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NMAPAMETPbI SJIEKTPOSHLEQAJIOTPAMMbI Y AETEU C BPOXXAEHHDIM

TMNEPUHCYJIMHU3MOM, NMPOJIEYMEHHbIX MO MEXXKAYHAPOAHOMY NMPOTOKOJY
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OBOCHOBAHME. BpoxaeHHbiln runepuHcynuHmnsm (Br'M) — pepkoe HacnefcTBeHHoe 3aboneBaHue, OCHOBHbIM MposBIe-
HMeM KOTOPOro ABAAITCA NEPCMCTUPYIOLLME TMMNOKETOTUYECKME TMNOMIMKEMMK, CMOCO6HbIE MPUBECTM K TAXeNbIM Heobpa-
TUMbIM HEBPONOTMYEeCKMM NOCNeACTBUAM B OTCYTCTBME CBOEBPEMEHHOWN ANArHOCTUKN U aleKBaTHOMO NleyeHuns.

LIENIb. OueHka Henpodr3nNoNormyecknx xapakTepucTuK LEeHTPaNbHOW HEPBHOW CUCTEMbI AeTel, MONy4YMBLIMX leuyeHune
no nosoay BI'M no mexagyHapogHomMy npoTokony.

MATEPUAJIbl U METO[bI. B o6cepBaunioHHOe pPeTPOCNEKTMBHOE NPOCNEKTMBHOE UCCiefoBaHMe BKIOYEHbl 73 nauu-
€HTa, MoNyuYmMBLLIMX JleueHne no nosogy Bl B cooTBeTCTBMU C MeXAyHapOAHbIM MpoTokonoM B KnnHuke OrbY «HMUL
um. B.A. AnmasoBa» B nepuog ¢ 2017 no 2022 rr. MegnaHa Bo3pacTa naymeHToB coctasuna 10 mec [6-58]. Bcem naymeHTam
6b1510 BbINOMHEHO KOMMNEKCHOe obcnefoBaHue, BKNoUYasa NpoBefeHre 3ekTposHuedanorpadum.

PE3YJIbTATbI. 13 73 naumeHToB ¢ BIW, BknioueHHbIX B uccneposaHue, 35% (23) nauyueHtoB umenn dokanbHyio dopmy
3aboneBaHuA, 65% — HedokanbHylo dopmy 3abonesaHus, n3 HUX anddysHaa dopma oTmeuvanacb y 49% (39), atmnuu-
Haa — y 16% (11). PacnpepeneHne no ncxogam 3abonesaHua: 100% naumeHToB ¢ GoKanbHom bopmoit B ncxoge MMenn
Bbi3gopoBneHne. Cpean NaumneHToB ¢ HedokanbHol GopMo MeiKaMeHTO3HasA KoMNeHcauusa otMeyeHa y 60% nauneHToB
¢ anddysHon dopmoii 3abonesaHua 1y 36% naymeHToB € aTunuuHon dopmoin. OnepaTmBHoe neveHne nonyumnu 40% na-
uneHToB ¢ Anddy3Hon popmon 1 64% naumeHTa c aTMNMUYHON GOPMOIA.

Mpu aHanu3e paHHbIX 3nekTposHuedanorpadum ycTaHOBNIEHO, YTO MAPOKCM3MaNibHaA aKTMBHOCTb PerncTprpoBanach
y 23 naumneHToB, 4To cocTtaBuno 32%, 50 (68%) nauneHTOB NapOKCM3MaNibHON aKTUBHOCTM He umenn. AuddysHble n3me-
HeHVA OTMeYeHbl y 47 (64%) naumeHToB, 26 (36%) nauneHTOB NX He nmenu. lNMytem nocTpoeHna Kprebix KannaHa-Merepa
YCTaHOBNEHO, UTO anbda-puT™m opmupyeTca foctoBepHo (p=0,026) paHbLue y naumeHToB ¢ pokanbHON GOPMOI.
3AKJIIOYEHUE. Tpyb6ble HapyweHna Helipodursnonornyeckmx napameTpoB y naumeHToB ¢ BIW, nonyumBwmnx neyeHue
Nno COBpPeMeHHOMY MeKAyHapOAHOMY MPOTOKONY, BCTPEUAOTCA OTHOCMTENIbHO PeaKo. YAanocb yCTaHOBUTb accoumaLunio
Hanbonee paHHero popmnpoBaHna anbda-pruTma ¢ GoKanbHom popmon BIN.

KJTIOYEBbIE CJTIOBA: 8pox0eHHbil 2unepUHCY/IUHU3M; 3/1IeKmpOo3HUedanopagus; NapoKCU3MaabHAs AKMUBHOCMy, dlbgha-pumm; HeoHa-
maneHas 2uno2siuKemus.

ELECTROENCEPHALOGRAM FEATURES IN CHILDREN WITH CONGENITAL HYPERINSULINISM
TREATED ACCORDING TO THE INTERNATIONAL PROTOCOL IN RUSSIAN FEDERATION
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BACKGROUND: Congenital hyperinsulinism (CHI) is a rare life-threatening disease characterised by persistent hypoglycae-
mia as a result of inappropriate insulin secretion, which can lead to irreversible neurological defects in infants.

AIM: To evaluate neurophysiological characteristics of central nervous system in children with congenital hyperinsulinism
treated according to the international protocol in Russian Federation.

MATERIALS AND METHODS: Our retrospective, prospective cohort study included 73 patients who received treatment
for CHI according to the current international protocol at different departments of the Almazov National Medical Research
Centre from 2017 to 2022. All patients underwent a comprehensive examination, including electroencephalography (EEG).
RESULTS: Among 73 patients with CHI, 35% (23) had focal form of the disease, 65% had non-focal form (49% (39) — diffuse
form, 16% (11) — atypical form). All patients with focal form of CHI had a recovery as an outcome.

Analysing the EEG data we found that paroxysmal activity was recorded in 23 patients (32%), 50 patients did not have par-
oxysmal activity (68%). Diffuse changes were observed in 47 patients (64%), whereas 26 patients (36%) were absent of it.
By constructing Kaplan-Meier curves we found that the alpha rhythm is formed significantly (p=0.026) earlier in patients with
a focal form of CHI.

CONCLUSION: CHI patients treated according to the international guidelines in Russian Federation show rather positive
neurological outcome. We established that alpha rhythm earliest formation is associated with focal form of CHI.
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OBOCHOBAHUE

BpoxxaeHHbIn runepuHcynuHmn3m (BI'M) — takenoe Hacnea-
CTBEHHOE 3ab0neBaHNe, OCHOBHbIM MPOABNEHNEM KOTOPOrO
ABNATCA NePCUCTMPYIOLLME TUMOMNMKEMUYECKNE COCTOAHNA,
NpeacTaBnALWMEe CePbE3HYI0 Yrpo3y COCTOAHMIO LeHTpaJsib-
How HepBHon cuctembl (LIHC) peTenn paHHero Bo3pacTta [1].
BN oTHOCcUTCA K KaTeropuu pefkux 3aboneBaHWiA, HeCMo-
TpA Ha To YTO BbiABNAemMocTb BIU B Poccuinckon Oepepaumu
CYLeCTBEHHO yBeNnMuMnacb B NociegHve rogbl 1 COCTaBnAeT,
no AaHHbIM M.A. MenunksH, 1:50 638 »K1BbiX HOBOPOXAEHHDIX,
YTO COMOCTaBMMO C AAHHBIMU MUPOBbIX PEFUCTPOB [2].

[MaBHOWM OTANUYMTENbHOW YepTOM TMNOMINKEMUN MPU
BN aBnaetcAa nopasneHne B YCNOBUAX TMNEPUHCYNNHe-
MU NINMONM3a 1N KeToreHe3a — CMHTe3a anbTePHATUBHbIX
WCTOYHMKOB SHEPrvv ANA HEPBHOWN CUCTEMbI. DTO ABNEHME
06BACHAETCA TEM, UTO MHCYNMH obnajaet aHabonuueckum
CBOWCTBOM B OTHOLLEHUN >KMPOBOW TKaHU, NPenATCTBYA ee
pacLienneHnio N NpeBpaLLeHnio B KETOHOBbIE Tefla B YCJ10-
B/AX €ro MOBbIWEHHOW KOHUeHTpauun. JIneHHasa Takum
06pa3oM 11 OCHOBHOTO, U afibTEPHATUBHOIO SHEPreTUYECKO-
ro cybctpata, LUHC okasbiBaeTca B KpaliHe yA3BMMOM MOJIO-
XKEHUK, YTO ABNAETCA MPUYMHOW TAXKENbIX HeBpOsornye-
CKMX MCXOQ0B Yy AAHHOW KaTeropmm nauymeHTos [3-5].

bnarogapsa cywecTBeHHOMY paclUMpeHuto npeacTaBe-
HUI 0 B[/ ¢ TOUuKM 3peHus reHeTmkm, natomopdonoruu, na-
TOOM3NONOTUN U COBEPLLUEHCTBOBAHUIO MEXAYHAPOAHOro
NpPOTOKOa No BeAeHuo naumeHToB ¢ B[V B nocnegHue aBa
JecATUNIeTUs yaanocb 3HauyMmo npeobpasmTb noTeHUranb-
Hble ncxoabl BI'M n cokpatuTb [ON0 NauyMeHTOB, NMEKLMX
BblpakeHHblE HEBPOJIOrnyecKkme nocneacTeus [6-8J.

B oTHoweHnn HeBponormyeckmnx ncxogos aeten ¢ Bl
NPOAOMKAIOT NMPOBOANTLCA UCCIefOBaHUA, Harnpas/ieHHbIe
Ha OLIeHKY MapameTpoB NCUXOMOTOpHoro passutua (MMP);
MPOOOJIKAET N3YYaTbCs BANAHUE Pa3NMUYHbIX GaKTOPOB Ha He-
BPOJIOrMyecKrie ncxofdbl C onpegerneHnem Havbonee 3Hauu-
MbIX B OTHOLUEHMM HEBPONOrMYECKOro nporHosa. MNommmo
oueHKu nokasatenei NMP, gns 6onee 06bEKTVBHOO M3yYeHUs
coctoAHuA LUHC n cooTBeTCTBMA ee XxapaKTepuUCTUK BO3pacT-
HbIM HOPMATVBaM WHTEPeCHbIM NpeAcTaBnsAeTcaA onpegene-
Hre Helpodusnonormyeckrx napametpos LIHC, uto B nonHom
Mepe No3BOoJIAET 0becneunTb neKkTpoaHUedanorpadusa (33I)
— HEVHBA3UBHBIN MeToA UcCrefoBaHna GyHKUMOHANbHOMO
COCTOAIHVIA TOJIOBHOTO MO3ra MyTem perucrpaumm ero 6mos-
NEKTPUYECKON akTUBHOCTM. B yactHoCTW, 93T luMpoKo nprme-
HAETCA B HEOHATONOMMKW Ans onpeaeneHnsa GyHKUMOHaNbHON
3penoctu LUHC y HegoHoweHHbIx geter [9, 10].

KapTvHa 6103neKTprYeckon aKTMBHOCTM TOJIOBHOMO
Mo3ra oTpakaeT mopdodyHKUMOHanbHOe coctosHne LIHC
pebeHKa, B KaXKAbll U3 BO3PACTHbIX MEPMOLOB OHa UMeEeT
CBOUW OCOBEHHOCTM, onpefeneHHble CPOKM GOPMUPOBAHUSA
pa3nnyHbIX NaTTepHOB 331 1 PUTMUYECKON aKTUBHOCTH, YTO
MoO3BOMISAIET OMpEefenuTb COOTBETCTBME Helpodusmonory-
yeckmx xapaktepuctnk LHC yctaHOBNEHHbIM BO3pacTHbIM
napameTpam.

K 3 Mec W3HU HabnoaalTca MCUYE3HOBEHMEe HeOoHa-
TaslbHbIX NaTTepHOB I3l 1 NOABNEHMe 3afHEro OCHOBHOIO
(DOMMHaAHTHOrO) pUTMa — MNpeAwWecTBeHHNKa anbda-puT-
Ma, UTO CBULETENbCTBYET O NPeAnocbiikax GopMmnpoBaHus
6onee 3penblx NATTEPHOB, HAbGNOAAEMbIX Y B3POCSIbIX. Aflb-
ba-prTM EMOHCTPUPYET PEAKLMIO Ha OTKPbLITME 1 3aKPbITUE
rnas: 61noKNpyeTcs NPy OTKPLITWM a3 U akKTMBUPYETCA Npu

OPUTMHAJIbHOE NCCNEAOBAHUME

3aKpbITVY a3, NO3TOMY KpaWHe BaXHO cobniofaTb TEXHU-
Ky npoBefeHna npoueaypbl 331 ¢ NpUMeHEHNEM OKKI031I
rnas3 Ans KOPPEKTHOTO OnpeaeneHns JOMUHUPYIOLLEN PUT-
MWNYECKON aKTUBHOCTWU. 3aJHNN OCHOBHOWN (OMWHAHTHbIN)
anbda-puTM CTaHOBUTCA Gonee CTabunbHbIM B BO3pacTte
5 mec, co BpemeHeM yBENMUMBAETCA €ro YacToTa, U COOTBET-
CTBEHHO YacToTe CTabunusupyetcs amnnntyga [11-13].

MopaxeHus LIHC, B Tom uncne metabonuueckue scren-
CTBUE FMNOMIMKEMUWM, MOTYT HapylwaTb ¢yHkuumo LIHC v BbI-
3bIBaTbh PErPeCccuI0 pa3BUTUS, KOTOPAs MOXET BblpaXKaTbCs
B BO3BpaLleHUn K MeHee 3penomy natrepHy I3[, Hapagy
C I3MEHEHUAMU B KaPTUHE BUONEKTPUYECKON aKTUBHOCTM,
B ycnoBuAx metabonunyeckoro Hebnarononyunsa Ha 331 mo-
XeT popMMPOBATLCA MAPOKCM3MASIbHAA AKTUBHOCTb. TaknM
06pa3om, NPefCTaBUIO UHTEPEC NpoBefeHre YryOeHHO-
ro aHanmsa 33l y nauneHToB ¢ Bl ¢ TOUKM 3peHns oueHKn
dyHKuMoHanbHoro coctoaHuA LIHC n nporHosa HeBponoru-
YeCcKMx MCXOdoB Y AaHHOW KaTeropun nauueHTtos. Ha gan-
HOM 3Tarne WCCefOBaHNA U3yYanucb criefyoume Helpo-
dusnonornyeckme napaMmeTpbl: HaIMUME NAPOKCH3MASIbHON
AKTUBHOCTU, AN Y3HBIX N3MEHEHUN U CPOKM GOPMUPOBa-
HUS anbda-puTma.

LIENTb UCCNEJOBAHUA

Llenbto Hawero nccneqoBaHna CTanu nlyyeHue coctos-
HWA HEPBHOW CUCTeMbl MaLMEHTOB, MOAYYMBLUUX JleyeHune
no nosofy BI'M no mexagyHapogHOMy npoOTOKOfY, C TOUKK
3peHna HeMpPodU3MONOTNYECKNX XapaKTEPUCTUK, a TaKxKe
aHanu3 BANAHNA Pa3fNyHbIX paKTOPOB, CBA3AHHbBIX C 3a60-
neBaHVeM, Ha HePOGU3NONOrMYECKU CTaTyC NaLUneHTa.

MATEPUAJIbl U METOAbI

Mectom BpemMsA npoBeaeHNA nccnegqoBaHunn

NccnepoBaHume npoBefeHo Ha 6a3e MegepanbHOro ro-
CYOapCTBEHHOro OOXKeTHOro yupexaeHusa «HaumoHarnb-
HbI MEAVLIMHCKUN NCCefoBaTenbCkuim ueHTp um. B.A. An-
masoBa» MwuH3gpaBa Poccun. B nccnegoBaHme BKNOYEHDI
73 naumeHTa c BI'M, nonyumBwmx ctaumoHapHoe neyeHune
B COOTBETCTBMU C MEXAYyHapoAHbIM npoTokonom. Habop
nayveHToB nposoawica B nepuog ¢ 2017 no 2021 rr.

KpuTtepun coorBercTBusa

Kpumepuu sknodeHus: so3pact or 0 go 18 nert, noa-
TBepPXAEHHbIN anarHos BI'U, ctaunoHapHoe neyeHune B Py
«HMUL nm. B.A. Anmazosa» ¢ 2017 I. N0 MeXxZyHapogHoOMy
MPOTOKOJY, Hanuuue cornacus pebeHka U/MamM 3aKOHHOTO
npeacTaBuTeNA Ha yyacTue B UccnegoBaHn.

Kpumepuu uckniodeHus: TUNOTNMNKEMUN HErMMNepUHCY-
NIMHEMMYECKOTO reHesa, Hanuyne gpyron yToO4HeHHOW naTo-
norum LUHC, oTkas oT yyacTna B uccneoBaHum.

AunsaiiH nccnegoBaHunA
WccnegoBaHme BbIMOIHEHO B An3aiHE OAHOLEHTPOBOIO
06cepBaLMIOHHOIO NMPOCMEKTMBHOIO.

MeTtopbli

Bce nauuneHTbl, BKIOUEHHbIe B CC/IefoBaHMe, Nonyunam
CTauMoHapHoe neyeHne no nosogdy BI'M B pamkax pyTuH-
HOW K/IMHMYECKOW MpPaKTMKN B COOTBETCTBUM C aKTyasb-
HbIM MeXAyHapOAHbIM MPOTOKONOM, BK/IOYAIOLNM OLEHKY
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06L1ecoMaTNyYeckoro COCTOAHUA MauneHTa, labopaTopHoe
ob6cnenoBaHve C onpeaeneHnem psaga 6MoXMMMUYecknx no-
Kasatenen ana nabopatopHol BepudukKauum grarHosa ny-
Tem onpefeneHnsa YpoBHSA MMIOKO3bl, MHCYNMHa u C-nentnga
B OfHOM npobe nnasmbl KPOBW, PAaAVOHYKNIMAHOe obcne-
noBaHue ¢ npumeHeHnem MIT-KT ¢ [18F]-¢pTopJODA (no-
3UTPOHHO-3MNCCUOHHON  KOMMbIOTEPHOW  TOMOorpaduu
¢ 18F-L-gnokcudenmnanannHom) [14]. MauneHTbl co 3Have-
HUAMW NAHKpeaTnyeckoro nHaekca no M3T-KT ¢ [18F]-dTop-
JO®A Bbiwe 1,5, UTo C BbICOKOW BEPOATHOCTbIO CBUAETENb-
cTBYeT 0 doKanbHol dopme 3aboneBaHWsA, HaNPaBAAIUCD
Ha xmpypruyeckoe neyerHme BIU; Takxe xupypruuyeckoe
nevyeHuve nonyvyanu Jetm ¢ GapmakopesncTeHTHbIMY Hedo-
KanbHbIM1 popmamu. B xoge ructonornyeckoro mccneno-
BaHMSA yCTaHaB/MBaNICA OKOHYATENbHbIN MOpPdOonornyeckmi
BapvaHT 3aboneBaHusi. KoMnnekcHoe r3yuyeHre HeBposio-
rMyeckoro ctatyca Bkntouano oueHky NMMP n Helipodursno-
NOTMYeCKMX XapaKTepUCTHK naumeHToB ¢ BIM metogom 331
yepes 6 mec 1 6onee Nocne yCTaHOBNEHMS AMarHo3a v Ha-
yana cneunduryeckoro neyeHns. 30 BbIMOMHANOCH Ha SHLe-
danorpade NICOLET ONE (CLLA) B 6a30BoW CTaLuMOHAPHOM
KomnneKTaumn. Micnonb3oBanacb MexayHapoaHas cuctema
HanoXxeHunaA snekTpogdos «10-20», 19-KaHanbHaA 3N1eKTPoa-
Hasl cmcTema B Brge wanoyku. ConpoTrBeHrE 1EKTPOAOB
MeHee 5 KOM. Monoca nponyckaHua 0,5-70 Tu. Mpoueay-
pa 29I — perucTpauus, obpaboTtka 1 aHanus 33 — ocy-
LecTBAANAChb Mo OOLENPUHATON METOANKE B COOTBETCTBIM
CO CTaHZ4APTU3NPOBAHHbIM NPOTOKONOM [15].

B kauecTBe oLEHMBaEeMbIX NMapamMeTPOB UCCIEROBANNCH
OOMUHMpPYIOLWAaa PUTMUYECKAs aKTUBHOCTb, BO3PacT BO3-
HUKHOBeHUA anbda-puTma unm anbda-nogobHoOM akTNBHO-
CTW, HafIM4Yne NAPOKCM3MAIbHOM aKTUBHOCTY U AndY3HbIX
U3MeHeHW. 3aTeM OblI0 OLEHEHO BNUSHMUE PA3NYHbBIX
¢baKTopOoB, accoUMMpPOBaAHHbIX C 3aboNneBaHNEM, Ha HENPO-
dusronornyeckne xapakTepucTMKM MauveHToB, MONyynB-
wnx neyeHune no nosogy BIMN. C Toukn 3peHns BO3MOXHOM
accouraumm ¢ ncxofom 3aboneBaHvsA B JaHHOM NCCieoBa-
HUM GblNK M3yyeHbl cnepytolme dakTopbl: dopma 3abonesa-
HUA (poKanbHaA UK MHas), Bo3pacT Aeblota 3aboneBaHus
1 BepudmKaumn ArarHo3a, MVHUMAJIbHBIA YPOBEHD MMKe-
MUK, MaKCUMaJIbHasA YrieBoAHasa Harpyska.
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Puc. 1. PacnpepeneHvie NauneHTOB, BKIOYEHHBIX B UCCNeJOBaHNE,
no nony.
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CTaTMCTNYEeCKU aHanus

Cratuctuueckas obpaboTka AaHHbIX BbIMOSHEHA C WC-
Nonb30BaHUEM MpPOrpaMmHoro obecnevyeHust Jamovi 2.2.4.
MepBoHayanbHaa 06paboTKa AaHHbIX MPOM3BEAEHA C MOMO-
Wb CTaHOAPTHOW OMMCaTeNIbHOM CTaTUCTUKKU. AHannTnye-
cKkan 06paboTKa AaHHbIX NPOBOAMUIACh METOJOM MHOTOdaK-
TOPHOIO PErpecCUOHHOTO 1 KOPPENALMOHHOIO aHanm3a.
Paznuuma 6binm Npr3HaHbl CTaTUCTUYECKM 3HAYUMBIMU NPU
BEPOSITHOCTU OLWKNOKM MeHee 5% (p<0,05). Ona oueHKn
BAVAHNA OTAESNIbHBIX KIVHUYECKNX XapaKTepUCTUK Ha Cpo-
KU Hauyana ¢popmrpoBaHusa anbda-nogobHON aKTUBHOCTU
Ha 23l geTen NCNOMIb30BaH aHaNM3 TUMa «NPOJCSIKUTENb-
HOCTW »M3HW» (MeTog KannaHa—Meliepa). Cpok noaBneHuns
anb¢a-akTMBHOCTM Ha 33 B npouecce AVHAMUYECKOrO Ha-
6niofeHnna 3a pebeHKOM paccMaTprBasICA B KauecTBe 3aBu-
CMMOW nepemMeHHON. V3yyeHHble KNnHnJYeckne xapakrepu-
CTVIKW, B TOM Yuncsie popma 3aboneBaHus, paccMaTprBanmcb
B KauecTBe OOBACHAIOLWMX MepeMeHHbIX. B Tex cnyuvasx,
Korfia Ha NPOTAXKEHMUN BCEro nepuoga AMHaMUYECKoro Ha-
6niofeHna 3a pebeHKOM Havano GpopmrpoBaHuA anbda-
AKTUBHOCTU He 6bIno 3aduKCUPOBaHO, HabnogeHne pacue-
HUBANOCh KaK LeH3ypunpoBaHHoe [16].

JTUyeckasa 3SKCnepTM3a WUCCNEfOoBaHUSA MPOBEAEHa
S1nyeckum kommtetom OIbY «HMULL mm. B.A. Anma3soBa»
MwuH3gpasa PO 13 pekabps 2021 r. NpoTokon 3acepaHus
STnueckoro komuteta N2 12-21-01C. PoguTenn Bcex obcne-
[OBaHHbIX NaLMEHTOB NPeACcTaBuIn NHGOPMUPOBaAHHOE CO-
rnacue Ha yyacTe B JaHHOM UCCNef0BaHUMN.

PE3YJIbTATbI

B nccnepgoBaHue BKoUeHbl 73 naumeHTa ¢ Bepuduryupo-
BaHHbIM guarHo3om BI'M. MeguaHa BO3pacta geten, BKIILO-
YeHHbIX B MccnegoBaHue, coctaBuna 10 [6-58] mec. Cpe-
OV BKJIOYEHHbIX B MCCNefoBaHMe MauMeHTOB OTMeYanochb
cnepytollee pacnpegeneHve no nony: 43 (59%) peBoukw,
30 (41%) manbumkoB (puc. 1). MNo pesynbratam, NOMYYEHHbIM
npu nposegeHun MIT-KT c [18F]-pTopJODA, dokanbHas
dopma grarHoctuposaHa y 25 (35%) naumeHToB, HepoKanb-
Haa ¢opma — y 48 (65%) (puc. 2). HekoTopbie pe3ynbrathl
M3T-KT c [18F]-dTopdOMA npencTaBneHbl Ha PUCYyHKe 3.

®l
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Puic. 2. PacnpepeneHune NayneHToB, BKIKOYEHHbIX B NCCIEOBaHMe,
no dopme.
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Puc. 3. Pesynbratbl MIT-KT ¢ [18F]-¢pTopJODA: a — ¢okanbHaa popma B ¢ nokanusaumein oyara HakonneHus paavodapmnpenapara B XBOCTe
NnoapKenyno4uHon xenesbl; 6 — dokanbHaa dopma BIU ¢ nokanmsaumen ouara HakonneHns pagrodpapmrpenaparta B rofioBKe NOAKenyJoUHON xenesbl;
B — anddysHas dopma BIMN — 3axBat pagnodapmnpenapata paBHomepeH (apxus Poixxkosoi [1.B.).

Y onepupoBaHHbIX nNauueHToB ¢opma BIM 6Gbina nog-
TBEPXAEHA NPW MMCTONOMMYECKOM uccnegoBaHmn (puc. 4).
Bce nauueHTsl ¢ doKanbHOM Gopmoli Nonyumnm xupyprmye-
CKoe neueHue, B ncxoge Kotoporo y 100% nmeno mecTto Bbl-
3p0posneHue. MaymeHTsl ¢ HedokanbHom Gopmoii B npu
HaNMuYUK YyBCTBUTENBHOCTM K UHCYNIMHOCTAaTUYECKNM Npera-
paTam Mnosnydyanu KOHCepBaTUBHYIO Tepanuio. B cnyuyae dap-
MaKope3NCTEHTHOW HedOoKabHON GpopMbl NMaLMEHTbI MOSY-
yanu onepaTMBHOE NieyeHre, 06bem onepaLmn onpeaensancs

Puc. 4. Pe3ynbrtaTbl FTMCTONOMMYECKOro NCCIeA0BaHNA — poKanbHas
¢dopma B (apxve MutpodaHosoii J1.6.).

Nno pesynbTaTamM MHTpaonepauroHHon buoncuun. B ncxope
3aboneBaHNA y NaLuueHToB ¢ HedokKanbHom dopmoi 30 nawm-
€HTOB UMENU MeAVKaMEHTO3HYI0 KOMMeHcauuio, 3 naumeHTa
B UCXOf€e OMnepaTMBHOro neuyeHusi HedokanbHol Gopmbl —
BbI3JOPOBJIEHME, Y 8 NALMEHTOB Pa3BUICca anabet ny 7 na-
LMEHTOB OTMEYEH peunanB 3abonieBaHUs, NOTpeboBaBLUNIA
BO30OHOBNEHNA MHCYNTMHOCTATUYECKOWN Tepanun B NMOCieo-
nepauvoHHoM nepuoge. PacnpefeneHne naunMeHToB Mo mc-
xofy 3aboneBaHnA NpefCTaBIeHO Ha PUCYHKe 5.

30

22,5

15

BoizgopoBneHne MK Peungns Inabet

HedokanbHasn
QokanbHasA

Puc. 5. PacnpepeneHvie nauneHToB No MeTabonmyeckomy UCXopay
3aboneBaHuA.
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[ Teta-putm
[7 MonvmopdHan akTMBHOCTb

Anbda-putm
M Denbra-putm

Puc. 6. PacnpepeneHue nauneHTOB No AOMUHMPYIOLLE PUTMUYECKOW
aKTMBHOCTW.

B cooTBeTCTBUM C AN3aliHOM UCCIIefOBaHNA B KayecTBe
oueHMBaeMbIxX NapameTpoB I3[ nccnefoBanmcb JOMUHUPY-
oA PUTMUYECKAn aKTVBHOCTb, BO3PACT BO3HWKHOBEHUS
anbda-putmMa unu anboa-nofoObHON aKTMBHOCTYW, Hanuume
NMapoKCc/3MasibHOM aKTUBHOCTY 1 AN OY3HBIX 3MEHEHUN.

Mo pe3ynbtatam I3I yepes 6 mec 1 6onee Nocne OKOH-
yaHuA neyeHna no nosopy BN y 40 (55%) naumeHToB pe-
rmcTpupoBanca Teta-putMm, y 16 (22%) — anbda-putm,
y 9 (12%) — nonumopdHas akTMBHOCTb U Yy 8 (11%) — penb-
Ta-put™™ (puc. 6). NMapokcmamanbHaa akTMBHOCTb PerncTpu-
poBanacb y 23 (32%), 50 (68%) naumeHTOB NapoOKC13MasibHOM
AKTUBHOCTU He nmenn (puc. 7); 47 (64%) naumeHToB nmenmu
anddysHble n3ameHeHus, 26 (36%) — rx He umenu (puc. 8).
Cnepyowum 3Tanom UCCNIefOBaHWA CTajio  MpoBefeHne
aHanM3a BNMSHUA OCHOBHbIX (aKTOPOB, CBA3aHHbIX C 3abo-
NeBaHMEM, Ha HeMpodU3MONOrNYecKre XapaKTepPUCTUKA
naumeHToB ¢ BI[N. Metogom noctpoeHuna Kpuon KannaHa—
Mernepa, roe B KauecTse GpyHKLMM BbIXKMBAEMOCTU ObIIO 33a-
HO nosBneHVe anbda-pPUTMa, yCTaHOBIIEHO, YTO Y MALNEHTOB
¢ dokanbHOM popMOI BO3PaCT BO3HUKHOBEHWA anbda-puT-
Ma 6bin1 6onee paHHUM, a cnegoBaTenbHO, 6onee ¢usmono-
MMMYHbIM MO CPaBHEHMIO C MauMeHTamy ¢ HedOoKarbHbIMU
dopmamm BI'. Takum 06pa3om, BbiSIBJIEHA NMPOrHOCTUYECKAs
3HaUUMOCTb $oKanbHON Gpopmbl BIM B oTHOWEHNW nyydwwnx,
a VIMEHHO 6osiee 6n3KMX K GU3MNONOrMUYeCcKM, CPOKOB dop-
MUpoBaHusA anbda-putma (p=0,026) (punc. 9).

Yto Kkacaetca ¢GOpMMpPOBaAHUA MAPOKCM3MANIbHON aK-
TUBHOCTU, HE BbISIBNIEHO JOCTOBEPHOIO BNMAHMA HakTOPOB,
CBA3AHHbIX C 3aboneBaHueM, Ha ee perucTpauuio: Gopmsl
3aboneBaHus (p=0,579), Bo3pacTa gebrota (p=0,452) n Bepu-
¢dukauum 3abonesaHna (p=0,562), MMHVMMANIbHOIO YPOBHS
rnukemum (p=0,740), MaKCUManbHOWM YrneBOAHOM Harpy3Kkn
(p=0,788).

MopobHble pe3ynbTaTbl MOMyYeHbl NMPU aHanu3e BAWA-
HUA $aKTOPOB, CBA3AHHbIX C 3ab0neBaHNEM, Ha GOPMUPO-
BaHve AndoysHbix usmeHeHnii III: dopmbl 3aboneBaHus
(p=0,594), Bo3pacTa gebiota (p=0,632) n BeprdmrKauum 3a-
6onesaHua (p=0,659), MMHMMaNbLHOrO YPOBHA UKEMUN
(p=0,951), MakcMmasibHOV YrneBOAHOW Harpysku, Heob-
XOOMMOW NS MOAAEP)KaHUA LeNIeBOro YPOBHA TMUKEMUN
(p=0,066).
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[ MA 3aperucTprpoBaHa
[71 MA He 3aperucTpupoBaHa

Puc. 7. PacnpepeneHue nauneHTOB MO HaMYMIO NapPOKCU3MabHOM
aKTMBHOCTM Ha I3[

OBCYAEHUE

Penpe3seHTaTUBHOCTb BbIGOPOK

Mockonbky BIM oTHOCuTCA K pepknm 3aboneBaHusM,
dopmMUpOBaHe MHOTOUYNCIIEHHOW BbIOOPKIM NpeacTaBnseT
cobo TPpy[HYIO 3ajauy, TeEM He MeHee B HalleM UCCneno-
BaHUW NPUHANN yyacTue 73 pebeHKa C JaHHOW naTtonoru-
en, npouweawnx obcnenoBaHe B Cneuvann3npoBaHHOM
LeHTpe, YTO MO3BONWIO O6GecneunTb AOCTAaTOYHYI UUC-
NEHHOCTb BbIOOPKM, COMOCTaBMMON C YNC/IOM MALMEHTOB,
3a[eNCTBOBaAHHbIX B aHANOTMMYHbIX UccnegoBaHusax. MNpea-
BapUTENbHbIA pacyeT pa3mepa BbIGOPKM He NpoBOAUIICH,
OfHaKO NpU PETPOCNEKTUBHOMN OLEHKE KONMYECTBa BKJIIO-
YeHHbIX B MCC/efoBaHMe MaUMEHTOB C MOMOLLbID MpOo-
rpamMmmHoro obecneyeHus G¥power yCTaHOBJIEHO, UTO pas-
Mep BbI6OpKM obecrneynBaeT JOCTOBEPHOCTb MOTYYEHHbIX
pe3ynbTaToB.

=l

[ OV npucyTcTaytoT
[0 oW otcyTcTByoT

Puc. 8. PacnpefeneHvie nauneHTOB Mo Hannumio AN Y3HbIX N3MEHEHNI
Ha 23l
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Puc. 9. MNporHo3npoBaHne cpokos dopmmpoBaHus anbda-prutma no 331 B 3aBMcMMOCT oT popmbl BIU (meTog KannaHa-Mariepa).

ConocTaBneHue C gpyrumu nyénnkaymamm

Brnarogaps 3HauMMbIM yCriexam B COBEpPLLEHCTBOBaHUN
NPOTOKOJa ANArHOCTUKN 1 neyeHmns geten ¢ BIM pesynbrathbl
B OTHOLLEHNWN HEBPONIOIMUYECKUX UCXOA0B, NPeaCcTaB/IeHHbIe
B MUPOBOW NUTEPAType, C TEYEHNEM BPEMEH NpuobpeTaioT
BCe H6onee oNTMMUCTUYHDBIV XapaKTep. [lo BHeApeHWs B KN~
Huueckyto npaktuky MN3T-KT ¢ [18F]-¢TopJODA, nossonms-
Wen OCyWecTBAATb HEVMHBA3MBHOE onpefeneHne $Gopmbl
3aboneBaHNs, cnefoBaTenbHO, obecrneunBaTb TapreTHoe
XVpypruyeckoe nevyeHue B cydae hpokanbHom Gopmbl 3a60-
neBaHuA, 0oNA NaLUEHTOB C HEGAronpPUATHLIMU HEBPOJO-
rMYECKVIMN UCXOAAMU ABAANACH MPEBANMPYIOLLEN, PY STOM
OTHOCUTENIbHO 6osiee 6MAronNpPUATHLIA HEBPONOTMYECKINA
MCXOA OTMeYasncsa y nauneHToB, 06/1afatowWwyx YyBCTBUTE b-
HOCTbIO K MHCYNMHOCTaTNYecKom Tepanum [17-20].

C BHeApeHMEM COBPEMEHHOIO MPOTOKOJa OKa3aHUsi Mo-
MoWM naumeHTam ¢ BI'M 3HauMmo COKpatuiocb YMCio He-
61aronpUATHbIX HEBPOJOMMUYECKMX NCXOMO0B, B TO e BPems
B psifie nccriefoBaHmi 6bina o6HapyKeHa accoumaLs pas3su-
TS HEBNAronpPUATHBIX HEBPONOTMUYECKMX MOCNeACTBUI C 60-
nee NO3gHUM NMOCTYM/IEHNEM NALMEHTA B LIEHTP SKCNEPTHOIO
YPOBHS, @ 3HaUUT, yAJIMHEHKE NPOLiecca MOCTaHOBKY AVAarHO-
3a W Ha3HauyeHuA afgeKBaTHoro nevenus [21-23]. B Hawem
NCCNeoBaHUN TakXe MPOBOAWIINCH M3yYeHUe pucka ¢op-
MUPOBAHWA MAPOKCU3MANIbHON aKTMBHOCTU U AUPY3HbIX
N3MEeHEeHWI, onpefeneHe CPOKOB CTAaHOBNEHMA anbda-puT-
Ma y feTell B 3aBUCMMOCTU OT KIIMHUYECKUX 0cobeHHOCTel
3aboneBaHuA. bbino ycTaHOBNEHO, UTO pUCK pOpMUPOBAHMS
MaToNIOrMYeCKnX N3MeHeHUIN Ha 33T He 3aBUCeN OT psga obo-
3HAUEHHbIX B HaLLEM MCCNIeA0BAHNM KITMHUYECKMX GAKTOPOB.
BepoATHO, AaHHOE HabnogeHEe MOXHO OOBACHUTD TEM, UTO
BCE MaLMEeHTbI, BKJIOYEHHbIE B Halle UCCNeoBaHUE 1 MOMy-
ymswue nevyerHune B OroY «<HMUL nm. B.A. AnmazoBax, umenu
CpaBHUTENIbHO HeHOJbLLKE Y COMOCTABNMbIE CPOKU MapLLpPY-
TU3aLMK, TAKUM 00Pa3oMm, NPV NPOYMX OTHOCUTENIBHO PaBHbIX
YC/IOB/AX Hambonee 3HAYMMbIM MOAUPULMPYIOWUM BNS-
HMEM Ha HEeBPONOrMYecKnin ncxoq umena ¢opma 3abonesa-
HUs. OTOeNbHbIM aCNeKTOM HaLero 1cceloBaHnsA ABsAeTCA

OLeHKa BnnAHMA $GaKTOpOB, aCCOLMMPOBAHHBIX C 3aborneBa-
HVeM, Ha CPOKM GOPMUPOBaAHWA anbda-puTMa: B JOCTYMHON
nuTepaType NofobHbIX AaHHbIX 0OHaPYKUTb He YAANnoch.

MonyyeHHble HaMV [aHHblE YKNAAblBAOTCA B OCHOBHYHO
napagurmy npepgctasneHun o B, cywecTtsyowyto B mu-
POBOM HayYHOM COOOLIECTBE: C TeYEHMEM BPEMEH HEBPO-
NIornyecKmne ncxodbl geten ¢ AaHHOW NaToNOrven 3HaurMmo
YNYYLIAKOTCS, YTO CBA3aHO C COBEPLUEHCTBOBAHMEM AMNArHO-
CTNYECKUX U NeYebHbIX BO3MOXHOCTEW, YNyylleHNeM WH-
dopmupoBaHHoOCT 06 3ToM 3aboneBaHny, oGycaBnmBato-
WM 6onee paHHee BbifiBNIeHUe aeTen ¢ BI v paHHWI cTapT
cneunduyeckon Tepanuu.

MpuUHLMNnanbHO HOBbIM OTKPBITUEM CTafio YCTaHOBe-
Hve Toro ¢dakTa, YTO Npu YCJIIOBUAX, KOraa nofasnsiollee
6ONbLUIMHCTBO AeTel ¢ BI[U nmeloT paHHIo0 Bepudukalmio
[MarHo3a M CBOEBPEMEHHbIN CTAapT Tepanuu, KIYeBylo
pOJfib B OTHOLUEHWW HEBPOJIOMMYECKOrO MCXO4a U Helpo-
du3nonornyeckmx napameTpoB MALMEHTOB MMeeT ¢op-
Ma 3aboneBaHuA: getn ¢ dokanbHom popmont BI'M nmenm
6onee paHHUWe, a cnegoBaTenbHO, 6onee GM3NONOTNYHbIE
cpokun GpopmrpoBaHua anbda-putma. Yto Kacaetca cocto-
AaHuna LIHC y peTtein ¢ HedokanbHbiMy dopmamu BIU, B nu-
TepaType 00OCYyX[aeTcsi He CBsi3aHHbIA C rUMNOrinKemuye-
CKUMK cOCToAHMAMM reHe3 nopaxeHna UHC, a umeHHo
BANAHME OMNpPeAesieHHbIX MaTOreHHbIX BapMaHTOB B reHax,
3KCNPEeCCUPOBaHHBIX HE TONIbKO B MOMXKENyAOUYHON »enese,
Ho u B cTpykTypax LUHC, onpepensiowmnx HapyweHve and-
depeHUMPOBKM 1 POPMUPOBAHNSA €€ KOMMOHEHTOB [24, 25].

HanpaBneHusa ganbHelwnx ncciegoBaHui

C yyeToM NOCTOAHHO pacTyLlero KonmyecTBa nauuneH-
ToB ¢ BI'M, Habnopawowmxca B «<HMUL, nm. B.A. AnmasoBa»,
NAAaHUPYIOTCA fanbHelwee paclumpeHe pasmepa KoropTbl
naLMeHTOB, BKITIOUEHHbIX B UCCNIeAOBaHNE, a TakXe ArHamu-
yeckoe HabniogeHue 3a nokasartenamu MMP n Henpodursn-
ONornyeckMMy napameTpamm pactywux nauyveHtos ¢ BI'
C OLIeHKOW JONTOCPOYHbIX Pe3ysibTaToB JlIeYeHNA MO HOBOMY
(mexgyHapogHomy) npoTokony B Poccum.
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3AKNIOYEHUE

B xopge Halwero nccnefoBaHna yCTaHOBJMIEHO, YTO y Ma-
LMeHTOoB ¢ dokanbHol popmoit BI'M cpokn nossneHus anb-
da-prTma 6binM fOCTOBEPHO HONee paHHMMU B CPaBHEHMU
C nayueHtTamu ¢ HedoKanbHbiMu dopmamut BIU. MpurHu-
Masf BO BHUMaHMe TOT aKT, YTO paHHee OpMUPOBaHUE
anbda-putMa aBnseTca 6onee GU3NONOTMYHBIM, CAENAHO
3aK/loyeHne o ToMm, YTo ¢okanbHasa popma 3aboneaHus
ABNAETCA MPOrHOCTUYECKOM B OTHOLWEHMM Bonee 6naronpu-
ATHOrO HEBPOJIOTMYECKOIO NCXOAA B LIENOM.

MonyyeHHble pe3ynbTaTbl BO MHOTOM COMIACYHOTCA C AaH-
HbIMIW 3apyOeXHbIX MCCNEfOBAHMIN; HE UCKITIOYEHO, UTO CpaB-
HUTESIbHO XyZLUME NOKa3aTeNiv HeMpodr3NONOrMYECKX Xa-
paKTepuCTUK y naumeHToB ¢ HedoKanbHbiMu Gopmamu BI'N
06ycnoBneHbl He CTONbKO MeTabonmnyeckummn nocnencTeu-
AMU TUMOTNIVIKEMIW, CKOJIbKO CaMOCTOATENIbHbIM BIIMAHMEM
onpefesieHHbIX reHETUYECKUX BapUaHTOB, acCOLMUPOBAH-
HbIX C HapyweHnem audpdepeHUUPoBKM N GOPMUPOBAHUSA
LUIHC BcnepcTtBre 3KCnpeccun reHoB, BOBMEYEHHbIX B MaTO-
NOrMYeCcKnin NPoLecc, He TONbKO B NOLXKeNYLOUYHOM XKenese,
Ho n B cTpyKTypax LIHC.

YTo KacaeTcs Apyrux Henpoduranonornyeckmnx napame-
TpoB LIHC — napokcusmanbHom akTuBHOCTY 1 Anddy3HbIX
N3MEHEHWI, He YCTAaHOB/IEHO fOCTOBEPHOIO BAUSHUSA TakKUX
¢baKTOpOoB, accounmnpoBaHHbIX ¢ 3aboneBaHmeM, Kak dopma
3aboneBaHus, Bo3pacT gebiota 1 Bepndmrkaumm 3abonesa-
HUA, MUHMMAMbHBLI YPOBEHb MNMKEMUYW, MaKCUMaJibHas
YrneBOAHas HAarpy3Ka, Ha X NpefCcTaBleHHOCTb B broanek-
Tpryeckon KapTuHe aeten ¢ BI'U.
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AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHmMA. PaboTa BbiMOHEHa MO MHMLMATHBE
aBTOpPOB 6€3 nprBneyYeHrs GUHAHCPOBaHN.

KoH)nuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEeN CTaTbu.

Yuyactmne aBtopoB. Capakaesa JI.P. — cywecTBeHHbIN BKNaj B KOH-
Lenuuio 1 An3aiH nccnefoBaHmns, HanncaHme ctatbu; Poixkosa [.B. — cy-
LLieCTBEHHDbIV BKJ1af B KOHLEMNUMIO N AU3aiiH NCCNefj0BaHUA, HanvcaHme
N BHECEHMe B PYKOMUCb CYLECTBEHHON NPaBKW C Lie/blo MOBbILEHNA
HayuyHoOW LleHHOoCTK cTaTbk; MuTpodaHoBa J1.b. — cyulecTBEHHbIN BKNag
B aHanu3 faHHbIX 1 UHTEeprnpeTauuio pesynbTaTtoB, BHECEHME B PYKO-
MMCb CYLECTBEHHON MPaBKM C LieSiblo MOBbIWEHNA HayYHON LIeHHOCTN
ctatby; bampos B.I. — cylecTBeHHbI BKNaA B NOJiyyeHne W aHanus
HaHHbIX, yyacTue B HanmncaHum ctatbu; Cyxoukasa A.A. — CyLeCcTBeHHbIN
BKMaA B MOJlyYeHMe M aHanu3 AaHHbIX, yyacThe B HamnmcaHuu cTaTbu;
CmopoauH A.lNl. — cywecTBeHHbIN BKNag B MoOnyyeHWe M aHanum3 fdaH-
HbIX; EGTMY E.A. — cyllecTBeHHbIV BKNag B MOSlyYeHVE U aHaNI3 AaHHbIX,
yyactue B HanmcaHum ctatbu; KenbmaHcoH W.A. — cyluecTBeHHbIV BKNag,
B aHa/nM3 AaHHbIX U MHTeprpeTaumio pe3ynbTaToB, BHECEHUE B PYKOMUCh
CyLIeCTBEHHOI MPaBKU C Liebio NMOBbILUEHNA Hay4YHOW LIeHHOCTM CTaTby;
HukuntrHa V.J1. — cyliecTBeHHbI BKNag B KOHLEMLMIO Y AnU3aliH ccnego-
BaHWA, HanMcaHne 1 BHECEHME B PYKOMUCh CYLLECTBEHHON NPaBKM C Lie-
Nblo NOBbILIEHWA HayYHOWN LIEHHOCTM CTaTb.

Bce aBTOpbl 0fobpunu ¢rHanbHyl0 Bepcuio cTaTbu nepepn nybnu-
Kalueii, BbIpa3uin coriacve HecT OTBETCTBEHHOCTb 3a BCe acneKTbl
paboTbl, nogpa3ymMeBaloLlylo Haanexallee n3yyeHrve 1 pelueHne Bonpo-
COB, CBA3aHHbIX C TOYHOCTbIO MM BOBPOCOBECTHOCTLIO NGO YacTn
paboTbl.
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