranbHocTh marueH-
toB ¢ OJIJI MoxeT ObITH OOycioBIIeHA p/p hopmamu
3a00JIeBaHMsI, ONPEENIAIONLUMU HEOOXOAUMOCTh HH-
TeHcH(UKALUU Teparuu, a TaKKe JeKapCTBEHHO-UH-
JTyIUPOBAHHON TOKCHYHOCTBIO, IPEUMYIECTBEHHO
B nepuoa MHAyKnuoHHoH xumuoTepanuu (XT). Tem
caMbIM, HauOoJIee aKTyaJbHBIMU BOIIPOCAMH B OTHO-
weHuu Tepanuu OJUI SsBas10TCsS CHUKEHUE TOKCHYHO-
ctu XT B rpynmnax cCTaHIapTHOTO PUCKA U JICUCHHE /P
(hopM 3a00JICBaHUS C ONPEICIICHUEM HEOOXOIUMOCTH
IIPUMEHEHUSI APYTUX METOAOB JICUSHHU I, BKIIIOYas Tap-
TeTHYIO0 Tepanuto 1 ummyHoTepamuto (MT) [5—8].
CrnenyeT OTMETUTH, UTO, HECMOTPS] HA OTHOCHUTEIb-
HO HEBBICOKYIO HHTEHCUBHOCTH MEX/TyHAPOIHBIX MTPO-
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rpamm sedenust OJUT ang rpymnmn ctaHaapTHOTO U MPo-
MEXYTOYHOTO PUCKOB, OCIOXKHEHHSI STAlOB HHAYKIIMH
1 KOHCOJNHJAINU, 00yCIOBICHHBIC JUINTENLHBIM TPH-
MEHEHHEM TIIOKOKOPTUKOCTEPOHIOB B BBICOKHX [I0-
3ax, MpemnapaToB aclaparmHas3bl, aHTPAIUKIMHOBBIX
AHTHOWOTHKOB, O0YCIIOBIMBAIOT PAa3BUTHE CEPHhE3HBIX
BHJIOB IOJMOPraHHOM TOKCHUYHOCTH. B psge ciyda-
€B TSDKENble OCJIOKHEHHUs SIBIAIOTCA MPUYMHOM He-
BO3MOKHOCTH TIPOJODKEHUS HEoO0XoamMoro oObema
JIEYCHUS, YTO YaIlle BCEro OIpENeNsieTcsl pa3BUTHEM
TSOKEINBIX aJUIEPTUYECKUX PEaKIuil, MH(EKIMOHHBIX
OCJIOKHEHUH, KapaAuoToKcuuHOCTH | J1p. [9—-11]. Kpo-
Me€ TOTO, YYUTHIBasi BRICOKHE ITOKA3aTENIN BhI3IOPOBIIE-
HUs, Bce OOJbIIee BHUMAHUE YACNSETCS OTAAIEHHBIM
a¢ddekram Tepanuu, BKIIFOYAs SHIAOKPUHHBIC, HEHPO-
KOTHUTUBHBIE HapYILIEHMsI, PUCKH BTOPUUYHBIX OINYyXO-
JIel, ¥ Ka4eCTBY JKU3HU MAIlUCHTOB U UX cemeit [12].

Yacrtora cimyuaeB p/p OJIJI cocraBmseT mopsimka
15-20 % [7, 13], npu 3ToM pedpakTepHOCTH Onpere-
JISIETCSl KaK OJHO U3 CIENYIOUIMX COCTOSHMIMA: 1) mep-
BHYHAasi HEBO3MOYKHOCTh JOCTHYb MOJHOW peMHCCHU
nocyie nHAYKunoHHOW XT; 2) mepBbIil cBepXpaHHUN
peunauB; 3) BTOPOH U MOCICAYIONIHE PEITHINBEI WIH
4) HeaPpPeKTUBHOCTh MPOTHBOPEIUIUBHON TepaIruu
[13]. [lepcuctennusa unu nosieienue MOb takske siB-
JISIETCSL M0KA3aTesleM YCTOWYMBOCTH K CTaHJAPTHOU
XT n manbomnee BaxXHBIM (haKTOPOM PHUCKa PEIIHTUBOB
3a0omeBanus [14]. OueBHAHO, UTO dCKAJIAIUS UHTCH-
cuBHocTH XT B rpynnax Beicokoro pucka OJIJI ¢ me-
JIBI0 JOCTUKEHUSI PEMHUCCUU OYAET COMPOBOXIATHCS
OJTHOBPEMEHHBIM YBEJIMYEHHUEM HYacTOThl U TAKECTH
ACCOIMUPOBAHHBIX OCIIO)KHEHUH W HEYOSTUTEIbHON
3(h(heKTUBHOCTHIO, KaK TPaBUJIO, CBSI3aHHOM C XMMHUO-
PE3UCTEHTHOCTBIO JeiikeMuueckoro kioHa [7, 8]. Ilpu
3TOM OCHOBHOW KypaTHBHOW ONLMEN ocTaercs ai-
1mo-TT'CK mocne noctrkeHnst peMUccuu 3a00eBaHns
[15]. ®akTopamu 3(h(PEKTHBHOCTH, COTIIACHO JaHHBIM
JIUTEePATYPhl, SBISIOTCS CcTaTyc 3a00JIeBaHUsS, B TOM
yucae otTpunarensuas MODB, pexuM KOHIUITMOHUPO-
BaHMS$, UICTOYHUK TPaHCINIAHTATa, TUII IOHOPA, BapH-
aHT MPOPHMIAKTAKN PEaKINH «TPAHCIIJIAHTAT IPOTHB
xo3simHay (PTIIX), Hammume BUPYCHBIX HH(EKIIHHA
B IIOCTTPaHCIJIAHTAIIMOHHOM Tiepuoze [14-16].

B nocaennue necsatuieTus HoBble MmeToabl UT,
B YaCTHOCTH MPHUMEHEHNE MOHOKJIOHAJIBHBIX aHTUTEI
n CAR-T-xnetox (chimeric antigen receptor T cell,
nnu T-KIIeTKU ¢ XMMEpPHBIM aHTUTCHHBIM PElEenTO-
POM), TIPEACTABISIOT COO0M BaKHYIO CTPaTETHIO Jie-
yerusi OJIJI U IEMOHCTPUPYIOT MHOTr0OOCIHIAIOIINE
pe3yNbTaThl ¢ TOYKH 3PEHUS MPEOJOJICHHS MpodiIemM
XUMHUOPE3UCTEHTHOCTH U TSHKEJIOW TOKCHYHOCTH, ac-
counnpoBanHoit ¢ XT [17]. B HacTosiee Bpems ox-
HUM M3 HauOoJsee MEepPCIeKTUBHBIX U JJOCTYITHBIX Me-
TOMOB SIBIISIETCS MMpUMEHEeHHe OnmHaTtymomaba (bM).

BM — oucnientuduueckuii aktuBatop T-xnetok (BiTE)
Y TIpeJICTaBIseT OO0 MOJIEKYITy, CEIEKTHBHO CBSI3BI-
Bafomytocs ¢ antureHom CDI19 u anturenom CD3,
SKCIIpEecCHpPYEeMbIMU Ha MoBepxHOCcTH B- m T-kietok
COOTBETCTBEHHO. TeM caMbIM, MPOUCXOAUT aKTUBAIUS
COOCTBEHHBIX ITUTOTOKCHYECKHX T-TUMQOIMTOB Ma-
[IMEHTA JIJIs TeHEPaIi MPOTHBOOITYX0JIEBOTO OTBETA
B OTHONIEHWHU JOOPOKAYECTBEHHBIX W 3JI0KaY€CTBEH-
HbIX B-knerok c¢ skcnpeccueit CD19+, nmpuBoas k ux
rubenu [18]. M3-3a KOpoTKOro mnepuoja moiypacnaja
BM (mpumepHo 2 gaca) BBeZIeHHE HEO0XOUMO ITPOBO-
IUTH B BUJAC HenpepbiBHOH nH(Y3uu [19]. Hanbonee
CephEe3HON TOKCUYHOCTHIO Tepanuu bM siBnsieTcst cuH-
npoM BeiOpoca nutokuHoB (CBIL), koTOpBIN BO3HUKA-
eT B pe3yJibTare akTUBAUU T-TUMQOIMTOB U TpaH-
3UTOPHOTO  BBICBOOOXKICHUSI TTPOBOCTIATUTEIBHBIX
uutokuHoB. Yame CBL| pa3BuBaercs y NalHUEHTOB,
HE TMOJIyYaIolINX MPEeMEIUKALNI0 KOPTUKOCTEPOUAA-
mu [19, 20].

B utone 2017 roga BM 0Ob1n ooOpeH YnpaBieHuU-
€M TI0 CAHUTAPHOMY HaA30py 32 Ka4eCTBOM ITHIIEBBIX
npoayktoB n meaukameHToB (FDA) u EBponeiickum
areHTCTBOM M0 JieKapcTBeHHBIM cpencTBam (EMA)
JUTSL JIeueHu sl B3pOCIbIX U eteit ¢ p/p OJIJ, a B mapTe
2018 roma FDA pa3pemmio npumenenne bM y manm-
eHTOoB ¢ nepcucrenueiit MOB [21].

Bezomacuocts u addexruBHOCTE BM y neteit ¢ p/p
B-OJIJI Obu1a IpoIeMOHCTPUPOBAHA B MEXKIYHAPO/I-
HoMm wuccienoBanuu /11 ¢aser (NCT01471782). U3
70 mereii ¢ OJIJI B akTuBHOU daze (> 25 % OmactoB
B KOCTHOM Mo3re) y 39 % B TeueHne NepBbIX IBYX LHU-
KJIOB ObLTa JOCTHTHYTa IOJHAs KIMHHKO-TEMaToJIo-
ruueckas pemuccus (IIKI'P), u3z nux y 52 % MOb-ne-
TaTUBHBII CTaTyC TO3BOJUJ WCIIOJNB30BATH OMIUIO
amno-TT'CK [22]. laHHOE HCCIIEAOBAHUE OIpPEACIU-
0 pekoMeHayemyro no3y BM, a Takxke mponeMoH-
CTPUPOBAJO XOPOLIUN NPOTUBOOMYXOJEBBIA OTBET
y HNALMEHTOB C BBICOKOM OITyXOJIEBOM HAarpys3ko BO
BCEX BO3PACTHBIX T'PYIIAX, B TOM YHCIE Y OOJBHBIX
C HeONarompusATHBIMH [UTOTCHETUYECKUMH aJibTe-
paumsmu. [pyroe uccnenosanue I/ ¢assr RIALTO
(NCT02187354) mnonreepawio >hpdekTuBHOCTH BM
y aeteit ¢ p/p OJUJL, B Tom wmciie ¢ 6oJiee HU3KOH OITy-
X0JIEBOM Harpyskoi (¢ yposaem MOB >107%). U3 110
MAIMEHTOB B UCCieNoBaHun y 63 % Oblia TOCTUTHYTa
I1P B mepBeie 2 mukia [23]. IlepBoe omucanue mpu-
MeHennst BM B kauecTBe «bridge-tepanumy y mertei
¢ nepcucreniueii MOb nepen annoTI'CK B pabore
Keating 1 coaBTOpOB JEMOHCTPUPYET XOPOLIMKA TPO-
THUBOOMYXOJEBBIH d(dexT 0e3 pa3BUTHUS THKEIOH
OpPraHHOW TOKCUYHOCTH W/WJIHM TSDKENbIX WH(EKIUH,
TE€M CaMbIM yIIydInas pe3yJbTaThl MOCIeNyIOmen aj-
noTT'CK [24]. B nacrosimiee BpemMs HpPOBOASITCSA HC-
clefoBaHus o npuMeHeHuto bM y nereil B kauecTBe
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«bridge-tepanmun» (NCT04604691) [25] u y nmereit
no roma (NCT05029531) [26]. Takxke BegyTcs uccie-
noBaHus o mpuMeHeHn0 bM c¢ nepcucrennueit MOb
nocne asmoT'CK (NCT02807883) [27].

B nByx pangoMusupoBaHHBIX HccienoBaHusx III
¢a3bl comnoctaBiusgach 3PGEKTUBHOCTh MPUMEHEHUS
BM B cpaBHeHuu co cranaaptaoi XT 1o nposeneHus
aramna ajmnol'CK y neteil ¢ nepBbsiM penuauBoM. Tak,
B uccrnenoBanuu AALLI331 (NCT02101853) ormeua-
JIOCh CYIIECTBEHHOE NIpeumyinecTBo bM Hax cran-
naptHoil XT. ABTOpBI yKa3bIBalOT Ha HU3KHUU Mpo-
¢uip TokcnyHOCTH BM 1 Oonee BBICOKHMI MPOLEHT
noctmwkeHns MOB-HeraTuBHOM PeMHCCHHU, KOTOPBIH
coctaBui 75 % u 32 % coorBercTBeHHO. [loka3zaTte-
mu 2-netHedt OB B rpynne BM npoTuB cTtangapTHOU
XT cocrapunu 71 % u 58 % coorBeTcTBeHHO [28].
AHaJIOTUYHBIE Pe3yJIbTaThl MOJYyYEHBI B HCCIEIOBa-
uun NCT02393859, rne nokasarenu BbPB cocraBu-
66 %/27 %, a MObB-oTpunarenbHblii cTaryc —
90 %/54 % cooTBeTCTBEHHO [29].

[To pe3ynbraTraM NpoBEAEHHBIX HccienoBaHuii bM
JIEMOHCTPHPYET OTHOCUTEIBHO HU3KUH TPOQHIIb TOK-
CHUYHOCTH, YTO PACIIMPSIET HOKa3aHHs K HUCIIOJIb30Ba-
HUIO A1 ocoObix rpynn nanueHtos ¢ OJIJI. K tako-
BBIM OTHOCSITCS JIETH 10 TOAQ, MAIIMEHTHI C CUHAPOMOM
JayHa U TsKenbIMH HH()EKIIMOHHBIMU OCIIOKHEHHU -
mu Ha pone XT [30-36]. Maanenueckuit OJIJI B 75 %
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CIydaeB COINPOBOXKIAETCS pEeapaHKUPOBKOW TeHa
KMT2A, aro o0yciaoBIrMBaeT HEOIArOnMpUsITHBIN MPO-
ruo3 [37]. Onnako nobGasienne BM k cTtaHgapTHOMY
MIPOTOKOIIY TTPOTHBOOIYXOJIEBOW TEPANUU MO3BOJISET
ynyumuTh nokasarenu bPB no 81,6 % mo cpaBHeHuto
¢ 49,4 % B caydae npuMmeHeHus ctangaptHoit XT [38].
Taxxe nccienoBaTenbckasi TpyInia Mo JIEYSHUIO JeT-
CKHX Jieiko30B M3pauniis mpeacTaBuiia CEpUIo Ciyvyacn
WCToIb30BaHusg bM y nereit ¢ WH(MEKIIMOHHBIMH OC-
JIOKHEHUSIMH, YTO TO3BOJIMJIO MCKJIIOUUTH IEPEPHI-
BbI B nporpaMMHoil Tepanuu [39]. Onucansl ciayydan
YCIIEIHOI0 TNpuMeHeHusi BM B coueTaHMM C WUHTH-
outopamu Tupo3mnkuHa3 (UTK) mpu permanse Ph+
OJUJI [31] 1 uHBa3UBHBIX MUKO3aX, PA3BUBIIUXCS BO
Bpems uHaykuuonHoi XT [40].

B Ttabmuue 1 mpencraBieHbl KpyNMHbIE MEXIyHA-
POIHBIE CCIICAOBAHUS IO Oe30macHOCTH U AP (HEKTHB-
HocTU BM y neteit pa3HbIX IpyIIL: Pe3yJIbTaThl, HEXKE-
natenbHble sBienus (HA) [1I-1V crenenu.

[IpencraBneHHbIN BbIllle 0030p KIMHUYECKUX HC-
CleI0BaHUM, Kacarouiuxcs npuMeHeHust bBM y rerepo-
TEeHHOU Tpy sl eTel B tedennn B-OJ1JI, nemoncTpu-
pyer ero 3(pQPEeKTUBHOCTh U MPUEMIIEMBIH MPOQHIIH
TOKCUYHOCTH, YTO MO3BOJISIET YJAYYIIaTh PE3yJbTaThl
JIeYeHUs TMAIleHTOB, MUHYS XUMHOPE3UCTEHTHOCTD
OITyXOJIEBOT'O KJIOHA, a TaK)Ke€ MHHUMHU3WPYS PUCKU
OCJIOKHEHUH, CBI3aHHEBIX ¢ X T.

‘Y Bannatymomad
AHTKH CD19
\\n/o

B 6 Bui6poc U, ®HO,
A CDE - nephopHUHOB, rpaH3uMoB

cp3 cD19
]
\
@
LlMToTOKCHYEeCKMiA B-numdouymnT .
T-numdoumnT Mponudepaumna T-kneTok Nusuc v anontos
onyxonessix B-kneTok

Puc. 1. MexaHusm pencteua bBM

Figure 1. Mechanism of action of blinatumomab
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pe3ynbTaTthbl

Table 1. Examples of clinical trials with blinatumomab for children and their results

BospacT ToKcHn4HOCTDb
KnunHnueckoe N
nauueH- Pexum B TeueHue 1-ro
uccneposaHue/ naum- OB, 6PB
CObINKa CHTOB TOB Tepanuu UMKna
(MepmnaHa) -1V ct., %
. [P B Te4yeHune 2 umknos: 39 %, | CBL;: 6
I/1l pasa: BM y petei 1 uunkn/ o . o .
¢ p/p OIIT (MT103- 70 1-17 net o5 g; ?/mx oTpuuaTtensbHbin MOB: ES(I;Apr?LOKCMq
0. .
[22025] NCT01471782) (49/44) | (8 nem) Hnknos Mepunana OB — 7,5 mec. TpombounToneHns:
MepnaHa BPB — 4,4 mec. 21
P B Te4yeHne 2 LNKNOB:
63 %, N3 HNX 73 % nepeLnn
BM y pneteli c p/p 28 pHen — K annoTlICK CBLL: 1,8
B-OJ1)1 110 18 net Ho 5 Mepwnana OB — 13,1 mec. Heii .O',I'OKCVIl-IHOCTb
(RIALTO, (8,5 ropa) LMKOB MepwvaHa BPB — 8,5 mec. Il CTp_ 36
NCT02187354) [23] OTtpuuaTenbHbii MOB: ¢ = e
5 % 6nactoB B KM — 59 %,
c <5 % 6nactoB B KM — 92 %
BMy neten nna 5 mec. —19 .
cHmxeHna MOb 15 net (9 net) | 1 umkn OTpuuaTenbHbii MOB: 93,3 % Cvaoporu Il o1 6.6
nepen annoTlrCK H OB uepes 1 ropn: 93,3 % yAop e
[24]
CBLlL: 18
AP: 34 % TpoMbounToneHns:
. ) ) . 63
—_— . 0,
BEM vy peTteii c p/p 38 1-21 rop, o 5 OtpuuaTenbHbii MOB: 21 % HeiiTponeHus: 83
OJ11 [41] (10 neT) LIVK/OB OB: 24 %, npn MegnaHe DeBonnbras
54 mec. (8,9-113 mec.) P .
HenTponeHus: 52
Cencuc: 18
BM y MmnapeHueB 2 mec. — 1 umnkn, OTtpuuaTenbHbii MOB: 81 % . )
c OJ1J1 ¢ peapaHxu- 11 29r no an- 3-netHaa OB: 81 % Eg(l:/l_rpb(?'rgommq
poBkoii KMT2A [30] (5 mec.) noTlrCK 3-netHaa BPB: 47 % )
Il pasa: BM HA: 53
y MnageHueB OTtpuuaTenbHbii MOB: 93 % |/|Hf:1)eK s 13
C peapaHXnpoBKOI 30 nolropa 1 umkn 2-netHAa OB: 93 % Deb I/IJL'II'bH;’:]Fl
KMT2A (EudraCT 2-netHAa BPB: 82 % He|7|Tp onenus: 7
2016-004674-17) [371] P ’
CBLU: BM/XT 1/0
HelpoTokcuny-
lll pasa: BM HocTb: BM/XT 3/0
foiarred
1 MONoabix 2-netHaa OB: BM/XT b '
LK~ 5/44
B3POCSIbIX C MEPBbIM 208 1-30 na BM 71 %/58 % TooMBoLMToneHs:
peungnsom B-OJ1J1 (9 nerT) Pemuccua MOB: EM/XT P H '
no an- BM/XT 8/65
(AALL1331, 75 %/32 % .
NCT02101853) noTlrCK MykoaunTt: BM/XT
[28] 0/45

Cencuc: BM/XT
1/13
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Il paza: BM

oot 28 priei — | 1 umwn,
ncKa ¢ I'IepbeIM 108 18 ner, no an-

0 P (5 neT) noTICK

peunanBom
(NCT02393859) [29]

HA: BM/XT
57,4/82,4
TpoMbounToneHns:
BM/XT 18,5/35,3
PebpunnbHan Hel-
Tponenusa: BM/XT
3,7/25,5
CtomaTuTt: BM/XT
18,5/31,4
HelpoTokcuny-
HocTb: BM/XT
5,5/1,9

MOB: BM/XT 90 %/54 %
BPB: BEM/XT 66 %/27 %
AnnoTICK: BM/XT 89 %/70 %

MpumMeyvaHus: LUyukn BM — 28 gHeit HenpepbiBHOW NHOY3UIW/2-HeAeNbHbI NepepbiB.

MATEPWAJ1bl N METOADbI

BrimonHeHna peTpoCneKTUBHAS OLICHKA TPUMEHEHUS
BM y 53 nmanmenToB neTckoro Bo3pacra (Mmenuana — 7,7
rona) ¢ B-OJIJI B oTneneHny XUMHUOTEPAITHH OHKOTEMa-
tosornueckux 3adoneBanuii 1 TKM g nereit ®I'BY
«HMUII um. B. A. AnmazoBa» Munszapasa Poccuu
(Cankr-IlerepOypr) 3a nepuoy ¢ arpeis 2016 o ssHBaps
2024 rr. O0miee umcio ciayvaeB HazHaueHus bM ¢ 2016
1o 2020 1. cocraBmiio 7, a ¢ 2021 mo 2023 . — 46, uT0
B IIEPBYIO ouepeib 00YCIOBIICHO JIOCTYITHOCTBIO JIeKap-
CTBEHHOTO Mpenapara.

ITokazanuem K Ha3HAYEHUIO UMMYHOTEPAITUH OBLIO
Hammune nuaraoza B-OJIJI w ogHO W3 CIemyrommx
cocrosiHmid: 1) koHconmmpanusi pemuccun (KP) mpu
nepeuynom B-OJIJI (NCT04723342) [42]; 2) nepcu-
crenist MOB nocne kypca uHaykumonHod XT wmu
npotuBopermarBHOi XT nepen stanom amnoTI'CK; 3)
3aMeHa CTaHJAPTHOM KOHCOMHIAINH B CBSA3H C MIPE/IIIe-
cTBytole TOkCMYHOCThI0O XT WM MHBIMH TPOTHBO-
MOKA3aHUSIMH K €€ MPOBENICHHIO; 4) Teparusi CriaceHuUs
y manueHToB ¢ pedpaxrepubiM TedeHnem OJIJI. B nep-
BOM CITydae Teparus MPOBOIIIACH B paMKaX KIMHHYE-
CKoi1 arrpobarn «MeToj JIe4eHus 1eTeld U TIOIPOCTKOB
c nepsrunbiM B-OJIJI ¢ npuMeHenneM KOMOMHUPOBaH-
Hol xumuo- u UT» HMULL JITOU um. /1. Porauesa.

Bce manwmentsr momywanmum bBM  («brmHIIITOY,
AMGEN) B Bue HenpepbIBHOW BHYTPUBEHHOMN HH(DY-
31U B TeUeHue 28 nHeH yepe3 LeHTPaIbHbI BEHO3HBIN
KareTep, MOPT-CUCTEMY HIIM TepUepPHUSCKUI BEHO-
3HbIA KaTeTep. BBeneHue mnpemnapara BBITOJHSJIOCH
¢ nmomombpio wHpy3omara B. Braun Space. Mcmonb3o-
BaJICS CTaHIAPTHBIN PeKUM HazHaueHUs bM ¢ yueTom
Beca maiueHTa. Y JeTeill ¢ Maccoil Tena meHee 45 Kr
WHUIHATBHAS 71034 COCTABIISIIA 5 MKT/M? Ha MPOTSIKE-
HuM 7 nHei, ¢ 8 no 28 nuu Tepanun — 15 mxr/m?. [Ipu
Macce Tena oosee 45 KT cTangapTHAs 1032 COCTABIIsIIA
9 mMkr/cyT B 1-7 nHM, manee 28 MKT/CyT ¢ 8 o 28 mHU
tepanuu. Y nanueHToB ¢ Ph+ B-OJIJI mpoBoammack
komOuHupoBanHast Tepanus bM B coueranun ¢ UTK.

C menpro MpeMenuKauu U TPOQHUIAKTHKU IH-
TOKMHOBOTO IuTOpMa B 1-i u 8-ii nHu BBeneHus bM
Ha3HAYaJCs JIeKCaMeTa30H B JO3UPOBKe 5 Mr/m?* 3a 6
4acoB M He MeHee ueM 3a 30 MUHYT 0 WHHITHAIIUN
UT. Ouenka MODB BbIonHSNIACE ¢ MCIIOIB30BaHUEM
MeTonoB nMMmyHopeHotunuposanus (MDT) n more-
KyJsipHO-reHeTHyeckoro uccienosanust (IILP) mpwm
HaJIMYUU XPOMOCOMHBIX anbrepanuii. 3a MOb-nera-
THUBHBIN CTaTyC MPUHHUMAJIOCH KOJIUYECTBO OITyXOJIe-
Boii momyssiiud < 10 mo nanueiM UDT. [{yist oteHKH
TOKCUYHOCTU MPOBOJAMMON TEPAIMH HCITOJIb30BaIach
mkana HexxenarenbHbiX siBieHuit CTCAE, Bepcus 5.0
[43].

st cratuctTudaeckol 00paboTKH JAHHBIX TPUMEHS-
71 iporpamMmy jamovi Bepcuu 2.3.28.0. bbut BeImoHeH
aHaJIN3 JaHHBIX HAy4YHOU IuTeparypsl B 6azax PubMed,
ClinicalKey u Elibrary no s dexkruBHOCTH 1 acconnu-
poBanHoO# TokcnaHocTn BM y nereit ¢ B-OJUL

PE3YJIbTATbI

3a ananuzupyemsblit nepuoa Bpemenu UT bBM mpo-
BeZicHa 53 manueHTaM B Bo3pacte oT 2 mo 19 ner, u3
HuX 28 (53 %) neBouek u 25 (47 %) manpankoB. Memu-
aHa BO3pacTa Ha MOMEHT Tepaliu COCTaBuia 7,7 roja.
OCHOBHBIE XapaKTEPUCTUKH MAIIEHTOB MTPE/CTABICHBI
B Tabnuie 2.

OcHoBHbIM uMMyHOBapuantoM OJIJI, cormacHo
kinaccupukanuu EGIL, B uccnenyemoii koropre ObLI
BII, nmarnoctupoBanubiii y 47 (89 %) mauueHTos,
BapuanTsl Bl u Blll 'y 5 (9.4 %) u 1 (1,9 %) cooTBet-
CTBCHHO. XPOMOCOMHBIC albTepaIlii OBITH BBISB-
neHsl B 36 % cirydaes, u3 HuX npeoOmamany t(12;21)/
ETV::RUNXI (21 %) un t(9;22)/BCR::ABLI (11 %).
V¥ oanoro nanuenta auarmoctupoBa CMMRD-cun-
IpoM (constitutional mismatch repair deficiency
syndrome, Ui CHHAPOM nedHIUTa permapaniy OITH-
0OYHO CHapeHHBIX HYKJICOTHOB), IIPU ITOM TEUYCHUE
OJIJI comyTcTBOBaJIO TIIMOME BBICOKOHM CTENEHM 3JI0-
Ka4eCTBEHHOCTH C IOPAKEHUEM JIOOHOH JIONH.
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Ta6nuua 2. OCHOBHbIe XapaKTepUCTUKU NauueHToB n BapuaHta OJ1J1 B uccnepyemoii

rpynne

Table 2. Baseline clinical characteristics of patients and type of ALL in the study group

XapakTepuctuka 3HaueHue, n (%) ¢]
Bcero 53 (100)
Mon: 0,2
LEBOYKN 28 (53)
Manb4YnKN 25 (47)
BospacT (MegnaHa), rogbi 2,08-19,8 (7.7) 0,6
leHeTUYeCKNe HapyLLEeHUA: 0,4
t(12;21)/ ETV::RUNX1 11 (21)
t(9;22) )/BCR::ABL1 6 (11)
t(1;19)/ E2A::PBX1 2(3,8)
rynepnaougHbI KapuoTun 3(5,7)
opyrue (CMMRD, mukpopeneuvn 14q, bonesHb lowe) 3 (5,6)
VIMMyHONOrn4yecKkuin BapunaHT: 0,5
BI 5(9,4)
BII 47 (89)
Bl 1(1,9)
Peungonebl No konm4ecTsy: 0,13
peunoue 1 10 (19)
peungms >1 5(9,4)
Peunovebl no BpeMeHn: 0,053
CBEPXPaHHN 4 (7,5)
PaHHN 5(9,4)
NO3aHWIA 6 (11)
Peungnebl no nokannsauun: 0,2
N30/INPOBaHHbIN KOCTHOMO3rOBOW 10 (19)
KocTHoMo3roeol + LUIHC 5(9,4)

MpumedvaHnsa: CMMRD (constitutional mismatch repair deficiency syndrome) — cuHgpom gednunta penapauum

OWnNB0O4YHO CrnapeHHbIX HYKNeoTnaoB.

Pacnpenenenune cnyuaeB npumeHenuss bM B 3aBu-
CHUMOCTH OT MOKa3aHUIl U pe3yJbTaThl TEPANuu Mpej-
CTaBJICHEI B TaOIHIIE 3.

B mnposenenHom Hamu wucciegoBanun MObB-He-
raTuBHas pemuccus nocie l-ro xypca UT nmoctur-
nyTta y 47 nauuentoB (89 %), mporpeccupoBaHue 3a-
OosieBanus oTMeuaiock y 4 (7,5%). B ogHoM ciiyuae
MOb-neratuBHOM pemuccnu mocie kypca UT umerno
Mecto Hapactanue MOb no 0,27 % mno pesyasraram
UDT. YV nanuenta ¢ p/p OJUJI u ToransHO#l 61acTHOM
WHOMIBTpanueil KocTHOro mosra (mo aanHeiM UOT
90 %) oTMedamach PEmyKIHS OIMyXOJCBOW TMOIYJIs-
uuu J0 7,2 % x 15 nHio Tepanuu, TeM HE MEHee, UMell
MECTO JICTAJIbHBIH HMCX0[, OOYCIOBICHHBIN Hpeale-
CTBYIOIIUM pa3BUTHEM TsKeNol nHpexuuu. [leBatu

nanuenTam (17 %) nocne kypca uMmyHoTepanuun bM
opu1a yenenrHo BeimoiHeHa autolT'CK. JlocToBepHO
B3aMMOCBSI3U MEXIY XapaKTEePUCTUKaMHU MAIMEeHTOB,
BapuantoM OJUJI u poctuxxkennem MObB-oTpunaresns-
HOT'0 CTaTyca IPHU MPUMEHEHHUH OJIMHATyMOMa0a HaMu
BBISIBJICHO HE ObLIO (TalJI. 2).

IIpopunb TOKCHMIHOCTH M YacTOTa 3aperucTpupo-
BaHHbIX HS npu ucnonws3oBanun BM mpencraBieHbl
B Tabnuie 4.

CaMbIMH 4aCTBIMH OCJIOXKHEHUSIMU B TIEPBbIC JTHU
tepanun BM Obutn sBiienust CBL B Buje ¢peOpuiib-
HoW Jmxopanku (60 %) u HelipoTokcmyHOCTH (28 %),
a TaKXe IUTONEHUS JIF000H creneHu TsokecTu (55 %).
OnHUM H3 KIWHUYECKUX TPUMEPOB HEHPOTOKCHY-
HocTU BM sBIisieTcs pa3BUTHE OCTPOM HEBpOJIOrHYe-
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Ta6nuua 3. PesynbTaTtbl npuMmeHeHna BM B uccnenyemMoii Koropte 60/1bHbIX

Table 3. Treatment results of Blinatumomab in the study group

XapaKTepucTuKa 3HaueHue, n (%)
Bcero 53 (100)
CraTtyc 3aboneBaHnAa Ha MOMEHT Havana Tepanun BM:
rnofiHaA peMuccusa 1 38 (72)
nonHaa peMucensa >1 14 (26,4)
OTCYTCTBUE PEMUCCUN 1(1,9
CraTtyc peMuccum Ha MOMeHT Hadana Tepanun BM:
MOB-oTpuLLaTENbHBbIN 33 (62)
MOB-noNoXNTENbHbIN 20 (38)
lNMoka3aHunA K NnpuMeHeHnto BM:
KOHcoNMaaunsa peMnccum 17 (32)
nepcucteHuns MOb 23 (43)
TOKCUYHOCTb XT 12 (23)
Tepanus cnaceHus 1(1,9)
BapunaHT oTBeTa Ha Tepanuto bM:
MP, MOB-oTpuLaTENbHbIN 47 (89)
MNP, MOB-nonoxuTenbHbIN 1(1,9
penykumsa 6nactosa 1(1,9
nporpeccus 4 (7,5)

CKOW CHMITTOMATHKH B BHJIE TOJIOBHOW 00U, TpeMopa
BEPXHUX KOHEYHOCTEH, T'OJIOBOKPYKEHHUS, ATaAKCUU
U au3aptpuu yepe3 20 4acoB mocie dcKaialuu J03bl
no TtepaneBTuyeckod. COCTOSHME MalMEeHTa paclie-
HEHO Kak HedporokcmyHocTh III cremenn Ha QoHe
Tepanmu BM, 9T0 moTpeboBanio Ae3CKaNAIlUK JO03BI
npemnapara 10 CTapTOBOM ¢ HEMEIJIEHHBIM KYIHPOBa-
HHUEM HEBPOJIOTHYECKUX CUMNITOMOB. [lo pesynbraTam
MarHuTHO-pe3oHaHcHOW ToMorpaduu (MPT) rosos-
HOTO MO3ra C BHYTPHUBEHHBIM KOHTPACTHPOBAHHEM
ompenensanace MP-kapTuHa JelikosHIIe(aTonaTHH.
[locne 3aBepiienus nepsoro kypca UT u 2-HenensHO-
r'o epepbIBa, a TAK)KE yUUTHIBAsI HEBO3MOXKHOCTB ITPO-
JoJbkeHust ctanaapTHo XT U umeroluecss COMHEHU A
B JIOCTaTOYHOCTH OJIHOTO Kypca bM B HemnonHo 103e,
OBIJIO TIPUHSATO PEIIeHHe O MPOBEJIECHUHU 2-TO Kypca.
Cnenyer OTMETUTbH, YTO OKHMJAeMOW HEHpPOTOKCHY-
HOCTHU 3apEeTUCTPUPOBAHO HE OBIJIO, dCKAJAIUS JIO3bI
He MMeJa OCIOKHEHNH, KypC Tepanuu OBl 3aBepIIeH
B MTOJTHOM 00BEME.

Koppekuusi accouuupoBaHHOH ¢ HOPUMEHEHUEM
BM TtokcnuHOcTH TIOoTpeboBanack y 32 % ManueHToB,
YTO MPEACTABICHO B TabiuIe 5.

Camxenue 10361 BM MPOBOIMIIOCH ¢ YacCTOTOM
19 %, npu 3TOM OCHOBHBIMHU MpPHYMHAMH OBbLIN He-
BpOJIOTHYECKUE OCJIOXKHEHUs. B kauecTBe nOMONHU-
TEJbHBIX OIIHA COMPOBOAUTEIIBHON Tepanuu ObLIO

npumerenrne ['KC u mpu pa3BuTun WHMEKITMOHHBIX
OCJIO)KHEHUH — aHTHOaKTepuanabHOW Tepanuu. Bo
BCEX CIIy4asiX COIPOBOAUTENIbHAS Tepanus Obuia 3¢-
(eKTUBHOHN C pa3pelieHueM BCceX BapUAHTOB 3aperu-
CTPUPOBAHHONW TOKCUYHOCTHU. JleTaldbHBIX HCXOJIOB
pu ucnonb3oBanu bM 3adukcupoBaHo He ObLIIO.

OBCYXKAEHUE

Cospemennas T ¢ npumeHenuem bBM B jedeHuun
B-OJIJI y mereil neMOHCTpUPYET XOPOILINE Pe3yIIbTa-
THI U UMEET HOBBIC NIEPCIICKTUBBI €r0 UCIIOIb30BAHMSL.
B Hnamem wuccrienoBaHuM TPOBEAEH aHAJIW3 TeTepo-
TE€HHOW TPYyNIBl MAlMEHTOB JETCKOTO BO3pacTa, Kak
nonydaBminx BM B kauectBe - JUHMM Tepanuu,
TaK U MPHU pelUAnBe 3a00JIeBaHUs, TIPU 3TOM YPOBCHb
OTBETAa 10 COBOKYMHOCTH HaHHBIX gocturaeT 89 %.
CrnenyeT OTMETHUTbH, YTO OOJBIIYIO YACTh HCCIEAye-
MO# KoropThsl cocTaBuiu aAeTu ¢ p/p B-OJIJI, y xoto-
peIx ipuMeHeHne bM criocoOcTBOBANIO TOCTHIKEHUTO
MOB-HeraTuBHOT0 cTaTyca B BBICOKOM IIPOIICHTE CITy-
qae (n = 19/23, 83 %), 4TO COOTBETCTBYET AaHHBIM
MEXTyHAPOIHBIX HcclenoBanmit [22, 23, 28, 32]. Us-
BECTHBIM (pakTopoMm nydrrero orBeta Ha UT sBusercs
YPOBEHB JICHKeMHUECKON HArPY3KH HA MOMEHT €€ HHU-
nuanuu [18, 22, 23, 41]. Tak, B Hariel koropte 00Jib-
mas 9acTh nmamueaToB Haxoauauck B [IKITP (98,1 %).
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Ta6nuua 4. CneKTp U HacToTa HeXenaTtesibHbIX ABJIEHUWU, 3aperMcCTPUPOBaHHbIX
Yy uccnepnyemMon KoropTbl 605bHbIX Ha doHe uMMyHoTepanuu BM

Table 4. Range and frequency of side effects in the study group during immunotherapy

of blinatumomab

Ocno)HeHUA Tepanuu B UccriegyeMoi Koroprte 3HaueHue, n (%)
debpunbHaa NnxopaakKa: 32 (60)
CTapT Tepanuu 27 (51)
MenvaHa (ouanasoH), oHn 1(1-3)
rnoBbiweHve ao3bl BM go pacuyeTHow 10 (19)
MenvaHa (ouanasoH), oHn 2 (1-5)
feMmaTonornyeckasa TOKCUYHOCTD: 29 (55)
nenko-/HenTponeHus I-Il cT. 13 (24,5)
nenko-/HentponeHus ll-IV cT. 15 (28)
TpoMbouuToneHus |1l cT. 6 (11)
TpoMbouuToneHus Il cT. 1(1,9
VHdeKunoHHble annsonbi -1l cT.: 12 (23)
debpunbHaa HENTPONEHNA 1(1,9)
repnec labialis 2(3,8)
VHbEKLNA BEPXHNX ObIXaTesNbHbIX MyTen 2(3,8)
VHbEKLNA MOYEBbLIBOAALLNX MYyTEN 2(3,8)
SHTEPOKOUT 1(1,9)
KOHBIOKTUBUT 1(1,9)
VNHBa3MBHbI MMNKO3 1(1,9)
HenpoTokcnyHocTb |-l cT. 13 (24,5)
HenpoTtokcnyHocTb Il cT. 2(3,77)
N3 Hnx (I-111 cT.):
ronosHas 60sb 11 (19)
6eCcCMNTOMHOE MOBbILWEHME LUTO3a JINKBOpPa 6 (11)
Tpemop 5(9,4)
3MoLMOHanbHasA 1abubHOCTb 3(5,7)
rOSTOBOKPYXEHME 2 (3,8)
cygoporu 1(1,9
aTakcusa 1(1,9
OnsapTtpua 1(1,9
HapyweHusa »enynodHo-knweyHoro TpakTa I-ll cT. 15 (28)
TOWHOTA 4(7,5)
3aflepXKa cTyna 13 (25)

B uccnenoBanun RIALTO namuentst ¢ > 5 % O61acToB
B KM 1o tepanuu BM pocturnu I1P B 59 %, Torna kak
OompHBIE ¢ < 5 % OmacTtoB — B 92% cityuaes [23]. Tem
HE MEeHee, 1 JTUTepaTypHble fanubie [22, 40, 41], u Ham
omsIT puMmenennst UT B akTuBHO# daze B-OJIJI me-
MOHCTPUPYIOT BO3MOXXHOCTHh JOCTHIKEHHS OTBETa,
orpeseNssi epCcneKTUBB MpuMeHeHus: bM B kauecTse
Tepanuu crnaceHus. Takke M3BECTHO 00 OTCYTCTBHH
JIOCTOBEPHOTO BIHsIHUS Ha 3(dekTHBHOCTE Tepamuu
BM nuToreHeTHUeCKUX anbTepamuit [23].

Heynaun tepanuu BM moryTt ObITH 0OyCIOBIIE-
Hbl CHM)KeHueM skcrpeccuu CDI19 Ha omyxoseBbIx

KJICTKaX, aKTUBHOCTU W/MJIM HUCTOLIEHUEM T-KIIETOK,
a Tak)Ke€ MHEJIOMIHBIM MEPEKIIOYCHNEM Y MalleHTOB
¢ MLL OJ1J1 [45-48]. Uccnenoanue 111 ¢assl y B3poc-
aeix TOWER (NCT02013167) nemoHCTpUpyeT BIIHS-
Hue OazoBoro ypoBHs CD3+CD8+ T-ahdexTopHBIX
KJIeTOK Ha 3pdexTuBHOCTH Tepannu bM [48]. JlocTo-
BEPHBIX T'€HETUYECKHX (AKTOPOB, OIPEHeIIIONUX
ycToi4uuBOCTH K BM, He onpeneneno [44].

B kauecTBe BO3MOXKHBIX IOJXOIOB K YJIyUILICHHIO
OTBETa MOT'YT OBITh KOMOMHHUPOBAaHHAsl aJONTHBHAS
tepanust BM ¢ uH}y3neil 1oHOpCKUX JHMGOLHUTOB
(MIJT) (NCTO03849651) [49, 50], mpoBeneHue mpep-
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Ta6nuua 5. Koppekuua HA, accouumnpoBaHHbIX ¢ Tepanuen BM, B uccnepyemMom Koroprte

60JIbHbIX

Table 5. Correction of adverse events associated with blinatumomab

in the study group

Koppekuua accouunpoBaHHOW TOKCU4YHOCTU BM 3HaueHue, n (%)
Bcero 17 (32)
Penykumna oo3sbl BM:
yacToTa 10 (19)
MeanaHa OHel ¢ penyKkumen (onanasoH) 4 (2-15)
MpuynHa penyKummn:
HENPOTOKCUYHOCTb 8 (15)
nmxopagkKa 2(3,8)
Tepanusa rnokokopTukocTepougamu (FKC) 6 (11)
AHTnBaKTepuranbHasa Tepanusa 7 (13)

BaHHBIX KypcoB MH(Y3uu BM 175 mpenoTBpameHus
ucTouieHus T-KJIeTOK, a Takke komOuHanuss bM ¢ XT
u UT [51, 52]. Pesynbrarel npuMeHeHus 14-1HEBHO-
ro kypca BM y nereit ¢ p/p OJIJI yka3pIBaloT Ha BO3-
MoxHOCTB noctikenust [1P B 78,8 % (26/33) na 15-i
nenb nedeHud [53]. Kopotkuit kype BM npumensiics
B BHJIE 2-THEBHOU MH(Y3HH B [03€ 5 MKI/M? ¢ TIOCITE-
Ayrorieit sckanariei 103e1 10 10 Mxr/m? (*¥2 nus) u 15
MKr/m? (*10 gueit). JlaHHas cxema mo3Bosisiia JOCTHYb
MOB-oTpuIaTeIBHOTO cTaTyca peMHUCCUU B O0Jiee KO-
POTKHE CPOKH, TEM CAMBIM CIIOCOOCTBYSI COKPAILICHHIO
naTepBana g0 nposeneHus amiolT'CK. Omaako s
noATBepKAeHNS d(Hh(HEKTUBHOCTH yKa3aHHOTO PEXKH-
Ma HeoOxoauMa oreHka otnaierHoit OB u BPB B pam-
KaX KpPYIHBIX paHAOMHU3UPOBAHHBIX KIMHHUYECKHUX
HCCIIEI0BaHU.

Ha ceronns BM pexoMmeHJ0OBaH K NPUMEHEHHIO
HE TOJIBbKO B KauecTBe Tepanuu p/p OJIJL, Ho u kak anb-
TepHaTUBHBIN pesxxuM ctangapTHoil XT. Kak mpasuio,
MIOKa3aHUSIMHU K NpUMEHEHUI0 BM sBisiroTCS pasBu-
THE XHMHOMHAYIIMPOBAHHBIX OCIOXKHEHUH W/MIIA Ha-
JIMYUE COMYTCTBYIOMHX 3a00JeBaHUN/COMATHYECKUX
npotuBonokazanuii k npumenennro XT [31-33, 54].
HecMmotps Ha npenmectsyromyr XT y Bcex nanues-
TOB UCCIIETyeMON KOTOPTHI, TOKa3aTeIH TOKCHYHOCTH
npu mipoBeneHnu MT ObLIm mpueMiIeMBIMHU. 3aperu-
ctpupoBanHbie H no yactoTe BcTpeyaeMocTu u cTe-
MEHU TSKECTH OBLIH COMOCTAaBUMBI C MEXIYHApO.-
HBIMH AaHHBIMU [22, 23, 28]. BaxkHO OTMETUTH, UTO
JIaXKe B CIIy4yasX pa3BUTHUsI TOKCUUECKUX OCIOXKHEHUH,
BCE OHH KYNHPOBAJIHUCH B MTOJHOM 00BEME ITyTEeM pe-
OYKIUU J103b1/BpeMeHHON oTMeHbl BM 1 HazHaueHwust
COIPOBOAUTENBHOM Tepanuu. OJHO U3 CaMbIX YacThIX

U OKUJAEMBIX OCJIOXHEHUW IpHU puMeHeHnu bM —
ato CBLI, mposBsromuiics heOpuiIbHON THX0paIKOH,
TOJIOBHBIMU OOJISIMH W PSIZIOM JIPYTUX HEBPOJOTHYE-
CKUX CUMIITOMOB, IIPU 3TOM MPEIUKTOPOM MACCHUBHO-
ro BbIOPOCA IUTOKMHOB MOXKET OBITh OOJIbIIAs OITy-
xoneBas Harpy3ka [20]. [IpeacTaBiacHHBII HAMH OIIBIT
HE TTO3BOJISIET C/IEJIaTh BHINIEYKa3aHHOE 3aKIIOYCHHE
BBUAY MaJIOYUCICHHOCTH UccleqyeMoi KoropTel. Co-
[JIACHO JIJAHHBIM JIUTEPATYPbI, A0COIFOTHBIM ITPOTHBO-
MOKa3aHWEM K NpuMeHeHut0 bM sBigeTCs MOBBIIIECH-
Has YyBCTBUTEIBHOCTH K MIperapary.

3AKJTIO4HEHUE

IlonydeHHBIE HAMM AAaHHBIE, HECMOTPSl HAa MaJO-
YHUCJIEHHOCTB UCCIENYEMOM KOTOPTHI, AEMOHCTPUPYIOT
0e30MaCHOCTh U BBICOKYIO 3(P(PEKTHUBHOCTb TEparuu
BM, 4T0 Tak:ke B [IOJIHOM Mepe COOTBETCTBYET PE3YJIb-
TaTaM MEXJYHapOJHBIX HCclenoBaHui. Paciupenue
Moka3zaHuM Kk npuMeHenuto bM kak B mepBoi pemuc-
CHUH, Tak ¥ B ciry4asx p/p popm OJIJI o6ocHOBaHO, Tpu
3TOM UEJISIMH MOTYT SIBIATHCS YJy4YIIEHHE cTaryca
MOB, Tepanus «cnaceHus», NpeoJoIeHNe TOKCUYHO-
ctu XT. AKTyaapHBIMH BOTIPOCAMU Ha CETOMHSAIITHUN
JIEHb OCTAOTCA IPEOAOJIEHNE PE3UCTEHTHOCTH OITyXO-
neBoi nonyaanuu k bM, B TOM uncie myTem nmpume-
HeHHs B KoMOnHanuu ¢ XT, a TakKe UCIOIb30BaHUE
YKOPOUYEHHBIX KyPCOB UMMYHOTEpAIIHH.
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PE3IOME

WHcynbT siBasieTcs OAHOW U3 BEAYIIMX NPUYHMH CMEPTHOCTH M MHBAIMAM3ALUHN B MHUpPE, 4TO
MI03BOJISIET TOBOPUTH O HEM KaK O Ba)KHEHIel MeANKO-COLHaIbHOM MpodiemMe COBpEMEHHON
MeauUuHBL. [1o JaHHBIM MeEXTyHapOJAHBIX MHOTOIIEHTPOBBIX HCCIIEIOBaHHUN, CaMyl0 BBICO-
Kyl0 9acTOTy BCTPEUAEMOCTH MMEET HIIEeMHYECKHi WHCYNBT. 110 JaHHBIM HCClenoBaHMiA,
y TPETU MALUEHTOB C UIIEMUYECKUM HHCYJIBTOM HE YAeTCs BBIABUTH €I0 IaTOr€HETHYECKUN
noaTur. OCHOBBIBasch Ha kinaccudukarmu TOAST, KpUIITOTeHHBIH HHCYIIBT TpeOyeT HCKITIO-
YEHMsI KPUTEPUEB APYTMX MaTOr€HETUYECKUX MOATHUIIOB, OJHAKO B KIMHUYECKOH MPAKTHKE
NpUYMHAMH [TOCTaHOBKH JAHHOTO JMAarHo3a sIBISIOTCS HETOJIHOE O0Cie0BaHNe TalueHTa,
OTpHIIaTeNbHbIE PE3yabTaThl NCCIEOBAHNN W BBISBICHHE JBYX M Ooyiee mpuyuH. Beicokas
4acTOTa BCTPEYAEMOCTH U PUCKA TIOBTOPHBIX UIIEMHUYECKUX COOBITHH OnpenenseT Heo0X0au-
MOCTb TIIATEIBHOTO IUAarHOCTUYECKOT0 TIOUCKA C IIEIbI0 HCKIIIOUEHNUS PEAKUX IPUYNH U IPO-
BesieHHsI 000CHOBaHHOW BTOPUYHON PO(UIAKTHKY.

Kirouesble ciioBa: aHTH(HOCHONUIUIHBINA CUHAPOM, KAPOTUIHASL CETh, KPUITOTCHHbIN HH-
CYJIBT, ITapaJIoKcalibHast IMOOJHS, paK-accolMupoBanHbIi nHCYIbT, COVID-19, ESUS.

Jnsa yumuposanus: [Apewuna C.A., Anuwesckuti C.H. Pedxue npuuunsl KpUnmo2ceHHo2o uH-
cyrbma: cucmemamuieckuti 0030p aumepamypwl. Poccutickutl scypran nepconanuzuposanton
meouyunvl. 2024,4(2):170-179. DOIL: 10.18705/2782-3806-2024-4-2-170-179. EDN: KOSXYE
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ABSTRACT

Stroke is one of the leading causes of mortality and disability in the world, which is why it is
considered a key medical and social problem of modern medicine. According to international
multicenter studies, ischemic stroke is the most frequent type of this condition. According to
research, the pathogenetic subtype of ischemic stroke cannot be identified in a third of cases.
Based on the TOAST classification, cryptogenic stroke requires exclusion of criteria for other
pathogenetic subtypes. However, in clinical practice, the reasons for making this diagnosis are
as follows: incomplete examination of the patient, negative test results, and identification of
two or more causes. The high incidence and risk of recurrent ischemic events determines the
need for a thorough diagnostic search in order to exclude rare causes and conduct reasonable
secondary prophylaxis.

Key words: cryptogenic stroke, ESUS, carotid web, paradoxical embolism, cancer-associated
stroke, antiphospholipid syndrome, COVID-19.

For citation: Dreshina SA, Yanishevsky SN. Rare causes of cryptogenic stroke. Russian Journal
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Cnucok coxkpamenuii: AODC — antudochonn-
nuaablid  cuaapoM, JAMIIIT — npedext mexnpen-
cepnuoit meperopoaku, 3HO — 310KkauecTBEHHOE
HOBOOOpa3oBanne, MM — wumemudeckuii HHCYIBT,
KN — xpunrorennsrit wHCynbT, KC — xapotua-
Has ceTb, JIABM — nerounble apTepHOBEHO3HBIC
Manbdopmaru, OOO — OTKPBITOE OBaJIBHOE OKHO,
I19 — mapanokcanbuas smoonus, TK/[I— Tpanckpa-
HuanpHas gommieporpadus, TT 3xoKI' — TpancTo-
pakanpHas sxokapauorpadus, YIT OxoKI" — upecrnu-
meBoHas sxokapauorpadus, ESUS (embolic stroke of
undetermined source) — 3MOOJIMYECKUI HWHCYIBT W3
HEYCTaHOBJICHHOTO NCTOYHUKA.

BBEAEHUE

Kpunrorennstit uncynst (KW), nian MHCYNbT Heus-
BECTHOM 3TUOJIOTUU — 3TO MOATBEPIKICHHBIN IIPU I10O-
MOIIIM HEWPOBU3yaIM3alMd WHCYJABT C HEW3BECTHBIM
WCTOYHUKOM, HECMOTPsI Ha TIIATEIbHOE J000CIIeI0Ba-
nue. s cnydaes, Korja MOTHOLCHHOE 00CIe0BaHue
MIPOBECTH HE YAAJIOCh, I1€JeCO00pa3HO HCIOIb30BaTh
TEPMUH «UHCYJIBT HEYCTAaHOBIEHHOW OSTHOJOTHM.
B kIMHWYECKHMX WCCIIEIOBAaHHUAX W, PEXKe, B MPaKTH-
Ke Bpaya-HeBposora ucnonbiyercst konpenuust ESUS
(embolic stroke of undetermined source, amOoHUECKUI
WHCYJIBT U3 HEYCTaHOBJIEHHOTO HCTOYHMKA) — WHCYJIET,
MMEIOIMN HEeJTaKyHapHbI MaTTepH MpU HEHpoBU3ya-
nu3anyu, 0e3 O4eBUIHBIX HCTOYHUKOB AMOOIHH TOCTe
MPOBEJCHUS JOOOCIEeIOBaHU M MCKIIIOUCHHST M3BECT-
HBIX PUYUH WHCYJIBTA, B YACTHOCTH MCTOUYHHKOB Kap-
TMOAMOOITMM ¥ aTepoCKIIepo3a MPOKCHMAJIbHO 30HE
uncynsta [1]. Jduarno3 ESUS cocrasmser 80-90 %
B cTpykrype KU u 9-25 % cpenu Bcex UU [2].

HecMmotpst Ha To, uTO Hambojee aKkTyaJbHBIMHU BO-
MPOCaMH KPUIITOTCHHBIX HHCYJIBTOB OCTAIOTCS HEpac-
MMO3HAHHBIE SMU30/bI CyOKIIMHUYECKON (PHOPHIIAINAN
MIpeNcepauii, mpeacepaHas KapauonaTus, TPOMOOIM-
OosMyeckuil MOTEHIMAll HEeCTCHO3HPYIOLIETO aTepo-
CKJIEPOTUYECKOTO M WHTPAKPAHHAILHOTO MOPaKCHUS
Opaxuomneda bHBIX apTEPH, CYMIECTBYET psm Oolee
pPEeNKuX MPUYNH, TPEOYIONIH Ooiee TIATEIBHOTO TH-
arHOCTUYECKOI0 TIOMCKA B CBSI3U ¢ HEOOXOAMMOCTBIO
crienquUUIecKoi BTOPUYHOHN MPOPHIAKTUKH.

KAPOTUAHAA CETb

Kaporunnas cers (KC) — oOpasoBanue B Bujie TOH-
KOH MeMOpaHoII0A00HOH TTOJIOUKHY Ha 3a/THEeH CTEHKE JTy-
KOBHIIBI BHYTPEHHEH COHHOH aptepuu. OHO TpeacTaB-
JsIeT co00H 04aroByr0 ANUCIIA3MI0 MHTUMBI M CYMTAETCSI
OIHUM M3 THIIOB (PHOPO3HO-MBIILICYHOM TUCIIIA3UH, BbI-
3pIBatolelt ctenos < 50 %. Yame KC BcTpevaercs y na-
LIUEHTOB MYXXCKOTO TI0JIa, HETPOMIHONW packl, B OOJb-
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IIIMHCTBE CITy4aeB sIBseTCs OHOCTOpOHHEN. Cunrtaercs,
YTO 3TO BPOXKJIEHHAs aHOMAJIUSI, OTHAKO BHICKA3bIBAIOT-
Cs1 TIPEATIONOKEHHS, YTO Y MOJIOABIX YKEHIIMH THITepIiIa-
3WI0 WHTHMBI MOXXET BBI3BIBATH MCIIOIB30BAHHUE OPaITh-
HbeIx KoHTpauentuBoB [3]. KC BeuBusgercs y 9-37 %
narerToB Monoke 60 et ¢ KU u yBenmuuBaeT puck
nHcynsTa B 10-20 pa3 [4], mpu 3TOM pHCK TOBTOPHOTO
WHCYJIBTa COCTaBIsIeT 67 % B TeueHue 3 mecsieB [5]
u 32 % B Teuenue 12 mecsues [6].

TpombooOpazoBanue u ambonu3anus npu KC Bbi-
3BaHa (QOPMHUPOBAHUEM 3aMEIJICHHOTO WIH TYypOy-
JICHTHOTO KPOBOTOKA IHCTaJIbHEE aHOManmu. Y 12—
29 % mnamuenToB ¢ KC u WHCYnbTOM OBLI BBISBIICH
nepekpsiBaonii Tpom003 [3], mpu 3TOM Hambomee
9acTO OKKJIIO3UPYeTCs MpOKCHMallbHas 4YacTh BHY-
TpeHHell coHHOH aptepun [7]. OCHOBHBIM METOIOM
nuarHoctuku KC sBnseTcs KOMIbIOTEpHass TOMOTpa-
(hnueckast anruorpadusi, MO3BOIIIONMIAS BU3YaTH3UPO-
BaTh JIe(PeKT KOHTPACTHPOBAHUS B THITUYHOM MECTE
B IONEPEYHON OCEBOM M CaruTTAIBHON IJIOCKOCTSIX.
YV 6epeMeHHBIX W TAIUEHTOB ¢ XPOHWUYECKOH Ooies-
HBIO TIOYE€K BO3MOXKHO HCITOJB30BaTh OECKOHTPACT-
HYI0 MAarHUTHYIO PE30HAHCHYIO aHTHOrpaduio, o1Ha-
KO JTaHHBIA METOJl KMEET CBOM OCOOCHHOCTH U M3yUeH
HegocTtarouHo. Hambomee ymoOHBIM M O€30MacHBIM
METOJIOM SIBJISIETCS YJIBTPA3BYKOBOE HCCIIEIOBAHHE,
OJTHAKO OHO He BCeTJa Mmo3BoisieT qudhepeHImpoBaTh
KC u aTtepocknepo3 niam AMCCEKIUIO apTEepUH, IM03-
TOMY B KauecTBE aJIbTEPHATHUBHBIX YJIBTPa3BYKOBBIX
METOJIUK HCIOIB3YIOTCI KOHTPACTHOE, BHYTPHCOCY-
JINCTOE YIBTPA3BYKOBOE MCCIIEIOBAaHUE M TPEXMEPHAS
yJIBTpa3ByKoBas BU3yanuzanus [3].

NMAPAOOKCAJIbHAA 9MBOJINA

[Mapanmokcanprast smoOonus (I13) mpencrasiser
TPOMOOIMOOJINIO U3 BEHO3HOH COCYJUCTOH CeTH, MPH
KOTOpO# 5MO0JI MomajaeT B apTEepHalbHYIO CHUCTe-
My TOCPEJCTBOM BHYTPUCEPACYHOTO WM JIETOYHOTO
coobmenuss. COOTBETCTBEHHO, AMArHO3 TpedyeT Ha-
YU UCTOYHUKA IMOOIINH, JISTOYHOT'O MJIM BHYTPH-
CEpACYHOT0 MAaTOJOTMYECKOr0 NIYHTUPOBAHUS KPOBH
W TPU3HAKOB apTepUaIbHOW dMOOJIMU, KOTOpas MoO-
KET TPUBOIUTH K HINeMHdeckomy HHCYIbTY (M),
nH(papKTy MUOKapAa, WHPAPKTY TOYKH, OKKIIFO3UU
nepudepuieckux apTepuil. BTopsiM BaKHBIM YCIIO-
BUEM SIBJISICTCSI HAJIMYUE MPABO-JIEBOrO IIyHTA, KOTO-
pBIii BO3MOXKEH B YCJIOBHSIX IMOBBIIIEHHOTO JIABICHHUS
B TPaBBIX KaMmepax Cepila Mo CPaBHEHUIO C JIEBBIM,
B TOM YHCJIE TPH MIOBBIIICHUU BHY TPUTPYTHOTO JaBJIe-
HUs IpH MaHeBpe BanbcaabBbl MIM BO BpeMs paHHEH
CHCTOJIBI KeJTyJ0YKOB [9].

OtkpeiToe oBanbHOEe OKHO (OOO) sBIIsICTCS HaW-
0ojiee pacnpoCTpaHEHHOW KapAWaJIbHOW aHOMalnen
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n obHapyxuBaercsi y 20—25 % B3poCioro HaceaeHHUs
1y 50 % manueHTOB MOJIOJOTO U CPEIHEr0 BO3pacTa
¢ KU [10]. YBenuuuBaet puck 19 Hannune aHeBpU3MBI
MEXTIPEACEPIHON MEPErOPOAKH, CIIOCOOCTBYSI OTKPBI-
trio OO0 mpu KaxIoM cepaearoM nukJe [11]. Anes-
pU3Ma MEXIPEICEPIHON MEePEeropoaku BCTPEUACTCS
y 2,4 % B3pocnoro HaceneHus U B codyetanuu ¢ OO0
nosbimaer puck MW B 33 paza, nzonupoBaHHasi ke
aHEBPU3Ma MEXKIIPEACEPIHON NEPEropoOaKU CIIYXKUT
npuunHol UM ropasno pexe npu HaIM4YUHU MPOKOA-
TYJASHTHBIX COCTOSIHMM 1O MeXaHu3My TpoMOooOpa-
30Bauus in situ. IToMuMo 3TOro, reMogMHAMHYECKHE
Hapymenus npu OOO MOTryT IPUBOAHUTH K PA3BUTHIO
TIpeAcepaHON KapAauomaTud, (QUOPHILISIIUN  TIpea-
cepauil mnm Ttpenetanuto npexacepaui. OOO-acco-
nuupoBaHHbli MM mpeuMylecTBEHHO BCTpedYaeTcs
y TAIMEeHTOB MOJIOJIOTO BO3pacTa, XapaKTepU3yeTcs
pa3BUTHEM KOPTHKO-CyOKOPTHKAIBHBIX HWHCYJIBTOB
W yale mnopakaeT BepTeOpaibHO-0a3MIspHBINA Oac-
CEIfH, YTO, BEPOSITHO, CBA3AHO C MOBBIIIEHUEM CKOPO-
CTH KPOBOTOKa B 3aJHEl CHCTEME LUPKYISIHHA MPH
ManeBpe BambcanbBer [9]. Tak kak ucrounukamu 110
pu OO0 Hamboee 9acTo SABISIOTCS TITYOOKHUE BEHBI
HUKHUX KOHEYHOCTEH M BEHBI Ta3a, XapaKTePEeH aHaM-
He3 JUIUTEIbHOW MMMOOMIIN3aLliH, B TOM YHCIIE HellaB-
HEro TmeperneTa M Moe3aKu, TPOMO0IMOOHS IerOYHON
apTepuH, MpeIIIecTBYIONIe TPOMOO3bl BEH HHMKHUX
koneuHoctell. [Ipu obcnemoBannn marmenToB ¢ KU,
obycnoBiaeHHeiM OOO, B 7-27 % oOHapyKuBaeTCs
TpoM003 I1yOOKHX BeH Ta3a. [IoBBINIAI0T BEPOSTHOCTh
obnapyxenust OOO u ero cBsizu ¢ KU conyTcTByommii
CHHJIPOM aIlHO3/TUIIONHO3 CHA, MUTPEHb C aypoil WiIn
0e3 aypsl (79 % u 93 % cOOTBETCTBEHHO), MOSIBICHHUE
cumnromos MW nocne BelMonHEHUs MaHeBpa Baib-
casbBbl [9]. YV MalMeHToB ¢ CHHAPOMOM OOCTPYKTHB-
HOT'O aITHOA/TUIIONHO? CHA KaK BCJIEACTBHE JIETOYHOU
Ba30KOHCTPUKLIUHU, TaK ¥ HPU BBHINOJIHEHUH MaHEBPA
Miomnniepa B a3y armHod NMPOUCXOAUT PE3KOEe U3MEHe-
HUE BHYTPUTPYIHOTO JIaBJICHUS U JaBJICHHS B IPaBbIX
kamepax cepaia. [1ogo0HbIH TAaTO(U3NOIOr HUECKUM
MEXaHU3M XapakTepeH W [UIsl npueMa BanbcaibBel
IIPU MOABEME TSKECTEH, HATYKMBAaHUU BO BpEMs Jie-
(dexanuy, Ipu Kaluie, YMXaHuH, PBOTE, CMeXe, 0JIO-
BoM akTe [10]. Jpyrue mpusHaku BKIIOYAIOT OTCYT-
CTBHE TPAAMIIMOHHBIX COCYIUCTHIX (PAKTOPOB PHCKA,
aHaMHe3 JIETOYHOM THUIEPTEH3UU WU XPOHWUUYECKOH
OOCTPYKTHUBHOM OONE3HH JIETKUX, IMPOKOATYJISIHTHBIC
coctosiaus [12].

OcHoBHBEIMU MeTOAaMH JHArHOCTUKH OOO ABIISIOT-
cs1 TpancTopakanbHas sxokapauorpadus (TT DxoKI'),
ypecniumieBogHas axokapauorpadus (UII 3OxoKI')
u TpaHckpaHuaibHas fonmuieporpadus (TKAD). TT
OxoKI' siBnsieTcss HauMeHee YyBCTBHTEIBHBIM METO-
JIOM, HO YacCTO BBITIONHSAETCS B IEPBYI0 odepens. Cpenn

BbIsIBJICHHBIX ¢ nToMotbio YIT OxoKT™ u TK/I ciyua-
eB 000, TT OxoKI mo3BomsieT 06HAPYRKUTH S0—60 %.
UIT OxoKI' obmamaer Ooinpleld 4yBCTBUTEIBHOCTHIO
(90 %) u cierupmarOCTHIO (95 %) B oTHOmEHNN OO0,
a TaKXe JOMOJHHUTENIbHO OLIEHUBAET M XapaKTepu3y-
€T ero aHaTOMUYECKHe OCOOCHHOCTH, HaJIMYHe aHeB-
pPU3MBI MEXKIIPEICEPAHON HNEPEropoaKHu, aTepoCKiIe-
PO3 IyTH aopThl, TPOMOBI B YIIIKE JIEBOTO MPEACEPAUS
U JIpyrue ucTouHuku smoomuu [13]. lanHble MeTOnBI
JOTOJHSIOT TY3BIPEKOBEIM TecToM (bubble-test), ko-
TOPBIM 3aKJII0YAaeTCs BO BBEACHUU a’pUPOBAHHOTO
¢uznosnornueckoro pacraopa. llpu mexnpeacepaHom
HIYHTUPOBAHUM KPOBH MY3BIPHKH MOMATAIOT U3 Ipa-
BOr'O TIPEACEPNs B JIEBOE, UYTO U MOATBEPKIAETCI Me-
TOAAMU YJIBTPA3BYKOBOU IMATHOCTUKU. B CBsA3M C TeM,
910 TOK KpoBH uepe3 OOO TpaH3UTOPHBIH, MpOBEIe-
HHUE Iy3BIPHKOBOM MPOOBI JIOJDKHO COMPOBOXKAATHCS
BBITIOJTHEHUEM Ipuema BanbcaneBbl. Takum o0paszom,
UYII 5xoKI' ¢ my3bIpbKOBBIM TECTOM SIBJISIETCS 30JI0THIM
cranmaptom nuarHoctuku OOO [14]. Ompenenenue
pa3mepa IIyHTa HEe 3aBUCUT OT MaKCHMAaJbHOI'O KOJIU-
YeCcTBa MUKPOITY3bIPbKOB, BBISIBIISIEMBIX B JIEBOM IIpe/i-
Cep/ANH B TIEPBBIE 3 CepACUHBIX [IUKJIA MOCTe X OOHa-
PYKCHHUS B TPABOM IPEACEPANH, U KiIacCHQUIIUpPyeTCs
CIIEAYIOIUM 00pa3oM: OTCYTCTBHE MHUKPOITY3BIPHKOB
COOTBETCTBYET OTCYTCTBHUIO IIYHTa, 6—25 MHUKpOMy-
3bIPEKOB — CPEIHMI pa3Mep, 0ojee 25 MUKPOIY3bIpb-
KOB — OouibIoi pasmep trynra [15]. TKI no3sosnsier
BU3YaJIM3UPOBaTh OCHOBHBIE MHTPAKpaHUAIBHBIE ap-
TEPUHU C OLIEHKOI CKOPOCTH KPOBOTOKA U, B COUETAHUU
¢ my3bIppKOBO po0oi, BeLsiBIsieT OO0 B 90-100 %
cinyuaeB. OHaKO y NaIllMEeHTOB MOXKHUIJIOT0 BO3pacTa J0-
CTYII MOKET OBITh 3aTPY/IHEH B CBSI3U ¢ O0NIHUTEpaLInei
TEMTIOPAIBHBIX OKOH, YTO TPEOyeT NCTIOIH30BAHUS CY-
OOKLMIUTAJIBHOTO JOCTYTIA C BU3yalu3alel apTepuii
BepTeOpanbHO-0a3misipHoro Oacceiina. TK/I' Takke
HE TM03BOJIIET JOCTOBEPHO PA3IMYUTh BHYTpHCEpHLU-
HBIM 1 BHecepreuHbld myHT [16]. Oqnako cunraercs,
YTO paHHEE IOSBJICHHE Iy3BIPHKOB MOXET KOCBEHHO
ykasbiBaTh Ha OO0, a no3nnee — Ha JIABM [14]. I'pa-
Janust o0bema myHta 1o pesyisratam TKIAD ompe-
JIeNIsIeTCs C MOMOIIBI0 KOJMYECTBEHHOM OLIEHKH CHT-
HaJoB OT MuKpomy3bipbkoB (High Intensity Transient
Signals — HITS) u BkirrouaeT B ce0st 5 creneneit: 0 —
oTCyTCTBUE; cTenenb 1| — 1-10; crenens 2 — 11-25;
cTeneHb 3 — Oonee 25 (3 PeKT «ayua); cTeneHp 4 —
«3aHaBECH.

Hnsa onenkn BeposTHOH cBsizm OOO ¢ KU Opina
co3mana mkaida RoPE (Risk of Paradoxical Embolism
Score), npeacraBneHHas B tabmune 1. luarnoctude-
CKHU 3HAYUMBIM SIBJISIETCS PE3YNBTaT > 5 0alljioB, MpH
9TOM BEPOSTHOCTH MApaJOKCAIBHON IMO0IHU TIpu 6
bannax cocrapiser 62 %, 7 6amnax — 72 %, 8 0an-
nax — 84 %, 9-10 Gannax — 88 %. Puck moBTOpHBIX
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Ta6nuua 1. LLIkana oueHKn pucKa napagokcasibHo am6onumu (RoPE)

Table 1. Paradoxical Embolism Risk Assessment Scale (RoPE)

Kpurepmi
18-29
30-39
40-49
50-59
60-69
270

OTCyTCTBHE rUNepTOHHYEcKOR BonesHn B aHamHese

Boapacr

OrcyTcTEme caxapHoro avabeTta B aHaMmHese
Orcyrcreme nHucynsTa u TMA B8 aHamuese
He kypur

Hopxoesid MHGAPKT NpK HENPOBUIYANUIALMH

WIIEMHYECKUX COOBITHH, HA00OpOT, CHWXKAETCA TpHU
OosbilieM KoiudecTBe Oayuios: mpu 0—3 Oajuiax oH co-
craBisieT 20 %, mpu 9-10 — 2 % [9].

Cronut MOMHUTH 0 O0JIee PEKUX COCTOSHUAX, SABIIA-
FOIITUXCST ICTOYHWKAMHY TTApOIOKCAITEHON SMOOIHH: Ie-
¢dexT mMexnpeacepanoi neperopoaku (AMIIII) u ne-
rOYHBIC apTEPUOBEHO3HBIE Masib(opmariuu (JIABM).

AMIIIT — TpeTuil mo yactoTe BapuaHT BPOXKIECH-
HOTO TIOpPOKa Cep/Iia, CBA3AHHBIA C HEMOJHOIECHHBIM
pa3BUTHEM  IEPBUYHOW/BTOPHYHONW  TIEPETOPOIKH.
Yame Bcero ¢ [19 u MU cea3an Hanbonee pacmpocTpa-
HEeHHBIH nedekT ostium secundum, pacronararmuncs
B obsacTtu oBanbHOU AMKH [17]. Puck 113 mpu JIMIIIT
Hmxke, yeM npu OOQO, u cocrasnsiet 14 % [18]. [Tomu-
Mo 113, UM moxeT ObITh 00yciioBieH GuOpuIAnnei
npescepaunii, pa3BuBaoLIecs IPU AIEKTPHUUIECKOM pe-
MOJICTIMPOBAHNUN TIPEACEPANI BCIEACTBUE TeMOIMHA-
MHUYeCKUX HapymeHui [19].

JIABM — 3T0 marosiorn4eckue COOOICHHS MEX Y
JISTOYHBIMU apTEPHUsIMU U BeHaMU, puBosiue k 11D
[IOCPEICTBOM TPSIMOTO IMpPaBO-JIEBOr0 cOpoca KpPOBH.
B GompmmncTBe citydaeB (80 %) BBISBISIOTCS TIPO-
cteie JIABM, cocrosiiye U3 oJHOW MUTAIOIIEH apTe-
PHH C OJHOM/HECKOIBKUMH IPEHUPYIOMIMMU BEHAMHU,
pexxe — cioxkHbie (20 %), KOTOpbIE MPECTaBIICHBI
HECKOJIbKHMH apTepUsIMH U BEHaMU B COCTAaBE aHEB-
pY3MaTHYECKOM TOJIOCTU € Teperopoakamu. bosbiine
MOJIOCTA MOTYT SIBJISITHCS CAMOCTOSITENIBHBIM HCTOY-
HUKOM TpombOoaMOonuu [9]. [lomumo 3toro, JIABM
o0ecreunBaloT HEMpephIBHOE IIYHTHPOBAHUE KPOBH

Bannsi, HauKcnRemMbie AnA nogcyera Gannos

2w o= v]|w]| sl

HE3aBHCUMO OT IMKJa paboThl cepamna. B momasis-
IOIeM OOJIBIIMHCTBE CIy4YaeB CIOPAJMUYSCKUE ITPO-
cteiec JIABM mpotekarotr 6eccuMITOMHO, To3TomMy 119
¢ pa3sutneM MU MoxeT cTaTh MepBbIM MPOSBICHUEM.
OcoOSHHOCTH JTAHHOW TPYIIIBI MAIIMEHTOB BKIIFOUYAOT
0oJ1ee MOJIO/ION BO3pacT, MEHBIIIEE KOJUYECTBO OOIIHUX
(haktopos pucka MU [20]. U1 nipu IABM moryT ObITh
KOPTHKAJIbHBIMA H CyOKOPTHKaJIBHBIMH, HO OYEHb
PENKO BBI3BIBAIOT OKKJIIO3UIO KPYITHBIX MPOKCHMAIIb-
HBIX cocynoB [21].

Briepebie onucaHbl ¥ HauOoJiee YacTO BO3HHUKAIOT
JIABM B CTpyKType HAacIEICTBEHHOW TreMopparude-
CKOH TeJIeaHTHIKTA3NH, TAKXKE U3BECTHON KaK CHHAPOM
Ocnepa-BebGepa-Paniro,  ayTOCOMHO-TOMUHAHTHOTO
3a0oseBanusi ¢ 4acToTol BcTpeuaemoctu 1 Ha 10 000
HaCEJICHHSI, XapaKTePU3YIOLIETOCs PELUANBUPYOIIUMHU
HOCOBBIMH KPOBOTEUEHHSMH, BUCIIEPATEHBIMU U KOXK-
HO-CJIM3ACTHIMHU TEJICAHTHIKTA3USIMH U OTATOIIEHHBIM
ceMeiiHpiM aHamHe3oM. JIABM BeusiBisiorcest 'y 15—
50 % manMeHTOB ¢ HACIEACTBEHHON reMOpparniecKoi
TeneaHruskTasuei u cocrapistor 70 % Bcex JIABM,
BKJIFOYAsl criopajndeckue ciydan. CHMIITOMBI CO CTO-
POHBI JIBIXaTEIbHOW CUCTEMBI BKJIFOYAIOT OJIBIIIKY, Ka-
1iesb, OO B TPYIH, KPOBOXAPKaHbE M T'€MOTOPAKC,
4yTO TpebyeT TmarensHoro coopa anamuesa [22]. Haxe
CTaHAapTHas PEHTTeHOTpadus, SIBISIOMIAsICS HanOoee
MIPOCTHIM METOJIOM JHAarHOCTHKH, MO3BOJSET 3aro/0-
3puth JIABM, ognaxo y 10—40 % manueHToB OHM OCTa-
I0TCS Hepacno3HaHHBIMU. [103TOMY 30710TEIM cTaHgap-
TOM JHArHOCTUKHM CUUTaeTCs MyJiabrucnupanbHas KT
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¢ KT-aurnomynsmonorpadmeii, mo3Bosromas HIeHTH-

¢unmpoBath qaxke HeOonbLIIMe 0Opa3oBanus [9].
O06001IeHHBIH anropuT™M BepUUKAUH TPHUUUHBI

IIPaBO-JICBOTO IIIyHTA MIPEACTABIICH HA PUCYHKE 2.

PAK-ACCOLUMNPOBAHHbIA UHCYJbT

AKTHBHOE 3JIOKaYeCTBEHHOEC HOBOOOpa3oBaHHUE
(BHO) sBnsieTcst caMOCTOSITEIPHBIM YCTAaHOBICHHBIM
(hakTOpOM pHCKa UIIEMHYECKOTO MHCYIbTa M JAPYTHX
apTepUAIBHBIX TPOMOOTHYECKUX OCIIOKHEHHWI U BBI-
sBasietes y 1020 % mammentoB ¢ ESUS [23]. V nun
¢ 3HO mpumepno 50 % WHCYIBTOB TUArHOCTUPYIOT-
csl Kak KpunrtoreHHble. CUIUTAETCs, YTO BEPOSITHOCTH
WIIEeMHYECKUX COOBITHI Hanboliee BBICOKA B IEPBBIE O
MecsneB nociie auarHoctuku 3HO u nipu BeISBICHUH
OTAAJICHHBIX METaCcTa30B, IIPY TOM PUCK HAYMHAET Ha-
pacTaTh 3a 5 MecCsIIeB 10 TOCTaHOBKY nuarHo3a. ESUS
MOXET OBITh TEPBBIM IPOSBIEHUEM OHKOJOTHYECKO-
ro 3aboneBanus, u 'y 2—10 % 3HO amarnoctupyercs
B TEUEHHE Tofa nociue uncynsra [24]. [lo naHHBIM He-
CKOJIBKHMX HCCIIEOBAaHUM, paHHEE HEANArHOCTUPOBAH-
Hoe 3HO MOXXHO TIPEATIONOXUTE Y TAIIUEHTOB C Kype-
HUEM B aHaMHe3e, HEMOTHBHUPOBAHHBIM ITOXYJaHUEM,
MYJIBTUTEPPUTOPHAIBHBIMU  OYaraMiu, TOBBIIICHUEM
D-mumepa n C-peakTHBHOTO OejiKa, aHEMUEH U TUIIO-
anpOyMuHemueit. OIHAKO JI0 CUX TTOp HETTOHSTHA Ielie-
C000Pa3HOCTH CKPHHUHTA Ha OHKOJIOTHYECKHE 3a00ITe-
BaHMs Kak npuuuny ESUS [23].

[MaTodu3uonoruveckre MeXaHU3Mbl KaK BEHO3HO-
ro, Tak ¥ apTepUaIbHOro TpoMO00Opa3oBaHus y JaH-
HOW TPyl TAITMEHTOB PA3HOOOPAa3HbI U BKIIOYAIOT,

B MEPBYIO OuYepellb, TUNEPKOATYIIAIMOHHBIE COCTOA-
HUsl. OHU MOTYT OBITH 00YCIIOBIIEHBI COOCTBEHHO BOC-
MaJUTENBHON peaknuell W yBenudeHueM (aKTOpOB
HIPOKOAryJsiliii, IEeMaTOr€HHbIMH BHEKJIETOUHBIMU
BE3UKYJIaMH OITyXOJICBBIX KJIETOK U TPOMOOLIUTOB, aK-
TUBUPYIOLIMMH KacKaJ KOaryJsiiuy, HeHTpOPpUIbHBI-
MU JIOBYIIIKaMH, OBBIIICHHOW arperanuei TpoMOoIu-
TOB, U3MEHEHUEM LIEJIOCTHOCTHU U aJI€3UH SHIOTEIH.
ITomMuMoO 3TOrO, OITyXO0Jb CIIOCOOHA IKCIPECCUPOBATH
MHTHOUTOPBl (UOPHHONIN3a U TPOBOCHAINUTEIbHbIC
LUTOKMHBI, aKTUBUPOBAaTh BHYTPEHHUE MYTH Koary-
nsunw [25].

JpyruM penkuM COCTOSHHUEM, aCCOLUHUPOBAHHBIM
¢ 3HO, sBisiercst HeOaKTepHaIbHBIA TPOMOOTHYECKHH
9HJIOKAPIUT, MPH KOTOPOM IPOUCXOAUT 0Opa3oBa-
HUE aCENTHYECKUX, COAEPIKALIUX MPEHMYIIECTBEHHO
TPOMOOITUTHI, BEeTreTalMii Ha KiamaHax cepana. OH
MOXET TaKX€ pa3BUBaTbCS HpU aHTU(HOCHOTUIHI-
HoM cuHpome (ADC), cUCTEMHOI KpacHOW BOITYaHKE,
a B paMKax OHKOJIOTMYecKOro 3abosieBaHus Hauboiee
YacTO COMYTCTBYET METACTaTHYECKOMY TMOPAKEHHIO.
B cBs13u ¢ 3TUM ManMeHTH UMEIOT Oosiee HeOIaronpu-
SITHBIA TIporHO3 [8]. B ocHOBHOM HeOaKTepHaIbHBII
TPOMOOTHUYECKHI SHAOKAPIUT TNPOTEKaeT Oeccum-
NTOMHO, 1 OCHOBHBIMU KJIMHUYECKUMH IPOSIBICHU -
MU BBICTYMalOT MPU3HAKU CHCTEMHON apTepHaibHON
MO0y, a He KanaHHoH auchyHkuuyu. CtangapTHas
TT OxoKI' He Bceraa no3BosseT JOCTOBEPHO BBISIBUTH
BereTaly Ha KJamaHaxX, MOATOMY HauOojee OITH-
MaJlbHBIM MeTofoM TipeactasisieTces: UIT OxoKI.

['urrepefikonTo3 C BEBICOKUM PUCKOM TPOMOOTHYE-
CKHUX OCJIO)KHEHHH MOKET CONPOBOXKIATh €CTECTBEHHOE

[ KpUNTOreHHbIi MHCYNLT ¥ MON0AOM0 NauueHTa }

'
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Figure 2. Algorithm for verifying the cause of the right-left shunt
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TEYEHUE OCTPBIX U XPOHUIECKUX IT'eM00IacTO30B, a IPH
MHOXecTBeHHOIH Muenome MU cBsizan ¢ cuHapoMoM
THIIEPBSA3KOCTH Ha ()OHE MOBBIIICHHOTO YPOBHS Oelka.
HenocpencTBeHHO JiedeHHE TeMaTOOHKOJIOTMYEeCKHUX
3a0oJieBaHNil, HAIPUMED, UCII0JIB30BAHUE TAKUX IIperia-
paroB, kak Hunorunu6, [lonatnHrO npu XpOHUYECKOM
MHEJIOUIHOM JICHKO3€, ACCOLIMUPOBAHO C MOBBILICHHOM
BEPOSTHOCTHIO PA3BUTHS apTEPHAIBHBIX TPOMOO30B
[26]. Puck M yBenmnmuuBaeTcs TakKe Y MAIEHTOB, T10-
JYYalOUIMX TOPMOHAIBHYIO TEPAIMIO 10 IOBOAY paka
MPEACTAaTeIFHON JKeJe3bl, TAMOKCH(EH — MpHU pake
MOJIOYHOI#1 %KeJIe3bl, 0COOCHHO Ha (hOHE CYIIECTRYIONICH
apTepHaIbHONW TMIIEPTCH3UH, IUCIUIATHH — TIPH paKe
SUYHUKOB, METOTPEKCAT U IpyTrue IPOTUBOOITYXOJIEBbIE
npenaparsl. MTHTEHCHBHOE CUMITTOMATHYECKOE JICUCHHUE
MOP(QHHOM TaKKe aCCOLMHMPOBAHO C 0oJiee BBHICOKUM
puckom passutus U [27].

WHpeKMoHHbIE OCIIOXKHEHHUsI y TAallMeHTOB C Te-
MoOnacto3aMn Ha (QoHE WMMYHOAEC(PUIIUTHOTO CO-
CTOSIHMSI CTaHOBATCSA NMpUUYMHON cmeptu B 60 % ciy-
yaeB. HambGonee wacto cBsizanel ¢ pasutuem KU
uHpekun, BeizBanHbie H. Pylori, C. pneumoniae, M.
pneumoniae, H. influenzae, Bupycom Dmumreitn-bapp,
BUPYCOM HpOCTOro reprmeca | u 2 TUNOB, LUTOMeTa-
noBupycoM. [loTeHIHManbHBIMU NPUYUHAMH OSHIAP-
TEPUUTA, CENTHYEeCKOW d5MO0NmMu, abdcieanpoBaHus,
MPUBOIAIIMHE KaK K HIIIEMUYECKOMY, TaK U K TeMoppa-
IMYECKOMY HMHCYJIBTY, CTAHOBATCSI TaKXKe I'PHOKOBBIC,
BUPYCHBIE M Tapa3uTapHble MH(pekuuu. B meHbluei
CTENCHH JJAHHBIC OCIOKHEHUS aCCOLUUPYIOT C COJIUI-
HeiMH 3HO, 4TO MOXHO OOBSACHUTH MEHEE arpeccuB-
HOM XuMuoTepanueit [27].

HecmoTpst Ha pa3BUTHE COBPEMEHHBIX METOMOB
JY4YeBOM TepanuH, HEKOTOpPOE JydyeBOE BO3JCHCTBHUE
4acTo HEen30eKHO, 0COOEHHO 3HAUYMMO OHO TPU pake
MOJIOUHOH >kene3nl. OOIydeHue cepia crocooCTByeT
HapyLeHNno nepdys3uy, 04aroBoil MIIEMUU H, B KO-
HEYHOM HTOre, GuOpo3y MUOKapa, YTO MOXKET OBbITH
ACCOILIMMPOBAHO C Pa3BUTHEM KapAHOIMOOINYECKOrO
NUN. Ob6nydenne 3HIOTETUATBHBIX KIJIETOK KPYIHBIX
COCYJOB IPHUBOIUT K SKCIPECCUU BOCHAIUTEIbHBIX
MOJIEKYJI C aJare3ueil MOHOLMTAMH, KOTOPbIE NPH T0-
BBIILICHHOM YPOBHE XOJIECTEpUHA TPaHC(HOPMUPYIOTCS
B aKTHBUPOBaHHbIC Makpodarn ¥ WHUIUUPYIOT TPO-
necc arepockiepo3a. Takue arepocKIepOTHYECKUE
ONAMIKY WMEIOT OOJNBIITYI0 HECTaOMIBHOCTh M BBICO-
KU TpOMOOTHYECKUI TIOTeHIHA [28].

WHCYNbT, ACCOLLUNPOBAHHbIN
C COVID-19

Bo Bpems mangemun COVID-19 GonbmimHCTBO
HIIEeMUYECKHUX HHCYIBTOB y manueHToB ¢ SARS-CoV-2
opuTH Kaccuduupoansl kak ESUS. C MomeHTa mep-
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BBIX MYOJUKAIUI KUTAHCKUX aBTOPOB O BO3MOKHOM
cBsa3u uHCynbTa ¢ COVID-19 nosiBuiock qoctaTodHoe
KOJIMYECTBO MCCIIEIOBAHMM, COOOMAIONINX O CIydasx
WIIEMUYECKUX COOBITUH y JMaHHOW TPYIIBI MAIlUeH-
TOB €O cpenuHeit uactoroit 1,5 % B nuamazone ot 0,1 %
110 6,9 % B 3aBUCUMOCTH OT CTCICHU TSHIKECTH UH(EK-
IIHOHHOTO Tiporecca [29]. B MHOTOIEHTPOBOM MHO-
TOHAITMOHATIFHOM ~ OOCEPBAIIMOHHOM  HCCIIEIOBAHUH
¢ ydqactueMm 17 799 nanueHToB, rOCIUTaIN3MPOBAaHHBIX
¢ COVID-19, obuuii puck uncynsra cocrasui 0,5 %,
cpenu HUX 79 % Obutn umemmdeckumu [30]. OgHako
PHUCK DPa3BUTHSA CEPACYHO-COCYAHMCTHIX OCIOKHEHHUH
BO3pacTaeT mnponopuuoHanbHo Tskectu COVID-19
U MOXET yBelIM4MBaThes 10 5 pas, npu stom OHMK
XapakTepusyercs 06oiee MOJOIBIM BO3PAaCTOM, BBICO-
KOH 4acTOTOM OKKJIIO3UU KPYHHBIX COCYJOB U I'OCIIH-
TaJbHOU cMepTHOCTHIO [31].

Cuuraercsi, 4YTO TPOMOOTHUYECKHE OCIIOKHEHUS
CBSI3aHBI C HECKOJIBKUMHU MEXaHU3MaMH, BKJIIOYas 3H-
JIOTETTHAIBHYIO M CepACYHYI0 AUCPYHKIINIO, a TaKKe
pa3BUTHE BTOPUYHOM Koaryiomnatuu. Bupyc npoHuka-
€T B KJIETKY [TOCPE/ICTBOM CBSI3bIBAaHUS U HHAKTUBAIIUU
PELENTOPOB aHTMOTEH3WHA 2 THIA, CHOCOOCTBYSI €ro
HAKOILICHUI0. DTO, B CBOK OYepe/ib, MOKET OBbITh ac-
COLIMMPOBAHO C N3MEHEHHUEM apTEPHATHHOTO TaBIICHUS
B CBSI3M C Pa3BUTHEM Ba30KOHCTPHUKIINH, TPHUBOJS KaK
K TeMOpParu4eckoMy WHCYINBTY, TaK M YCYTYOICHHUIO
rUNonepQy3uu MpH WIIEMHUYECKOM HHCYIBTE, OKHC-
JUTENBHOMY CTPECCY U, COOTBETCTBEHHO, aKTHBAIINU
BOCMAJIMTEIBHBIX peakiuii. B cocynax roJoBHOro Mo3-
ra MPOHUCXOIUT BBICBOOOXK/ICHHE TaKHX IPOBOCIIAIIH-
TEJIBHBIX IIMTOKMHOB U XeMOKHHOB, Kak 1L-6 u ®HO-a,
JKCTpaBa3anus JUMQPOIHUTOB, MaKpoharoB U HEUTPO-
(hUITOB M, B KOHEYHOM HMTOTE, TIOBPEXKICHHE TKAHU MO3-
ra. YcyryOonser sHIOTeNHaIbHy0 TUCHYHKIIAIO MIPO-
HUKHOBEHHE BUpYCa B JHIOTEIHOIMTHI C Pa3BUTHEM
SHAOTENUUTA TOCPEACTBOM MPSIMOT0 IIUTOTOKCHYECKO-
ro aeictBus [32]. [umepkoarynsmuoHHBIN CTaTyc 00-
YCJIOBJIEH YPE3MEPHOM aKTUBALIMEN MUKPOCOCYAUCTO-
r0 UMMYHOOIIOCPEOBAHHOTO TPOM0O3a, B OCHOBHOM
y HanueHToB ¢ TsbkenbiM TeueHueM COVID-19 [29].
JlaboparopHo oTmeuaeTcsi Hapactanue D-numepa, ¢u-
OpuHorena, C-peakTuBHOTO Oenka, (heppuTHHA, OIH-
CaHBI TaK)K€ CIy4YaW BBISBJICHHS aHTH(OCQOIUIHI-
HbIX aHTutTen [33]. TlopaxkeHus cepaua MposiBISIOTCS
pa3BUTHUEM IPEICEPAHBIX U KEITYIOUKOBBIX apUTMHUIA,
MHUOKap/INTa, OCTPBIM KOPOHAPHBIM CHHAPOMOM, Kap-
nromuonatueii. Kpome Toro, OONBIIMHCTBO TAITUCH-
TOB ¢ TsDKeNbIM TeuenrueM COVID-19 uzHayanbHO ume-
10T B aHaMHe3€ (PaKTOPBI pUCKa CEPICYHO-COCYIUCTBIX
3aboneBanuii [32]. HecmoTpst Ha TO, YTO 3THUOJIOTHUS
HapyIIeHuH puT™Ma n3ydeHa negocrarouno, COVID-19
aCCOIMUPOBaH ¢ 0oJiee BRICOKMM PHUCKOM BO3SHHKHOBE-
HUS QUOPWIUISAIUN TIPENCEPANi U TpereTaHus Mpe-
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ceplIuii u yBelmueHueM cMepTHOCTH [34, 35]. Tsaxenoe
teyenne COVID-19 sBnsieTcss HE3aBUCUMBIM IPEIUK-
topom NN, 4T0 00YCIIOBIICHO TUTEIBHOM TOCIUTATH-
3a1ueil 1 UMMOOMITH3AIIUEH B OTACICHUN PeaHIMAaIliN
U UHTEHCUBHOM Teparnuu, ucnoib3oBanuem MBJI, no-
CTpPEaHMMAIIMOHHOM OOJIE3HBIO Y JaHHOM T'PYIIIHI mMa-
uuentoB. OcobenHocTsio MU mpu COVID-19 siBnsieTcs
MPEUMYIIECTBEHHO KOPKOBasI JIOKaIM3alus B Oaccei-
HE CpeIHeN MO3TOBOH apTepHUH, ITPH ATOM B OOJIBIIHH-
CTBE ciydaeB oH nuarnoctupyercs kak ESUS [36].

CyluecTByeT CJIOXKHOCTH B OLIEHKE B3aUMOCBS-
3 HHCYJbTa C OCCCHMITOMHBIM/JICTKUM TECUCHHEM
COVID-19, koropasi 00bSICHSIETCSI TEM, YTO OOJIBIIHH-
CTBO WCCIIEIOBAHUH BKJIIOYAIOT JAHHBIE O TOCITHTAIIH-
3UPOBAHHBIX MAIUEHTAX, UMEIOIINX B OCHOBHOM TSI Ke-
JIO€ TeUCHHE UHPEKINU.

AHTUD®OCOONUNUAHBLIA CUHAPOM

ADC sBusgercs OOKa3aHHBIM CAMOCTOSITEIbHBIM
(hakTOpOM pHCKaA WHCYIIBTA U TIPEICTABIISIET COOO0I CH-
CTEMHOE ayTOMMMYHHOE 3a00JIeBaHUE C MPOMYKIIHUCH
auTuTen K MemOpanHBIM (ochommmuaam [37]. Tlep-
BuuHbIA ADC SBISETCS CaMOCTOSATEIbHOM HO30JI0TH-
YeCcKoW enuHUIeH, Torna kak Bropuunbli ADC onucan
MPU CUCTEMHBIX ayTOMMMYHHBIX 3200JICBaHUSX, HAU-
Oosiee yacto Ha (POHE CUCTEMHON KPacHOH BONYAHKH,
a taxoke ipu 3HO, BUpPYyCHBIX, OaKTepHUaIbHBIX U TIPO-
TO30MHBIX HH(DEKIHSX, JT€KAPCTBEHHBIX BO3ICHCTBUAX
U JIPYTUX COCTOSHUSX, BKIIFOUAsi CaxapHBIM JHA0ET,
cHHIIpOM Jnepca-Jlanio, BocmamuTenbHble 3a00seBa-
HUS KUIIEYHHKA.

AnTH(dOChONUIUAHbIE aHTHTENA SBISIOTCS ayTO-
MMMYHHBIMH aHTUTeNnaMu kinacca IgM u 1gG, aelicTBy-
IOLIMMU TPOTHB  (hOCQOIIUTIHI-CBS3BIBAIOIINX OCIIKOB
u ¢GochorunmuIoB KIETOUYHBIX MeMOpaH. [mmepkoary-
nsams o0yclioBlieHa WHaKTHBanueil mporenHa C, ax-
TUBAIMEH TKaHEBOTO (pakTopa, AKCIpeccueill MOJeKy
aAre3uy KICTKaMH SHIOTENNS, YCUICHUEM arperainuu
TPOMOOIIMTOB M JIPYTUMH HAPYIICHUSIMH KOAryJIsilIUOH-
HOTO KacKa/ia, 9TO MPUBOJHUT K BEHO3HBIM W/HITH apTepH-
AIBHBIM TPOMOOTHYECKUM OCIIOKHEHUSIM, aKyIIEPCKAM
MIPOSIBJICHUSM, MOPAKCHUSIM KOXKH, IMOYEK, KIaaHHOU
CHCTEMBI cep/ilia U IpyTuX CUCTEM OpraHos [24].

OCHOBHBIMH  HEBPOJIOTHICCKUMH  TIPOSIBIICHISIMHI
mpu ADC SBISTIOTCS apTepHaabHBIe TPOMOO3BI C pas-
ButieM MW, TpaH3WTOpHas WIleMUYecKas araka, Co-
cynuctas aemenuus. Cpeaud IPyrux COCTOSHHM MOTYT
BCTPEYAThCS MUTPEHb, ATIIICIICHS, XOPesi, MO3KEUKOBasI
arakcus u apyrue [38]. UM B cTpyKType apTepHaTbHBIX
Tpom0030B 3arnMaet 10 30 % [39], yame pasBuBaeTcs
y MOJIIOZIBIX TIAIIUEHTOB JI0 45 JIeT u *eHIIMH Ha (oHe
M3MEHEHUS TOPMOHAJIHOTO CTaTyca BO BpeMst OepeMeH-
HOCTH, B TIOCTICPOIOBOM TIEPHOJIE, TOCTMEHoMay3e [24].

Ilo mpoBeneHNM MarHUTHO-PE30HAHCHOM TOMOTpa-
¢um v KT wmmemudeckne o4ard UMEIOT OJJMHOYHBIN
WJIA MHO)KECTBEHHBIN XapaKkTep, PacloioKeHbI KOPTH-
KO-CYOKOPTHKAJILHO, MOTYT TAKXKe OTPENEIITHCS H3Me-
HEeHUs B OEJIOM BEILECTBE, 110 MEepe MPOTrPECCUPOBAHUS
oTpakaroiue arpouueckuil mpouecc, Haudojee BbI-
PaXKCHHBIHN B 3aITHUX TEMEHHO-BUCOYHBIX OT/IENax [24].

3AKJIIOHEHUE

NimemMuyeckuii HHCYNBT — IOJU3THOJIIOTHYECKOE
3a0051eBaHUE, KOTOPOE MOKET OCJIOKHATH TEUCHUE UIIH
OBITH IIEPBBIM MPOSIBIICHUEM KaK PacIpOCTPAHECHHBIX,
TaK U PEIKMX COCTOSIHUI B pa3HbIX BO3PACTHBIX TPYII-
nax. MHOTOQaKkTOpPHOCTh MaToreHe3a o0yclIaBIMBaeT
pazHoobpasume 0cCOOCHHOCTEH aHaMHe3a, KITHHUUECKOU
KapTUHBI U XapaKTEPUCTUK MIIEMUYECKOr0 04ara, 4To
MO3BOJISIET PACCMaTPUBaTh KPHUITOTCHHBIH HHCYJIBT
KaK OIMH W3 Hambolee CIOKHBIX ISl TUArHOCTUKH
MOATHUIIOB WIIEMHYECKOTO HWHCYJIbTAa. YTOUHEHHUE Ia-
TOIMCHETUYECKOT0 IIOJTHUIIA ABJIAETCS KJIIOYOM K ycTa-
HOBJICHUIO TMAarHo3a M, CJEIO0BAaTEIbHO, IPOBEICHUIO
aJIeKBaTHOW CHeHU(pHUUECKON U aHTUTPOMOOTHUYECKOH
Teparuu 151 CHU)KEHHS PHCKa TIOBTOPHBIX COOBITHH.
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ABSTRACT

This article describes a rare clinical case of the development of severe ventricular tachycardia
while taking etacizine in a 3-year-8-month-old patient with chronic kidney disease. A clinical
case demonstrates the pharmacodynamics and pharmacokinetics of class 1C antiarrhythmic
drugs in pediatric patients with kidney pathology.

Key words: antiarrhythmic drugs, children, kidney disease, ventricular tachycardia.
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Cnucok coxpamenuii: BCC — BHe3anHas cep-
nedHast cmepTsh, KT — xenynoukoBas Taxukapaus,
KD — xenynoukoBas skctpacuctonus, JOK — ne-
BBIN kenymodek, OCH — ocTpas cepmeunas Hemo-
cratrogHocTh, [IBITHIIT" — monnas Giiokaga mpaBoit
HOXKH myuka ['nca, CM-OKI' — cyTtouHO€ MOHHTO-
pupoBanue OKI, XCH — xpoHuueckas cepaeuHas
HemoctatouHocth, IIIKIT — mkama kombl I71asro,
OKI' — anektpokapauorpamma, IXoKIT — 3xokap-
nuorpadums.

BBEAEHUE

KenynouxoBast Taxukapaus (JKT) — 370 skTOmH-
YECKUI YCKOPEHHBIH PUTM MOPOAOIAKHUTEIBHOCTHIO 3
u 6osee komIuiekcoB QRS, Bo3HMKarOmUK BHY TpH Ke-
JyJIOYKOB, TucTanbHee ondypkannn myuka ['mca. Kak
MIPABIIIO, y IETEH YHCIIO CEPACUHBIX COKPAIICHHH ITpH
KT cocrasnser ot 120 go 200 ya. B muH. [1]. UcTun-
Hasi pacHpOCTPAaHEHHOCTh JKEIYJAOYKOBBIX TaXHKap-
U y JeTeil ocraeTcs HeonpeneaeHHou. [1o naHHbIM
JIETCKON Kap/IMOJIOTUYECKON KJIMHUKA YHHUBEPCUTETA
mrata Muguran (CLIA), XXT BcTpedaeTcst ¢ gacToTOU
10 6 % ciaydaeB cpeu IEeTe ¢ HECUHYCOBBIMU TaXH-
Kapausamu [2].

Bo3HUKHOBEHUE KEITYJIOUKOBOM TaxWUKapIWu MO-
XKeT OBITh OOYCIIOBJICHO OJTHUM M3 CIEAYIOIINX MeXa-
HU3MOB: re-entry — TOBTOpHAs MUPKYJISIHUS BOJTHBI
BO30YKJIEHUSI, TPUTTEPHAsT aKTUBHOCTH, ITOBBINICH-
HBIl aBTOMATU3M B DKTOIMHYECKOM (hoKyce.

KT moxeT pa3BUBATBCS y JETEH ¢ BOCHAIUTEIb-
HBIMU 3a00JI€BaHUSMH CEP/IIA, Yalle BCEro 3TO MHO-
Kap/UT, KapAUOMHUOIIATHH, TIPY BPOXKIEHHBIX TOPOKaX
cepala, Kak y HeONepUpOBaHHBIX ACTEH, TaK U B OT/AA-
JIEHHOM TIEPUOJIE TIOCE XUPYPrUUSCKOM KOPPEKIIUH,
P OTCYTCTBHH CTPYKTYPHOTO 3a00eBaHUs Cepiia
(nouomatmdeckas, «moOpokauectBeHHas» JKT), mpu
«IEPBUYHBIX AIEKTPUUECKUX OOJE3HSIX CEpIIay WA
BPOXKJACHHBIX KaHanonaTusx. Cpenu sKcTpakapauaib-
HBIX TIPUYUH BAXXHOE MECTO 3aHUMAIOT METa0oJIMye-
CKHe HapylIeHHs. B acTHOCTH, THIIO- W TUNIEPKAITH-
eMUs, alua03, TUIIOKCHS, TUIIO- U THIepMarHUeMHs
u nap. Pan dapmakomornyeckux mpenaparoB, TaKHX
KaK JUTHTAJINC, KOKAauH, KaTeXOJaMUHbI, aHTHOAKTe-
pUANBHBIE CPEACTBA (PPUTPOMHUIIUH, TPUMETOIPUM
1 1p.), OONBIIHHCTBO aHTHAPUTMHICCKUX TIPETIapaToB
(mpemnapatsl 1A, IC, 11 knaccoB) Takke MOryT CTaTh
NPUYMHON Pa3BUTHS KU3HEOMACHBIX >KENTYIOYKOBBIX
aputwmuii [1, 3].

Jist edeHus: KeayJOuKOBOW SKTOMMYECKOM ak-
THBHOCTH Yy TAIHMEHTOB 0€3 CTPYKTYypHOH TaTo-
nmorun cepaua/muchynknuu  JIXK  pexoMeH10BaHO
Ha3HauYeHHE OeTa-aJ[peHOOJIOKATOPOB, OJIIOKATOPOB
«MEIJICHHBIX» KaJbIIHEBBIX KAHAJIOB C MPSIMBIM BJIH-
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STHUEM Ha ceplle (BepamaMuiia), a TakKe aHTHapUT-
muueckux npenapatoB I u IIl knaccoB mo knaccu-
¢ukamuu E. M. Vaughan-Williams B Mogudukamun
B. N. Singh u D. C. Harrison. HauGonee »¢hexTun-
HBIMU cpejcTBamMu JiedeHus: KO sABISAIOTCS aHTHA-
putmuyeckue npemnapathbl [C kiacca (mponadeHoH,
JIVATAJI aMUHOTIPOMHUOHUI STOKCHKApOOHUI aMHu-
HOGEHOTHA3WH W JANMaKOHUTHHA THAPOOPOMU),
a Takxe aHTHapuTMUueckue npenapatsl Il kmacca
(coranon u amuonapon) [3].

OTanu3uH (JUITUI aMAIHOIPOITHOHUIT ATOKCHKAp-
Ooorun amuHo(eHOTHA3WH), Tonkiacc 1C — BechMma
aKTUBHOE JIeueOHOe U MPOPUIAKTHIECKOE CPEICTBO
IpU KeITyJIouKkoBbIX aputmusx [4, 5]. Ilpu omHo-
KpaTHOM IpueMe OoNbHBIM 50 Mr 3Tanu3uHa Mpo-
THUBOAPUTMHUYECKUH dPPEKT 0TMEHaeTCs] B CPeHEM
yepe3 1,6 4., ero JJIMTENBHOCTh cocTaBisieT 4,8 4.,
YTO yKa3bIBaeT Ha JIOCTATOYHO OBICTPOE BCACHIBAaHUE
npenapata. Ecinu 103y nossimarot 1o 100 mr, To mo-
JIaBJICHUE apUTMHUU HaduuHaeTcs yepe3 1,4 4. u 3aTs-
ruBaetcs 110 7,2 4. JlanbHel1iee yBeaInueHue pa3oBon
J103bI 3Tauu3uHa a0 150 Mr nposBiseTcs yxe yepes
1,1 4. u gnutcs B cpenueM 8,5 4. [luk KoHueHTpa-
UM npenapara B miaszme (mpu go3ax 100-150 mr) no-
cruraercst Mexnay 110 m 120 muH.; oHa KomebmeTcs
ot 0,3 mo 0,45 mMxr/1. MUHUMaIbHAs TepaneBTHYC-
CKas KOHLIEHTpaLUs 3Tallu3MHA B CPEAHEM PABHSETCS
0,073 Mkr/i [6].

IIpoapuTMoreHHoe JeHCTBHE IPOTUBOAPUTMUYE-
CKHX CPEACTB BCTPEYAETCS, TI0 TaHHBIM JIUTEPATYPHI,
B 1-10—12 % caydJaeB X IpUMEHEHUS B TepaNeBTUYE-
CKHUX J103aX U MOXET OBbITh MPUYNHON BHE3AITHOH apHT-
MHUYECKOH cMepTH y 60sbHBIX [7]. [IpoapuTMOreHHBIH
3GPEKT — ITO YCHIICHHE YK€ MMEIONICHCS] apUTMHH
WM BO3HUKHOBEHHE HOBOM MOJA BO3JEUCTBUEM MPO-
THBOAPUTMHUYECKUX IIpernaparoB. MexaHU3Mbl 3TOTO
SIBJIEHUSI HEOJHOPOJIHBI U BCE €llle HEAOCTATOYHO HUC-
cinenoBanbl. Kak npaBuiio, NEHCTBYHOILIEE BELIECTBO
BIIMSIET Ha TOMOT€HHOCTH PETIONISIPU3AINH, YCUITUBAS
JTUCTIEPCUI0 pepaKTEPHOCTH MUOKApIa, KOTOpasi MO-
KET MPOSBIATHCS, HAIPUMED, B YUTMHEHUU UHTEPBa-
noB Q-T, J-T u pacmupenuu xomriekca QRS (6onee
cBoiictBeHHO npenaparam I u III npoTuBoaputmuue-
ckuX KiaccoB). C TEOPETHUSCKUX MO3UIIHH, 3aMeIie-
HHE TPOBOIUMOCTH 0e3 M3MeHeHHs pepaKkTepHOCTH
MOXET TpU OJarompusATHBIX OOCTOSTENBCTBAX CIIO-
cOOCTBOBaTh BO3HHMKHOBEHHIO Te-entry (mpernapaTsl
nonkiacca IC) [6].

OrtanusuH cyurtaercs 3Q(HEeKTUBHBIM U TOCTATOY-
HO 0€30MacHBIM MpenapaToM AJIsl JICUCHH S JKeTy104-
KOBBIX apuTMuil y nereit [2]. [lo naHHBIM JUTEpaTy-
pBL, ¢ XopomuM 3PPEKTOM MPUMEHSIETCS dTAU3UH
B f03e 1-3 Mr/Kr/cyT, pa3neneHHbIi Ha 3 ipuema [2,
8,9].
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KJIMHWYECKUW CNYYAI

ITaruenT, 3 aet 8 mecsites, 09.04.2020 B 13 yacos
MOCTYNWJI B OTACJCHUE PEaHMMAIlUU JIETCKOH OOIb-
HUIBI B TSDKEJIOM COCTOSHUHM C YPOBHEM CO3HAHUA,
COOTBETCTBYIOIIIUM COTIOPY (OIIEHKA TIO0 IIKaJie KOMBI
I'masro (IIKI') —12 6anioB), 1 MPUCTYIIOM >KEITyA0U-
KOBOW TaxXUKapJuHu.

W3 anmamnesa Oose3nu usBectHo, uTo 09.04.2020
B 12 wacoB Bo BpeMs obefla B I€TCKOM cany Ha (oHe
MOJTHOTO OJIaronony4yusi peOeHOK BHE3amHO Mooie-
JHEII, O6M$IK " MOTEpAJT CO3HAHUC, IMOABUIICA ITUAHO3
ry0. bpuranoii ckopoii momomu J0cTaBieH B JETCKYIO
TOPOJICKYIO OOJEHHUITY.

Co crmoB MaMmbl, 3a00JIeBaHHN CEPAEYHO-COCYIH-
CTOM CHUCTEMBbI, HAPYLICHUH pUTMa cepAua y pedeHka
He Obuto. CeMelHbI aHaMHe3 MO KapIuajibHOW ma-
tonoruu He otrsaromen. Cinygaes BCC B cembe cpe-
I ONMU3KUX POACTBEHHHKOB B BO3pacTe o 45 et
HE OBLIIO.

IIpu ocmotpe: cocTostHuE TshKenoe. YPOBEHb CO-
3Hanust — conop (LUK — 126). Bsusiii. Koxa 6nen-
HO-PO30Basi, CAMIITOM Oeioro msiTHa MeHee 2 cek. Cim-
3UCTHIE OJIEITHO-PO30BbIE C MUAHOTHYHBIM OTTEHKOM.
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[lynbc Ha my4deBbIX apTepusx ocyiabdnen. AJl 60/30 mm
pT. cT. ToHBI cepala IIyxue, apuTMUYHbBIE, TaXUKap-
nust ¢ YCC 130-180 B mun. YJ] 32 B mun. B merkmx
JbIXaHUE IPOBOAUTCS BO BCE OTAEIBI, XPUIIOB HET.

Bo Bpemst ocMoTpa pa3BUBAETCs MOBTOPHBIN IPHU-
CTYyH MOTEPU CO3HAHUS, CHayaJla OJ(HOKpaTHas PBOTA,
0JIeTHOCTh KOXKH U I'y0, KpaTKOBpEMEHHOE MOJIEpruBa-
HUE TIJIEYEBOTO T0siCa, 3aT€M MBIIIEYHAs] TUIOTOHUS
u norepsa co3Hanus. Bec 14 kr. Poct 90 cm.

[lo pesynbraTam 1a0OpPaTOPHOIO M HHCTPYMEH-
TaJIbHOTO MOHUTOPHUHTA ra30BbIi COCTaB KPOBU: METa-
OonuvecKkuil anuo3 -7,6, MOBBIIEHNE YPOBHS JIaKTa-
Ta — 3,7 MMOJB/IT; JIEKTPOIUTHI B TIpEeIaxX HOPMBI.
Ha DOKI" 3apeructpupoBana moimuMopdHast Kemny104-
koBas Taxukapausa ¢ YHCXK cp. 180 B muH. (puc. 1).

[To mannubm OxoKI' (mpoBonumnack Ha (one Taxu-
kapauu ¢ YCC 180 B MHH.): 3HAUUTEITHLHOE CHUKEHUE
riio0anpHON cokpatutTenbHOl GyHKImmu, ®B 30 %
(Cummcon). lannabix 3a BIIC Her, momocTtu cepuma
HE pacUIMpEeHbl, TUNnepTpohun MHOKapAa HET, Kiamna-
HbI HE M3MEHEHBI, perypruTaius Ha KjanaHax B Mpe-
nenax (pu3noIOrnIeCcKo.

C nenplo KyupOBaHUs IPUCTYIIA BBOAMIICS JINAOKA-
uH B 03¢ 10 Mmr — 0e3 a¢pexra, kpome Toro, Ha GoHe

Puc. 1. ®parmentsl JKI' naunenTa npu nocTynjeHnuu B otaesieHue peanumanuu. [lpuctyn
skeaynoukoBoii Taxukapauu ¢ YCK 180-190 ya/mun.

Figure 1. Fragments of the patient’s ECG upon admission to the intensive care unit. An attack of
ventricular tachycardia with a heart rate of 180—190 beats/min
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BBEJICHHS JTHAOKanHa — cHIkeHne AJl mo 51/38 MM
PT. CT., 4TO MOTPeOOBAJIO BHYTPUBEHHOTO BBEICHMUS
npegHu3ononHa 30 Mr ¥ MpOBEJCHHS] CHHXPOHHU3UPO-
BanHoi kapauoBepcuu 20 u 30 /> ¢ BocCTaHOBJICHH-
€M CHHYCOBOT'O PUTMa, MOSBUJIACh CHHYCOBasi Opaju-
kapausi ¢ UCC 55-70-90 yn/muH. Yepe3 HECKOIBKO
MUHYT BHOBb peunauB npuctyna KT (puc. 2).

Hauata Tepamus BHYTPUBEHHBIM aMHOIAPOHOM
B 03¢ HachimieHus 10 MI/KT 3a 2 4. ¢ MepexoaoM
Ha TIOJIJIEPYKUBAOIIYIO TEpanuio 15 MKT/KT/MHUH B Te-
yenue 6 4. Ha done mHdysun xopmapona uepe3 40
MUH. [IPOM3O0IIJIO0 CTOMKOE BOCCTAHOBJIEHUE CHHYCO-
Boro purma ¢ UCC 110 yu/mus, ¢ AB Onokamoii 1 cre-
neru (mHTepBast PQ 200 mc), HBITHIII.

[TanuenTy OBIT yCTaHOBJICH AMATHO3: JKEIYA0YKO-
Bas TaxWKapaus, MOoHOMop(Has/moaumopdHas, He-
u3BeCcTHON naBHOCTU. OCIOXKHEHHUE: KapAUOTECHHBIN
LIOK, CHHKOIIQJIbHBIE COCTOSIHUS. APUTMOI€HHas! IUC-
(hyHKIIES MHOKapa.

C uenbro mOUCKa ATHOJIOTHH KETYJOUYKOBOW Taxu-
KapIuu ObLIM UCKIIIOYEHBI BOCIIATUTENbHBIN MPOLIECC
B MHOKap/ie, IEPBUYHbIC 3JIEKTPHUCCKHE 3a00IeBaHUS
CepALa, 3JEKTPOIINTHBIE HAPYLICHNU .

W3 anamHe3a >KM3HH H3BECTHO, YTO MaJbUHK
oT 2-ii 6epeMeHHOCTH, TPOTeKaBILel Ha PoHE XPOHH-
yeckoro nuenonedpura. Ponsr 2-¢, B cpok. Bec 3050.
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Poct 51 cwm. Ilepuoa HOBOpOXAEHHOCTH 0€3 0coOeH-
Hoctei. Ha mepBoM rony sxu3Hu HaOIIOnaIICS Kapau-
OJIOTOM C JUAarHO30M: MeNKHe Ae(eKTHl MexKely-
JOYKOBOH NEPErOpOAKHU, CIOHTAHHOE 3aKpbITHE K 6
MecsinaM. COCTOUT Ha AUCIIAHCEPHOM ydeTe y Hed-
poJiora ¢ IMarHo30M: €IWHCTBEHHas MpaBas IMOYKa.
XpoHnyeckuid mueNoHePpuT, BTOpHUYHBIH. [IMP
cupaBa 4 CTEIECHU B €AMHCTBEHHYIO IIPABYIO IOUKY.
Cocrosauue nocie OKP B 2018 rony no nosony [IMP
4 creneHW B MpaByl0 €JUHCTBEHHYIO MOYKY. Penm-
IJIaHTaIUs NMpaBoro MoyeToyHuka crpasa B 2020 r.
XBIT 3 cragus (CK® no ¢. lIsapma 55). Coctout
Ha JUCIIAHCEPHOM yYeTe y TacTpO3HTEpoJiora ¢ aua-
rHO30M: Oone3Hs ['upmmnpyHra.

Jnst mpenynpexaeHuss MOBTOPHBIX MapOKCH3MOB
KT B kauecTBe MPOTEKTOPHOW Tepamuu ObLT Ha3HA-
4yeH npornad)eHOH U3 pacueTa 7,5 MI/KI/CYT B 2 IprUema.
[IpenapaT naMeHT NePEHOCHII XOPOILO, TPUCTYIIBI Ta-
XUKapJIuH HE PEIUANBUPOBAIIH.

Ha BTOpBIE CYyTKHM TOCHEe cTapTa Tepanuu Mmporna-
(enonom Ha OKI' mosBHIIMCH BHYTpHIIpEACEpAHAS
osokana, yeenuamiock BpeMst AB mposenenus (PQ
230 mc), mosiHas OyioKaja MpaBoil HOXKKHU Mydka ['uca
(puc. 3).

M3-3a BBIpa)KEHHBIX HApyLIEHUN BHYTPHUKEITY104-
KOBOM IIPOBOMMOCTH IpONa)eHOH OTMEHEH.

Puc. 2. ®parMmeHTbl AKIN nayneHTa npu peumnpmnee npuctyna XT. Mpuctyn xenypo4KkoBon

Taxukapgum ¢ HCX 130-150 yn,/MuH.

Figure 2. Fragments of an ECG of a patient with a relapse of a gastrointestinal attack. An
attack of ventricular tachycardia with a heart rate of 130-150 beats/min
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W3 Gecenpl ¢ MaTepbl0 yoanoch BBISICHUTH, YTO
08.04.2020 u 09.04.2020 manpyuK aMOyIaTOPHO IIO-
Jyqas JedeHHUe IO MOBOJY HOCOBBIX KPOBOTEUEHHI.
Marp maBana peOEHKY mpemapar JTAau3uH (BMECTO
Ha3HAYCHHOTO dTaM3MJIaTa) B 03¢ 25 MT 2 pa3a B IcHb
(cymmapno 75 wmr). Ilpenapar ObL1 mpuoOpeTeH B ar-
Teke, (apMaLeBT OTMyCTUIAa STAlU3UH 1O OIIMOKe
BMECTO dTaM3MJIaTa, HA3HAYEHHOTO TeMaToJI0roM JUIs
JICUYCHUSI HOCOBBIX KPOBOTEUEHUI.

C yd4eTroM AaHHBIX O NPUMEHEHHWU aHTHAPUTMU-
YEeCKOro Mpernapara 3Tallu3uH B CyTOUHOM no3e 50 mr
(3,6 MI/KI/cyT) MpUCTYIl TaxUKapAUH pPacClCHEH Kak
MPOSIBJICHUE MPOAPUTMOreHHOro 3(dexra (oTpasiie-
Hus ?) sTanmu3uHa. HasHaueHa wHy3nOHHAS TEpaInsl.
[Iponadenon — npenapat u3 Toro xe kinacca 1C, ycu-
JIWJT 3aMeJIJICHUE BHY TPUIKETyI0YKOBOM, BHY TPUIIPEI-
cepaHoit 1 AB-poBoauMocTH. M MOr yCHIUTH mpoa-
PUTMOTEHHBIH (D DeKT.

Ilocne oOTMEHBI AHTHAPUTMHUYECKOW Tepamu,
Ha ciuenyromuid aenb Ha OKI ot 11.04.2020 — BO3-
pactHast HopMma (puc. 4).

Putm cunycossiii ¢ UCC 105 B mun. P 80 mc PQ 130
Mc. QRS 70 mc. RR 585 mc, QT 270/353 mc.

CMOKT ot 13.04.2020: UCC cpenusist nuem 111
ya/muH, HOUbt0 93 yn/mun. Munumansnas YCC 79
B MuH. Makcumansnasg YCC npu @H 175 B mun. B Te-
YeHUEe MOHUTOPHUPOBAHUSI CHHYCOBBIA PUTM CO Cpejl-
Heill yactotoit 105 B MuH. AB-npoBenenue B HOpMe.
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3aperucTpupoBanbl 3 TPEACEPAHBIX IKCTPACUCTO-
nel. 15 may3 cuHoaTpuanbHON OI0KaABl 2 CT. 2 TUMA
¢ mmrenbHOCThIO RR 1,1 ¢. Cpennuii koppurupoBan-
veid QT waTepBan 3a cytku 412 mc. QTc mHTEpBaN
Ha muHuMmainbHo UCC 392 mc. QT — nuHamuka
B IIpejiesiaX HOPMaJIbHBIX 3HAYCHU.

[Mocne ormeHsl nponadeHona peOEHOK aHTHAPUT-
MHYCCKYIO TEPaAIHIo HE MOTyYall.

Karamnes: HaOmronaeTcs KapAHOIOTOM aMOyIIaTop-
HO, ka0l HeT. [IpucTynoB Taxukapauu He OTMEUEHO.

O6cnenoBan uepes 3,5 roma B HOsiOpe 2023 1.
Bec 20 xr. Poct 122 cMm. AHanu3 KpoBU OOIIWN:
ap. 4,2*10, rem. 117 r/n, neit. 6,1*10, mumd. 35 %,
MOH. 7 %, rpaH. 57 %. COD 5 mMm/4. buoxumuue-
CKMI aHalu3 KpoBHM: Kanuil 4,4 MMONB/I, HATPHUH
138 Mmoib/a, xyop 103 MMOJIB/, KaabUUi OOIIUI
2,54 mmoins/1, dochop 1,6 mmoins/a, 1D 408 En/m,
AJIT 20,9 En/n, ACT 40,4 En/n, xpeatunus 69,3 MK-
MOJIb/J, MOYEBHHA 5,23 MKMOJIb/J, MOYEBAs KUCIOTA
378 MKMOJIB/JII, X0JieCTepUH 4,88 MMOJIB/II, TPUTIIU-
uepusl 1,68 (Hopma no 1,24).

CMOBKT ot 01.11.2023: YCC cpemnss quem 98 yu/
MUH, HOYbIO 83 ya/muH. MunumansHas YCC 72 yn/
muH. Makcumanbaas YCC npu ®H 166 ya/mun. B Te-
YEeHUE MOHUTOPUPOBAHUS CHUHYCOBBIM PUTM CO Cpe-
Hel gactoToit 92 yn/muH. AB-mipoBeneHne B HOpPME.
3aperucTpupoBaHa eIMHUYHAS MPEICePIHAS IKTOIH-
YecKasi aKkTUBHOCTH B BUJe 12 ONMHOYHBIX Ipeacepa-
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Puc. 3. 9KI nauueHTa Ha BTOpble CYTKM NOCJie cTapTa Tepanuu nponadpeHoHOM.
BHyTpunpeacepaHasa 6nokapa, yeenuuunocb BpeMa AB npoBeaeHus (PQ 230 mc),

noJsiHas 6/10Kaga NpaBoi HOXXKK Ny4dKa MNuca

Figure 3. ECG of the patient on the second day after the start of propafenone therapy.
Intra-atrial blockade, increased AV time (PQ 230 ms), complete blockade of the right leg

of the Gis bundle
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HBIX OKCTpacucTos. JKemymodkoBasi OSKTONMHYECKas
aKTHBHOCTH He OOHapyskeHa. BrisBieno 19 snuzonos
nay3 3a CueT CHHOATpHUaJIbHOW OJI0Kanbl 2 CT. 2 THIIA,
IIUTENbHOCTRI0O A0 1,2 ¢. CpemHuUit KOppPHUTHPOBAH-
uerit QT naTepBan 3a cytku 416 mc (ot 381 10 457 Mmc).
QTc na mun. YCC 420 mc. 3naunmoe yanunHenue QTc
HE 3aperucTPUPOBAHO.
OxoKI' — B npenenax Bo3pacTHON HOPMBI.

OBCYXAEHNE

KenymoukoBasi TaxukapAausi BCTpeYaeTcsi Cpas-
HUTEJNBHO PENIKO B MPAKTHKE JETCKOTO KapjHoJiora,
€ 9acTOoTO# /10 6 % cpenu Bcex TaXUAPUTMUN y AeTer
10 AAHHBIM JIUTEPATyPHI [2].

[Ipuctyn KemynouyKOBOH TaxMKapAHH, OCOOCHHO
BIIEPBBIC BO3HUKIINKA, TpeOyeT OT Bpada OBICTPHIX
Y MPaBUIIBHBIX IEUCTBHM 10 AU(PepeHIIMATbHON T1-
arHOCTHKE U JICUCHUIO, TAK KaK IPOMEIJICHUE MOXKET
[IPUBECTH K TPO3HBIM U HEOOPATHUMBIM OCJIOKHEHUSIM.
KT sBnsAtOTCS OCHOBHOM NMPUUYMHOI BHE3alHOM cep-
JIEYHOM CMEPTH.

B namewm ciyuae mpu cOope aHaMmHe3a, OCMOTpe,
WHCTPYMEHTAJIBHBIX HCCICAOBAHUSAX MCKIIIOYAINCDH
oprannyeckue 3a00JeBaHMsI cepala, BPOXKACHHBIC Ka-
HAJIOMAaTHUH, BOBMOXKHBIC BTOPUYHBIC TPHYHHEI.

OnHOBpeMEHHO PeOEHOK MOTyvall Je4eHHE 110 IPH-
HATBIM aJTOpPUTMaM KyIIHPOBAHHUS T€MOANHAMUYECKH
3Hauumoro npucryna XT [3].

Tak Kak B MepBBIE CYTKH MOCJE FOCHUTATH3AINH
CBE/ICHUN 00 OIMMOOYHOM TpHEeMe 3Talu3uHa amOy-
JaTOPHO B TEYEHHUE JBYX CyTOK HakaHyHE HE OBLIO,
1ocje KynupoBaHMs IPUCTyNa OblJI HA3HAUCH Ipora-
(heHOH B KauecTBE MPOTEKTOpHOU Tepanuu. OTMEHEeH
Ha 2-e¢ CyTKM Tepaluu U3-32 BBIPAKEHHOI'O 3aMmeljie-
HUSI BHY TPHIKETY0YKOBON IPOBOAMMOCTH.

Ha ¢one wH]y3MOHHOH Tepamuu OTMEYCHA BbI-
pakeHHas! MOJIOXKUTENbHASI JUHAMMKA KaK B KJIMHHU-
YEeCKOM COCTOSIHMH, Tak M no JaHHeIM OKI. B manb-
HEHIeM MaluMeHT aHTUAPUTMUYECKYI0 TEepanuio
He momyuain. [Ipuctynmsr XT He penmauBupoBain
B Teuenue 3,5 roga. ITo JaHHBIM €XKErogHbBIX 00CIen0-
BaHuid Ha OKI, CM3KIT, OxoKI" crpykTypHbIe U3Me-
HEHUS CEPALA, MAPKEPBl BPOXKACHHBIX JICKTPHUCCKUX
3a0oneBanuii He BIsIBIIEHBI. [1o pesyinsratam CMOKI
KETYZO0YKOBasi SKTONMUYECKasi aKTUBHOCTH HE OOHa-
py’keHa. DTO TIO3BOJISET HAM eIIe pa3 yOeauThCs, 9TO
MIPUYMHON yCTOWYUBOTO, TEMOAMHAMUYECKH 3HAYMMO-
ro npuctyna XXT y nanaoro pedeHka siBUIICS TPOAPUT-
MOTCHHBIH 3QPEKT NPUHSITOTO 10 ONTHOKE dTAI[U3UHA.
CyTouHasi 032 HPHUHSATOTO Ipernapara COCTaBUIIA
3,6 MI/Kr/cyT. BeposiTHO, COMyTCTBYIOILAs TATOJIOTUS
Mmo4yek (eAMHCTBEHHAs MpaBasi MOYKA; XPOHUYECCKHH
nuenone@put, BropuuHbiii; [IMP cripaBa 4 cT. B enuH-
CTBCHHYIO TPaBYyIO TOYKY; cocTosHue mocie OKP
B 2018 1. mo moBony [IMP 4 cT. B mpaByt0 eMHCTBEH-
HYIO MOYKY; PEHMMILIAHTAIMS PABOrO0 MOYETOUHHKA
cipaa B 2020 1.; XBII 3 cragus, CK® no ¢. [lIBapia

Puc. 4. 3KI' Ha cnepyowmin geHb Nocsie OTMEHbl aHTUAPUTMUYECKON Tepanuu.
BospacTHasa HopMa

Figure 4. ECG on the day after discontinuation of antiarrhythmic therapy. The age norm
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55) cmocoOcTBOBaja TMPOSIBJICHUIO HEXEIATEITHHOTO
a¢dexTa STau3nHa.

CornacHo oQUIMaJIBHON MHCTPYKIHH IO TPUMe-
HEHHIO ITAlM3WHA, TPOAPUTMHUYCCKUN dPPEKT ¢ pu-
CKOM BHE3aITHOM CMEPTH; OCTAaHOBKA CHHYCOBOTO y3IIa
BCTPEYAIOTCS O4eHb pefko. [lanuentam ¢ HapyIieHH-
aMH (QyHKLIMH TOYEK CleayeT coOIIonaTh OCTOPOX-
HOCTh (TP TSDKENBIX HapylleHHsX (QyHKUMH Movek
IIpUMEHEHHE TTPOTUBOIOKa3aHo) [10].

Y B3pOCIBIX ONMHCAHBI MOSBICHUS OpyTamomnomno0-
HBIX U3MEHEHUI M BTOPUYHOE YIJIMHEHHE MHTEpPBAJ
QT na done Tepanuu dTanu3uHoMm [11, 12].

OnucaHus OPOAPUTMOICHHOIO 3(deKra Tepa-
MEeBTUYECKUX 703 3TallU3MHA y JIeTe B JOCTYITHOM
JUTepaType HaM HailTu He ynanock. OnucaH ciydail
pPa3BUTHUS TSHKEJIOrO OTPABIEHUS C pPa3BUTHUEM IOJI-
HOii AB-0JIOKajipl, a 3aTEM TPEIETAHMS KEJIYJI0UYKOB
(mpoaputmoreHHbIl 2P dexT?) y pedenka 2 net 11 mec.
PeGenok ¢ HopMaTbHOH (PyHKITHEH TTOYEK MMOTydat Jie-
YeHHeE 110 MOBOJY OCTPOro MHUOKapANUTa C YaCTON Haj-
JKEIYJIOUKOBOM apuTMmueil. HazHaueHHyI0 JOKTOpOM
no3y npemnapara 0,8 MI/KI/CyT MaTh CaMOBOJIBHO YBe-
JTAYHIIA 10 3,2 MT/MT/CYT, 4TO BEI3BaJIO KOMY U Tpere-
TaHHE JKEITYJOYKOB YK€ B NIEPBBIE CYTKH ITOCIIE HapY-
meHus pekomenaanui [13].

Ham knuHuyeckuil ciydall MNOKa3bIBaeT, 4TO,
npoBoas nudpepeHInaTbHYI0 JUaTHOCTUKY TPHIUH
Pa3BUTHUS KU3HEYTPOXKAIOLIUX ApPUTMHUHN y JeTel,
HeNb3s 3a0bIBaTh O BO3MOKHOCTH peajiM3aluy Mpo-
apUTMOTE€HHOTO JEHCTBUSA aHTHAPUTMHUYECKUX Mpe-
rapaToB.

HeoOxomnMo B maipHEWIIEM HCCIeIOBaTh MeXa-
HU3M BO3HHUKHOBEHHS IMPOAPUTMOTEHHOTO 3ddeKTa
npenapatoB 1C rpymnmsl, BISIBIATh PAHHUE MapKEPhl
MOTEHIIUAIBHBIX ocioxHeHnM Ha DK, n3yyaTts 6€30-
MacHOCTh MPUMEHEHHS THX MPEnapaToB y AeTel ¢ Ha-
pYIIEHUEM BBIJCITUTENFHON (DYHKIIHH TTOYEK.

3AKJIOMEHUE

VY 3-metnero pedbenka ¢ XbII 3 cr. (CKD mo ¢.
[IBapma 55) Ha poHe omHUOOTHOTO TTpHEeMa ITAIU3H-
Ha B 7103¢ 3,0 MI/KI/CYyT pa3BHIIOCH TSDKEJIOE KH3HE-
YrpoXkarllee HApyILIEHUE CEPAECYHOI0 pUTMa, Iposi-
BHUBLIECECS YCTONYMBOM KEIyAOUYKOBOW TaXHKapAUEH
C Pa3BUTHEM CHHKONAJIBHBIX COCTOSHUHI, apUTMOT €H-
HOTO IIOKa, OCTPOM CepleYyHOW HEeIOCTATOYHOCTH,
notrpeboBaBiieii moBTopHoii OUT W HMHTEHCHBHOM
Tepanuu.
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