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PEOAKUMOHHASA CTATbA

CapeHkosa M.C."2

KOPb (MORBILLI) Y OETEW: COCTOAHUE
NPOBNEMbI HA CEFOAHALLHUA OEHD

" Poccuiickuin HaLMOHamNbHbI UCCNEA0BaNbCKAA MEANLIMHCKIAN YHUBEPCUCTET

um. H./. Muporosa.

2['bY3 «HayuHo-lNpakTyeckui LleHTp CneumanmanpoBaHHo NnomoLLm aetam nMenn B.®. BoiHo-AceHewkoro
[enaptameHTa 3apaBooxpaHenms r. Mocksbl». Pocens, Mocksa, 119619, yn. Asnatopos, 38.

Savenkova M.S."2

MEASLES (MORBILLI) IN CHILDREN:
THE PROBLEM STATUS AS OF TODAY

"Pirogov Russian National Research Medical University.

2 State Budgetary Healthcare Institution Scientific and Practical Center for Specialized
Assistance for Children named after N.V. Voyno-Yasenetsky Department of Healthcare

of Moscow. 38, Aviatorov st., Moscow, Russia, 119619.

Pe3rome

B cBs13u ¢ momseMoM 3a0071eBaeéMOCTH KOPhIO B T. Mo-
CKBe M Jpyrux roponax Poccun u mupa crares mmeer
0co0y1o aKTyalbHOCTh. [IpeacTaBieHsl OCHOBHBIE T10-
JIOKEHHS, KACAIOMIMecs] OCTPOro MH(EKIMOHHOTO 3a-
OoseBaHUsT — KOPU. BBIIEIEHBI OCHOBHBIC TIEPHOBI €€
TCUCHUS, NUKINYHOCTh TCUCHMHA, HpO(i)PIJIElKTH‘-ICCKHG
MepBI — BaKIIMHAIIHSL.

Knroueswvie cnosa: oemckue ungexyuu, Kops, OuacHo-
cmuKa, i1edvenue

Abstract

The article has extra relevance due to the increase in
measles in Moscow and other cities of Russia and
the world. The main theses regarding acute infectious
disease — measles, are introduced. The main periods of
its course, cycle of the course, preventive measures —
vaccination, are distinguished.

Key words: infantile infections, measles, diagnostics,
treatment

Kopb oTHOCHTCS K OCTPBIM HH(EKIHOHHBIM 3300~
JICBAHUSIM C IIMKJIMYECKUM TCUCHUEM H BBICOKOW KOH-
Taruo3HOCTHIO.

ITo MKB-10 paznuyator:

B05.0 — kops, ocnoxHEeHHas YHIIEPaIUTOM (TIOCTe-
KOPEBOI SHIIC(PAIUT);

B05.1 — xopb, ocinoxHEHHAsT MEHUHTHTOM (TIOCITe-
KOpPEBOI MEHUHTHT);

B05.3 — xopb, OCIIOKHEHHAs! CPEIHUM OTHTOM (TIO-
CIIEKOPEBOM OCTPBIN CPEeTHHIA OTHT);

B05.4 — XOpb C KUTIICYHBIMH OCITIOKHEHUSIMU;

B05.8 — xopb ¢ IpyruMu oCIOKHEHUSIMHU (KOPEBOM
MapOTUT U KOPEBOW KEPAaTOKOHBIOHKTHBHT);

B05.9 — xopb 03 OCIIOKHEHHUIA.

MHoroNeTHHE YCIIeXH BaKI[MHAIMY POTHB KOPH MO~
3BONIMIM BceMHpHO# opraHu3aiuy 3J[paBOOXpaHEHUs

(BO3) 3arutanuposars K koHIy 2015 roga anuMuHanu0
kopu 1 KpacHyxu. K 2010 romy rocymapcrBamu uiieHa-
mu EBpomneiickoro pernona BO3 mo manHOMy Bompo-
Cy OBUIM JIOCTUTHYTHI ONpeeNieHHble yenexu. OmaHako
HaunHas ¢ 2011 roga B 38 crpanax 3amagHoit EBponsl
OBUT OTMEYEH POCT 3a00JIEBaEMOCTH KOpbIO. ExkeromHo
OT KOpHY B Mupe ymupaet okoino 400 mereit. B mepuon ¢
2000 o 2015 rox ynanock cracu xu3Hu 20,3 MiTH getel
Onarofapsi BaKIMHAIMHM, OJHAKO TaKOE K€ KOJIMYECTBO
HE TOJIYYHUJIO IPUBHUBOK, U 143 THIC. U3 HUX CKOHYAIIUCH
[1]. 3aboneBaemocTs KOpbIO B Poccuu pe3ko yBeIwdu-
nack. [lokasarens 3a0omeBaeMocTH KOphio B Poccnn Ha
1 miH coctaBun 17,3 ciydas. M3-3a oTkaza oT BakIy-
HallUU CYIIECTBEHHO BBIPOCIAa HEMMMYHHas IIPOCIIONKa
B oTHOmEHUU kopu. Kak u3BectHo, MockBa siBisieTcs
OOJIBIIIMM METaToNMCOM C OMPEAEICHHON TUIOTHOCTHIO
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HaCeJIeHHsI, MUTPAIIMOHHBIMA TIOTOKaMH, OOJBIIIAM KO-
nuuectBoM mipuedxkux. C 2012 roma 3aboneBaeMOCTb
KOpbI0 B MOCKBE MpeBbIcHiIa CPEAHEPOCCUNCKUN TTOKA-
3arens B 2,3 paza. Cpeau OONBHBIX TpeoOIagaiy JIeTH,
npuueM OoJiee TONMOBUHBI — HempuBHTHIC. [lomoBmHa
CIIy4aeB KOPU — 3TO HEMPUBUTHIC JETU. BOJIBIIMHCTBO —
33% — 1o metu 1-4 et

ITo oTyeTam, CBOEBPEMEHHOCThH TIPUBHBOK OT KOPH
JOCTaTouHO BbIcokasi (97,9% — k 24 mecsauam u 97,3% —
K 6 rogam). OJTHAKO BOBHUKHOBEHHE 0YaroB BOKPYT 3a-
BO3HBIX CIIy4aeB TOBOPUT O CYIIECTBOBAHMH HEIOIIPH-
BHUTBIX TPYII HACEJICHHUSI, B TOM YUCIIE MEIPaOOTHUKOB
[2].

ITo wapopmarmu EBpomeiickoro pernoHaIbHOTO
oropo BO3, B mepuon ¢ siHBaps mo nexadpp 2018 r.
KOpbIo 3apa3zunuck 82 596 yenosek B 47 u3 53 crpan
peruona. B 72 cimyuasix 3aboneBaHre 3aKOHYHIIOCH Jie-
tanbHO. Hanbonee BrICOKHE MOKa3aTenu 1o 3a0oieBa-
E€MOCTH KOpBIO 3a(MKCHpPOBaHbI B |py3um, Ykpause,
Anbanuu, Yeproropuu, ['pernu, Pymprann, ®panmmm
U psijie APYruX cTpaH. BCIbIKu KOpU perucTpupyroT-
cs B BenmukoOpuranuu, ['epmanuu, benbrum, bonrapuu,
[seituapuun, Cnosakuu, [lonsie, Kazaxcrane.

VYpasnenue PocriorpedHanzopa o ropoay Mockse
coobmraet, uro ¢ 25 ssuBapst 2019 rozna B AByX MIKOJaxX
MOCKBBI 3apeTUCTPUPOBAHBI 2 ouara 3a00JIeBaHuUs KO-
pero. B 3amamnoM amMHHHCTpaTHBHOM OKpyTe 3a00-
neno 3 peOeHKa W3 OJHOW ceMbH (BCE JETU HE ObLIH
MIPUBHTHI), eie 1 cimyyaii — B Boctounom agmunamCTpa-
TUBHOM OKpyTe. B mIKomax, KOTopble mocemanu 3TH
JIETH, IPOBOISITCS TPOTUBOAUIACMHUYECKIE MEPOTIPHUSI-
TUSL 1 IMMYHH3AIIHS 110 SMTUASMUYECKUM TTOKa3aHUSM.

Crenyer HaIIOMHUTE, YTO KOpb — 3a00JICBaHHUE BHI-
COKOKOHTAarno3HOE€, U3 ATOTO CIEAYET, YTO HETPUBHUTHIE
1 He OOJIeBIINE KOPBIO JIETH MOCJIE KOHTAKTa ¢ 0OJb-
HbeIM 3a0oneBatoT B 100% ciyuaeB. 3aboneBaHue me-
penaeTcsi BO3AYIIHO-KAEIbHBIM IyTeM, ObICTPO pac-
npocrpansiercs. K pesepByapam MHPEKIMH OTHOCSTCS
OpraHM30BaHHbBIE KOJJIEKTHBHL. [lopaskeHHOCTh KOPBIO
Jerckux canoB cocraBuia 1,4%, mkonx — 10,8%, ITTY
u komtemxen — 11,7% [3].

ITHOJIOTHSA

Bosz0ynurens xopu — PHK-Bupyc, orHOcsmmiicsi k
poxy MopoutuBupycoB (Morbillivirus spp), ceMeUcTBy
TapaMHUKCOBUPYCOB. B HacTosmiee Bpems nzBectHo 120
TeHOTHUNOB BUpycoB kopu (0T A 1o H). B Poccun mmp-
KyJIMpYIOT «MMIIOPTHBEIe» mMTaMMbl A22, A23, D4, D6,
H19. C 2015 ronma mupkymupyrot reroturisl D4, DS, B3.

MEASLES (MORBILLI) IN CHILDREN:
THE PROBLEM STATUS AS OF TODAY

3abonesaemocTb kopbto B Poccuu
[l Uncno 3aboneswmx Ha MiH xuTenei

Puc 1. Cratuctnyeckue nokasatenn 3aboneBaemMocTi Kopbio B
Poccun

DNUIeMHOJI0rus

EnvHCTBEHHBIM €CTECTBEHHBIM XO3SIMHOM BHpYyCa
KOpH sBJIsIeTCs UesioBek. Kopb nepenaeTcs npu npsiMmoMm
KOHTaKTe ¢ WH(HUIMPOBAHHBIM OOJBHBIM C KaIUIIMU
cekpera win (peke) pacIpoCTpaHsIeTCs 1O BO3IyXy. B
YCIIOBUSIX YMEPEHHOI'O KJIMMaTa OOBIYHO MUK 3a00Jie-
BaeMOCTH TPHUXOIUTCS Ha KOHEI] 3UMBI U BecHy. Jletn
JIOIITKOJIBHOTO U MJIAJIIIETO IIKOJILHOTO BO3pacTa 0oJjiee
BOCITPUUMYHBEI K 3a00JICBaHUIO.

Bonpubie 3apa3nbl 3a 1-2 qHS 10 MOSBICHUS CUM-
TITOMOB (CBHITIH) U B T€UCHHE 4 JTHEH TOCIIC TIOSBICHUS
ChINU. Y JIMI[ CO CHM)KCHHBIM MMMYHHUTETOM IEPHOJ
BEIJICJICHHS BUpPYyCa YIJIUHSIETCS, U C CEKPETOM H3 JIbI-
XaTebHBIX MyTEH BUPYC MOXKET BBIJCIATHCS B TCUCHHUE
Bcel 00ne3HN.

Bupyc ob6nanaer muMpOTpONHBIM, HEHPOTPOITHBIM
Y SMUTEIUOTPOITHBIM JIEHCTBUEM.

Kaaccnpuxanns

Briienaor kopb TUIIMYHYIO U atunuyHyto. K aTu-
MTUYHBIM OTHOCSIT KaK CTEPTYIO POPMY, TaK U TUTIEPTOK-
CHYECKHEe, TeMOpparndecKkue.

o TsxecTH: JIerKyto, CpeTHETSIKENYIO, TAKEYIO.

JAunarnocruka

Kopb MOXHO IMarHOCTHUPOBaTh MNpPU BBISBICHUH
cnenuduueckux anturen (IgM — B octpom mepuone)
Y 3HaYMTENBHOTO Bo3pacTtanus anturen IgG (B ciyuae
B3SITHS TAPHBIX CBIBOPOTOK B MEPHOJ PEKOHBAJIECIICH-
mun). [gM anTHTENa, CBOWCTBEHHBIE KOPH, MIPOIOIIKA-
IOT OTIPEeNAThCS OKoJo 1 MecsIa.

Kaunuyeckas kapTuna
3a MHOTHE NECATUIICTUS KapTUHA TUIUYHON KOPHU
HE M3MEHMUJIACh. XapaKTepeH LUKIUYECKUN XapaKTep
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KOPb (MORBILLI) Y BETEW:

COCTOAHUE NPOBJIEMblI HA CETOQHALWHNA OEHb

MTOSIBIIEHUS M YTacaHWs KIMHUYECKHX CHMIITOMOB, UX
MTOCJIEZI0BATENLHOCTb.

Brigenstor 4 neprona Kopu: HHKYOAIIMOHHBIHN, Ka-
TapaJIbHBIA, BBICHITIAHNSA, TUTMEHTAIIHN.

Unkybayuonnwiil nepuoo — ot 9 no 17 queit. Y mu,
MTOTYYUBIINX UMMYHOTIIOOYHH, — 10 21-28 nueit. [1pu
MTOJIOCTPOM  CKIIEPO3HPYIOIIEM TaHdHIedaInuTe — B
cpeanem 10,8 ser.

Kamapanvnuiii nepuood 061980 ayares 3—4 nas (0T
1 mo 6 mHeit), COMPOBOXKIACTCS CHMIITOMAMH HHTOK-
CUKAaIlMM M KaTapajdbHBIM BOCHAIEHHEM CO CTOPOHBI
CIIM3UCTHIX HE TOJNBKO BEPXHMX JBIXATENBHBIX ITyTEH,
HO ¥ JKeIyJOYHO-KWIIEYHOTO Tpakra. 3aboJeBaHMe
00BIYHO HAYMHAETCS C CYXOTO KaIUIst, KOHBIOHKTHBHTA.
CHUMIITOMBI OOBIYHO YCHIJIMBAIOTCS B TE€UEHHUE TEPBBIX
nueit. IlosiBiseTcs cBeTOOOSI3HB, IACTO3HOCTh BEK M
nura. OOBIYHO yrKe B TIepBbIe JHU (e1le 0 XapakTep-
HBIX BBICHITIAaHWH Ha KOXKE€) Ha CITM3UCTOM TOJIOCTH pTa
MTOSIBIISIETCS] DHAHTEMA M OU€Hb XapaKTePHBIH CHMITTOM
Oone3nn — nsaTHa benbckoro — dunaroBa — Kommka
(puc. 2), KOTOPBIH MMOMOTAeT TUATHOCTHPOBATH KOPh
y’Ke B paHHEM Tiepuoze 0oie3Hu [4].

OTH NsITHA HEBO3MOXXHO CHATH TaMrioHOM. OHH Ha-
ITOMHUHAIOT HEOONbITNE OeNble TOYEUKH, OKPY)KEHHBIE
30HOM THUMEPEMHUH. DTO YIaCTKH HEKPOTU3UPOBAHHOTO
SIUTEITHS.

Ilepuoo evicbinanus XapakTepuszyeTcs HOBBIM
MMOTLEMOM TEMIIEPATyphl U TIOSBICHHWEM Ha Tele pe-
OEHKa CBITI PO30BOTO MIH SIPKO-KPACHOTO I[BETa, KOTO-
pas pacrionaraeTrcs Ha HeH3MEHEHHOM ()OHE, CKIIOHHOM
k ciusanto. Y 30% gerell BOBHHWKAET ChIMb, KOTOpas
MOXKeT OBITh TeMopparudeckoil [3]. CvIllb Mpu KOpH
HOCHT 3TaIHBIN XapakTep:

1 meHs — 3aymrHast 30Ha, BOJIOCHCTAs 4aCTh TOJIOBHI,
JIUTIO U TIIes;

2 NleHb — TPy[IHAas KJIETKa, )KUBOT U CIIMHA, TN,

3 neHb — pykH (OT JIOKTS JI0 JIaJI0HeH) U HOTH.

Puc 2. MNatHa Benbckoro — ®unatosa — Konnuka

OOparHOe pa3BUTHE CHITIN ITPOUCXOANT C 4-5 THSI —
nepuoo0 nueMeHmayuu.

CBHITTb CTAHOBUTCS OArpoBO-ITMAHOTHYHOM, ITUTMEH-
TUPOBAHHOW, MEHSIET CBOM L[BET, yracaeT U COXPAHSET-
cs B TeueHue 1,5-2 nenens. Temneparypa Tena K 3TO-
My MOMEHTY HOPMAaJIN3yeTCH.

Ocobennocmu meuenuss kopu y oemetl 1-20 200a
HCUBHUL.

Karapanbpable cuMnTOMBI c71a00 BBIPAXKEHBI, HTAll-
HOCTh coxpansercs. [IstHa benbckoro — duiarosa —
Kommka MOTYT OTCYTCTBOBATS.

Ocnooicrenus. PaHHUE OCIIOKHEHHS BO3HHKAIOT B
KaTapajdbHOM TIepHoze OOJIe3HHU, IO3THHE BHI3BAHBI
BTOpHYHONW WH(pekImei (OakrepuanbHoii). Hanbomee
YaCTBIMH OCIIOKHEHHMSIMH B HACTOSIIEE BPEMS SBIIS-
IOTCSI: KOPEBOHM KpYTI, JTAPUHTOTPAXEHT, OTUT, THEBMO-
HUS, CHHYCHT, OPOHXWT, THEBMOHUS, CTOMaTHT, KOJIHT
W DHTEPOKOJHT, uMmnernuro, Gpypysakymnes [3]. Octpsiit
KOpeBo# 2HIEehaTUT (BHE 3aBUCUMOCTH OT TSKECTH
3a001eBaHMs ) BOSHUKACT Ha 3—5 TeHb BHICBHIITAHUS, T10-
SBIISIETCSL BBICOKAs TeMIleparypa, SMHIenTH()OpPMHEIE
Cymopory, mudHIEe(aTbHbIe CHMIITOMBI, MO3KEUKOBas
aTaKcHs, TOpaKeHHE JINIIEBOTO U 3PUTEIHLHOTO HEPBOB.
IIpu cepo3HOM MEHUHTUTE — YMEPEHHBIN IIEHOIMTO3
yale CMEeIaHHOTO WIH JIMM(OIIMTAPHOTO XapaKTepa.

[lomocTpblil KOpPEBOW  CKIEPO3UPYIOILIMI MaH3HIIE-
(barmuT — 3abo0reBaHVE C JUTMTENHHBIM WHKYOAIIMOHHBIM
niepuonioM — 110 810 et (mocie TepeHeCeHHON KOpH).
Ilocrenenno HabmoOarOTCs M3MEHEHHUS B TICHXOAMOIIHO-
HaJIGHOH cepe, 3aTeM TPHCOSTMHSIIOTCS TMPaMHIHBIE 1
AKCTPANMPAMHIHBIE CUMITTOMBI, TIPUTIAAKH, THIIEPKIHE3bI,
CHIDKEHHE MHTeJUIekTa. Ha KOMITEIOTOpHO# ToMOorpadum
orpezeseTcs: arpodust BEIeCTBA TOIIOBHOTO Mo3ra [3].

Jugpepenyuanvuolii ouaenos ciemyetr TMPOBOIUTH
CO CIIEAYIONINMH 3200JIEBaHUSMU: YHTEPOBUPYCHAS K-
3aHTEMa, CKAapJIaTHHA, TOKCHUKO-aJIEpTHYecKas ChIIb,
KpacHyxa, napsosupyc B19, repnecBupyc 6 tuna.

Puc 3. Bropoit AeHb BbICbinaH1s npu Kopu
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Jleuenne

JleueHnue BKIIOYAEeT COOJIOZICHUE PEKUMA, YXOAa U
PalMOHATIBHOTO TUTAHUSL.

locnuranusaryy nomiexar GONbHBIE C TSHKEIIbIM Tede-
HHEM KOPH, U3 3aKPBITBIX ICTCKHUX KOJUIGKTUBOB, JICTH Mep-
BOTO I'0/1a )KU3HH, & TAKKE JIETH U3 aCOLMAIILHBIX CEMEH.

[Ipu KOpH TUPUMEHSIOTCS PEKOMOMHAHTHBIC WH-
Tepheponsl — a-uHTepdepoH (BudepoH). B kauecTse
JOpYTHX IpenaparoB, 00nagaomux IPOTUBOBUPYCHBIM
JeCTBUEM, MIPU TSDKENBIX (POpMax MOKHO MPUMEHSIThH
WHO3MH TpaHoOekc (mo mHCTpykuuu). [Ipu Tspkenom
Kpylie — TJIIOKOKOPTHKOUIHbBIC Npenaparsl B/BEHHO
nin B/MbIIedHO. [OpMOHanbHas Tepanusi Ipu CTEHO-
3ax — MHTaJSIIMOHHO (B BHJE MpenapaToB OyaecoHHUIa
(ITynsmukopt B HEOYnax, Byneconny Crepu-Heo).

AHTHOaKTEepHaJbHAS Tepanus Ha3HAYaeTCsl MPH TS
KEJIbIX, CPEHETSKENBIX (POPMax, B OCHOBHOM Y JIeTei
MEPBOr0 ToJa >KU3HHU MPH Pa3BUTUH OaKTepUAILHBIX
OCJIOKHCHHH.

IIpopuniaakruka

OcHOBHOI MeToJ] TPO(UITAKTUKN KOPH — ATO BaK-
LAHALMSL.

JKKB — xuBasi kopeBas aTTeHyHpOBaHHAs BaKI[MHA
(«Muxporen», Poccus), conepxur mramm Bupyca JI 16.

MoHoBakIHa (paHIy3CcKOro MmpousBoacTBa «PY-
BAKC» (comepxuT »HBOH 0CIa0IeHHBII BUPYC KOPH).

JuBakuuHa mpoTHB KopHu-napotuta («MHUKporeny,
Poccus).

3apyOeskHble KOMOMHHPOBaHHBIE BaKIMHBI — MPO-
TUB KOPH, KPACHYXH, SIMUAEMUYECKOr0 MapoTHTa —
«MMR II», «ITPUOPHKC».

Jlureparypa

MEASLES (MORBILLI) IN CHILDREN:
THE PROBLEM STATUS AS OF TODAY

Jlnst mpexgynpexxaeHns KOpu B odarax MH(EKIUU
HE Mo3aHee 72 4yacoB OT MOMEHTA BBISBICHUS MeEp-
BOTO OOJILHOTO MPOBOAMTCS BaKUMHALMA (pEBaKIH-
HalUsl) IPOTUB KOPU CIEAYIOLNIMM KaTeropusM KOH-
TaKTHBIX:
— B BO3pacTe A0 35 neT — He OONEBIINUM U HE MPH-
BUTBIM paHee;

— He OOJIEBLIMM U NPUBUTBIM OAHOKPATHO, €CJIH C
MOMEHTA IPUBUBKH MPOLLIO HE MEHEE 6 Mec;

— IPpY HEU3BECTHOM HMH()EKUMOHHOM M NPUBUBOY-
HOM aHaMHe3e;

— CCPOHETATHBHBIM WJIM HUMEIOLIUM TUTP AHTHUTEI
HIKE 3alIUTHOrO ypoBHA [3].

[l maccuBHOM MpOGUIAKTHKH KOPH, a TaKXke Je-
TSIM, HE JIOCTUTTLIUM IPUBUBOYHOTO BO3pACTa, UCIOJIb-
3yIOT HOPMaJIbHBIH HMMMYHOITIOOYJIMH 4eJOBEKa He
MO3HEE 5-T0 AHS OT KOHTAKTa C OOJIbHBIM.

Pa3o01ieHnto noasexar AeTH, KOHTAKTHBIC 110 KOPH
¢ 9-ro o 17-i neup (ecau pedeHKY BBOAMIICS HIMMYHO-
ro0ynuH — 10 21 mHs).

Penxo nmocne BBeJeHHUSI UMMYHOITIO0Y/IMHA BO3HU-
KaeT TaK Ha3blBaeMas MUTUTUPOBAHHAS KOPb, IS KO-
TOPOM XapaKkTepeH yAJIUHEHHbIN 10 21-28 nHeil uHKy-
OalMOHHBIN NEPHOJl, KOPOTKUI KaTapallbHbI IEPUOA
(1-2 nHs) nnm ero oTCyTCTBHE, KaTapalbHble CUMIITO-
MBI €1a00 BbIpaxKeHbl, nsTHa benbckoro — dumnaro-
Ba — Kommka gacto orcyrcTByloT. Chbinb OnegHasi,
MeJKast, HeOOMJIbHAs, YacTO €€ HET Ha KOHEYHOCTSX.
HexapakTtepna stanHocTh mnosBieHust cbinu. llepu-
o1 BpIChImanug miurcsa 1-2 aag. [lurMmedrainus mo-
CJIe MCUE3HOBEHUS CHIIM BBIPaXKEHA €1a00 U OBICTPO
HCUE3aeT.
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THEORETICAL AND PRACTICAL SIGNIFICANCE
OF NEW PICTURES OF CHRONIC STRESS

RESPONSE IN CHILDREN

State Budgetary Healthcare Institution Scientific and Practical Center for Specialized
Assistance for Children named after N.V. Voyno-Yasenetsky Department of Healthcare

of Moscow. 38, Aviatorov st., Moscow, Russia, 119619.

Pe3rome

XpOHUYECKUH CTpecc — WHTETpalibHOE IMOHSTHE, 00be-
JUHSIOLIEE BCE aleKBATHBIC PEaKLUM B OpraHU3Me, BO3-
HUKAIOIHE IO/ BIUSIHUEM DK30TCHHBIX M JHJ/IOTCHHBIX
(hakTOpOB, CIOCOOHBIX BBI3BATH HAPYLIEHHE TOMEOCTA3a.
BenymmmM npenHazHadeHeM CTPECCOBOI PEaKITNH SBIIS-
eTcsl PHepreTuueckoe oOecrieueHne OpraHu3Ma 3a Cuér
YCWICHHUST KaTabOJMUECKUX (PHEPTOTPOITHBIX) TIPOIeC-
coB. [locnenHue, B CBOIO ouepenb, YpaBHOBELIMBAIOTCS
anabomaecknuMu (TpooTpOIHBIME) TIporieccamu. bia-
rofapsi B3aMMOJEHCTBHIO ATHX TPOIECCOB TOCTUIaeTCs
PE3UCTEHTHOCTh OpPraHu3Ma K MOBPEXIAoUMM (hakTo-
pam. IIpu HapyleHUM paBHOBECHS MEXy HUIMH OTMeYa-
eTcsl pa3BUTHE MATOJIOTHYECKOTo COCTOsAHMA. Brinenenne
SHEPTOTPOIHON U TPO(POTPOITHON CTAANH XPOHHIESCKOTO
cTpecca yryOrsieT IpeACTaBICHUE O CTPECCOBOM TEOPUH
I'. Cenbe. Ilpennokennble HaMu CTAAUM U (Pa3bl XPOHHU-
YECKOT'0 CTpecca IMO3BOJISIOT HHIMBHYATU3HPOBATH TTO/I-
XOJ] K BEZICHHIO JA€TeN C XPOHUYECKUM CTPECCOM.

Knrwoueevte cnosa: oemu, xporuueckuil cmpecc, Hep-
20MPONHAs U MPOPOMPONHAs CMAOUU.

Abstract

Chronic stress is an integral concept that unites all the
adequate reactions in the body that occur under the
influence of exogenous and endogenous factors that
cause a disruption of homeostasis. The main purpose of
the stress response is the energy supply of the body by
increasing the catabolic (energy-tropic) processes. The
latter are balanced by anabolic (trophotropic) processes.
Due to the interaction of these processes, the resistance
of the body to damaging factors is achieved. In case of
balance disorder between them, the development of a
pathological state is noted. The isolation of the energy
tropic and trophotropic stages of chronic stress deepens
the idea of H. Selye’s stress theory. The stages and phases
of chronic stress proposed by us allow individualizing
the approach to the management of children suffering
from chronic stress.

Key words: children, chronic stress, energy tropic and
trophotropic stages.

«Jlo Tex mop, moKa MpUpoja BceX 03 HCKITIOUCHHS
MaTOJIOTHYECKHUX ITPOILIECCOB HE OyleT oObeIMHEHa Ka-
KAM-THOO OOIIMMM TIPHU3HAKOM, MOKa K METOMy pasie-
JIeHUsT OOJIE3HEH TI0 Pa3IMIMI0O MBI HE J00aBUM METOI

10

00BETMHEHHSI UX TI0 CXOJICTBY, Y HAC He OylieT TEOpUu Me-
TUIMHEL. . .» — mcan A.Jl. Crnepanckwuii [1] B 1935 rony.
WM yCTaHOBJICHO, YTO OpPraHM3M Ha OIPOMHOE KOJIHYe-
CTBO pa3lpakuTesed OTBEYAeT OTHOCHTEIHLHO HEeOOIb-
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THEORETICAL AND PRACTICAL SIGNIFICANCE

OF NEW PICTURES OF CHRONIC STRESS RESPONSE IN CHILDREN

UM HabopoM CTaHIapTHBIX GpopM pearupoBanus. O-
HOM 13 Takux (hopM SBISIETCS CTPECCOBAs PeaKIs.

TepmuH «cTpeccy (aHriI. stress — HanpsHKEHHE) MIH=
POKO HCTIONB3YETCsl B HAyUHBIX MyOnukamusix. OmHako
JIO HACTOSIIIETO BPEMEHH MPEACTABICHUS O HEM B pas-
JUYHBIX JTUTEPATyPHBIX WCTOYHHWKAX YacTO HE COBIIA-
JIAI0T, MHOTHE JIETAJIH €r0 MMaToreHe3a ené HyKAarTcs
B YTOUHEHUH.

ITo muenuto I'. Cenbe [2], mon cTpeccom ciaemyeT
[MOHMMATh IMATOTCHETUYCCKH 3HAYMMYIO HECHeIU(u-
YECKYIO aJalTHBHYIO PEaKIUIO0 OpraHu3Ma, BO3HUKAIO-
IIyI0 TIPU JEHCTBUU HA HETO CTPECCOPOB, CITOCOOHBIX
BBI3BaTh HapyIIeHHE ToMmeocTasza. (DHU3MOIOrHYecKoe
3HaYEeHHE CTPECCOBOM PEaKIMi B OCHOBHOM 3aKJIFOYa-
€TCS B DHEPIreTHYECKOM O0SCIICUSHHUH CIIEIU(PUIECKIX
KOMIIOHEHTOB ananTtanuu. C MOMOIIBI0 CTPECCOBOU
(amanTHBHOM) peakIM{ OpraHU3M CTPEMHUTCS K J0-
CTHYKCHHIO PE3UCTCHTHOCTH I10 OTHOIIICHUIO K TIOBpE-
JKaaroumm BosaelcTBuaM. Ilpu cTpecce ormeuaercs
AKTUBHU3AIUS 3alIUTHBIX (QHTHUCTPECCOBBIX) peaKIuit
U TpoleccoB moBpexaeHus. llociemnue sSBIArOTCA
«IJIaTOM» OpraHu3Ma 3a MOOWIM3AIMIO0 3allMTHBIX
CUJI. «3aluTa JOCTUTACTCS LIEHON MoBpexkIeHus» [3].
brnaromaps cTpeccy TpeHUPYIOTCS 3aIUTHBIE MEXaHU3-
MBI, TIOBBIIIAETCSI €T0 COMPOTHUBISIEMOCTh. [Iporiecchl
3aLIUTHI ¥ TOBPEXKICHUS MPAKTUUYECKH HUKOT/IA HE ObI-
BalOT B COCTOSTHUW PaBHOBECHS, TPE00IAIat0T TO OHH,
To Apyrue. IMEHHO B TakOM COCTOSIHWH (IMHAMUYeE-

CKOTO PaBHOBECHS) OPTaHWU3M HAXOIHUTCS B «IOTHOU
00€eBoii TOTOBHOCTH» K 3aIllUTe CBOETO TomMeocTasza. Ot
CTETICHH AaKTHBHOCTH 3alllUTHBIX (QHTHCTPECCOBBIX)
peaKLMil 3aBUCUT YPOBEHb PE3EPBHBIX BO3MOKHOCTEU
(amanTocrocoOHOCTH) OpraHm3Ma. IJTO TIOJOKEHHUE
MTOJTBEPKTAETCS TUAJEKTHUECKUM 3aKOHOM €IMHCTBa
1 O00PBHOBI IPOTHUBOTIOIOKHOCTEH, KOTOPHIH sI pEKOMEH-
JIyI0 TIEpEUMEHOBATh B 3aKOH aJIbTEPHATHBHOIO B3a-
umMojeicTBusl.

B mponecce amantaiMoHHBIX peakUil MPOTHUBO-
MOJIOKHOCTH HEIMPEPBIBHO B3anMMOJACHCTBYIOT. [pyr
0e3 Apyra OHM HE CYIIECTBYIOT. PaBHOBECHs MEXIy
HUMH TIPaKTHYECKN He ObIBaeT. B3anMoseiicTBre anb-
TEPHATUBHBIX TPOIECCOB OCYIIECTBISETCS MO TPHUH-
Uy «OOpaTHBIX CBsA3C», MO O00pasiy «Kademein»
[3]. B3auMonelicTBre MPOTHUBOIOIOKHOCTEH, B3aUMO-
MIPOHUKAIOIINX JIPYT B JPyTa, SIBISETCS BHYTPEHHUM
MCTOYHUKOM JBIKEHUS, IUKINYHOCTH TPOIIecca, PHUT-
MHYECKOTO Pa3BUTHS )KUBOTO OpTraHU3Ma.

[lon BrusHMEM YpEe3BBIYAWHBIX WIN JUTHUTEIHHO
JIEHCTBYIOMINX HEOIArompHusITHRIX (PaKTOpOB CTpecco-
Bas peaxIys CrocoOHa MPEBPATHTHCSA W3 (PU3MOIOTH-
YECKOTO 3BeHa B marojorudeckoe. llpw matomormye-
CKOM CTpecce HWCTOIIAOTCS MEXaHW3MbI aJlanTarlvi,
MTOBPEXK/IAIOTCS OpTaHbl U CUCTEMBI OpTaHu3Ma, B pe-
3yIbTaTe 4Yero BO3ZHUKAIOT M3MEHEHUS, XapaKTepHBIC
JUTS pa3TUIHBIX 3a00neBanmii. Ctpecc sBiseTcs 00s3a-
TEJHHBIM KOMITOHEHTOM WX ITaToreHe3a. B mukBupanmm

lNMcnxoamoumoHanHbIN YpOBeHb
Peakuuu LUHC

LuToknHoBBLIN
ypOBeHb

BeretaTuBHbIN
ypOBeHb

KneTouHbin
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<

MMyHHBbIN

Y

OHAOOKPUHHbIN

ypoBeHb
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Pwc.1. YpoBHu perynsuuv agantmeHbIX MPOLIECCOB C MO3MLIM X anbTepHaTUBHOrO B3anmopeincTus (HeyaaxwH E.B., 2008)
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TEOPETUYECKOE U NMPAKTUYECKOE 3HAYEHUE HOBbIX
NPEACTABJIEHUA O XPOHUYECKOWU CTPECCOBOMN PEAKLUUWN Y OETEWN

MOCJIEICTBUH TATOJIOTMYECKOTO CTPecca MPUHUMAIOT
y4acTHE€ pa3IM4Hble YPOBHHU PETYIALUM aJalTUBHBIX
MIPOIIECCOB B opranm3me (puc. 1).

OcobeHHO HeOmaronpusTHbl dPPEKTHI MATONOTH-
YEeCKOro cTpecca Ui AETCKOr0 OpraHu3Ma, KOTOPBIH
XapaKTEepPHU3yeTCsl YCKOPEHHBIM pPa3BEPTHIBAHUEM Te-
HETHYECKOM MPOTrpaMMbl, MHTEHCHBHBIM DPa3BHTHEM
TOJIOBHOT'O MO3Ta U IPYTUX PErYISTOPHBIX CUCTEM, He-
MIPEPBIBHEIMA MOP(})O-(YHKITHOHATEHBIMH ITEPECTPOIA-
KaMH U KaK CIICJICTBUE — HEyCTOWYMBBIM FOMEOCTA30M.

I Cempe [2] pa3znmuyanm OCTPHIA M XPOHUYECKHN
CTpEecC W BBIENAN TPU CTaAMU €ro pa3Butus: 1) cra-
JIMIO TPEBOTH, 2) CTaJIUI0 PE3UCTEHTHOCTH, 3) CTaAUI0
ucrouieHus. B craamio TpeBOru mos BIUSHUEM pa3ipa-
KHUTEIIS] OPraHu3M MOOMIIN3YETCS C LEbI0 COXPAaHEHHS
MOCTOSIHCTBA BHYTPEHHEH cpelibl, HO TIPH CHIIBHOM (3a-
IIPEe/IeJIbHOM) BO3JEHCTBUU Ha OPraHU3M MOXKET HacTy-
mUTh cMepTh. CTagnsi pe3ncTeHTHOCTH BO3HHUKACT TIPH
JOCTaTOYHOM YPOBHE a/IalITAIIMOHHBIX PE3EPBOB B Opra-
HU3ME. HpI/I 3TOM MOXKET 6I)ITI) IIOCTCIICHHOC ITOBBIIIIC-
HHUE MPHCHOCOOISIEMOCTH OpraHu3Ma U JIaKe TePEXoj
KOJIMYECTBEHHBIX H3MEHEHUH B HOBOE KaueCTBEHHOE
COCTOSIHHE C Pa3BUTHEM HOBBIX (a3 aanTalllOHHBIX pe-
aKii. Pa3BuTre cTaauN HCTONIEHUS CBSI3aHO ¢ fAedu-
uuToM dHeprud. K KoHIly cBoei HayqHOM JesTeIbHOCTH
I. Cenmbe cranm ynensTh BHUMaHHE HE TOJIBKO TOPMO-
HaJIbHBIM, HO U IICUXOHCBPOJIOTUYCCKUM, a TAKKC 61/10-
XUMHUYECKHUM aCIICKTaM CTPECCOBBIX peaKIII/II\/'I. OH o4eHb
WHTEPECOBAJICS YYaCTHEM MUTOXOHIPHUH B dHEpreTHye-
CKOM 00€CTIeUeHHH MPOLIECCOB aJanTaLUH.

I[Ipu ocTpom cTpecce BKIIOYAOTCSI MEXaHU3MBbI CPOU-
HOH ajanTtanuy, 3HaYUTEIbHO MOBBIIIACTCSI AKTUBHOCTb
CHMIIATUKO-aJJPEHAJIOBOM M THUIIOTaIaMO-THIOGH3apHO-
aJlpeHaJIoBOM cucTeM. B KpoBU ompenesnsiercsi BhICOKUN
YPOBEHb CTPECCPEATUIYIOIMX TOPMOHOB, KOTOpBIE 00e-
CIICUHMBAIOT Pa3BUTHE PE3UCTEHTHOCTH OPraHNu3Ma 3a CUET
BBIPKCHHOTO YCHJICHHsI KaraOOJIMYECKUX MPOLECCOB H
CBSI3aHHOT'O C 3TUM IOBBIIICHUS SHEPronpoayKuuu. s
o0ecreueHust SHEPIUeH NCTIONbB3YIOTCS YKUPHBIE KUCIIOTBI
u miroko3a. Ilocnennsist — 310, 10 CyTH Jena, «CKOPOIIoM-
OLIHOE CPEACTBO» VISl YCTPAHEHUS 3HEPTETHIECKOTO Io-
JoNaHus. B CBSI3U € 9TUM TIpU OCTPOM cTpecce 0oIbIoe
3HAYEHHE MMEET TIIFOKOHEOTeHe3, B Mpolecce KOTOpOro
YacTh TIIFOKO3bI 00pasyeTcs u3 0eaKkoB. OOBIYHO UCTIONh-
3y10TCsl OEJKN TMMQOIIUTOB.

[Ipu xpoHHYECKOM CcTpecce BKIIOYAIOTCS MEXaHW3-
MBI JOJATOBpEMEHHOM afanTauuu. HeoOxomumo ot-
METUTh, YTO XPOHUUYECKHH CTpecc — He 00s3aTesIbHO

cieactBue octporo. OH MOXKET OBITh BPOXKIEHHBIM U
TeHEeTHYECKH JAETEPMUHAPOBAHHBIM (CJIEICTBUEM HapY-
IIEHUs 3aKOHa CTaOWIBHOCTH Kapuotuna). Ha mepBpix
dTanax pa3BHTHS XPOHHYECKOTO CTpecca OTMEeYaeTCst
YMEpPEHHOE IMOBBIIICHUE B KPOBU YPOBHS KaTeXOJIaMHU-
HOB U IJIFOKOKOPTUKOCTEPOUIOB MPH JOCTATOYHO BBIPa-
JKEHHOM YMEHBIIICHUH COJIEPYKaHUsl WHCYINHA. B cBsi3m
C OTHM TKAaHU CTaHOBSTCA Ooliee TyBCTBUTEIHHBIMH K
JIECTBUIO CTPECC-PEATM3YIOMINX TOPMOHOB, @ COCTOS-
HHUE PE3NCTEHTHOCTH JIOCTUTAETCS HA ()OHE MEHEE BBI-
PaXXEHHOTO KaTaOOJIMYECKOTO TOBPEXKIICHUSI TKaHEH
[4, 9]. Takoe cOOTHOIIEHHE OTMEUCHHBIX TOPMOHOB
CIOCOOCTBYET MPEeoOIagaHlio B OPraHU3Me 3ProTporl-
HBIX (KaTaOOJMMUYECKUX) PeaKInii, CIIOCOOHBIX B KOHIIC
KOHIIOB TPHBECTH K MCTOIICHUIO 3alUTHBIX MEXaHU3-
MoB. C 1enpio coXpaHeHUsI ceOsi OpraHn3M, B COOTBET-
CTBHH C TE€HETWYECKHMH NpPOTrpaMMaM{, MOOWIIH3YET
KaQUeCTBEHHO HOBBIC aJIaNTallMOHHO-KOMITIEHCATOPHBIC
peakiun, Tpo(OTPOIHBIE 1T0 CBOEH CyTH (3aKOH Tepe-
X0/1a KOTMYECTBEHHBIX M3MEHEHUH B HOBOE KayeCTBO).
TpodoTponHble peakuny HanpaBieHbl Ha MOBBIIICHUE
TUIACTUYECKUX M SHEPTeTUUECKUX PECYPCOB, PEOPraHu-
3aIlMI0 TKAHEBBIX, KIIETOUHBIX U CYOKIIETOUHBIX CTPYK-
Typ, U3MEHEHHE MeTa0OINIECKHUX MTPOIIECCOB.

JIt000i1 Iporpeccupyromuii MpoIece XapakTepu3y-
ercs (aznocteio pazButHs [5—10]. «Mmenno 6iaroma-
psl cMeHE IPOTHBOPEUYMBBIX PUCTIOCOOUTENBHBIX MPO-
EeCCOB (OPMHUPYETCS] OTHOCHTENIbHAS YCTOWYMBOCTD
opranm3may» [5]. HoBas cramus (HOBBI YpPOBEHB)
(YHKIMOHUPOBAHUS aAaNTalMOHHO-KOMIIEHCATOPHBIX
MEXaHU3MOB 00€CIIeYnBaeT ONTHMAILHO BO3MOXKHYIO
Ha OTIPeIeTIEHHOM dTalle pa3BUTHS CTPECCA aaNTaIHUI0
opranu3Ma (HOBOE YCTOMYHBOE COCTOSIHHE). B ocHOBe
pa3BUTHUS KKAOH HOBOW CTaIUM JIEKHUT (HOpMHUpPOBa-
HUE «HOBOTO CTPYKTYpHOTO ciena» [6]. Ctapslil cTpyk-
TYPHBIH CIie[l CTHPAETCsl ¢ TOMOLIBIO KaTaboINIeCKUX
peaknuii, a HOBBI aKTHBHO Pa3BHBAETCS B CUCTEMaX,
HanOojee BOCTPeOOBAaHHBIX B IpOLECCE aJalTalluH.
[Ipu »TOM B KIeTKaxX JAOMHHHPYIOIIEH ajanTaiyoH-
HOW CHCTEMBI, OJarofapsi HaTMYUIO0 CBSI3U MEXIY HX
(YHKIMOHABHBIM COCTOSSHUEM W T€HETHYECKHM arl-
naparoM, YCHIMBAETCS] CHHTE3 HYKIICHHOBBIX KUCIIOT U
Oernka, a TakKe POCT KIIFOYEBBIX CTPYKTYP [6].

[Ipeobnaganue cuHTE3a CTPECCpEaNn3yIONUX TOp-
MOHOB NPU XPOHUYECKOM CTPECCE CBHICTEIBCTBYET O
npeo0alaHuil B OpraHrW3Me IPTrOTPOMHBIX, T. €. Ka-
TabOJIMYECKUX PEAKIIHiA, CIOCOOHBIX B KOHIIE KOHIIOB
MPUBECTH K WCTOIICHWIO 3AIUTHBIX MexaHu3MoB. C

12 «QUANTUM SATIS»
2019« TOM |+ Ne 1



THEORETICAL AND PRACTICAL SIGNIFICANCE

OF NEW PICTURES OF CHRONIC STRESS RESPONSE IN CHILDREN

LEThI0 COXpaHEHHUs! ce0s OpraHu3M B COOTBETCTBHH
C TEHEeTHYEeCKMMH MpOTpaMMaMi MOOWIIM3yeT Kade-
CTBEHHO HOBBLIC aaallTalMOHHO-KOMIICHCATOPHBLIC PEC-
aKIMu — TPO(OTPONHBIE, KOTOPhIC HAIPAaBJICHBI Ha
MOBBILIEHUE INIACTUYECKUX U DHEPIETUYECKUX PECYP-
COB, PEOPraHHU3AIHIO TKAHEBBIX, KIIETOYHBIX H MOJICKY-
JIIPHBIX CTPYKTYp, U3MEHEHHE METa0OJIMYECKHUX MpPO-
reccoB. [Ipu 5TOM MPOAYKTHI pacaga OJHUX CTPYKTYP
WHAYIUPYIOT CHHTE3 JAPYTUX, HEOOXOMUMBIX A1 Pop-
MHPOBAHUS YCTOMYUBOCTH B JaHHBIA MOMEHT [11].

<<CTan HUCTOLICHU» adalTalliOHHO-KOMIICHCATOP-
HbIX MCXaHH3MOB HK3-3a IIOBBIIICHWUA AKTUBHOCTU 3p-
TOTPOITHBIX PEaKIHii Ha POHE XPOHHUYESCKOTO CTpecca 3a-
KOHOMEPHO JIOJDKCH PUBECTH K ()OPMUPOBAHUIO HOBOM
cTaguu (HOBOTO YCTOMUYMBOTO COCTOSTHUS) C ITpeoliaa-
HUEM aKTUBHOCTH TPOOTPOITHOMH peakimu. [1o manHbM
®.3. Meepcona [7], anabommdeckast CTaaus CTpecc-pe-
aKINH, Pa3BHBAIOIIASCS BCJE] 32 KaTaOOJIMYECKOH W
XapaKTEpU3yHOLIAsICs JJIMTEIbHOW aKTUBALUEN CHUHTE3a
HYKJICMHOBBIX KUCIIOT U O€NKa, CoCOOCTBYET Mo iep-
JKAQHUIO JIOJTOBPEMEHHOM ajanTanuu. AKTUBU3AIHS
TPOOTPOIHBIX PEaKIUii MOXKET OBITh CBsI3aHA U C Ha-
JIUYUEM PEIUTIPOKHBIX B3aHMOOTHOIIICHUH MEXTy CUM-
[1aTOaAPEHAJIOBOM M BarOMHCYJSIpHOM cuctemamu. [pu
9TOM BaroWHCYIISIPHBIE PEaKIMU BHAYaje MOTYT OBITh
runepkoMiencatopasiMu [12]. CmeHa craauii MOXKeT
MIPOBOLIUPOBATECS M T'YMOPAJIbHO-METa0OIMYSCKUMHU
casuramu. Tak, Ipu IJIUTENBHON CTPECC-PEAKLUH O]
BJIIMSIHUEM TIFOKOKOPTUKOUJIOB TIOBBIIIACTCS COMEpIKa-
HUE TIIFOKO3bI, UHCYJIMHA U TOPMOHA POCTA, B Pe3yJIbTaTe
Yero B KPOBU YBEITMYHMBAETCSI KOHIIEHTPAIIWS TPUTIIALIE-
PHUIOB M CBOOOMHBIX KHPHBIX KHCIOT [13]. D10 crmocoo-
CTBYET YCWJIEHHIO XOJMHEPTHYECKHUX CBOWCTB KPOBH
3a CYET CHIDKEHHSI aKTUBHOCTHU ALCTUIIXOJIMHOCTEPA3HI,
YMCHBUICHUA CBA3bIBAHUA AlCTWIXOJIMHA SPUTPOLIU-
TaMu, M-XOJII/IHepFI/I‘leCKOFO TOPMOXKCHHSA BbIACIICHUA
HOpaJIPpCHAJIMHA, YTO PACCMATPUBACTCS KaK KOMIICHCA-
TOpHAsl peakiusl Ha TKaHeBOM ypoBHe. Kpome anerwi-
XOJIMHA B KPOBH IIOBBIIIAETCS COJCPKaHUE THCTaMUHA
[14]. Iocneannii crumynupyeT Boixon AKTI™ u3 rumo-
(u3a u agpeHaInHa U3 HAATOYEYHUKOB. YCHJICHHUIO aK-
THUBHOCTH CUMIIATO-a/IPEHAJIOBOM CUCTEMBI CITIOCOOCTBY-
€T TAKIKC U MOBLIICHHAA MPOAYKIUA UHCYJIMHA.

CMeHa craguii mpu Pa3BUTUU XPOHHUYECKOTO
CTpecca HAIBIIHO JIEMOHCTPUPYETCS pe3yibraTaMu
Hamux uccnenoanuii [10, 15]. Tlo manHbIM HCcae0-
BaHWS (PYHKIIMOHAJIFHOTO COCTOSHUSI BETETaTHBHOW
HEPBHOW CUCTEMBI y JIeTel C Mpe- U MOCTHATaIbHOU
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runtorpodueit, mpu I u Il cTenensax ormedanach mpo-
rpeccupyloias CUMIATUKOTOHHUS, Kotopas npu III
CTENEHN CMEHAJach BaroTOHHWEW (mepexof KoJude-
CTBa B HOBOE KaU€CTBEHHOE COCTOSIHUE — aBTOHOMHBIN
ypoBeHb peryisinun). [Ipu onenke QyHKIIMOHATBHOTO
COCTOSIHHS KOpBI Ha/ANMOYEYHUKOB Yy JEeTell ¢ mpe- u
MOCTHATaJIbHOM TuUnotrpodueil B OOJIBIIMHCTBE CIIy-
YyaeB ONPEACISUINCH /1B THIA PEAKUHU: AUCHYHKIMS
U runo(yHKIMs KOpbl HaAmo4eyHUKoB. [Ipu nepBom
TUIIE OTMEYAJIOCh IIOBBILICHUE YPOBHS INIIOKOKOPTHU-
KOUJHBIX (Ppakiuii ¥ CHMKCHHE — MUHEPaIOKOPTH-
kouHbIX. Ilpu BTOpOM THIE HaOIIOAT0CH OTUETIIN-
BO€ YMEHBIIIEHHE ITIIOKO- U MHHEPATOKOPTUKOUIOB.
Ilo HameMy MHEHMIO, MEPBBIH THUI PEAKIUN KOPBI
HAAMOYCYHUKOB MOXKET PacCMaTPHUBATHCS B KaueCTBE
Mapképa XpOHUYECKOH cTpeccoBO peakuuu. [uc-
(GyHKLIHS KOpbl HAJIOYEYHUKOB, XapaKTEPU3YIOIIasi-
cs mpeobiagaHreM KaTaboIHMYecKUX MPOIEecCOB Hall
aHabonmaeckumu, onpenesnsach npu [ u Il crenensax
runotpodun. ['mnodyHkuus (MCTOIEHUE) KOPbl Ha-
MOYEYHHUKOB, YKa3blBalollasg Ha «CPBIB aJamnTariiuuy,
nuarnoctuposanack npu 1l crenenn runorpodun.
«lenecoobpa3zHOCTEY YCTaHOBJICHHOM HaMM JAHUC-
(YHKIMM KOPbI HAIIOYEUHUKOB 3aKII0YAETCS MPEkKAE
BCEr0 B HIHEPreTUYECKOM OOECIIEUEHHH MEXaHHU3MOB
JIOJITOBPEMEHHOM amantanuu. ITO CBS3aHO C TPeoo-
JlalaHueM KaTaboJIMYeCKHUX MPOILECCOB U MEepeKIIoye-
HUEM MeTaboIM3Ma Ha MPEUMYIIECTBEHHO JIMIHIHBIN
oOmeH. O cTeneHH BBIPAKEHHOCTH KaTabOIMYECKUX
MPOLIECCOB MOYKHO CYAMTH 110 YBEJIMUEHUIO OOLIHX JIU-
MUI0B, TPUTIIUIEPUIOB, 3(GHUPOB XonecTepuHa, hocdo-
JUNUAOB, HeACTEPU(PUIIMPOBAHHBIX KUPHBIX KHCIIOT.
[To mammmm mauueM [15, 16], o netei ¢ rumoTpo-
¢ueii xapakTepHa TUTIEPIUTHIEMISI, KOTOpast, II0 MHE-
HUIO psfa aBTopos [14, 17], sBaseTcss OMHUM U3 MPU-
3HaKoB XpoHuueckoro crpecca. IIpu I u II crenensx
TUNOTPO(UY THIICPIUITUAEMHSI B OCHOBHOM CBSI3aHa C
YBEJIUYCHHEM KOHIICHTPALMH TPUIIHLEPUIOB, SPUPOB
xosecteprHa U Qocdonunuaos, npu Il crenenn — ¢
HOBBIILICHUEM TPUIIMLEPUIOB U HEICTEPUDULIMPOBAH-
HBIX JKUPHBIX KUCIIOT. [Ipu [ u Il crenmensix runmorpodun
MOBBIIICHNE COIEP KaHUS TPUTIIHIIEPHIOB, CKOpPEE BCe-
ro, YKa3bIBaeT Ha YCHJICHHE MX HCIIOJIb30BAaHUS B Ka-
YecTBE SHEPreTHUECKOro cyocTpara it oOecredeHHst
aJaNTalliOHHO-KOMIIEHCAaTOPHBIX pEaKIUil OpraHu3-
Mma. HTeHcuBHOe oOpa3zoBanue 3(QUPOB XOJIECTEPUHA
CBHUJICTENILCTBYET 00 YCHJICHUU OMOCHHTE3a KETUHBIX
KHCJIOT, KOPTUKOCTEPOUZIOB U APYIHX OMOJIOIMYECKH
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aKTUBHBIX BeulecTB. [loBbienHast npoxykuus gocdo-
JIMIKZOB HAIIPABJIeHa Ha NOAIep)KaHue (PYyHKIIMOHAIIb-
HOM aKTUBHOCTH KJIeTOUHbIX MeMOpaH. [Ipu 1l crenenn
rUNOTpOoUN HACTyHaeT ICKOMIICHCAIUS JIUITHTHOTO
oomena. OO0 3TOM CBHUIIETEIbCTBYET 3HAYUTEIBHOE T10-
BBILLICHUE HEACTEPUPHULINPOBAHHBIX )KUPHBIX KUCIIOT 3a
CU€T IUIOXOH MX YTHJIM3allUH, CHIKCHHE YPOBHS CBO-
OOIHOTO XOJIECTEPHHA, YMEHBIICHHE KOHLEHTPALH
3¢upoB XxonecrepuHa. M3-3a yMeHbLICHUS CoAepika-
HUSl CBOOOJIHOIO XOJECTEPHHA IIOBBILIAETCS IPOHU-
[IaeMOCTh KJIETOYHBIX MeMOpaH. CHMIKEHHE YPOBHS
3pHUpOB XOJNeCTepUHa SIBISICTCS MPU3HAKOM yYTHETCHUSI
OnocuHTe3a OMOIOTUYECKH AaKTHBHBIX BELIECTB.

[loxg BnAMsAHWEM TIIIOKOKOPTUKOWAOB YCHIIMBAETCS
OorocuHTE3 POCPOIUITUIOB — B OCHOBHOM 3a CUET Poc-
(haTuauITXonuHa, HEOOXOIMMOTO JUIS CTaOWIIN3alin
KJIeTouHbIX MeMOpaH [ 18]. [Ipn nccnenoBanny criekTpa
(hocomununoB y aereli ¢ runorpoduelt HaMu 0OHAPY-
KEHO YBeJWYeHHUe cojepxkanus (ocharuamixonnHa
W yMeHblIeHHe (ocdaruamidTaHoIaMIUHa TIPH BCEX
e¢ creneHsx. [locnenHuil B yCIOBUIX XPOHHYECKOTO
cTpecca UCToNb3yeTcst A oOpazoBanus Gocdaruani-
xonuHa. [Ipu Il crenenn runorpoduu, Mo cpaBHEHUIO €
I u III crenensimu, OTMEUAETCSI JOCTOBEPHOE MOBBIIIIE-
HHE YPOBHS TH30(PoPaTUIHIXOTNHA TP OTHOBPEMECH-
HOM YMEHBIICHUH CcofepKanus (QochaTuuixonruHa.
DTO CBUIIETEIBCTBYET O TOM, uTO TipH Il cTenenn rumo-
Tpodun oTMevaroTcsi Haubosee BhIpaKEHHbIE MTPHU3HA-
KM AecTaOMIM3aluu KJIETOUHBIX MeMOpaH, Haubolee
3HAUUTEJbHOE HANpsDKeHWE aAanTallOHHO-KOMITCH-
CaTOPHBIX MEXaHMW3MOB. B 1ensix coxpaHeHUs >Ku3He-
JESITeIbHOCTU KJIETOK OpPraHu3M IIEepeKIIroyaeTcs Ha
HOBBIM YPOBEHb aJjanTalyu 33 CUET JeLEeHTPaIN3aln
perymsiuu (yXOJ OT CTPECcca) U Imepexoia Ha aBTOHOM-
HBIE, YBOJIONMOHHO OoJiee APeBHUE MEXaHU3MBbI pery-
JSIMN («IBOJTIOLUS HA00OPOT»), YTO MBI U HAOIIOAATN
npu Il crenenu runorpoduu. OCHOBHOW NPUYHHON
Pa3BUTHS JCLEHTPAIN3ALNH PETYIALUH SIBISETCS BO3-
HUKAIOIUI 1e(UIUT SHEPTUU B KIIETKAX, CBA3aHHBIHI
C pa3o0IIeHneM OKUCIUTEIBHOTO (hochoprmmpoBaHUs
10/l BIAMSIHUEM JIMIIONIEPEKUCEH.

Takum 0Opa3om, OTyueHHbIC HAMU JIAHHBIE TI03BO-
JSIIOT paccMaTpuBarTh TUIOTPOPHIO KaK TPOSBICHUE
XPOHUYECKOU CTPECCOBON PEaKIIH, OCYLIECTBISIONIECH
SHEpreTHYecKoe 00eceueHne aaanTalniOHHO-KOMITeH-
CaTOPHBIX MEXAaHU3MOB 3a CUYET HCIOJIb30BaHUS HEil-
TPaJILHOTO >KHUPaA U3 KUPOBBIX JIETIO, B IIEPBYIO OUYEPEb
13 IOIKOXKHO-KMPOBOM KIIETYATKH.

V pereil ¢ ueamakued IpU HAJIUMYUM Yy HUX THIO-
Tpoduu | u Il cremenei onpenensiIucy, THIICPCHMITA-
TUKOTOHUS M JUCHYHKLIWS KOPBI HAIIMOYEYHHKOB C
MOBBIIIIEHHBIM CHUHTE30M IIIIOKOKOPTUKOWIOB U MOHU-
JKEHHBIM — MUHepajokopTuKouaoB. Korna y atux ne-
Teil Ha (hOHE arMaJUHOBOM TUETHI BO3HHMKAIAa H30bI-
TOYHasl Macca Tejla, TO y HUX OTMEUYaINCh BarOTOHUS U
JucQyHKINS KOPBI HAATIOYEYHHUKOB, HO YKe ¢ ITpeodia-
JaHHUEM CEKPELH MUHEPaTOKOpTUKON10B. CooTHOIIE-
Hue nuzodocharnamnxonnHa K GochaTHIMIXOIIHY Y
JIETEeH ¢ HEeIOCTAaTOYHOH M HM30BITOYHON Maccou Teja
OBLIO TOCTOBEPHO OOJIBIIIE, UM Yy JIeTeH KOHTPOJIBHOM
rpynnsl. DTO yKa3blBaeT Ha HAJMYME Yy HUX MPU3HAKOB
OKHCIIUTEJIBHOTO CTpecca Kak NPy HEJOCTATOYHOM, Tak
U 1pu U30BITOUHON Macce Tena. [lonyueHHble 1aHHbIe
CBUJETEIBCTBYIOT O TOM, YTO T€UEHHE XPOHHUYECKOTO
cTpecca y JieTed C leTMakuen XapakTepusyercsl cMe-
HOM 3ProTPONHON M TPOPOTPOIHOH CTATHH.

[To HamMM TaHHBIM, B YKOJIOTHYECKH HEOIaronpu-
aTHRIX peruoHax (B IIpmapanne, Ycrh-Kamenoropcke,
HEKOTOpBIX paiioHax MockBbl U Tynel) y nereil pas-
HEro BO3pacTa JOCTOBEPHO yallle, YeM Yy JIeTel aHaso-
THYHOTO BO3pacTa U3 o0LIel momyssiuny, (GuKCHpoBa-
JIOCh HEAOCTAaTOUHOE MTUTaHKE, B TO BPEMs KaK y eTel
HIKOJIBHOTO BO3pacTa — oxupeHue. CienoBaTeiabHO, B
YCIIOBHUSIX 9KOJIOTHYECKH HEOIaronpusTHOW 00CTaHOB-
KH (T. €. B YCJIIOBUSIX XPOHUYECKOTO CTPecca) IBHO MPo-
CMaTpUBAIOTCS JBE CTAJMH: CTAIHs C peoliaganuem
AKTHBHOCTH KaTaOOIUYECKUX (IProTPOIHBIX) MPOLEC-
COB U CTaJusl ¢ MpeodnagaHueM aKTUBHOCTH aHA0O0IH-
4yeCKUX (TPO(OTPOITHBIX) MPOIIECCOB.

‘YKa3aHHBIE CTAIUH XapaKTEPHBI U XPOHUUYECKOTO
cTpecca moboro mpoucxokaeHus. OHu, 6e3yCciIoBHO,
SIBJITFOTCST 001IIe0MOIOTHIeCKUM sBIeHHEeM. He cremy-
eT 3a0bIBaTh, YTO APTOTPOITHBIE U TPO(POTPOITHBIE a1all-
TallMOHHO-KOMIIEHCATOPHBIE peaKkIui B CBOEH MpeBoC-
XOIHOH CTENeH! U3 (PU3NOIOrHYECKUX MPEBPAILAIOTCS
B IIATOJIOTUYECKHE, YTO MOXKET CIIOCOOCTBOBATH pa3BU-
THIO PA3JIMYHBIX KIMHUYECKUX CHHIPOMOB U 3a0oie-
BaHUI. Hamm uccienoBaHus MO3BOJIWIN ONPENEIHTh
OCHOBHBIE HHUIIMAJIbHBIE MapKEPBI KaXKI0H CTauM.

OcHOBHBIE MapKEPBI dProTpornHon craauu: nedu-
IIUT MAacChl TeNa, CUMITATUKOTOHUS, TUIepAUHAMUYE-
CKasl peakius MHOKapja, JeHKOLNTO3, HEHTpopuies,
nuMQoneHusi, THIEpPCEeKpenns IIIIOKOKOPTHKOUIOB,
TUTMOCEKpeus] MUHEPAJTOKOPTHKOMIOB M HWHCYJIWHA,
TUNEPIUNUACMUS 32 CU€T TPUIIULEPHIOB, dhocdonu-
TA0B, (PUPOB XOJIeCTepHHA.
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OcHoBHBIE MapKEpPBI TPOMOTPOITHON CTaIWH: W3-
ObITOYHAST Macca Teja, BarOTOHMS, JIEHKOIIEHHS, HEM-
TPOTIEHHUS, JUMQOIUTO3, TUIEPCEKPELUs TIIIOKO-
KOPTHKOW/IOB, HWHCYJAMHA M MHMHEPaJIOKOPTUKOUIOB,
TUIOTTMKEMUSI, TUII0AIbOYMUHEMHUSL, TUIICPIIATTAICMHUS
3a CYET TPUIIIMLECPHUIIOB, CBOOOIHBIX YKUPHBIX KHCIIOT,
xonecrepuHa u hochomununos. [Ipu HapacTaHum quC-
JUTUIEMUH, HTHCYJIMHOPE3UCTEHTHOCTH U TITFOKO30TO-
JIEPAHTHOCTHA BO3HHUKAIOT TUTICPIIIMKEMHUS U TUTICPUH-
CYJIMHEMHUS], CTUMYJUPYETCA CHMITaTHYecKas HepBHAs
CHCTEMa, YCHJIMBAaeTCsi 00pa3oBaHHE KaTeXOJIaMHHOB
U DIIOKOKOPTHKOHMJOB. JTH TOPMOHAJIBHO-METabo-
JIMYEeCKHe M3MEHEHHs, BO3HUKAIOUIUE O/ BIUSHUEM
MEXaHU3MOB OOPaTHOH CBSI3M U MMEIOLINE aJanTallu-
OHHO-KOMITEHCATOPHOE 3Ha4YeHHe, MO-BUANMOMY, Ha-
MpaBlieHbl Ha MPEIYIPEKICHUE MPOTPECCUPYIOIETO
Pa3BUTHS OXKUPEHHUSL.

BaxxHO MomuepKkHYTh, YTO KaK MpPHU THUIOTPoduUH,
TaKk U TPU OKUPEHUU HMEIOTCS IMPHU3HAKU YCHUIICHHUS
OMOCHHTE32 TIIIOKOKOPTHKOUIOB, TIPU3HAKH YCUIICHHS
MPOLIECCOB OKHUCIEHHS JHUMHJIOB, T. €. OKCHAAHTHOTO
ctpecca [10, 19, 20]. CnenoBarenbHO, U TUTIOTPODHUS,
Y OXKHpPEHHUE — MPOSBICHUS Pa3IMYHBIX CTANI XPOHH-
YEeCKOTOo cTpecca.

Ha ocHoBaHMM MaHHBIX, MOJYYEHHBIX HAMHU TIPU
WCCIIEZIOBAaHUH JIMMHUIHOTO OOMEHa y JeTel C THUIIOo-
Tpoduel U OXKUPEHUEM, FIKOIIATOJIOTUEH, XPOHUUECKH-
MU TOJOBHBIMH OOJSIMH, CHHIPOMOM pa3apa)keHHO-
IO KUIICYHHKA, MbI MPUIILIH K 3aKIFOUEHUIO, YTO MPH
XPOHUYECKOW CTPECCOBOM peakuuu «paboTa ajanra-
[IMOHHO-KOMITEHCATOPHBIX ~MEXaHU3MOB, OCOOEHHO
ABTOHOMHBIX, B TIEPBYIO OYepe/b HalpaBiieHa Ha CTa-
OWIM3AIIO KJIIETOUYHBIX MeMOpaH paad COXpaHEHUS
KU3HEIEATENbHOCTH KJIeTOoK. [lo HammMm JaHHBIM,
IIpU XPOHUYECKON CTPECCOBOM pEaKIMM IOBBIIIACT-
Csl UHTEHCUBHOCTH MEPEKUCHOTO OKHCIIEHUSI JIUIHUI0B
(ITOJI). OnHOBPEMEHHO C 3TUM MPOUCXOIUT YCUIICHUE
AKTUBHOCTU aJIbTEPHATUBHOW aHTUOKCUIAHTHOM 3aIlIn-
Thl KJIeToK. Hanpumep, y Bcex AeTeil ¢ XpOHUUECKOU
TOJIOBHOM OOJIBIO Ha (DOHE CHIDKEHUS CONCPIKAHMS JIH-
3o0ocharnmmnxonuna (JIOTX) oTmedanocs yBemude-
Hue KoHneHTpanuu (ocarmamnxonuna (OTX), yro
MIPUBOAMUIIO K JOCTOBEPHOMY IOBBIIICHUIO HHJAEKCA
crabuinbHOCTH KiIeTouHbIXx MeMmOpan (MICKM), ompe-
nensiemoro Hamu 1o gopmyne: UCKM=0OTX/JIOTX
[21]. BaxHy0 poIib B CTAOMIIN3ANNN KIETOYHBIX MEM-
Opan urpatot cBobonHbIN xonectepuH (CX) u pocdo-
munanael (DJI). Yeenwmuenne cootHommenmst CX/DJI,

«QUANTUM SATIS»

YCTaHOBJIEHHOE Y BCEX JIeTel C XPOHUYECKUMH TOJIOB-
HBIMH OO0JISIMH, YKa3bIBaeT Ha dPPEKT «KOHIACHCAITHI,
T. €. YIUIOTHEHUE KJIeTOYHbIX MemOpaH. [Ipu sTom
MIPOUCXOAMT ITOBBIIICHUE MUKPOBSI3KOCTH, TOJIIUHBI
KJICTOYHBIX MEMOpaH, YMEHBINACTCS UX TEKy4ecTb M
MOABMKHOCTD, CJIEOBATEIbHO, CHIKACTCS MPOHMLA-
E€MOCTh KJICTOYHBIX MEeMOpaH ISl BOJbI, AJIEKTPOIIH-
TOB W JAPYTHX BEIIeCTB. B pe3ynbrare IMOBBIIIACTCS
ANIEKTpHUYECKasl CTAa0MIBHOCTh MEMOpPaH, TOPMO3SITCS
mpomeccsl [IOJI. Takum oOpa3oM, OHONOTHYECCKUM
CMBICIIOM THIIEPXOJICCTEPUHEMHUH SIBIISICTCSI TTOBBIIIIE-
HUE CTAOMIBHOCTH, «YIUIOTHEHHE» KIETOYHBIX MEM-
OpaH, HanpaBJIEHHOE HA YMEHBIIECHHE pa3pyIaroIIero
neiicrust [10J1, Bo3HuKaromero npu crpecce. OaHaxo,
COXpaHsisi CBOIO CTPYKTYPY ¥ BHYTPHKJICTOYHBIN TOME-
0CTa3, KJIETKH YaCTUIHO TePSIOT (PYHKITMOHAIBHYIO aK-
TUBHOCTb. B KJIeTKax yMeHbIIaeTcs TpaHcMeMOpaHHas
mudy3nst, TTOHIKAETCS PEUENTOpPHAs YyBCTBHUTEIb-
HOCTBh, YMEHBIIAeTCsl BO30yauMocTh. CTaOmmm3arus
O0OMEHHBIX MPOLECCOB B OPraHU3ME MPH XPOHHUECKOM
CTpecce JOCTUTaeTcs 3a CYeT aKTHBU3ALUH CTpPecc-
JUMHUTHPYIOIUX peakiuil (eHOMEH aJarTalMuOHHOM
crabunm3anuu cTpykryp). [lpu penomene amanramm-
OHHOHM cTaOuim3ali CTPYKTYp B TIEPBYIO OdYepelnb
YCUIIMBAETCS 3alliTa KIETOYHBIX, MHUTOXOHIPHUAIH-
HBIX, JIN30COMAJIFHBIX U SIIEPHBIX MeMOpaH [5]. Ha oc-
HOBaHMHM KOMILIEKCHOTO WCCIICAOBAHMS aJlalTalioH-
HO-KOMIICHCAaTOPHBIX MEXaHH3MOB TPH XPOHHUYECKOM
CTpecce MpOCIEKHUBACTCS OINpeIesicHHas, KaK Ham
Ka)KeTCsl, 001eOnoIornyecKasl 3aKOHOMEPHOCTh: YeM
0oJiee CTOMKNE «BHEIIHUE KIMHUYECKUE MTPOSBICHHUS,
TEM CHIIbHEEe CTPEeMJICHHE K COXPAaHEHHWIO BHYTpEHHe-
TO TOMEOCTa3a, TeM OOJIbIIe BRIpakeHa «MOOMITH3AIHS
K CTa0MIBLHOCTH», HECMOTPSl Ha TOTEPI0 HEKOTOPOM
(byHKIIMOHATBEHON akTUBHOCTH [21].

JJs aproTponHoil cTaguu XpOHUYECKOIO CTpecca
XapakTepHa 0oJiee BBIPAKCHHAS JIAOWIBHOCTH COCTOS-
HUS KJICTOYHBIX MeMOpaH. DTO CBsI3aHO C BBICOKOW aK-
TUBHOCTBIO KaTaOOJIMYECKHX MPOIECCOB, B pE3yIbTaTe
4yero 4acth QocdomumuaoB MeMOpaH MOOMIH3YeTCs
JUTSL CHHTE3a CBOOOIHBIX JKUPHBIX KHCIIOT, UCTIONb3Yye-
MBIX OPraHM3MOM B KaueCTBE YHEPreTHYCCKOrO Mare-
puana. B Takoil cuTyanuu BbIlIE PUCK Pa3BUTHS MEM-
OpaHomnu3a.

st TpopoTpOIHON cTaauK XapakTepHa Ooliee BbI-
paskeHHas CTaOMIILHOCTD KJIETOUYHBIX MEMOpaH, HO MpH
9TOM CHIKAETCS OTIEPATHBHOCTH (OBICTPOTA pearmpo-
BaHWS) TPUCIIOCOOUTEIFHBIX MEXaHU3MOB OpraHU3Ma
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M3-32 YMEHBIIICHUS PEIENTOPHON YYyBCTBUTEIHLHOCTH
KIIETOK.

Ocoboe BHHMMaHuWe oOpamiaeM Ha OIpeeTIeHre
QJIaNTAlMOHHBIX PEaKIMid OpraHu3Ma ¢ IOMOIIbIO
OLICHKU MOP(OJIOIHYECKOTO cocTaBa Oeyiold KPOBHU I10
JLX. TI'apkaBu c coaBt. [22]. [Ipu 3ToM TuD peakuuu
JIMaTHOCTHPYETCS B OCHOBHOM II0 TIPOLIEHTHOMY CO-
JepKaHUIO JIUMQOITUTOB B JICHKOIIUTApHOH (QopMyrie
Y TI0 X COOTHOIIEHHIO C CETMEHTOSIEPHBIMUA HEUTPO-
(rmamu. ABTOPBHI pa3nugaroT: 1) peakiuio TPSHHPOBKH
(urcino MUMQOIUTOB B Ipe/eNax HWKHEW IOJIOBHHBI
30HBI HOPMBI); 2) PEaKIINIO CIIOKOWHOM aKTUBAIINU (UM C-
J10 TUM(OIIUTOB B TMpeJesiaX BEPXHEH MOJIOBUHBI 30HBI
HOPMBI); 3) peaKIUio MOBBIICHHON aKTUBAIMU (YUCIIO
JUMQOIMTOB, TIO HAIIUM JIAaHHBIM, MO0 CPaBHEHHIO CO
CPeTHUMH TTOKa3aTeNIIMA HOPMBI, YBEJIMYEHO MEHBIIE
gem Ha 50%); 4) peakuuio mepeakTUBarH (IUCIO JTUM-
(hOLIMTOB, MO HAIIIMM JIJAHHBIM, [0 CPABHEHHUIO CO CPEJI-
HUMH [TOKa3aTeJIIMU HOPMbI, YBEJTUUEHO OOJIBIIIE YeM Ha
50%); 5) peaxiuu cTpecca (OCTPOro U XPOHUYECKOTO),
IIPU KOTOPBIX YHCJIO JIMM(OIUTOB MEHBIIE HOPMBI, a
KOJIMYECTBO HEeHTpo(mioB Oosbiie HOpMmbL. [lo Hamie-
My MHEHHIO, YKa3aHHbIE W3MEHEHUS JICHKOIMTApHON
(hopMyIIBI TIPH XPOHUYECKOM CTpECCe XapaKTepHBI ISt
DPTOTPOITHON CTamuu, a Uil TPO(GOTPOITHON CTaanu
XapaKTepHA peaKIMs IePeaKkTHUBALMHK, OTpPaKaroIias
npeobiaganue aHabOJIMYECKUX MPOIIECCOB, AKTUBALIUIO
CHHTE3a MUHEPATIOKOPTHKOH/IOB,

Takum o0Opa3oMm, B pe3yiabrare MPOBEAEHHBIX HC-
cienoBaHuil (ynIyONSIOIINX TPEICTABICHUS O TEO-
pUM cTpecca) HAM yAaloCh JI0Ka3aTh HEOOXOAUMOCTh
BBIZICJICHHUSI DPTOTPOITHON M TpOohOTPOITHOW CcTamanuid
XPOHHYECKOTO CTpPecca, YTO PACHIMPHIO BO3MOXKHO-
CTH HCIIOJIb30BAHUS ATON TCOPHH ISl YTOYHECHHUS I1a-
TOreHe3a MHOruX 3aboyieBaHuil. B kauectBe mpumepa
MOKHO OOCYJIUTh HEKOTOPBIE ACIIEKThI IIATOTCHE3a XPO-
HUYECKON TAaTOJIOTUU KEITYIOYHO-KUIIEYHOTO TPaKTa
(racTpomyoneHuTa, I3BeHHOW OONe3HH U T. 1.). JlaBHO
M3BECTHO, YTO XPOHWYECKHUI (B OCHOBHOM ICHUXOIMO-
[IHOHAIBHBIA) CTPECC CIIOCOOCTBYET pPa3BUTHIO YKa-
3aHHOM maronoruu. OMHAKO HEKOTOPHIE MATOTEHETH-
YECKHUE JICTAIU ero BIMsAHUSA Heu3BeCTHBI. [1o Hamemy
MHEHUIO, OJJHUM U3 IaTOTCHETUYCCKUX KOMIIOHECHTOB
XPOHHUYECKOW  TATOJIOTHH  KEIYJAOYHO-KHIIIEUHOTO
TpakTa SIBIISIETCS XPOHUYECKAsI CTPECCOBast PEaKIHsl B
cTaauu npeoOaganus TPO(GOTPOITHBIX peaKInii, Korua
Ha ()OHE BBIPAXCHHOM BarOTOHWH B pe3yJibTaTe nucoa-
JIaHCa arpeCCHUBHBIX U 3aITUTHHIX ()aKTOPOB BO3HUKAET

MOBPEKACHUE CIM3UCTON O00O0JOYKH SKEIyHOUYHO-KH-
LIEYHOTO TPAKTA, Pa3BUTHE BOCIAIUTEIILHOTO IIPOLEC-
ca, MOJIJIEPAKMUBAEMOT0 BBICOKOM CEKpelreil MuHepaso-
KOPTHKOHJIOB, alleTHIIXOJIMHA, TUCTAMUHA.

BbineneHHble HAaMH CTaJul XPOHUYECKOW CTpec-
COBOM peaknuy MOMOTYT OOECIEYUTh ONTHMAIbHOE
NPOBEJCHUE TPEHUPOBOUHOIO Hpolecca y IOHBIX
CIIOPTCMEHOB, TPEAYIPEIUTh TOOOYHBIE APPEKTHI
IProTPONHBIX (B Hadajge XPOHHYCCKHX (PUINICCKHUX
MepPerpy30K) U TPO(OTPOIHEIX (B MEPHOI «ITHUKA (Op-
MBbI») peakiuil. TeopeTndeckue mpecTaBIeHus 0 Xpo-
HUYECKOM CTpeccoBON peaklii MO3BOJISIOT BBICKA3aTh
MBICJIb O TOM, YTO THIEPIJIa3Hsi BUJIOYKOBOH >KENe3bl
y ZeTell paHHero BO3pacTa, a TaKKe OKHUPEHHE — 3TO
OpOSIBIICHUST TPOQOTPONMHON CTaguM XPOHHYECKOH
CTPECCOBOM pPeaKLuH.

AnanTtaloHHbIE PEeaKIMK ISUCTBYIOT IO MPUHIIUITY
OTIEPEKAFOIIETO OTPAXKEHUsI COOBITHH [23], a Takxe 1o
MIPUHIIAITY aBTOMATHYECKOTO CaMOpPETyIHpOBaHus [4].
braronapss mpuHIKIY OINEpeXarolIero OTPaXKEHUs Co-
OBITUI Ha HA4YaJIbHOM JTale aJaNTalyd ASSTEIbHOCTD
OpraHu3Ma OCYIICCTBIISIETCS] IPH TIOYTH TTOJIHOM MOOU-
mr3anuy QyHKIIMOHAJBHBIX pe3epBoB [6, 23], T. e. mpH
Pa3BUTHH NATOJIOTMYECKOrO MpoLecca cHavyala BO3HHU-
KaeT (ha3a HaNpPsDKEHHOH afanTaiuy, KOTopas CMEHsET-
csi (hazaMu OTHOCHUTENLHOM KOMITCHCAIIMU U JICKOMIICH-
canmu. OTH (a3l XapakTepHbI Kak JJisi SPrOTPOITHOM,
Tak ¥ Ui TpodoTporHON cramumii [24]. Beigenenue
aTuX (a3 O6azupyercs Ha CPaBHEHUH AJIBTEPHATHBHBIX
rokaszaresyield, Hampumep, IOKa3aTesie, OTpaKaroInX
COCTOSIHUE CUMIIaTHYECKOTO M IIApaCHMIIaTHYECKOTO OT-
nieNioB BeretatuBHOU HepBHOU crcteMbl (BHC). B cBoeii
paboTe MBI 4aCTO UCHOJIB30BAIN [I0KA3aTeNIN KapIUO1H-
Terpanorpaduu, XapaKTepu3yIoIue aKTHBHOCTh CUMIIa-
tuaeckoro (AMo) u mapacummnariyeckoro (Ax) oTenon
BHC, a tax:ke — MHTErpaibHOTO MOKA3aTeNsl HCXOIHOTO
BereraruBHoro Tonyca (MH) (puc. 2)

Ilpu speomponnoti cmaouu s $ha3pl HaNpsHKEH-
HOW ajanTaluy XapaKTepHO OJMHAKOBOE IOBBIIICHUE
AKTUBHOCTH CHMIIATHYECKOIO M IapacUMIATHYECKOIO
OTZAENOB, Al (a3bl OTHOCUTENIbHON KOMIIEHCALIUU —
HE/I0CTAaTOYHOE MOBBIIICHNE TOHYCa MapacuMIaTuie-
CKOTo OTJiena, Ajst Ga3bl JEeKOMIICHCAUN — MOBBIIIe-
HHUE aKTUBHOCTH CHUMIIATHYECKOTO OTJIENIa U CHUYKEHUE
NapacuMIIaTHYeCKOTO.

Ilpu mpogpomponnoti cmaouu nns ¢da3el Ha-
OpSDKEHHOM ajanTaluyM  XapakTEepPHO OJIMHAKOBOE
MOBBIIICHNE TOHYCa NapacUMIATHYECKOIO U CHUM-
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Tabnuua. Knaccudmkauns xporudeckoro ctpecca (Heyaaxur E.B., 2008)

Crtagun

Mapképbl

®da3sbl

SproTponHasn

1 3hnpoB xonectepuHa

TpodoTponHas

CBO60,EleIX XXUPHbIX KUCIOT

HedvunT maccel Tena, CMMNaTUKOTOHUS, NENKOLMUTO3, HeNTpodu-
Né3, MMMdOoNeHNs, rMnepceKkpeLms rMIoKOKOPTUKOCTEPOMAOB, TH-
NoceKpeLns MMHepanoKOPTUKOCTEPOVAOB Y UHCYNNHA, TNepriun-
KeMusi, rMnepnunuaemMms 3a CHET TpUrmmuepunaoB, ochonnnnaos

OXupeHue, BaroToHusl, NENKONeHnsi, HEMTPONeHusi, NMMoLNTO3,
rMNOCEKPeLMs MMHOKOKOPTUKOCTEPOMAOB, MNepcekpeLmns MMHepa-
JIOKOPTUKOCTEPOUAOB U MHCYNUHA, FMMOFNKEMUS], T1noansoymMu-

HeMUs, rMNepaMnuaeMus 3a CHET TPUIMULIEPUAOB, XonecTepuHa u

HanpsikéHHoln aganTtauum
OTHOCUTENBHOW KOMMNEHcaLun

[exkomneHcaumm

[IaTHYECKOI0 OTEIIOB, A1 (ha3bl OTHOCUTEIBHOM KOM-
MEHCAIMM — HEIOCTAaTOYHOE MOBBILICHUE AKTHUBHOCTH
CHUMITaTHYECKOTO OTAeNa, A5l Pa3bl JEKOMIICHCAIIUH —
MOBBIIICHWE TapacHUMITATHYECKOTO TOHyca Ha (oHe
yMeHbLICHUsT cumnarudeckoro. Kpome toro, s
OLICHKH aJlalTallMOHHO-KOMIICHCATOPHBIX PEaKUHN U
OMpeneICHNs YKa3aHHBIX (a3 MpH pazIuyuHBbIX HaTo-
JIOTUYECKHUX COCTOSTHUAX y JIETEH NCII0JIb30BAJINCH Ta-
KM€ aJIbTepHATUBHBIE II0KA3aTeNIM, KaK NapaTropMOH
U KaJbLHUTOHMH, OCTEOKaJbLUUH U C-KOHLIEBBIE TENO-
MEeNTU/bl, KalblUi U MarHui, a Takxe APyTrue ajb-
TEepHATUBHBIE IPOTUBOIOJIOKHOCTH [24, 25].
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Pe3rome

[pencrapieHbl KIMHWUYECKAE HAOMIONCHUS, JIEMOH-
CTPHUpYIOIIUE JICYCHHE CKOIN030B Ha ()OHE CIUHAIIBHOI
MblIeyHol arpoduu. [TokazaHo, 4To B pe3ysnbrare ore-
PaTUBHOIO BMEIIATENILCTBA Y MALMEHTOB BOCCTAHOBIICH
OanaHC TYJIOBHIIA, PEJOTBpAlLleHa mporpeccus 1edop-
Mallii TIO3BOHOYHMKA U TPYAHON KIIETKH, YAy4IlIEHO ca-
MOOOCITYKHBaHHE.

Knrouesvie cnoga: onepamugnoe neuenue, Helpombi-
WIEUHbIL CKONUO3, KOPPEKYUsL U huKcayusi N0360HOUHU-
Ka, CNUHANbHAS MbIUEYHAS AMPOPUsL.

Abstract

The paper presents clinical observations of treatment
outcomes of scoliosis associated with spinal muscular
atrophy. It was shown that surgical intervention resulted
in corrected body balance, prevented progression of
spine and thorax deformity, and improved self-care in
patients.

Key words: surgical treatment, neuromuscular scoliosis,
correction and fixation of the spine, spinal muscular
atrophy.

CrnnanpHble Mbleunsie arpodun (CMA) — rpyn-
11a HACJIEJICTBEHHBIX 3a00JI€BaHUI JETCKOTO BO3pacTa,
BIiepBbie oHU ObUIH omucanbl G. Werdnig B 1891 ropmy.
OnHUM W3 TIPU3HAKOB TAHHBIX 3a00JI€BaHUH ObLIIa CHM-
MeTpHYHas aTpo(usl KIIETOK NePEJHUX POTOB CITMHHOTO
MO3Ta H MepeTHUX KOPEIITKOB, BbI3BIBAIOIIAS HAPYILICHUE
HEHpO-MBIIIEYHON Nepeiaudl U IPOrpecCUpyOLIi na-
paym.

20

Ha ceromusmanii MoMeHT BBIACHSAIOT 4 (HOpMBI
CMA, 13 KOTOpBIX Hanbosee TSHKEIBIM SIBIISETCS Tep-
BBIi{, TPY KOTOPOM ITOPAXkKArOTCsI INIOTATENbHBIE MBIIIIBI
n auadparma. J[aHHBI THTT XapakTepu3yeTcs paHHEH
CMEpPTHOCTBIO. BTOpO#l THI HECKONbKO OnarompusT-
Hee: MaIMeHThl CIIOCOOHBI CUAETh 0€3 MOAJIEPIKKH, O/
HAKO OHU YacTO CTPaAAIOT OT OCIOKHEHNH, CBA3aHHBIX
¢ MH(MEKIUSIMH JbIXaTeIbHBIX ITyTEH.
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TACTICS OF SURGICAL CORRECTION

OF SCOLIOSIS IN PATIENTS WITH SPINAL MUSCULAR ATROPHY

Tpernii Tun, onmcannblii E. Kugelberg u L. We-
lander xapaxrepusyercs 6ojee O3 THIM HadaIoM U OT-
HOCHUTEIFHO JOOpOKaYeCTBEeHHBIM TedeHueM. [larment
CIOCOOCH CTOSITh, HO HCIIBITHIBAET CHIIBHYIO CIIa00CTb.
Tum 4 — B3pocnas Gopma OoNe3HU, XapaKTepU3yroIia-
sicsl aTporelt MBI PYK, HOT U SI3bIKa, KOTOPbIE MOSIB-
JIA0TCSA Tocae 35 Jer.

CMA BezBana mytammeir SMNI1 rena, xomupyro-
miero 6enok SMN. JIlnarnos CMA moarsep>kaaeTcs B
pesyasrare JJHK-ananuza. ¥V mamueHTOB ¢ MBIIICUHON
arpoduell TPOU3BOAUTCST MeHbIIee KommdecTBO SMN
Oenka, 4To MPHUBOJAMT K MOTEPEe MOTOPHBIX HEHPOHOB.
OTH MPOLECCH COMPOBOXKIAAETCS HAPYIIEHHEM PaOOTHI
MIOTIEPEUHOIIOIOCATON MYCKYJIATypbl HUKHUX KOHEYHO-
CTEH, a TaKXe roJIOBbI U 1IeU. MBIIIIbI BEPXHUX KOHEY-
HOCTel OOBIYHO HE CTpajaroT. [y ciMHANBHBIX aMHO-
Tpoduil XapaKTEpHO COXpPaHEHHE TyBCTBUTEIHHOCTH, a
TaKKe OTCYTCTBHE 3a/IEPKKH IICUXUIECKOTO Pa3BUTHSI.

Cxonumo3ssl y maruenTtoB, crpagaomux CMA Ho-
CSIT HEUPOMBIIIEUHBIA XapakTep U MOTYT COYETAThCsI C
KOCTHO-CYCTaBHBIMU JiepopMariusiMu, aehopMarmsiMu
TPyAHOHN KJIETKOW, BEIBUXaMHU CycTaBoB. CKOIMOTHYE-
CKasi Jiyra TpOTsDKEHHAsI, OJHOCTOPOHHSIS, 3aXBaThIBa-
eT OO0JIBIIOE KOJIMYECTBO MMO3BOHKOB, COMPOBOXKAACTCS
BBIpQ)KEHHBIM MIEPEKOCOM Ta3a.

B oreuecTBenHOl nuTeparype paboThl, OCBAIICH-
HBIE ONEPATHBHOMY JICUEHUIO CKOJIHO30B Ha (oHe
CMA mnpakTHYeCKH OTCYTCTBYIOT. JlaHHas Tshkemas
Tpyla ManueHTOB O0JIIro€ BpEMA 6I)I.]'Ia BBIHYX/ICHA
roJTyyarhb JjiedyeHue 3a pyoexxoM. [IpuBoaum kinHHYe-
CKHE CIIyyad YCHEIIHOTO OIEpPaTUBHOTO JIEUEHUS Jie-
(hopmanuii MO3BOHOYHUKA Y MAIUEHTOB, CTPAIAIOIINX

a () B

CMA, naomogasmmmxcs B HIIL Criernau3npoBaHHON
MII umenu B.®. Boitno-SIcenernkoro [3M.

Kiannnuecknii npumep Ne 1

[Marmuentka P., 17 net, nabmopanace B HIII[ Cren
MIIJ] ¢ auarnozom: Helpo-MbllIeUHBINH CKOIHO3 TPY-
JIO-TIOCHUYHOTO OT/JeNa 4 CT. Ha MOYBE CHUHAJIBHOU
amuoTpoduu (2 tum).

W3 anamHe3a M3BECTHO, UTO B BO3pacTe 6 MecsleB
y pebenka nocie OPBU oTmedeHo cHIKEHHE TOHYCa
MBI KOHEYHOCTEH, MpOorpeccupyloliee CHUKEHHE
JIBUraTeIbHOM akTUBHOCTH. HaOmromanach B IICHXO-
HEBPOJIOTMYECKOM CTaIlOHApe MO MECTY KUTEIbCTBA
C JIMarHO30M HAcCJIEJCTBEHHOE 3aboJieBaHHE HEPBHOU
cuctembl. O0Ociie[0BaHa B IEHTPE MOJIEKYISPHON Me-
nuiuHel, nposoawics JIHK-ananus, BbIsSBIEHBI Je-
merus B 7, 8 sk30Hax SWN TeHa B reTepO3UTOTHOM
cocrostann, nuarao3 CMA monreepkneH. C 8 meT po-
JTUTENSIMA OTMEUYEHO TIOSBIICHHE ¥ MTPOTPECCUPOBAHIE
nedopmanyu Mo3BOHOYHHKA.

[Ipu mocTynneHnn BsUTBIA TeTparmapes3, BBIpa)KeH-
Hasl JIEBOCTOPOHHSISA JehopMaliysi TPyI0-TIOSICHHYHOTO
OTJIerNa MO3BOHOYHUKA C MEPEKOCOM Tasa BIpaBo, 001
B crMHE. PEHTIeHOJOrMYEeCKH BBISBICH IPYNO-TOSC-
HUYHBIA ckoino3 4 ct. (135 rpagycoB no Ko60y), Ha-
KJIOH Ta3a BIPaBO — Yroj HakiIoHa (MEXAy JHHHEH,
COEIMHSIONIENH KPbUIbs MOAB3AOIIHBIX KOCTEH U ropu-
30HTaIbHON MuHMeEN) 20 rpagycos (puc. 1).

IlepBbIM 3TarioM BBITIOIHEHO HAJIOKEHHE KOJIbLA Ta-
JIo-anmapara, IpOBOIUIACH TAJIO-TPaKIUs B TeueHue 14
JIHEW. BTOpBIM 3Tanom IpoBEACHO OIEpaTUBHOE BMEIlIa-
TENILCTBO: B YCJIOBUSIX MHTPAONEPAIIOOHOH Tano-Tpax-

Puc 1. Maupentka P., 17 net. PeHTreHorpammbl (a, 6) v BHELHWI BIA (B, ) MY NOCTYNNEHUM
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IIUA TIPOBENIEHA JIOpcaibHas KOPPeKIHs M (hUKcaIws
MMO3BOHOYHMKA THOPWIHONW METAJUIOKOHCTPYKIEH (B
BEPXHEM U HIDKHEM TIONIOCE METAJUIOKOHCTPYKIUU
TPaHCIIEUKYJISIPHBIC BUHTBI, Ha BEPIIUHE JIe(hopMariiy —
MpOBOJIOYHAs JlaMUHApHast pukcanms o Luque) ¢ uk-
carelt Taza. IIpogomKuTebHOCTE onepammy — 3 Jaca
40 MHHYT, HHTpaoTIepartmonHast KpoBorotepst — 700 Mi1.
Koppexkius crommotrdeckoit aedopmamnmi cocraBmia ¢
135 1o 55 rpamycoB, kudorndeckoii — ¢ 88 mo 42 rpamy-
COB, KOppeKIust HakoHa Ta3a ¢ 20 mo 10 rpan. (puc. 2).
[MocneonepaMoHHbIi TIEpUOJ] TPOTEKaI 0e3 oc-
NokHeHuH, mponomkeHHas MBJI e morpeboBanach,
paHa 3aKujia MCPBUYHBLIM HATSKCHHUCM, IIBbI CHATHI
Ha 14 cytku. [Ipn KOHTPOIBLHOM OCMOTpE depe3 3, 6 u
12 MecsIeB MeTaUIOKOHCTPYKIHAS CTA0MIIbHA, TTOTEPs

xoppekuuu uepe3 1 rog — 8% (¢ 65 no 70 rpaxn). Ilpu
UCCIIEI0OBaHNN (DYHKIIMH BHEITHETO JBIXaHUS OTMEde-
HO YBEJIMYEHHUE KU3HEHHON EMKOCTH JIETKHX (depe3 6
Mec. MocJjie onepaTUBHOrO JieueHus) Ha 35%.

Kaunuuyeckuii mpumep Ne 2

[TarmmenTka T., 17 1eT, HaX0UIACh HA ONEPAaTHBHOM
JIEYEHUH ¢ AUarHo3om: HellpoMbllieuHbli Ipya0-1osic-
HUYHBIA CKONMO3 4 CT. Ha (pOHE CIIMHANBHOUN MBIIIeY-
Hol atpoduu 2 Tuna. HabmromaeTcst ¢ ;aHHBIM JHarHo-
30M ¢ 2-nmetHero Bospacta. Jlo 4-5-netHero Bo3pacra
CaMOCTOSITEIILHO TIepe/IBUranach, 3aTeM HapacTal Mpo-
rpeccupyronmii Terpanapes. [Ipu moctymieHnn HIDK-
HUU TpyOBIi BSJIBIN MMapanape3 U BEpXHUHA YMEPCHHBIN
naparnapes.

a e X
Puc 2. MaupenTka P., 17 net. PeHTreHorpammbl v BHELLHMIA BUA A0 (a, B, 4, ) 1 nocne nevenms (6, T, e, 3)
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a

B r

Puc 3. MNaupentka T., 17 net. BHelwurwi BUA (a, B) 1 peHTreHorpammbl (6, r) npu nocTynneHum

[Ipu mocrynnenun xanoObl Ha Hamuyue Jedopma-
LMY TTO3BOHOYHUKA M TPYIHOW KJIETKH, 00JH, ObIcTpas
YTOMIIIEMOCTb MBI criuHBL. [lanuenTka nepeaBuraet-
Csl HA MHBAJIUIHOM KpECHe, B MOJIOKEHUU CHUJISL UCIIbI-
TBHIBAET 3HAYUTENBHBIA TUCKOM(OPT U3-32 BHIPAKEHHO-
ro aucOananca TyIOBHINA. VICTIONB3yeT TONTYKECTKHMA
rpyAonosACHUYHbIN KopceT. [lo cHATMM KopceTa BbIpa-
JKEHHas! JIEBOCTOPOHHASA TPYIOMOSCHUYHAA KH(HOCKO-
ToTHYecKast edopmarius, IeBOCTOPOHHUN PeOepHBIi
rop6 (puc. 3). [To naHHBIM peHTreHOrpaduu MO3BOHOY-
HUKA, YTOJI CKOJIMOTHYECKOW NeOpMallii COCTaBIISIET
95 rpan. kudoruueckoit cust — 50 rpaj. Yroa HakJIOHA
MIpaBoO¥ TOAB3AOIIHON KOCTH Taza 25 rparycoB.

[To 3axmroueHHIo aHeCTe3no0ra U peaHuMaToIora
HMEETCs BBICOKAs CTETIEHb aHECTE3UOJIOTMUECKOTO PH-
CKa, OJTHAKO a0COIIFOTHBIC TPOTHBOIIOKA3aHMS K ITPOBE-
JICHUIO OOIIel aHeCTe3WH W XUPYpPrHUecKOro BMella-
TENhCTBA OTCYTCTBYIOT.

[TarmeHnTKEe TIPOBEIEHO OTEpPATHBHOE BMEIIATENb-
CTBO — JOpcayibHas KOppeKuus M (puKcanus MO3BO-
HOYHHMKA BHHTOBOH METAJNIOKOHCTpyKmmeu (puc. 4).
[Tocne cyGneprnocTanbHOTO CKEIETHPOBAHUS TapaBep-
TeOpaTbHBIX MBI YCTAHOBIICHBI TPAHCIICIUKYIISIP-
HBIC BHHTBI, TaKKe MPOM3BElEHa 3ajHssi MOOMIN3a-
L1 TTO3BOHOYHHKA: MHOTOYpOBHEBAsi OCTEOTOMHMSI IO
Cwurt-Ilerepcony (SPO — pe3ekiius 0CTUCTBIX, CyCTaB-
HBIX OTPOCTKOB, KOPPUTUPYIOLLIAS IIMUHOTOMHUS, UCCE-
YeHue kenTol cBsas3ku). [locie mocTmxeHus ynosier-
BOPUTEIBHON MOOWMIBHOCTH TPOBENEHA KOPPEKIUS H
(bmkcarus MO3BOHOYHHKA, 33 JHHI CIIOHUIIONES.

[IponomxuTensHOCTH onepauuu — 7 yacoB 40 MUHYT,
HUHTpaonepannoHHas kposonoreps — 1200 mut. Koppexk-

«QUANTUM SATIS»

Puc 4. Mauventka T., 17 net. MHTpaonepaLuoHHoe ¢oto: ycTa-
HOBKa TpaHCMeMKYNAPHbIX BUHTOB C ypoBHs Th1 go S2

LIUSI CKOJIMOTHYECKOM nedopMmaiiuy coctaBuia ¢ 95 10
50 rpaaycos, kudorudeckoit — ¢ 50 mo 30 rpamaycos,
KOppEKIHsl HakiIoHa Ta3a ¢ 25 70 10 rpan. (puc. 5).

[NaruenTka akKTUBHPOBaHA HAa 2 CYTKH IMOCJE BME-
IIaTeNIbCTBA, B TOJIOKEHUH CUJS OTMEUYEHO yCTpaHe-
HUEe nucOallaHCca TYJIOBHUINA, 3HAYWTENbHAs KOppEeK-
IUST CKOJIMOTUYECKON W KU(OTUYECKOH nedopMalium.
Pana 3axnia MEepBUYHBIM HATSHKEHHEM, IIBBI CHATHI
Ha 12 cytku. Ilpu KOHTpOIBHOM OCMOTpe depe3 3 u
6 MecsieB OONEBOW CHHAPOM B CIWHE KyMHPOBAH,
3HAUUTEIBHO YIYUIIUIOCH CaMOOOCITy:)KUBAHUE TIaIlH-
EHTKH, HOpMallM30Baiach paboTa OpPTraHOB JKENym0y-
HO-KHUIIEYHOro Tpakra. [Io JaHHBIM pEHTreHOrpaMM,
METAJUIOKOHCTPYKIMS CTaOWIIbHA, IMOTEPH KOPPEKIIUU
He oTMedeHo. [Ipu uccrenoBanuy (yHKIUN BHEITHE-
TO JIBIXaHUS PETUCTPUPOBAHO YBEIMUEHUE )KU3HEHHOM
eMKOCTH JIETKUX (depe3 6 Mec. Mociie ONepaTUuBHOTO
nedenusi) Ha 25%.
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a e
Puc 5. MauwenTka T., 17 net. PeHTreHorpamMmbl 1 BHELHWIA BUA A0 (a, B, A, X) n nocne (6, T, e, 3) neveHus

O0cy:x1eHue U BbIBOIbI

Cxomunossl Ha oHe CMA sBISITOTCSL HEHPOMBIILIEY-
HBIMH e(OopManusIMU, 00yCIOBICHHBIMH TTOPaKEHUEM
2 MOTOHEHpOHA NEPEAHUX POroB CIMHHOrO Mo3ra [1].

B nocrynHoli HaM OTeYeCTBEHHOM JIUTEpaType OTCyT-
CTBOBAJI MaTepHUaJl 110 BOIIPOCAM XUPYPIUUECKON KOPpeK-
MM HEHPOMBIIIEUYHBIX JedopMalyii TO3BOHOYHUKA, YTO
JieliaeT 3yveHne JaHHOH MPOOJIeMbI aKTyaTbHBIM.

OTCyTCTBHE CBOEBPEMEHHOTO JIEYEHUSI HEWPOMBI-
LIEYHBIX Ae(opMaluil MO3BOHOYHHKA BBI3BIBAIOT ClIe-
JYIOLINE CUMIITOMBI:

— 001b;

— HapyllEHHbIM OajaHC TYJIOBMIIA IPU CHUICHHH,
YTO 3HAYUTEIFHO CHIKAET CaMOOOCTYKHBaHHE
OOJIbHBIX;

— TPOJICKHU;

— MICUXOJIOTUYECKHE TPOoOIeMbl (Uil MalUeHTOB C

COXpaHHBIM UHTEIUICKTOM);

— TpoOIEMBI CO CTOPOHBI OPTaHOB TPYIHOU KIETKH
(ymenpmenue mokazareneii ®BJI, pecmmparop-
HEIC 3200JIeBaHIsI, THEBMOHUH, HAPYIICHUE pado-
ThI CEP/IEUHO-COCYIUCTOMN CUCTEMBI) 2, 3, 4].

Ilepen mpoBeneHneM BMEIIATENBCTB Ha MO3BOHOY-
HUKE Y MAIUSHTOB B PsiJIe CIIy4aeB MIPOBOIUTCS YCTpa-
HEHHE COMYTCTBYIOUIEH IATOJIOTUM — KOHTPAKTyp W
BO3MOXHBIX BBIBUXOB B CyCTaBax.

YuuTelBasi NPOTSKEHHOCTh CKOJIMOTUYECKON JIyTH,
3HAYUTEIBHYIO POTAILMIO NTO3BOHKOB, OTHOCUTEIHHYIO
MOOHMJIBHOCTb, IPAKTUUECKUH IOCTOSIHHO ITPUCYTCTBY-
0NN TIEPEeKOC Tas3a, MPU MPOBENCHUN KOPPEKINH U
(duKcanmmu HEHPOMBIIICYHBIX Ie(GopMaIiii NCITONIb3Y-
I0TCSI TOpCalbHBIE METONUKH [5, 6].

BeHnTpanbHblil TOAX0A UCHIONB3YETCS AJIsl IPOBEE-
HUSl peiu3a MEKIO3BOHKOBBIX CTPYKTYP U KakK camo-
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CTOSITENTbHBINA TTOXO] TP JIEYEHUH HEHPOMBIIIEIHBIX
nedopmaruii mpuMeHsieTcs peako [7, 8].

Jiis pukcaruy MO3BOHOYHHMKA Y TIAIIMEHTOB C HEW-
POMBIIIEUHBIMH J1e(HOPMALUSIMH PUMEHSIOTCS] BUHTO-
BbIE, THOO KOMOMHUPOBAaHHBIE KOHCTPYKIIMA (BUHTHI +
mpoBosioka). [Ipu onepaTHBHON KOPPEKIIUH CKOJIHO3a
B2)KHBIM MOMEHTOM SIBJISIETCSI MHOTOYPOBHEBast (DUK-
calMs ¢ yCTaHOBKOHM OOJIBILIOrO YMCIIa OMOPHBIX 3Jie-
MEHTOB (KeJIaTelbHO (PUKCHUPOBATH KaXIBIH CETMEHT
CKOJIMOTHYECKOW Ayru). MHOroypoBHeBas (hukcarus
[I03BOJISIET PABHOMEPHO PACIpPENENIUTh Harpys3Ky Ha
OIOPHBIE AIIEMEHTHI [TO3BOHOYHUKA, B KOTOPBIX 3a4a-
CTYIO OTMEYaeTcs OCTEOIEHHs, U B YCIOBHUSIX HEIOJ-
HOIIGHHOM TMapaBepTeOpaIbHONH MYCKYJIaTyphl HallexK-
HO y/IE€P>KUBATh MMO3BOHOYHBIH cToO [9, 10].

Tak Kak IpaKTUYECKH Bce HEHPOMBILIEYHbIE 1eop-

Maluu COIIPOBOXKIAAKOTCA IMEPEKOCOM Tasa, IIpUu MOH-
i

Jluteparypa

Take KOHCTPYKLMHU B HIDKHEM IIOJIFOCE HCIIONIb3YEeTCs
y3€J1 NeNTbBUK/CaKpo-nenbBuK-(hukcanuu. [lokazanmusm
K (huKcanuu Tasa SBISAETCS Yroji HaKjIoHa Taza (MexXIy
JIMHUEH, COCANHSIONIEH KPhUIbsI ITOJB3I0IIHBIX KOCTEH
Y TOPU3OHTAILHOW JTMHKEH) Oosee 15 rpamycos.

B pe3synbrare Xupypruueckoii KOppeKLMA HEHPOMBI-
IIEYHOTO CKOJIM03a Y HAIIMX MAIlMeHTOB JTOCTUTHYTa:

— Koppekuus aeopMaluy 03BOHOYHUKA,;

— OCTaHOBKAa IIPOIPECCHU CKOJMO033a, YMEHBILEHHE
00JICBOTO CHHIIPOMA;

— BOCCTAHOBJIEHHE MPABWIIBHOTO CaruTTajbHOIO U
(poHTANBHOTO OallaHCa TYJIOBUIIA, OOJIErdeHUEe
[IEPEIBUKEHUS B KpECIle-KaTaJIKe;

—ucrpasieHue QopMbl B o0beMa aeGopMHUpO-
BaHHOH TPYIHOH KJIETKH, yiIydlleHUe (YyHKIHH
BHEIIHETO JbIXaHHUS;

— yIy4llleHHe CaMOOOCITyKMBaHUs [TAL[IEHTOB.
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Abstract

Kaposiform haemangioendothelioma is a rare vascular neoplasia of child-hood. We present a neonate, whose entire
gastrointestinal tract was involved by this aggressively growing tumour. The main symptoms of the disease were
feeding difficulty, subileus, ileus and intestinal necrosis with consequent septic condition. Furthermore, involvement
of the urogenitary tract was also observed. We hypothesize that dilated haemangioma-like vessels in the bowel wall
may have functioned as shunts and might have substantially contributed to the extensive intestinal necrosis, an unusual

presentation of a haemangioma-like disease.

Key words: haemangioendothelioma, gastrointestinal tract, necrosis, neonate.

Introduction

Gastrointestinal haemangiomatosis usually invol-
ves gastrointestinal bleeding [1, 2]. Kaposiform
haemangioendothelioma (KH), a rare childhood disease
resembling juvenile haemangioma, was described in
1993. It most commonly involves the superficial or
deep tissues of the extremities, the neck-face, or the
chest-trunk area [3, 4]. In some cases, it can also affect
retroperitoneal and gastrointestinal organs [4].

We report a case of a neonate who suffered from
intestinal haemangiomatosis, with histological features
that fit the description of KH. We regard this case as
a new clinical entity due to its unusual presenting
symptoms with local ischemia and consequent intestinal
Necrosis.

Case report

Clinical presentation

A 16-day-old female neonate was referred to
our department with symptoms of necrotizing
enterocolitis and sepsis. She was born in the 37th
gestational week with a birth weight of 2920 g.
During the perinatal period, a feeding problem
and Streptococcus agalactiae infection was found.
Following antibiotic treatment, she was released on
the 10th day oflife, but in two days she was readmitted
with repeated, bile-stained vomits. Her bowels
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became meteoristic, and septic shock condition
developed. An abdominal-chest x-ray revealed free
air in the abdominal cavity. She was operated on 12
hours after arrival, as soon as her cardiopulmonary
state could be stabilized. On exploration, almost the
entire small bowel was livid and necrotic. There were
only a 100-mm-long oral part of the small intestine
and a 150-mm-long part of the terminal ileum, which
seemed to be viable. Intestinal malrotation was not
noticed. Partial resection of the obviously necrotic
intestinal segment was performed but total resection
was postponed for a second look surgery in order to
allow some time for a demarcation of the necrotic and
viable parts. The resected part of the bowel was sent
for histopathological examination. Postoperatively
the neonate was in a severe but stable condition.
Signs of repeated intestinal perforation developed.
In two weeks’ time the second look surgery was
also performed, when the previously observed livid
parts of the small bowels were already found to be
necrotic. Following resection of these segments of
the bowel, end-to-end anastomosis was performed.
In the following 2 months she was continuously
in severe condition, and needed total parenteral
nutrition.

Abdominal suture insufficiency and purulent
leakage emerged through the abdominal wound. She
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passed away at the age of 80 days, 64 days following
admission.

Pathological findings of surgical specimen

Microscopic examination exhibited multifocal
angiomatous proliferation extending from the
submucosa to the subserosal region. The muscular layer
was also involved focally. The vascular proliferation
included mainly dilated vascular spaces, resembling
cavernous haemangiomas filled with red blood cells
(Fig. 1B). There were only a few foci mainly in the
submucosa where a different pattern of vascular
proliferation was observed with solid endothelial
nodules.

Multifocal necrosis and fibrinopurulent peritonitis
were present in association with the dilated vascular
spaces. No evidence of capillary microthrombi could
be seen in the proliferating capillaries.

Immunohistochemistry

Antibodies CD 34 (clone QBEnd 10; NeoMarkers,
USA), CD31 (clone JC 70A, DAKO, Denmark),
factor VIII (clone F8/86, NeoMarkers), podoplanin
(clone D2-40 Histopathology LTD, Hungary),
Vascular  Endothelial Growth Factor Receptor
(VEGFR - Labvision, USA) and smooth muscle
actin (clone 1A4; DAKO) were applied to confirm
the presence of endothelial cells and pericytes in the

capillary proliferations and to characterize its cellular
composition. Further antibodies, such as Ki 67 (clone
B56, Histopathology Ltd., Hungary), cyclin D1 (clone
124, DAKO) and bcl-2 (clone DCS-6, DAKO), were
used to resolve questions raised about the nature of
vascular proliferation and whether it is neoplastic or
not.

Post-mortem histology

Systematic tissue sampling was carried out for a
histological evaluation. The findings were the same
that were seen in the surgical sample. Microscopically,
multifocal nodular proliferation of endothelial cells
was noted in the liver, mesentery, stomach, and small
and large intestines (Fig. 1A, B, C, D). Samples from
the pelvic organs, uterine cervix, and bladder showed
vascular proliferation, too. There were multiple lesions
composed of elongated endothelial cells, which formed
small, round or slit-like spaces with focal haemosiderin
deposition as well as submucosal dilated vessels,
resembling a cavernous haemangioma. Nodules also
showed convoluted vascular channels reminiscent
of Kaposi’s sarcoma but there was no sign of adjat
cent chronic inflammation, reflecting the presence of
KH. A perineural spread was also visible (Fig. 1E).
The presence of endothelial cells was confirmed by
the CD31, CD34 and factor VIII expression. VEGFR
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and podoplanin, indicating the presence of lymphatic
elements, showed focal expression in the vessel lumina.
Ultrastructural examination from the bowel sample also
confirmed the presence of endothelial cells and pericytes
(Fig. 1F). Further immunohistochemistry showed a
moderate proliferate activity of the endothelial cells
(Ki 67). There was cyclin D1 expression indicative of
an increased cell cycle promotion. Apoptosis resistance
was suggested by positive bcl-2 expression. Smooth
muscle actin staining showed pericytes around the
proliferating endothelial cells, indicating that the
vascular proliferation is formed by two cell types.
These findings are more indicative of an aggressive
neoplasm rather than a reactive vascular proliferation.
In the mesentery and liver, capillary proliferation domm
inated with intermingling foci of glomeruloid endothea
lial proliferations. No other organs, including the heart,
skin, central nervous system and bones, were involved
in the vascular malformation. The hypoplastic right
kidney showed non-specific tubulointerstitial damage
with secondary glomerular sclerosis without renal
dysplasia.

Discussion

Although several symptoms show overlap with
haemangiomatosis, aggressive, systemic KH is a rare
entity, which can terminate patients’ life. Because of the
rarity of the condition, many cases may be reported as
haemangiomatosis. The differentiation of haemangioma
from haemangioendothelioma creates a diagnostic
challenge for pathologists. Features of glomeruloid
areas, haemosiderin deposition, areas with a mixed
lymphatic and pericytes covered endothelial cells lined
capillaries, occasional spindle shaped cells, and hyaline
globules favour a diagnosis of haemangioendothelioma.
Ancillary methods with confirmation of the presence of
endothelial cells markers, expression of CD31, CD34,
factor VIII, VEGFR and podoplanin, areas with high
mitotic activity, lack of apoptosis coupled with an
aggressive behaviour, occasional perineural spread in
our case indicated a multifocal semimalignant tumour
[5].

In KH cases with the typical pathological features,
the typical morphologic presence includes glomeruloid
vascular proliferations and accompanying lymphatic
vascular proliferation. Reported age distribution
is typically between 1 month and 20 years. [3, 4],
although recently adult cases were also described [6,
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7]. Evidence of lymphatic spread and lymph node
metastases were described [4] and the multifocality of
KH was also observed in a few cases [8, 9, 10].

In our case, the initial symptoms included a feeding
disorderand laterileus withoutan apparenthaemorrhage.
There was no clinical evidence of Kasabach-Merrit
syndrome, although its reported incidence in KH is
42.2% [3]. The surgically removed portion of the
small bowel showed segmental transmural vascular
proliferation with cavernous haemangioma-like
areas and with slit-like, glomeruloid endothelial cell
proliferations. On autopsy, the vascular proliferation
also involved the retroperitoneum extending to the
gastrointestinal tract, from the stomach to the rectum
as well as the liver. Beyond the gastrointestinal tract,
the involvement of the urogenital tract could also
be observed, including the uterine cervix and the
periurethral area of the bladder. The morphological
findings eventually led to a final conclusive diagnosis of
Kaposiform haemangioendothelioma of the intestine.

Several questions can be raised about the
mechanism of the bowel wall necrosis. Ischemia of the
bowel without any apparent vascular occlusion can be
explained by a steal effect. Previously closed shunts
might gradually have led to circulatory redistribution
because of the proliferation and expansion of the
glomeruloid areas. It is suggested in the literature
that lymphatic and haemangioma-like channels are
an integral part of KH, and the glomeruloid vascular
proliferation might initiate their formation. In our case
the dilated haemangioma-like part might have caused
a steal effect while the glomeruloid proliferations
propagated, eventually leading to almost complete
involvement of the gastrointestinal tract.

We considered our case worth of reporting, because
of the initial manifestations as well as the questions
raised about the nature and behaviour of the vascular
proliferations. Kaposiform haemangioendothelioma
affected the entire gastrointestinal tract in this neonate
with widespread necrosis that seems to be a new
disease entity of a severe haemangiomatic illness. A
further question is the involvement of the urogenital
tract, which raises the possibility of the multifocality
of KH, which was described so far only in a few cases
(8,9, 10].
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Pe3rome

B crarbe nokazaHo, 4TO U BPOXKAEHHBIX PACLIEINHAX
BepxHel ryObl 1 HEOA 1Mo/ BIUSIHUEM SHIOTEHHBIX (Ha-
CIIC/ICTBEHHBIX) MJIM SK30T€HHBIX (BBI3BIBAIOIINX HAPY-
nieHre dMOpuoreHesa) (akTopoB, Y JEeTe BOZHHKAIOT
M3MEHEHUS B Pa3HbIX OpraHax M CHUCTEMax OpraHu3Ma.
OTH n3MeHeHus! (PyHKIMOHAIBHO CBSI3aHBI C BPOXKAEH-
HBIM TIOPOKOM YeITIOCTHO-IUIEBOH obmactu. Ocoboe
BHHUMaHHUE CJEIyeT OOpaTHTh Ha B3aMMOCBS3b BpPOXK-
JOEHHOTO TOPOKA € TMCUXO3MOLMOHATIBHBIM COCTOSIHUEM
pebénka. OTMEUCHHBIE CHCTEMHBIC B3aMMOCBSI3H TaTO-
JIOTHYECKUX MTPOIIECCOB CBHUIETEIBCTBYIOT O TOM, UTO B
MpoLecce MPOBEICHUS PeadUINTAMOHHBIX MEPOTIPHSI-
TUH JTOJDKHBI Y4aCTBOBATh CIIEIMAUCTBI Pa3HBIX TPO-
(butelt, ciocoOHbIE YYHUTHIBATH OCOOEHHOCTH TIOpaXe-
HUSI KQ)KAOTO OpraHa M CUCTEMbI OpraHu3Ma.

Knrouesvie cnosa: oemu, pacuwenunst 2yowl u néoa, co-
Mamuyeckas NaAmono2usl, NAmo2enes, iedeHue u npoghu-
JAKmuKda.

Abstract

The article shows that with  congenital
cheilognathopalatoschisis influenced by internal
(hereditary) or external (which cause embryogenesis
disorder) causes, changes in different organs and
systems of the organism occur in children. These
changes functionally are connected with congenital
malformation of maxillofacial area. Special attention
should be paid to the interrelation between deficiency
and psychoemotional state of a child. The systemic
interrelations of pathologic processes noticed point to
the fact that specialists of different areas of expertise,
who can take into account peculiarities of each organ
and system of the organism, should be engaged during
the conduct of rehabilitation actions.

Key words: children, cheilognathopalatoschisis, somatic
pathology, pathogenesis, treatment and prevention

Cpenu mopoKOB pa3BUTHSA Y YETIOBEKa K YUCITY HaH-
Ooyiee pacnpoCTpaHEHHBIX M OYEHb COIMAIBHO 3Ha-
YUMBIX OTHOCATCS BPOXKIEHHBIE PACIHICTHHBI TYObI M
HéOa. [lo maHHBEIM pas3HBIX aBTOPOB [1, 2], X gacToTa
Cpenr BCeX BPOXAEHHBIX MMOPOKOB KoyreOiercs ot 12
1o 36%. Onu muarHoctupyrores B cpeqem y 1:1000
HOBOPOX/ICHHBIX. [IpHuéM KOIMYECTBO JI€TEeH, pOXK-
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NEHHBIX C pacIIeIMHAMH BepxHEH ryObl m HEOa cTa-
OomnpHO yBenmmumBaeTcs. 3a mocnenaue 100 jer stm
MOPOKU CTaJlM BCTpedaThes B 3 pasa yame. Mx poct
00BSICHSIETCS YBETMICHNEM KOINYECTBA TEPATOTCHHBIX
M TeHeTH4YecKuX (QaxTopoB. [0 maHHBIM KIMHHUKO-TE-
HEaJOrMYeCcKrX MCCIeN0oBaHnH, y 85% mereit ykaszaH-
HBIE TTIOPOKH OBITH CTIOpandecKumu, y 15% — cemeii-
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HeiMu. Cemelinble 1opoku B 18% ciyyaeB SIBISIOTCS
MOHOTEHHBIMH, B 7,5% — XpOMOCOMHBIMH, B 12% — ¢
HEYCTAHOBJICHHBIM TUIIOM HacienoBanus, B 62,5% —
MyJbTH(AKTOPHBIME [1].

B OonmpmmHCTBE ciaydaeB BpOXIEHHBIE ACPEKTHI
muna 1 HEOA MMEIOT MYNIbTU(AKTOPHBIA TeHe3, T. €.
CBSI3aHbI C TOBPEXKIAIOIINM BO3ACHCTBHEM B dIMOpHO-
HAJBHOM TEPHOJIE SK30T€HHBIX M DHJIOTCHHBIX (haKTO-
poB. IIpuunHON pa3BUTHSA BPOXKACHHON PACILEIUHBI
ryosl 1 HEOA MOTYT OBITH: BO3pacT pomuTeneid (Marb
crapire 35 JeT), coMaTudecKue 3a00eBaHUsI MaTepPH,
BIMSHUE HWOHU3MPYIOLIEH paauanuu W 3JIeKTpoMar-
HUTHBIX TI0JIEH, IEHCTBHE HEKOTOPBIX JICKAPCTBEHHBIX
BEIIECTB (TOPMOHBI, )KaPOIOHIKAIOIIUE, TeTPALUKIIN-
HBI, IPOTUBOCYAOPOKHBIC Tpenaparsl U Jp.), MHOTHE
XMMUYECKHE BEILECTBA, NMPUMEHsEMbIe B OBITY (s70-
XUMUKATBI, OCH3WH, (OopMaibIeTHI, KUCIOTH U IIp.)
OIMOPTYHUCTHYECKNE MHPEKIINU Y MaTepH (KpacHyxa,
LUTOMETalisl, TOKCoruiasMo3 u jp.). Ocoboe BHHMA-
HUE CIle/lyeT 00paTuTh Ha TaKWe TePaTOreHHbIEe (PaKkTo-
PBl, KaK aJKoOroJb U HUKOTHH.

JeiicTBre MOBpEeXAAOUINX (PAKTOPOB, OCOOCHHO
BEJIMKO B KPUTHYECKHE IEPUOABI, KOrJa B IpoLecce
WHTEHCUBHOTO (OPMUPOBAHUS  UEIIOCTHO-ITUIICBOH
obnactu HaOmoaeTcst Haubosee BHICOKAsI aKTHBHOCTD
9HEPreTHYECKOro OOMeHa B KJleTKax. TakuM KpuTude-
CKHM TICPUOJOM I JAaHHOW 0OJacCTH SBISIOTCS 6—8
HEJIeN SMOpUOTeHe3a.

[lox BiausiHHEM TepaTOreHHbIX (HAKTOPOB M3MEHS-
€TCsl AKTUBHOCTD «CKPBITBIX» SIUICHETHYECKUX MeXa-
HU3MOB, YTO MOXKET MPUBECTH K CTAaOWIIBHBIM, HacIe-
OyeMbIM (TIOTEHIMAIbHO OOPaTHMBIM) H3MEHEHHSIM
9KCIIPECCHU TEHOB C MOCJIEAYIOIUM (OPMUPOBAHUEM
(YHKIMOHAIBHBIX B MOP()OJIOrHYECKHX HApyUICHUH.
C romamu HEONarompusATHBI TEHETUYECKUH «TPy3»
HaKaljMBaeTCs, HACIEeICTBEHHAs IPeIpaclookKeH-
HOCTh HapacTaeT, TaK KaK YBEINYUBAETCA KOJIUYECTBO
HOCHTENIeH 3TOH Taronoruu Onarofapsi YIy4lIEHHIO
MEIANIIMHCKON peadmurarui |3, 4].

Bpoxknéunbie aedexTsl Jnia u HEO0A HEpeaKo Co-
YeTaloTCsl ¢ IOPOKaMH Pa3BUTHUS B JPYTrUX OpraHax W
cucreM opranusma. IIpumepno y 40% mnanueHToB ¢
POTONHUIIEBBIMU PACIICTHHAMH MMEIOTCS COYETaHHBIE
aHOMaJIM{, YTO MO3BOJISIET JUArHOCTHPOBATH y HHX
orpeaeNEHHble CHHAPOMBI MHOXCGCTBEHHBIX BpPOXK-
néuueIx opokoB passutus (MBIIP). B coBpemenHoi
nuteparype onucaHo 154 cunapoma MBIIP, Bkito-
qamux opodanuaibabie pacuieaussl [S]. OqHolt u3
HanOosee dacTteix mpuuuH MBIIP demoBeka cuwmra-

IOTCS MyTaIlil Ha YPOBHE T€Ha MM XpOMOCcOoMBbI. Ha-
CJIEJICTBEHHbIE BPOXKAEHHBIE MOPOKU B OOJIBIIMHCTBE
ClIy4yaeB CBsI3aHbl C TEHHBIMU MyTanusmu. Ha momto
XPOMOCOMHBIX MyTallUi IPUXOTUTCS Bcero 7—8%.

JlaHHBIE SMOPHOHAIBHOTO Pa3BUTHUS YETFOCTHO-JIN-
LEBOH 00JacTH Yy IUIOJA CBUACTENBCTBYIOT O TECHBIX
B3aMIMOOTHOIIEHHSIX POTOBOM TMOJOCTH, S3bIKA, KEIy-
JIOYHO-KHUIIIETHOTO TPAKTa, OPOHXOJIIETOYHON CUCTEMBI,
MMMYHHOM M 3HIOKPUHHOH cucteMm. [[eso B TOM, 4TO
B KOHIIE 1-TO MecsIa recTallioHHOTO Tiepruojia popMHu-
pyeTcsi poToBasi BIAJMHA, U3 KOTOPOHl BIIOCIEICTBUH
00pa3yroTcs epeHsist 10JIs THIIO(pU3a, 4aCTh POTOBON
nonocty, HEOHAS W TIIOTOYHAs MUHAaIUHBL. Ha 2-m
Mecsitie GopMUpPYETCs XKaOEpPHBINA armapar, MpOU3BOI-
HBIMH KOTOPOTO SIBIISIIOTCS CIIyXOBbIE TPYOBI, CpenHee
YX0, BOPOHKHM MUHJAJIHH, 3aKJIaJJK1 TapallUTOBUIHbIX,
LIUTOBUJIHOM M BUJIOUYKOBOM KeNE3.

IIpu BpOoKIEHHBIX pacllelnHaX BepXHeW ryosl u
HEOA, SABJIAIOMIKXCS CIEACTBUEM 3MOpHodeTonaTH,
MMEIOIINeCs N3MEHEHUS aHaTOMO-TOTIOTpadmaecKknx
CTPYKTYp HEOA U HOCOTTIOTKH COIPOBOXKIAIOTCS pas3-
BHTHEM TUIEPTPOPUU KOPHS S3bIKA, HAPYIICHUSIMU
COCTOSTHUY €BCTaXHWEeBOW TPYOBI U CPETHETO yXa, pac-
CTpolicTBaMH (PYHKIIMH COCaHUs, TIIOTAHHS, JbIXa-
HHUS, CIIyXa U peud. Y MHOTUX JETEH IIPU 3TOM OIlpe-
JIeNseTCsl MaTOJOTHS UMMYHHOU, OpOHXO-TIErOYHOM
Y HEPBHOW CHCTEM, a TaKXKe KEeITYITOTHO-KHUIIIEUHOTO
TpaKTa.

[To mannsiM O.E. Tamuukoit [6], wumeercs ompe-
JIeNI€HHAsT BO3pAacTHAS TOCIIEN0BATENIEHOCTh PA3BUTHS
MATOJIOTUYECKUX H3MEHEHHH B BHCLEPAJIBHBIX CH-
CTEMax 4YeJIOBEKa, OTpa)karollash OHTOTEHETHUYECKHE
3aKOHOMEPHOCTH. YeM MeHbIlle peOEHOK, TeM dHalle
W 3aMETHEee y HEro MpOSsBISIOTCS JNe(QEeKThl MUIIeBa-
pPUTENBHOW CHCTEMBI (HauOoiee JpeBHEW B (ruiore-
HeTndeckoM IaHe). [lo Mepe B3pocieHus pedEHka u
CO3PEBaHUS €ro BUCIIEPAIBbHBIX CHCTEM «CO3PEBaCT» U
YyBCTBUTEJILHOCTh K TOBPEXKJAIOIIMM BO3ACHCTBUAM
B (uIIoreHeTHYeCKn OoJiee MOJOABIX CHCTEMaX, 4YTO
BBIpaXKaeTcsd B U3MEHEHHUH XapaKkTepa JOMHHHAPYIOLTIX
cumMnToMoB. [Tpruém knMHHYecKue MposBICHUS, CBA-
3aHHBIE C UEPAPXUIECKHU 00JIEE MOIOIBIMHA CHCTEMaMH,
CTaHOBATCS HanOoJee 1eMOHCTPATUBHBIMH.

Ilo maHHBIM JIMTEpaATYpHl U HALIUM JaHHBIM [1, 7],y
70—85% nmereii ¢ BpOXKIEHHBIMH pacIIeInHAMU TyObI
1 HEOA OTMeUaloTCs MpU3HAKK IMepUHATATBHON DHIIe-
¢anonaruu, mpoTeKaronield B OOJBIINHCTBE CIyYacs ¢
CHUHJIPOMaMU BHYTPUUYEPEIHON TUIEPTEH3UU U TOBbI-
MEHHON HepBHO-pedIeKTOpHON BOo30OymuMocTH. [Ipn
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WCCIIEIOBAaHUN ITUTOAPXUTEKTOHUKH KOPHI TOJIOBHO-
ro MO3ra y JeTell ¢ MepuHaTalIbHON 2HIedanonaTuen
OoOHapy»eHbl 3HAUUTEIbHBIC HM3MEHEHHS IPOCTpPaH-
CTBEHHOW OpraHM3aluy MpereHTPATbHON 00MacTn
KOpbI TOJIOBHOTO MO3ra, TMPU3HAKH HHTEHCHBHOTO
pPa3BUTHS acCOLMATUBHBIX 00JIaCTEl U TIOJICH HEOKOP-
Tekca [8]. MOXXHO NpennonoXuTh, 4TO 30HBI MO3ra,
OTBETCTBEHHBIE 32 JIBUTATENbHbIE (DYyHKIINU, OTCTAIOT
B CBOEM pa3BUTUH (HEBPOJOTHYECKHH ACPHUIHUT IO
A.T. Tlputeiko) 3a cu€T HapylIICHHUs IPOIEcca M-
Opuorene3a. KoppensannonHas B3aWMOCBSA3b aHATO-
MHUYECKHX CTPYKTYp MO3Ta C JHUIEBBIMH CTPYKTypa-
MU 4acTO SIBIICTCS] IPUYUHOW HEPBHO-TICUXHUECKUX
paccTpONCTB y JeTel ¢ BpOXKJAEHHBIMHU pacilleIMHAMKU
ryoer u HEOa. [lo nanHoi M.A. Yucrorpamosoii [9],
y Takux JAeTed OTMEUYaeTcs CHUKEHHE YPOBHS COLM-
aJbHOW aJanTanud, HApyIIeHHe SMOIMOHAIBHOTO
pa3BuTHs, (OPMHpPOBAHWE HETATHMBHON CaMOOICH-
KU, TPYIAHOCTEH KOMMYHUKAIMH. B cBsI3u ¢ aTHM )14
YIydIlIeHUs] KadecTBa KU3HM JIeTeld HeOOXOANMO CO-
3/1aHUE CIeNUaIbHON 00pa30BaTeIHLHON MPOTPaMMBI,
HaIpaBJICHHON Ha CBOEBPEMEHHYIO KOPPEKIIMIO HEPB-
HO-TICUXWYECKHX PACCTPOUCTB.

B pesynbrare mcciegoBaHUs BEr€TaTHBHOTO TOMe-
ocTasa (¢ MOMOIIbI0 KapauouHTepBaiorpadun) y 90%
JIeTeli C BpOXKIEHHBIMU paclieTMHaMu TyObl 1 HEDA, TI0
HaIlTUM NaHHBIM [7], ompenensieTcsl CHHIPOM BereTa-
THUBHOM TUCTOHUH: 110 CUMIIATUKOTOHUYECKOMY THITY —
B 15% cayuaes, o BaroroHn4eckomy — B 65%, 1o cme-
marnHoMy — B 20%. BarotoHnyecknii u CMeNIaHHBINA
TUTIBI HAOJIONAIKNCH B OCHOBHOM Y JIeTEl C mposiBiie-
HUSMU BHYTPHUUYEPETTHON TUIIEPTCH3UH.

JluteparypHbic nanHble W Hamm HabOmromeHus [7]
CBUJETEIBCTBYIOT O TOM, UTO y JIETE€H C MOPOKaMH pa3-
BUTHSI YENIIOCTHO-JTUIIEBOM 00IaCTH, 10 CPaBHEHUIO C
JIeThbMH 001l momyisinud, B 3—4 pasa yaie BcTpeda-
eTCsl TUTepIUIa3ysl BUJIOYKOBOM JKeJie3bl, B 2 pa3a Jarie
orMedatorcsi 3aboneBanus OPBU, koropweie B 2,5-3
pasa yaimie OCJOKHSIOTCSI CHHYCHTaMH, JTUMQaaeHu-
TaMHu, OpOHXUTaMH (B OCHOBHOM OOCTPYKTHBHBIMH),
naeBMonussMu. Yacto OPBU u oTMedeHHBIE OCIOX-
HEHUs, 10 HAIUM JIaHHBIM, OOYCJIOBJIEHBI Hapyle-
HHEM MHUKPOOMOIOTHYECKOTO CTaTyca HOCOTJIOTKH B
pe3yibrare  J1e33MOPUOTeHETUYECKH  00YCIIOBICHHOM
MMMYHOJIOTUYECKON HEZIOCTaTOYHOCTH. YKa3aHHbIE 3a-
OoreBaHNsl OTATOMIAIOT (PYHKIMOHAIBHBIE M3MEHEHUS
JBIXaHUS, PEUYH, CIyXa U MpuéMa MUIlU, CBI3aHHBIC C
HaJIMYUEM y JeTel BPOXKIEHHBIX aHATOMHUYECKHUX JIe-
(hexToB.

32

[lo HalmieMy MHEHMIO, THUIEPILIA3USI BUIOYKOBOM
JKele3bl 'y JIeTed ¢ BPOXKIEHHBIMU paclleIMHaMU
BEepXHEW TI'yObl W HEOA SBISETCS MPOSBICHUEM 3M-
opuoderomarnn. Ilpu smOpmoderonarnn HapyIa-
€TCs TEHETHYECKH 3alporpaMMHPOBAHHBIA MPOIECC
(hopMUpOBaHMsI OPTaHOB M CHUCTEM OpraHM3Ma, YTO
SBIIICTCSI IPUYUHON Pa3BUTHS XPOHUYECKOTO CTpPEC-

a [10]. Hoxa3zaHo, 9TO MJISI XPOHHUYIECKOTO CTpecca
XapaKTePHbI 3ProTporHas u TPo(OTPOIHAsS CTaaUH
[11]. Tumomeranusi — mposiBIeHUE TPO(OTPOITHOM
CTaJMl XPOHUYIECKOTO CTpecca, IPH KOTOPOI UMeeTCs
npeobiasaHue aKTUBHOCTH aHAOOIMYECKUX Mpoliec-
cOB. Bricokass akTUBHOCTh aHAOONIMYECKUX peakui
B JIaHHOW CHUTyanuu O€3yCIOBHO WMEET OIlpejie-
NEHHOE aJanTallMOHHO-KOMIICHCATOPHOE 3HAadCHUE.
Bo3MoxHO, TakuM CrocoOOM OpTaHHW3M TIBITACTCS
OTPaHUYHTH yBeNWYeHHE ne]exTa, MPEensITCTBYeT
pasButuio runorpopun. OnHaKo Mpu 3TOM Ha (oHe
YCUJICHHOTO 00pa30BaHUsl aHAO0OJIMYECKUX TOPMOHOB
(MHCYTMHa W MHHEPaJOKOPTUKOWIOB) PE3KO TOBBI-
maeTcs o0pa3zoBaHHe JTUM(ONHUTOB, OTIUYAIOIIUXCS
CBOCH HE3PEJIOCThI0 M TOHIKEHHOW (YHKIMOHAIIb-
HOHM (MMMYHOIIOTHYECKOH) aKTUBHOCTBIO. M3-3a mO-
BBIIICHHOTO CHHTE3a MUHCPAIOKOPTHKOUIOB Y ITHX
JieTel ocriabieHa TPOAYKIMS TTHOKOKOPTHKOUIOB,
4yTO 00YyCIIaBIUBAET BHICOKHI PUCK Pa3BUTHS Yy HUX
HaJIIIOYEYHUKOBON HEJIOCTATOYHOCTHU. B CBS3U C BbI-
HICU3JI0KESHHBIM Mbl HA3HAYaeM JCTSIM C BBIPAXKCHHOU
TUNEPIUIA3HeH BHIIOYKOBOW KeJle3bl TIIFOKOKOPTHUKO-
WIHBIE TIpenapaTsl B OIASPKUBAIOIINX 033X 3a 12
JIHS IO OTIepall¥l U B TeueHue 1-2 gHel mocie ore-
pamuu, B TeparneBTHYECKUX 032X — B JCHb ONCPAIIHH.

[Ipu rumeprurazum TuMQOUTHON TKaHH (SBICHUE
nuMdaTr3Ma) orMedaeTcst TMM(OIIMTO3 B OCHOBHOM 32
cuét HakoruieHus: He3penbix (To) mumdonuTos. M3-3a
HapylIeHus: (PyHKINH UMMYHOKOMITETEHTHBIX KIIETOK
BO3HHMKAIOT aJUIEPTHUECKUE TMPOSBICHUS KIETOYHOTO
THUTIA, HAPYIICHUs OMOIICHO3a OPOHAa30(hapHHT HAIEHOM
00TacT! U KUIIEYHHKA, YaCThle PECIUPATOPHEIE 3a00-
JICBAHMSI BEPXHUX U HIDKHUX JIBIXaTEIbHbBIX MyTEH.

JleT ¢ 4YacTBIMU peCHHPATOPHBIMH 3a00JICBaHU-
SMHA BEPXHHX W HWKHHUX [BIXaTeIbHBIX MyTeH II0-
CTOSIHHO HaxXOMATCS B IICHTPE BHUMAHHUS yYaCTKOBBIX
Bpaueili-neauarpos. Ecin y nereil paHHero Bo3pacta
MH(EKIMOHHBINA HHICKC (cymMma cirydaeB OPBU B Te-
YeHue Toma, JeNEHHas Ha BO3pacT peOEHKa B Tomax)
kojeonercs or 1,1 1o 3,5, TO UX OTHOCAT K TPYIIIe
gacto Ooneromux aerert (Ub/l). Beicokas wacrora pe-
CITUPATOPHBIX 3a00JIeBaHWN y TaKWX IETeH CBs3aHa C
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MHOTOYHCIIEHHBIMU (DaKTOpaMH SHIOTEHHOTO M IK30-
TEHHOTO TPOUCXOXKICHHUS, KOTOPBIE CIIOCOOHBI MTpHBE-
CTH K HApYyUIEHUIO MMMYHOJOrMYeckod 3amwurhl. [lo
HaIllMM HaOIIOICHUsIM, Haubollee 4acTo ATO BCTpeda-
eTCsl y JIeTel C OPraHUYECKOM MaToJorueld roJI0BHOIO
MO3ra, TUM(aTHUECKUM JUATEe30M, NEPCUCTUPYIOLIECH
BHPYCHOW W/WIHM aTHUIMYHON MH(EKINeH, CHHAPOMOM
JUCTIIA3UN COETMHUTENLHON TKaHM, a TAKXKE C MOPOKa-
MU pa3BUTHS YEPEITHO-IUIEBON 00IaCTH.

Y Yb/, no ganusiM C.O. Kitounukosa u coasr. [ 12],
oTpenensieTcs CHIKEHHE aKTUBHOCTH CYKIIMHAT/IETH-
JporeHasbl, o-rmnepodocdaraernaporeHassl, riyTa-
MAaTJErHPOreHasbl, YTO CBUJETEIBLCTBYET O HAJINYUH
SHEPreTUYECKON HETOCTATOYHOCTH, eCTaOWIH3aIiu
KJIETOYHBIX MeMOpaH. M3MeHeHUs] IMTOXMMHUYECKUX
MoKa3aTelel KOppeaupyroT ¢ MOKa3aTesIIMHU, Xapak-
TEPHU3YIOUIMMH HWMMYHOJIOTHYECKYI0 PEaKTHBHOCTD.
VY 3TuX AeTel YyCTaHOBJIICHO YMEHBIIECHHE NMPONYyKLINUN
CA3+,C4+, CAl16+ KneTok, CEeKpeTOpPHOTO HUMMY-
HOTIOOyNIMHA A, JNH30IUMa, CHIDKEHHE aKTHBHOCTH
(haronurosa, maHTepdepoHOoOpazoBanus. [1o maHHBIM
T.B. BunorpaznoBoit u coasr. [13], y Ub/l BepaskeHHOE
HapyIlIeHHe MPOIECCOB aHA3POOHOTO TITUKOIHM3a OTpa-
KaeTcst Ha (PYHKIMOHAILHOM COCTOSIHHH PEIEeITOPHO-
ro ammapara B-nmumdonuros. OnucaHHBII XapakTep
METa0O0NIMYECKUX U HWMMYHOJIOTHYECKUX HW3MEHEHHH
y UBJ/l cBUETENbCTBYET O NATOrEHETUYECKON 11eJ1eCO-
00pa3HOCTH WCIOJIb30BaHUS ISl PeaOMIUTAlUN ITUX
JIeTel PHEProTPOIHBIX Mpenapatos [12].

B pesymprare MHOTOJETHEH pabOTBI B IICHTPE
YEPeNHO-JINIEBON MaTOJIOTHH MBI YCTaHOBUJIH, YTO
y JeTeil C BBICOKUM Y3KHUM («TOTHYECKHM») HEOOM
UMEEeTCS BBICOKHMM PUCK pa3BUTUA aJCHOUJOB. Y
9TUX JeTel, KaK MpaBujo, BO3HUKAIOT aJ€HOUIUTHI,
yacteie OPBU, oTMmewaeTcs nauTenbHOE TEUYCHUE
HacMopka mociie nepeHecéHHoro OPBU. V stux xe
JeTell B OOJNBIIMHCTBE CIy4YacB MMEIOTCS MPH3HAKH
JUCIUTa3UM COEIUHUTENBTHON TKaHM, THUIEPIIa3uu
BHJIOUYKOBOW Kelle3bl, THIIEPTEH3UH B MallOM KpyTe
KpoBooOpamenua. OTMeueHHble TaHHBIE COMOCTa-
BHUMBI C JIaHHBIMH, MOJYYECHHBIMH NMPH HAOTIOACHUH
3a IETbMHU C BPOXKJIEHHBIMH pacIIeIMHAMUA BEpPXHEH
ryOosr u HEOa. 1o Hamum HaGmonenwsm [7,11], y me-
Tel ¢ BPOXKIEHHBIMH paclieIfHaMK BEpXHEH I'yObl U
HEOA TUIIepIUTa3us BUJIOYKOBOW JKelle3bl BCTpeUaeTCs
B 40-60% ciyuaeB, B TO BpeMs Kak y JAeTel oO0Imiei
nonyisuu — B 3—7%. TuMomeranuio Mbl paccMaTpH-
BaeM Kak MpOsiBJICHHE TPO(OTPOIHOI cTaTuu XpOHH-
YEeCKOTO cTpecca.

Pesynprarsl HCClIEOBaHUSI HPOLIECCOB PA3BUTHS
YeIF0CTHO-JIMIIEBOM 00acTH y TI0/1a CBUIETENNbCTBY-
IOT O TECHOH B3aMMOCBSI3H POTOBOH IOJIOCTH, JKEIy-
JOYHO-KHUIIEYHOTO TPAKTa, OPraHOB JBIXAaHUSI C 3HJO-
KPUHHOI M MMMYHHOH cucTeMaMu. B CBS3U ¢ 3TUM Y
JeTel ¢ YeNOCTHO-THUIEBBIMUA OTKIOHEHHSIMH OTMe-
yaercsl HapylleHue (QyHKIMH MMMYHOKOMIIETEHTHBIX
KJIETOK, M3MEHEHNE OMONMHO3a OpOHa30(hapHHTHANb-
HOW 00JIACTH, KUIICYHUKA, YBEIUUYECHHE HH(MEKINOH-
HOT'O MHJEKCA.

[Ipu umccrenoBanmm MUKPOMIOPE OpoHA30(aAPHH-
reaJibHOM o6mactu mpuMepHo y 500 gereit ¢ BpoxkaEH-
HBIMHU paclLIeIMHaMU BepxHel TyObl 1 HEOa Haubonee
4acTO ONPEAEIUIOCH MOBBIIIEHHOE COAEepKaHUe 30710~
THUCTOTO CTaUIIOKOKKA, SHTEPOOAKTEpHii, IpHOOB pojia
Candida Ha QoHE NPAaKTHYECKOTO OTCYTCTBHUS JIAKTO-
AT W 3HAYNUTEIHLHOTO CHIDKCHHUS OMPUIODIOPHL.
AHaJIOTHYHBIE Pe3yNIbTaThl ObUIA TIONYYEHBI U MPH H
uCCcIeI0BaHUM MUKPO]IOPHI KUIICYHUKA (TIaTOT€HHBIH
cTaUIIOKOKK, JHTEPOOAKTEepPHH, IPOTEH, TpHOKOBas
¢nopa Ha poHe nedunuTa JaKTo- U OUPUIOGIOPHI).

Bpoxaénnele pacuieniHbl BepXxHEH T'yObl u HEOa
COIIPOBOXKIAIOTCS HE TOJIBKO BBIPA’KEHHBIM 3CTETHYE-
CKUM HEJIOCTATKOM, HO U IIEIIBIM PSIOM (DYHKITHOHAITb-
HBIX U MOpdonornueckux umenenuii [1, 2, 7]. Benen-
CTBHE OTCYTCTBHS ECTECTBEHHOTO Oapbepa MeExXIy
HOJIOCTHIO PTa U HOCOM, OTCYTCTBUS OTPHULIATEILHOIO
BHYTPHPOTOBOTO JaBJICHUS MHIIA BO BpEMsl KOpMJie-
HUSI IOCTOSIHHO TONaJaeT U3 MOJOCTH PTa B HOCOBYIO
MTOJIOCTB. ITO BBI3BIBACT Pa3IpaKeHHUE CIUZUCTON 000-
JIOYKH HOCA M HOCOIVIOTKH, Pa3BUTHE OYaroB XPOHU-
yeckol MHGpEKIUH B BUAE (ApUHIHTA, XPOHHUECKOTO
TOH3MJINTA, EBCTAXUUTA, OTUTA, CHHYCUTOB C (hOpMU-
pOBaHHMEM THIIEPTPOGUH HOCOBBIX PAKOBHH U aJICHOU-
noB. [lpu eBcTaxuuTe U OTUTE MOSBISICTCS PUCK HApy-
meHns ciayxa. M3-3a coodmmeHus nonocreit Hoca u pra
y 9THX JIeTeH JIbIXaHue 4acToe W MOBEpXHOCTHOE. Ta-
KO€ JIbIXaHHE MPUBOIUT K OCIAOJICHUIO JbIXaTeIbHOM
MYCKYJIaTypbl M YMEHBIICHHIO >KU3HCHHOH EMKOCTH
nérkux. OTMEUeHHBIE U3MEHEHUS, CBSI3aHHBIE C BPOXK-
JOEHHOW pacileIMHON IyObl u HEOA, peapacionaraoT
K Pa3BUTHIO BOCHAJIMTEIbHBIX 3a00J€BaHUM BEPXHUX
TIBIXaTCIIBHBIX ITyTeH U JIETKUX. Y TakuX nere B 2,5-3
pasa gamie orMeuaercs ociaoxHEHHoe TeueHne OPBU
(JTapuHrUTHI, OPOHXUTHI YACTO C OOCTPYKTUBHBIM CHH-
JIPOMOM, TTHEBMOHUN ).

Hanuuue y pnereil ¢ BpOXKIEHHOW pAacIIEIMHON
BepxHel ryObl u HEOA, aJeHOUI0B, XPOHHYECKOTO PH-
HHUTA, aJICHOUANTA, TOH3WIINTA, CHHYCUTOB, B 3HAUH-
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TEJIbHOU CTENEHU AaCCOLMHUPOBAHHBIX C TUIEPIUIA3H-
el BUJIOUKOBOH JKeJe3bl U HapyIICHUEM JTUMQOTOKA,
OUYCHb YaCTO MPHUBOAUT K PA3BUTUIO MOCTHA3AIBHOTO
3aréka. [locnennunii spnsieTcss oqHUM U3 (PaKTOPOB pH-
CKa pa3BHUTHS OpPOHXOMHEBMONAaTHH. bpoHXOMHEBMO-
nartusi, B CBOIO 04Yepe/ib, Ipeapacoaaraet K (GopMHupo-
BaHUIO XPOHUYECKUX OPOHXONIErOYHBIX 3a00JICBaHMIA,
TaKUX Kak OpOHXHMajbHas acTMa, a B OoJiee CTapIieM
BO3pacTe — XpOHUYECKasi 00CTPYKTHBHAsi O0NIe3Hb JIET-
kux (XOBJI).

K mpenpacmonararonum ¢dakrtopaM y dTHX JETEH,
KpOME€ OTMEUEHHBIX BBIIIE, CIEAyeT OTMETUThH HeJo-
CTAaTOYHOCTb MYKOILIMJIMAPHOTO KJIMPEHCA, HUBKUN
YpOBEHb TMPOTUBOWH()EKIIMOHHON 3amuThl, HW3MEHe-
HUE HWMMYHOJIOTHYECKOH peakTuBHOCTH. Komruiekce
yKa3aHHBIX (aKTOPOB 00YCIABIMBAET DPa3BUTHE OKCH-
JAHTHOTO CTPEeCCa, XapaKTePU3yUIErocs: Ipu3HaKaMu
JHEPreTUYeCKO HeI0CTaTOYHOCTH, HAKOTUIEHHUEM TIPO-
JIYKTOB TEPEKUCHOTO OKHUCICHUS JTUMUAOB, HAKOILIC-
HHEM HEJJOOKHCIIEHHBIX TIPOIYKTOB OOMEHa BEIIECTB.

[Ipu ompeneneHNM TUTIOB HECTICHU(PUICCKON aar-
TaroHHo# peakuuu (o J1.X. [apkaBu u coasrt., 1977)
Hamu [11] ycTaHOBIEHO, YTO Y AETEH C YEIIIOCTHO-JIH-
IIeBOH TMATOJOTHEH B OOJBITHHCTBE CIy4YaeB BCTpEda-
IOTCSI PEAKIUU MOBBIIICHHON aKTUBALIUUA U TIEPEaAKTH-
Banuu (yBeimueHue KonndecTBa IuMporutos 10 50%
n 6omnbme 50%, Mo cpaBHEHUIO C HOPMAaJbHBIMHU BO3-
pacTHBIMU 3HAYCHUSIMU ). Peakiinio nepeakTuBaluy Mbl
paccmarpuBaeM B KadecTBe Mapképa TpohOTpOIHOI
CTaanu XpOHWYecKoro crpecca. Ha ¢done mpucoenn-
nusiierocss OPBU konuuecTBOo nuMQOIIMTOB CTaHO-
BHUTCS MEHbBIIIE BO3PAaCTHOW HOPMBI (aJamnTaidoHHAS
peakmust crpecca mo JI.X. Tapkasu). besycmosHo,
371eCh pedb UAET 00 OCTPOM cTpecce.

[Ipu xpoHnveckux 3a00ieBaHUsIX OPOHXOIErOUHOM
CHUCTEMBbI IPAKTHYECKHU BCET/Ia BOZHUKAIOT HAPYLICHUS
reMOIMHAMHUKHN MaJIoro Kpyra KpoBOOOpaIleH!s ¢ pa3-
BUTHUEM JIETOYHOM TUINEpTEeH3UMU. B ocHOBE marorene-
3a TOCJIEAHEH, IO MHEHHI0 MHOTHMX aBTOPOB, JIEKHUT
HapymeHne (QyHKIuH SHAoTenus. [1o coBpeMeHHbIM
MpECTaBIEHUSAM, SHJOTEINH HIPAaeT CaMOCTOATENb-
HYI0O POJb B PErysilUd COCYAMCTOrO TOHyca. Ero
MOXKHO paccMaTpuBaTh KaK «CEepAEYHO-COCYAMCTHIN
SHJOKPHUHHBIN OPraH, OCYyIIECTBIISIOIINNA CBSI3b B KPH-
TUYECKUX CUTYyalUsIX MEXKIY KPOBBIO U TKaHIMI» [14].
Hapymenne ¢yHKIMM SHAOTENMS acCONMMUPOBAHO C
OKCHJIAaHTHBIM CTPECCOM, BO3HHUKAIOIIMM IIPU XpO-
HUYECKUX OpPOHXOJIETOYHBIX 3a00JIeBaBHUSAX Ha (OHE
XPOHUYECKON THUTIOKCHUH.

VYerpaHeHue BpOXKIEHHOW paclleMHbl BEpPXHEH
ryObl 1 HEOA BO3MOYKHO TOJIBKO C TIOMOIIBIO XHPYPTH-
YECKOTI'0 JICUEHUSI.

[oBeimenne 3¢GEeKTUBHOCTA XUPYPrHUECKOTO JIe-
YEHHUs JIeTel C BPOXKAEHHBIMU pacilleIMHaMHU BepXHen
ryObl n HEOA2 HEBO3MOXKHO 0€3 BHICOKOKAau€CTBEHHOTO,
MPOJYMaHHOTO, HAYyYHO OOOCHOBAHHOTO TeIUaTpUyie-
CKOTO 00ecTieueHus], IPUBIICUEHUS CIIEIHANCTOB pa3-
HOTO MPOGHUIISL.

AKTYyanbHOCTB 3TOH MPOOIEMBI TIOBBIIIAETCS B CBSA3U
C IOKa3aHHOI HEOOXOANMOCTRIO OTIEPATHBHOTO JICUCHHUS
JeTeil B Oosiee paHHEM BO3pacTe, HAuyMHas ¢ Meproaa
HOBOpoXeHHOCTH [2]. IIpoBeneHne nepBUYHON Xei-
JIOPUHOIIJIACTUKH B HEOHATAJbHBIA TIEPHO TIO3BOISET
B OoJiee paHHUE CPOKM HOPMaIN30BaTh MUOAMHAMUYC-
CKO€ PaBHOBECHE MBIILIL] POTOBOW 00JIACTH U TEM CaMbIM
YCTpaHUTh JACUCTBHE edOpMHUpPYIOIIEro Qaxkropa Ha
CpPEIHIOI0 30HY JIMIIA, YTO OOycIlaBiMBaeT Oonee mpa-
BUWIIbHOE (hopMUpoOBaHHE JIMIEBOrO ckenera. Boccra-
HOBJICHHE aHATOMHYECKOH IEIIOCTHOCTH HEDa Tpermy-
IIpe’KaacT pa3BUTHE KOHYKTUBHOM TYyroyxoCcTH. PanHee
OIEpaTUBHOE BMEMIATEIHCTBO CIIOCOOCTBYET CTaHOBIIE-
HUIO MMPABUJILHOTO JBIXaHHS, COCAHUS, IJIOTAHUSA U Pa3-
BUTHIO peud, (pOpMUPOBAHUIO HOPMAILHOTO OMOIIEHO3a
HOCOIJIOTKH U «MECTHOT0» CEKPETOPHOI0 UMMYHHTETA,
MpeAyNpeKIEHNI0 BO3HUKHOBeHUs 4dacTeix OPBU n
XPOHUYECKHX 3200JI€BaHUI HOCOTIIOTKH, YIYYIICHHIO
¢dr3HYecKrX TapaMeTpoB peOEHKa U T. II.

B namreii knmHuKe pa3paboTaHa CUCTEMa KOMILIEKC-
HOM OLIEHKH coMaThyeckoro craryca aerei. [Ipu atom
YUUTBIBAIOTCA PE3ybTaThl 00Cae10BaHusI peOEHKa pa3-
JUYHBIMH CHELUAINCTaMU LEHTpa (XUPYpProM, Ieaua-
TPOM, HEBPOMATOJIOTOM, OPTOJJOHTOM, OTOPHUHOIAPUH-
TOJIOTOM, JIOTOIEZOM, TEHETHKOM, 3HJIOKPHHOJIOTOM
U T. 1.). Ha ocHOBaHNHU OIIEHKM COCTOSIHMS 3/10POBBS
JeTeH W aHajn3a IoKa3aTellel X KIIMHUKO-JTabopaTop-
HOTO 00cienoBaHUs pa3padarbiBaeTcs TAaKTHKa Bese-
HUS KQXKJI0TO peOEHKa.

[IpemnoxkeHHast cucteMa HaONMIOACHUS 3a JETHMU
MO3BOJIMJIa 00OCHOBATh MOKa3aHUS M MPOTHBOIIOKA3a-
HUS K NIPOBEJCHUIO ONMEPATUBHOIO JIEYEHHS C YyUETOM
CTeTeH! Ae(eKTa U dTara XUPYPrudecKoil IOMOIIIH.

1o Hamemy MHEHNIO, a0COTIOTHBIMH TIPOTHBOIIOKA-
3aHUSAMU JUIS TJIAHOBOTO ONIEPATUBHOTO JICUEHHS BPOXK-
JEHHBIX YEITFOCTHO-JTUIIEBBIX aHOMAJIHI SBIISFOTCS:

— TiryOoKasi CTeTIeHb HEJAOHOIIEHHOCTH M HE3pelio-

CTHU JICTEH;
— reMosiuTHYeCcKasi 00Je3Hb HOBOPOXKJCHHBIX U PO-
JI0Bas TPaBMa;
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— CeNTUYECKNE COCTOSHUS 1 OaKTepUEMUs;

— TSDKEIBIE BPOXKIAEHHBIE IOPOKM CEpALA C HapyLIe-
HUEM TeMOIMHAMUKU;

— TUTIOTIIA3Usl U areHe3usi OPOHXOJIETOUHON CHUCTe-
MBI,

— aHOMaJTMsl Pa3BUTHS M HACIIEJCTBEHHAs MAaTOJIO-
TUS SKETyIO0YHO-KHUIIEYHOTO TpakTa (arpe3us u
CBUIIM THIIEBAPUTEIHHOTO TPAKTa, IEIHAKHS,
Jucaxapu/I03Hasi HeZI0CTaTOYHOCTb U T. II.).

—omyxonu HHC.

[lokazaHusMHE T4 TITTAHOBOTO OTIEPATHBHOTO JICUSHHUS
BPOXKAEHHBIX PACILIENTNH BepXHEH IyObl 1 HEOA y HOBOPO-
JKICHHBIX U IETEH 1-X MECSLEB JKU3HU SBJISIFOTCS:

— OTCYTCTBHE BBIIIENIEPEUNCICHHBIX a0COIIOTHBIX

MIPOTUBOIIOKA3aHU;

— HaJIM4HE aIafTaIiy K MPUEMY ITHITH C TTIOMOIIIHIO
JIOXKKH.

B pesynbrare HaOmOneHUs 3a I€ThbMHU U MPOBEEH-
HBIX UCCIIEJIOBaHUH BBI/ICJICHBI TATOIOTHIECKUE COCTO-
STHHS, HYK/TAIOIHeCs] B KOPPEKITUH IO OCYIIIECTBICHUS
OTIepPaTUBHOTO JieueHUs (OTHOCHUTENbHbIE, BpeMEHHbBIE
MIPOTHBOIIOKA3aHUS ISl XUPYPTHIECKOTO JICUCHNUS ):

— TiepuHaTagbHast SHIE(ATONaTHs;

— ranotpodust 2-i u 3-if cTeneHei;

— xene3onehUIIUTHAS aHEMUS 2-1 1 3-1 cTerneHek;

— (yHKIMOHANFHBIE M OpPraHWYECKHe W3MEHEHHS
CepIEYHO-COCY/TUCTON CHCTEMBI C TPAaH3UTOPHBI-
MU TeMOJMTHAMUYECKUMHU H3MEHEHUSIMU;

— TUMHKO-TUM(ATHIECKUI CTaTyC C TOATBEPKIEH-
HBIMA MIMMYHOOHOJIOTHYECKUMA U3MEHEHUSIMHU H
MpU3HAKAMH CHIDKEHUS (PYHKIIUH KOPBI HAAIO-
YEYHUKOB;

— HapyIeHUsT MUKPO(IOPEI HOCOTIOTKH M KHUIIIEU-
HUKa, COTPOBOXKIAIOINECS BBIPAKCHHBIMH KITH-
HUYECKUMH ITPOSBICHUSMU;

— BBIp@KEHHBIE TPOSBICHHUS aTOMMMYECKOTO JepMa-
TUTA;

— HAJIMYUEC I'EPIIETHYCCKUX BI:ICBIHaHPIﬁ;
|

Jlureparypa

— oCcTpble HH(EKITMOHHbIE 3a00ICBaHUSI.

[lennaTpruyeckoe HaOMIONEHUE 32 IETHMH C YEITFOCT-
HO-JIMLIEBOM MATOJIOrUEH B MPOLIECCE UX TOATOTOBKH K
OTIepaIliy U B ITOCICOTIEPAIIIOHHOM TIEPHOJIE TIEIeCO0-
Opa3HO pa3neNuTh Ha 3 JTara.

[epBsIit aTam — amOynatopHbIA. B ycimoBusx monm-
KJIIMHUKH TIPOBOANUTCS KIMHUKO-TabOpaTopHOEe 00cCIIe-
JIOBaHWE JIeTeH, B KOTOPOM IMPHHUMAIOT Y4acTHE BCE
HEOOXOAMMBIE CIEIUANUCTHL. [Ipu 3TOM BBISBISIOTCS
COITYTCTBYIOIIME TATOJOTHIECKHE COCTOSHHS, U OCY-
IIECTBIISAETCS UX JICYCHUE.

Bropoii aTan — craimoHapHbIi, NpeaonepauoH-
HBII. PeOEHOK HAXOAUTCS 11O/ HAOIIOIEHUEM XUPYPTOB,
MeINaTpOB, HEBPOIIATOIOTOB, aHECTE3HONOTOB. [1o Tmo-
Ka3aHMsAM TIPOBOAWTCS aHTHOAKTEpHAIIbHAS TEparms,
JIEKOHTAMHUHANIAS KHUIIEYHUKA TIPU HAJWMYUU AU3010-
TUYECKUX W3MEHEHWH, OOIIeyKperuisiolee IeueHHe.
Bce MeponpusaThs HampaBieHbl Ha TPEAyIpeKICHHE
BO3MOXHBIX ITOCIICOTIEPAITIOHHBIX OCJIOKHEHUH.

Tperuii aTamm — 3Tan MocaeoneparnoHHON peadmITu-
TalluH, KOTOPBI CHadaja MPOBOIUTCS B CTAIlMOHApeE, a
3areM — B aMOynaropHbIX yciaoBusax. OCHOBHOM 3aja-
4eil 3TOro JTama sBJsSeTCs MPOBe/leHHEe BOCCTaHOBH-
TEJBHBIX MEPOTPUATHIA, HANPABICHHBIX Ha HOPMaJH-
3aIHIO JKU3HEHHOBAXHBIX (DYHKITHIH.

JucnancepHoe HaOMIOIeHWE TMOCIE OMEePATUBHOTO
BMEIIATEIbCTBA OCYIIECTBISIETCS TIOCTOSHHO MEXIY
XUPYPrUYECKUMH ATallaMu U B T€UeHHE 3—6 MecsLeB
MoCIIe TOCIEAHET0, 3aBepIaromniero sramna. [lpu stom
OCHOBHOE BHUMAaHHE YAENSETCS OOIICyKpeIUIsIoen
Teparnuu.

Pa3paborannas HaMu cxema IeIuaTpIIecKoro ooe-
CTIIEUeHUsS] XUPYPTHUECKOW KOPPEKITUH YeIFOCTHO-JIH-
[IEBOM ITaTOJOTHH IT03BOJIMIA TPOBOAUTEH OTIEPATHB-
HOE JiedeHne B Ooyiee paHHHE BO3PACTHBIE MEPUOIBI,
3HAYUTEIHHO YMEHBIINUTH CPOKH MPEOBIBaHUS eTeH B
crarnoHape (B 2—3 pasa), yIyqIIiuTh UX COMaTHIECKAN
CTaTyc W AalibHelIee GU3nIecKoe pa3BUTHE.
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Pe3rome

Xupypruieckoe CTaJMPOBAHME  3JI0KAYECTBEHHBIX
OIyXOJIeH SIMYHUKOB BKIFOYAET 0Os3aTeNbHOE ynaie-
HUe OOJIBIIOTO CallbHUKA. J{eTCKIe OHKOIOTH CYHMTAIOT,
4TO yraneHue OOJBIIOro CalbHUKA Y OOJBHBIX TepPMH-
HOTEHHBIMHU OITyXOJISIMH SIMYHUKA PAHHHUX CTAaJIUH HE
nokaszano. IIpuBeneHbl JaHHBIE MCCIEAOBAaHUMN, KOTO-
pBI€ 3TO TOATBEPKIAIOT.

Knrouesnie cnosa: CEPMUHOCEHHbIE ONYXO0IU, ONYXO/IU AU~
HUKO6, Op2aHOCOXPAHAIouee 1edeHue, 0emcKast OHKONO2USL.

Abstract

Surgical staging of ovarian malignancies requires
omentectomy. Pediatric oncologists consider that
omentectomy in pediatric germ cell ovarian tumors
is not indicated. Published data confirming that are
presented.

Key words: germ cell tumors, ovarian tumors,
conservative surgery, pediatric oncology

Bo Bpemsi mpoBefieHMsI omnepaluu B IEPBYIO Oue-
Pelb BBICHSIETCS BOMPOC IEJIECO00Pa3HOCTH yaaICHUS
Oosbioro caiabHuka. ITo manneiM Beelen R.H., camb-
HUK MOXET UTPaTh POJIb B 3aIUTE OPFOIIHON ITOJIOCTU U
0opb0e ¢ uHdekiueii [ 1]. MccnenoBanus mokasaim, 4To

OOJIBIIION CaJbHUK ITIOMOTaeT BBIJICUMBATH TIOBPEXKACH-

U TIPEIyNpexaaTh Pa3BUTHE CIIACYHOTO Ipoliecca. B
cllydae paka, HCXOJISIIEro U3 OpPraHoB OPIOIIHOM MMOJI0-
CTH, B TOM YHMCJIC U paKa SIMYHUKOB, OOJIBIION CaJIbHUK
MOXET COOUpaTh HUPKYJIUPYIOIINE PAKOBBIC KICTKU U
MPeAYypexaaTh 00CEMEHEHUE Ha OOJIBIIEM MPOTSIKE-
HUU TI0 OpromHo# monoctr [2]. Takyio BO3MOXXHOCTH

HBIE UM MU3MEHEHHBIC BOCIIAJICHUEM TKAaHU U OpraHbl IOATBEPIKIAET OKCIIEPUMEHTAIBHOE  HCCIIEI0BAHHE
TTI——
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YACTOTA NOPAXEHWA BOJIbBLUOIO CAJIbHUKA
Y BOJIbHbIX TEPMUHOITEHHbIMW ONYXONAMU ANYHHUKOB

Yokoyama Y. ¢ coaBTOpaMu Ha MBIIIaX, KOTOPOE ITOKa-
3aJId, 9TO OOJBITION CATBHUK UTPAET POJIb B COOpE OITy-
XOJIEBBIX KIIETOK W MPEJO0TBpaIaeT JaIbHEUIIyIO JHC-
ceMuHaIUIO 1o Opromuue [3]. Beneacrsue atoro, Xors
yAajeHue cajbHUKa TI0JIE3HO, €CIIM UMEIOTCS (POKYCHI
€ro MOpakeHHs, TO B CIy4ae OTCYTCTBHS METAacTa3oB
B CAJIbHUKE €r0 CIeIyeT OCTaBIsATh. MHOTOYHCICHHBIC
WCCIIC/IOBAHHS TIaTOJIOr0aHATOMOB TIOKa3bIBAIOT 00-
IIFPHBIE TOPaKEHUS OPIOIIIMHBI U OPraHOB MAJIOTO Ta3a
Y 3HAYUTEIHHO MEHBIIIEeE YUCIIO MOPAKEHHUH OOJIBIIIOTO
caJbHUKA [4], TOATOMY UCCIEIOBATEIH ICTA0T 3aKITI0-
YeHHUE, YTO TOYHAsI POJIb OOJIBIIOTO CalbHUKA B UMMY-
HOJIOTMH U PaKe OCTAETCS HE MOTHOCTHIO TOHSTHOH [2].

[Ipu pake SMYHUKOB yaaieHUue OOJBIIOTO CATbHUKA
TPaJUIUOHHO PEKOMEHJIyeTCS U BKJIIOUEHO B XHUPYP-
THIO IO CTaINPOBAHUIO KaK YacTh OITyXOJIEBON IUTOPE-
OYKIIMA Ha paHHUX N PAcTPOCTPAHEHHBIX CTATUSIX
paka 0e3 yKa3aHWsl Ha HaJIM4he MaKpOCKOMUYECKHX
MOpaKeHUH. DTO OCHOBBIBAETCSI HA ITIOJIOKCHUH, YTO
pax SIMYHUKOB JIETKO PACIPOCTPAHSETCS 10 OPIOLTHOM
MOJIOCTH, U OOJIBIIION CAJIbHUK — Ba)KHAsI JIOKATU3AIIHS
METaCTaTUYCCKON OMYXOJIEeBOM qucceMuHanuu [5].

B psne uccnemoanuii 00CyxmaeTcsi BOPOC O Iie-
JIeCOO0Pa3HOCTH yaJeHUs HEM3MEHEHHOTO OOJIBIIIOTO
CaJbHUKA OOJNBHBIM PAaHHUMHU CTAAMSIMH paka SUIHU-
KoB [2, 3, 6]. MccnenoBanus moka3and, 9TO 4acTOTa
M30JIMPOBAHHOTO MOPAKEHHsSI CallbHUKA Y OONBHBIX C
I u II cragusamu mporecca HU3KAsh U COCTABIAET OT 2
1o 7% ciyuaes. ccnenoBanus Lee J.Y. ¢ coaBTopamu
MOKa3aJH elle MEHBIIYI0 YacTOTy MOpa)KeHUs OOJb-
IIOTO CalTbHUKA HA PAaHHHX CTaIusIX. MUKpOMETacTa3bl
B CaJIbHUK BBISIBIICHBI TOJBKO y 2,7% OGonbHbIX ¢ IIIA
cramueil paka suaHUKOB [7]. Ilpon3BonpHas O6wmorcus,
HayTa/l BBITOJHEHHAs, BMECTO YIAJCHUS OOJIBIIOrO
CaJIbHUKA MOXKET OBITh JOCTATOYHOW JUIsl PaHHHX CTa-
i paka suaHukoB [2]. McNally L. ¢ coaBTopamu B
uccnenoBanu 20 975 GONBHBIX PAKOM SIMUHUKOB TIO-
Kasall, 4YTO yAaJieHHe OOJIBIIOro CabHHUKA HE YITydIaeT
BBDKUBAEMOCTh y nauueHToB ¢ I-IITA cranusamu npo-
necca. HeoOXonmnMel paHIOMH3UPOBAHHBIE HCCIIENO-
BaHWS IJISl OTIPEACIICHUs MaidbHEeHel TakTuku [6]. B
ClTydasiX 3JI0KaueCTBEHHBIX TePMUHOTCHHBIX OITYXOJIeH
SIMYHUKOB Y B3POCIBIX TPAJUIMOHHO XUPYPrHYECKOE
CTaJUpOBaHUE BKIIOUAET ylaleHUe OOJIBIIOTO CalbHU-
Ka U IpU paHHUX CTaAuAX mpouecca [5].

TepaneBTHuecKkoe 3HaUEHHWE YIAICHUS OOJBIIOrO
CaJIbHUKA TIPU TEPMUHOTEHHBIX OMYXOJISIX SHYHUKOB HE
nmokazano. Camoe OOIBIIIOE PETPOCIIEKTHBHOE HCCIIe-
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JIOBaHUE O POJIU yJAaJeHUs OONBIIOTO CanbHUKA y 223
B3pPOCHBIX 0OMBHBIX ¢ I-II cTammsMu repMHHOTEHHBIX
ormyxoJjel smaHuKoB nposeneHo B 2017 roxy B Kurae.
VYnanenue O0JIBIIOro calbHUKA MTPOBENIeHO Y 74% 60Ib-
HBIX, U 'y 26% OOJIbHBIX CaJIbHUK HEe yraysuics. OO0ras
10-11eTHsIsI BBDKMBAEMOCTh IPH YIAJICHHH OOJIBIIIOTO
casibHuKa paBHa 90,5% u 0e3 ynaneHusl calbHUKA —
98,1%. ABTOpBI JIeNat0T BBIBOJI, YUTO y/IaJI€HUE OOIBIIO-
TO CAJIbHUKA HE YJTyYIlIaeT Pe3yJIbTaThl JICICHUS 1 MOJKET
HE BBITIONHATHCS. M3ydanach poib ynajieHus cajJbHHUKa
y OOJIBHBIX B 3aBUCHMOCTH OT CTaJIUU TIPOIECCa U MOP-
(onoruueckoro crpoeHus omyxonu. [Ipu Bcex craausx
U pa3InYHBIX MOP(OIOTUYSCKUX BapHAHTAX OITyXOJIU
10-11eTHSIsI BBKHMBAEMOCTb ObLIa JIy4Ile Y TeX OOTbHBIX,
KOTOPBIM OOJBINON CaNbHUK He ymamsuics [8]. ABTOpHI
YKa3bIBalOT Ha pPe3ybTaThl UCCIEIOBAHUH, MTOKA3bIBa-
OIIF€ HU3KUH YPOBEHB TIOPAKEHUS OOJBIIIOTO CaThbHU-
Ka Ha paHHUX CTaausx mporecca — 2,7% [9] umu mosn-
Hoe ero orcyrctBue [10]. Bo-BTOpBIX, OHH OTMEUAIOT
pOJIb XUMHOTEPANIUU B TIOCIICOTIEPAIIMOHHOM TIEPUO/IE,
KOTOpasi CrOCOOHA KOHTPOJIMPOBATh BO3MOXKHBIC MH-
Kpockonuyeckue meractasbl. MccnenoBanue Wang X.
C COaBTOpaMHu BKJIOUano u aeteil [9]. B atom uccne-
JTOBaHUM S5-JIETHSS BEDKUBAEMOCTh P YAAJICHHH 0OJTh-
IOTO canbHUKA cocTaBmia 88,9%, a 06e3 ymaineHus —
100%. ABTOpPBHI IeNafOT BBIBOI, UTO YIaJeHHE OOIBIIO-
IO CaJIbHUKA HE SBJISIETCS 0053aTeIbHBIM 11 OOJIBHBIX
¢ [-II cragusamu npouiecca.

Takum 00pa3oM, OJIHA YaCTh OHKOJIOTOB HACTAWBACT
Ha MOJHOM XUPYPTHMUECKOM CTaJUpOBAaHUU C yAale-
HueM OonpIioro canmpHuka [11, 12, 13], apyras gacts
COMHEBaeTCs B 1iesrecoodpasnoctu roro [14, 15]. Us-
y4eHHe 1eIeco00pa3HOCTH MOIHOTO XHUPYPTHIECKOTO
CTaIupOBaHUs y OOJIEHBIX TePMUHOTCHHBIMU OITyXOJIsI-
MU SIMYHUKOB TpoBeaieHo Liu Q. ¢ coaBTopamu B 2013
rogy [16]. AHanu3upoBalUCh NIUTEIBLHOCTH OIeEpa-
THUBHBIX BMEIIATEIbCTB, YaCTOTA OCIOKHEHHM, YUCIIO
PEIMINBOB | T. JI. J[IUTEIHHOCTH ONEPaTUBHOTO BMe-
1aTeNbCTBA, KPOBOMOTEPS OBUIM CTAaTHCTUYECKH J0-
CTOBEPHO BHIIIE y OONBHBIX TIPU MTPOBEACHUHN ITOITHOTO
XUPYPrHYECKOTO CTaaupoBaHus. [[pyrue ocrnoxHeHHUS
OBUTH TaKKE 3HAYUTEIHHO Yalle y OOJBHBIX, KOTOPHIM
MIPOBENICHO IIOJIHOE XUPYPTUUECKOE CTaIupPOBAHHUE.
ITocneonepanyioHHbIE OCIOKHEHUS OTMEUeHbI B 17,4%
cinydae o cpaBHeHHto ¢ 0%, penuanssl — 10,9% no
cpaBHeHUIO ¢ 2,2%, neranbHocTh — 4,3% 1o cpaBHe-
HUIO ¢ 2,2%. O0mas u 6e3perBHast S-IeTHSS BIKIBA-
eMOCTh OBLTH XyXKe B TPyIIe OOIBHBIX, KOTOPHIM TIPO-
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BEJICHO TIOJTHOE XMPYPTUUYECKOe CTaJANPOBaHUE: O0IIas
5-nmeTHSS BEDKUBAEMOCTh — 92% u 97% COOTBETCTBEH-
HO 1 Oe3peuunanBHas BEDKUBaeMOCTb — 87% 1 97%.
Xupypradeckoe CTaJMpOBaHUE B TIOJHOM OOBeMe
HE SIBIISICTCS MMPOTHOCTUYECKUM (aKTopoMm st Oe3pe-
muaMBHOM BbhDKHMBaemoctu [17, 18, 19]. Tlo mMHeHuto
Yoon N.R. ¢ coaBropamu, paJuKanibHOE YOAJICHUE OITy-
XOJM, BKJIIOYast ynajieHHue OOJIBIIOro CalbHUKA, HE TIpe-
JIOTBpAIaeT PEIH/INB, TaK KaK OOJBIIMHCTBO PEIMINBOB
HaliIeHbI Ha TIOBEPXHOCTH TIeueHH 1 nuadparme [20].
CrenoBarenbHO, JaHHBIC, IPEJICTABIICHHBIC B JINTE-
parype, IOABEprat0T COMHEHHUIO PAIllHOHAIIBHOCTh YJla-

INCIDENCE OF OMENTAL INVOLVEMENT
IN GERM CELL OVARIAN TUMORS
— |

JICHHS OOJIBIIOTO CaJlbHUKA Ha PaHHUX CTAaAWsX 3JI0Ka-
YCCTBCHHBIX I'€PMHUHOTCHHBIX onyxonef/i, TaK KaK €ro
YAQJICHUC HE YIydlIaCT BBDKUBACMOCTD OOJIbHBIX.

Hcrounnk puHAHCHPOBAHUSA: HE YKa3aH.

KonduaukT uHTEpecoB: aBTOPBI CTaTbHU IOJITBEP-
JUIH OTCYTCTBUE KOH(IMKTAa MHTEPECOB, O KOTOPOM
HEOOXOIUMO COOOIINTE.
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AHAJIU3 TEHEHUA NOCNEOMNEPALINOHHOIO
NMEPUOAA Y OETEW, NEPEHECLUUX TOH3UNJIOTOMUIO
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POSTOPERATIVE COURSE ANALYSIS
IN CHILDREN WHO UNDERWENT TONSILLECTOMY
WITH CERALASE 15 ELVES DIODE LASER

State Budgetary Healthcare Institution Scientific and Practical Center for Specialized
Assistance for Children named after N.V. Voyno-Yasenetsky Department of Healthcare
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Pe3rome

B crathe M3JI0KEH OMBIT MPUMEHEHHUsT JUOIHOTO Jia-
3epa Ceralas E15 FElves npu mnpoBeneHWH TOH3WII-
JIOTOMUU W HaJIW4YMe PaHHUX IOCICONEePAHOHHBIX
OCJIO)KHEHHMI B CPaBHEHUH C BBIIOJIHECHUEM JaHHOMU
olepaunyy NeTIeBbIM TOH3WUIOTOMOM. B unccnenosa-
HUU y4acTBOBaH 24 peOeHKa, KOTOPBIM BBITOIHSJIACH
TOH3WJLTOTOMUS TuoaHbIM Ja3zepoM Ceralas E15 Elves
u 22 pebeHka ¢ runeprpodueil HeOHBIX MUHIAINH,
OTIEPUPOBAHHBIX TETIEBBIM TOH3WUIOTOMOM. [Ipm
npuMeHeHuu auoanHoro nazepa Ceralas E15 Elves Bo
BpeMsl IPOBEACHUU TOH3MJUIOTOMHMHM HE OTMEYaeTcs
PaHHHX MOCICONEPANHHBIX OCIOKHEHUH, TAKUX KaK
KpOBOTEUEHHE U ycuiieHue 6onesoro cunapoma. [on-
HOE BBI3/I0POBJICHUE HACTYIIACT Ha 3 CYyTKHM IOCIeore-
PaOHHOTO Teproa.

Kniouesvie cnosa: monzuniomomus, 1asep, nocieone-
PAYUOHHBLE OCTIONCHEHUS,, KpOgomeyeHue, H01e80l CUH-
opom.

Abstract

The article describes the experience of using Ceralas
E15 Elves diode laser during tonsillotomy and the pres-
ence of early postoperative complications in comparison
with the implementation of this operation by loop ton-
sillotomy. The study involved 24 children who
underwent diode laser tonsillotomy CeralasE 15 Elves
and 22 children with hypertrophy of Palatine tonsils, op}
erated loop tonsillotome. When using Ceralas E15 Elves
diode laser during tonsillotomy, there are no early posti
operative complications, such as bleeding and increased
pain syndrome. Full recovery occurs on the 3rd day of
the postoperative period.

Key words: tonsillotomy, laser,

complications, bleeding, pain syndrome.

postoperative

l'uneprpoduss numdouaHOW TKaHM HOCOPOTO-
IJIOTKH SIBJISICTCS] Han0oJIee YacThIM MaTOJIOTUYECKUM
MIPOIIECCOM B JIETCKOW OTOPUHOJIAPUHTOJIOTHH, B CBS-
3H C 3THM aICHOTOMUU U TOH3UJUIOTOMUHU — Haubosee
pacmnpocTpaHeHHBIE XHPYPTHYECKHE BMeEIIaTelb-
ctBamu B gerckoil JIOP-nmpaxrtuke [1-3]. Xupyp-
rU4EeCKUEe BMEIIATEIbCTBA IPU AAHHON IAaTOJIOTMH

UMEIOT pa3HooOpa3Hble CIOCOOB! BHIMOIHEHUS OTIe-
panuii — npu MOMOILIM TOH3WJIJIOTOMOB Pa3iIU4HBIX
MoaH(UKAIKi, KOOJaTOPOM (METOJ XOJIOAHOM Ta3-
MblI), MOHO- M OHIOJSPHBIMH KOAryJISIIMOHHBIMH
IIUIIAMHA, PaJANOBOIHOBAS JIAKYHOTOMUS, Jla3epHas
nectpykuusi HEOHbIX MuHAanuH [4]. JlazepHble Tex-
HOJIOTUHM LIMPOKO HCIOJB3YIOTCS B XUPYPTHH IS
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AHANN3 TEYEHUSA NOCNEONEPALUOHHOIO NEPUOAA Y OETEMN,
NEPEHECWUX TOH3NNNOTOMUIO ANOOHbLIM TASEPOM CERALAS E15 ELVES

yIalneHusl, pa3pyluieHus Ui TEPMUIECKOTO HEKpO3a
KJIETOK, TKAaHEW WIIN WHBIX CTPYKTYp [5, 6]. B Hamei
KJIMHUKE BBIMONHAIOTCA 0koio 2000 maHHBIX omepa-
uuil B rog, u3 Kotopsix 30% — 3TO yacTUUHOE ya-
neHue TUMQPOUTHON TKaHN HEOHBIX MUHIAINUH (TOH-
3UJIJIOTTOMUH).

B namem 00630pe MBI OyneM HcciaeoBaTh paHHHUN
MIOCJIEONIEPAlMOHHBIN NIEPUO MOCIE BO3ACHCTBUE J1a-
3epa Ha HEOHBIC MUHJIAJIMHBI, YYUTHIBAsI HAJUYUE OC-
JIOKHEHHH, TAKUX KaK KPOBOTEUEHHUE U BBIPAKEHHOCTh
00JICBOTO CHHIPOMA.

C cents16ps 2018 rona B oT€1€HUN OTOPUHOIAPUH-
TOJITUMA aKTUBHO BBIMOJIHSAIOTCS TOH3WUIOTOMUU MpU
oMoy auomnoro nazepa Ceralas E15 Elves muHHON
BostHBI 980 HM, MottHOCTRIO 30 BT, B HENpephIBHOM pe-
JKUME, KpaCHbIM MPUIIEIbHBIM JTy4yoM 4 MBT.

Lenp Hamero ucciempoBaHus: YMEHbIIIEHHE OoJe-
BOTO CHH/IpPOMA U KPOBOTEUEHHUH B PaHHEM IOCIIEOTIe-
PaILMIOHHOM NEPUOIE.

B nanHoM uccinenoBaHuu ydacTtBoBadu 46 nereit
OT 5 1o 7 JeT ¢ M30JIUPOBaHHOU runeprpoduei HEO-
HBIX MUHJAJIUH, KOTOPHIM B aHAMHE3€ BBIMOIHSIACH
a7eHOTOMHS. Y BCEX MallMEeHTOB OTMEYAIIUCH )KAIOOBI
Ha Xpar, «THYCaBBIii» TOJIOC, 3aTPyAHEHNE JBIXaHMUS.
[ManuenThl ObUTH pa3lieieHbl HA 2 Tpynibl. B nepByro
IpyNIy BOILIU 22 MAIMeHTa, KOTOPHIM BBITIOIHSIIACH
TOH3WJJIOTOMUS TE€TIEBBIM TOH3WJUIOTOMOM C Jalib-
HEeHIIeM TIIATeTbHBIM TeMOCTa30M IpU TIOMOIIH Ou-
nossipHoro koaryisaropa 15 Bt. Bo Bropyio rpynmy
BomIO 24 pebeHKa, y KOTOPBIX TO3HUJUIOTOMHS TTPOBO-
JUIIach MpH momoinu jauojaHoro jasepa Ceralas E15
Elves mnunno#i Bomabel 980 M, MomHocThi0 30 BT,
B HENPEPHIBHOM PEKUME, KPACHBIM MPHUIIEIBHBIM JTy-
qoMm 4 MBT.

[Ipy BBIMONHEHUH TOH3UJIOTOMHUHU TMETIEBBIM
TOH3WJUIOTOMOM HWHTPAOIEepalMOHHAs KPOBOIIO-
TEPsl y BCEX HCCIENYEMBIX JETEH NepBON I'pyIIIbl
(n=22) cocraBmsna 15-20 ma. Bo Bpems nposene-
HHUY TOH3WJIJIOTOMHUH TIPU TTOMOIIIH JUOIHOTO Jia3e-
pa Ceralas E15 Elves untpaonepanuonHas KpoBo-
noteps coctaBuia 0 Mi y Bcex manueHToB (n=24),
BOIIEIINX BO BTOPYIO T'PYIINy HcciaenoBanus. Bee
OTIepaIlU¥ BBIMOJNHSJINCH TOJM HWHTYOAIIMOHHBIM
HapKO30M IpHU MOMOIIM HHTAJISIIMOHHOTO aHECTe-
THKa ceBoduypaH. BpeMms BBIMOIHEHUs OIlepanuu
KaK y TmepBOM IpyIlbl MallMeHTOB, TaK U y BTOPOU
rpynnel coctaBuio 10 MunyT. Bce mamumeHTsl Ha-
XOIUJIUCh TOCJIE BBIMOJHEHUS XUPYPTHUUECKOTO
BMeIIaTeIbCTBA B MajlaTeé MHTEHCUBHOM Tepanuu B
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TedeHne 15 MUHYT, MOcIie 4eTo OBLIN MepeBeICHBI B
nanarel OTACICHHUS.

Ilpn ocMoTpe uyepe3 2 yaca mociie ONepanuu y
100% (n=46) nereii nepBoii U BTOPOH I'pyNIl OTMeYa-
JUCh TUTIEPEMHUsl U OTEK TKaHel HEOHBIX MUHJIAIIWH,
YMEpPEHHO BBIPAKCHHBIM 00JIEBOM CHHIPOM, B CBS3H
C 4eM MalHMeHTHl Mojydain 00e300JMBaIoNIyI0 Te-
panuto mbynmpodeHom mepopansHo. Uepes 4 daca y
22% (n=5) manueHToB TMEepBOH I'pyMIbl 3aUKCUPO-
BAaHHO KPOBOTEUEHHE M3 MOCICONEPAllMOHHON PaHBI,
KyIMPOBAHHOE BBEJIEHUEM I'€MOCTaTUYECKOH Tepa-
nuu (3TaM3WJIaT HaTpHs) B BO3PACTHOM JO3UpPOBKE.
VY 100% pereit (n=24) U3 BTOPOI IPYMIIbI, ONEPUPO-
BaHHBIX TPHU MToMoIIw auoxHoro jaszepa Ceralas E15
Elves, kpoBoTeueHust He oTMeuanoch. Ha ycunenue
OoneBoro cuHApoMa depe3 6 4acoB MoOcCie orepa-
uu noxanoBanuchk 100% (n=22) nmanueHToB nepBon
TPYIIIbI, B TO BPEMs KaK AETSM M3 BTOPOH I'PYIIbI B
100% (n=24) cny4aeB He TpeboBasiack 00e300MBa-
fomas Tepanus. BeipaxkeHHBIN (HUOPUHO3HBINA HaleT
Ha HEOHBIX MUHIAIMHAX W OOJIEBON CHHAPOM IOCIE
BBITMIOJIHEHUS! TOH3WJUIOTOMHM TIPU TIOMOIIU MeETie-
BOTO TOH3MJUIOTOMA COXPAHSUICA B TEUCHHE 5 AHEH Y
100% (n=22) meteil w3 mepBOH HCCIEAYEMOU TPYyII-
nel. Y 100% (n=24) mamueHToB, KOTOPHIM MPOBOIU-
Jach TOH3WUIOTOMHUSI IIPH MOMOILM JWOJHOIO Jlazepa
Ceralas E15 Elves, dbubpuno3HbIi HameT ObLT c1abo
BBIPA)KEHHBIM, BOCCTAHOBIJIEHUE TKaHEH HEOHBIX MUH-
JaJIMH MPOU30MLIO Ha 3 CYTKHU MOCIIE XUPYPTrUIeCKOTO
JIeYeHUsL.

Takum obpazom:

1. BrinonHeHHe TOH3WUIOTOMUU MPU HMOMOIIM JTHOJ-
Horo nazepa Ceralas E15 Elves, kak u 0ObIYHBIM
CIocoOOM, HE YBEIIHUUBACT BPEMS XUPYPrHUECKOTO
BMEIIATENbCTBA.

2. OTcyTCTBHE HHTPAOTIEPAIIHOHHON KPOBOIIOTEPH TIPH
npumeHeHun auonHoro nasepa Ceralas E15 Elves.

3. PaHHUX TOCNEONEPAIMOHHBIX OCJIOKHEHUH MpHU
npuMeHeHun auoaHoro nasepa Ceralas E15 Elves
He otMeuanoch B 100% (n=24) ciaydaes, B TO Bpems
Kak 00JIEBOI CHHIPOM U KPOBOTEUEHHUE ITPH BBITION-
HEHUW TOH3WLIOTOMHH TETIEBHIM TOH3UIOTOMOM
3aukcupoBanbl y 100% (n=22) u'y 22% (n=5) na-
IIUEHTOB COOTBETCTBEHHO.

4. IlonHOE BOCCTaHOBIEHNE TKaHEeW HEOHBIX MUHIATUH
MIPOUCXOJIUT B 2 pa3a B ObICTpee MpU MPUMCHECHUU
monHoro stazepa Ceralas E15 Elves, uem nocrne mpo-
BEJICHNS TOH3WUTOTOMHH TTETIIEBBIM TOH3UILTOTOMOM.
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| e
Pe3rome

B crarbe mnpesacraBieHbl CBEOEHHS O JIMArHOCTH-
YECKMX BO3MOXKHOCTSIX OTEYECTBEHHOTO  armapara
«AMCAT-KOBEPT». IlomuépkuBaercs, 4To ammapar
MpeHa3Ha4YeH B OCHOBHOM JUIS OLEHKH CHUCTEMHBIX,
(DYyHKIIMOHAIIFHBIX MApaMETPOB OpPTaHM3Ma, aJarTariy-
OHHBIX BO3MOXHOCTEN, ICUXMYECKOIO CTaTyca, SHepre-
TUYECKOTO COCTOSIHUSA TKaHeW. B ycnoBusx craiumoHapa
€ro MOXKHO HCIIOJIB30BaTh JUIT KOHTPOJIS PHEKTUBHO-
CTH IIPOBOIUMOM TEPAIHH.

Kniouesvie cnosa: oemu, annapam, «AMCAT-KO-
BEPT», ¢ynxyuonanvhoe cocmosinue, adanmocnocoo-
HOCMb.

Abstract

The article informs about diagnostic features of Russian
device “AMSAT-COVERT”. It is emphasized that
the device is designed to estimate systemic, functional
parameters of organism, adaptative capabilities, mental
status, tissue energy state. In hospital settings, it can be
used to control the effectiveness of the therapy conducted.

Key words: children, device, “AMSAT-COVERT”,

functional state, adaptability.

B mactosmiee Bpemst Ha meTedt OOIBIIOE BIUSHUE
OKa3bIBAIOT pa3inyHble (HAKTOPhl TEXHOICHHOW Ha-
IPY3KH: W30BITOUHBIA MOTOK WHPOPMAIMHM U3 HHTEp-
HETa WM TEJICBUJCHUS, HEOIAronpusTHAS HSKOJIOTHYC-
cKasi 00CTaHOBKa, COIMANIbHBIC M IICHXOJOTMYCCKHE
CTPECChl, THITOJUHAMMSI, HApYLICHHE PEKUMa JTHS U
nuTaHus. besycrmoBHO, 3TH (DaKTOPBI OTPULIATETHHO
BIUSIOT Ha (DOPMUPYIOITHIICS OpraHu3M, OCOOCHHO B
ITyOepTaTHBIHN ITePHOT, CKa3bIBAIOTCS Ha (DYHKITHOHATb-
HBIX pe3epBax OpraHM3Ma, YCIEmHOCTH oOydeHus. B
COOTBETCTBHH cO cTparerueii BO3 morutopwHT QyHK-
[MOHATFHBIX PE3EPBOB OpraHW3Ma, JIOHO30JI0THYe-
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CKasad AJUarHoCTHKa paHHUX CTa)II/Iﬁ HapymieHusA ajaari-
TAllMOHHBIX IPOLECCOB M CBOCBPEMCECHHASA KOPPEKIIUA
(1)YHKI_[I/IOH3JII)HOFO COCTOsIHUA pacCMaTrpuBarOTCia B
KaQu€CTBC ONTHUMAJIBHBIX MCETOJ0B OXpaHbl 3J0POBbA.
IIo coBpeMEHHBIM NpPEACTABICHUSAM, 310POBbE — 3TO
CITOCOOHOCTH OpPTaHU3Ma MPUCTIOCAOTUBATHCS K TTOCTO-
SITHHO M3MEHSIIOIUMCS YCIIOBHSM OKPYKAIOIIEH Cpejibl
U Harpy3Kam.

JloHo3050THYECKasT JIMAaTHOCTHKA — MEPCHEKTHB-
HOE Hay4YHOE HalpaBleHHWEe, OCHOBAHHOE HA M3Y4YCHUH
JIOHO30JIOTUYECKUX COCTOSIHUM C HCIOJIb30BaHUEM
crienu(UIecKuX METOIOB M TIPHUOOPOB I OIICHKH U
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INTEGRAL INSTANT DIAGNOSIS OF STATE OF HEALTH IN CHILDREN
WITH THE HELP OF HARDWARE-SOFTWARE SYSTEM “AMSAT-COVERT”

M3MEpeHHs MapaMeTpoB (YHKIIMOHAIEHOTO COCTOSTHUS
opraHusMa 4esoBeka. [[oHo30moruueckast JUarHocTu-
Ka — 00cIeIoBaHHe MPAKTHYECKH 3I0POBBIX JIHII C Tie-
JIBIO BBISIBIICHUS (PAKTOPOB PUCKA, JIATCHTHBIX U HEpac-
MMO3HAHHBIX CITy4aeB 3a0oJeBaHuid. J[pyrumu ciioBamu,
I10JT JIOHO30JIOTHYECKOM TMarHOCTHKOM clielyeT MOHH-
Marth OLEHKY (PYHKIIHOHAJILHOTO COCTOSIHUSI OpraHu3Ma
U €ro aganTaliiOHHBIX BO3MOXKHOCTEHN B nepuona, xoraa
emé OTCYTCTBYIOT SIBHBIC TIpU3HAKK 3a0oseBanuii. Jlo-
HO30JIOTMYECKasl JUAarHOCTUKA 3aHUMAETCsl PACIIO3HA-
BAHHEM COCTOSIHMM, MOTPAHUYHBIX MEXIYy HOPMOU U
narojorueid. OCHOBA JOHO30JIOTMYECKON AUATHOCTUKU
y TIOJPOCTKOB 3aKJIIOUACTCS B U3MEPEHUN (PU3NUECKUX
U (UBHOIIOTUYECKUX XAPAKTEPUCTHK, MCUXO(PU3NO-
JIOTUYECKOIr0 COCTOSAHHWA, MHTCJUICKTYAJIbHBIX W JIUY-
HOCTHBIX OCOOCHHOCTEH peOSHKa, T. €. KaYeCTBCHHBIX
W KOJWYECTBEHHBIX IIOKa3aTelel 370pOBbs, ajar-
TallUOHHBIX BO3MOKHOCTEHN opranusma, IOJYUYCHHUN
HayYHO 0OOCHOBAHHOTO OTBETa Ha BOMPOC O TOM, Kak
JTAJIEKO OT BO3MOYKHOH JIe3aanTalnuy U pa3BUTHS 3200-
JIEBaHUS HaXOAUTCSI MOAPOCTOK.

B uenrpe BHUMaHuUs Bpaueil, B TOM 4HCIE MEIU-
aTpoB, TOCTOSHHO HaXOAMTCA NpoOieMa OCBOCHHS
COBpPEMCHHBIX METOAOB HCCICAOBAaHUs, I1O3BOJIAIO-
IIUX JIMATHOCTUPOBATh KaK CHUCTEMHbIE ((YHKIHO-
HaJbHBIE), TaK U MOPQOIOTHYECKUE H3MCHCHUS B
opranmszMe. OcoObIi HHTEpEC BBHI3BIBAIOT CHCTEM-
HbIE METO/ABl JUAarHOCTHUKHU, C IOMOILBK KOTOPBIX
BO3MOXKHO OIIEHHWBaTh KOMIIEHCATOPHO-TIPHUCIIOCOOH-
TeJIbHbIE MEXaHW3MBbI, A()()EKTUBHOCTH IMPOBENCHUS
NPOQIIAKTHYECKUX U JIe4eOHBIX Meponpusatuid. s
XapaKTEPUCTUKU CUCTEMHBIX U3MEHEHUU B OpraHu3-
me y nauueHToB I'bY3 «HIIL cnenuann3npoBanHON
rnoMoiu aetsasm uMm. B.®. BoiiHo-fcenenkoro J[3M»y,
KpOMe€ METOJOB CTAallMOHAPHOW JMAarHOCTHKH, HC-
MOJIb3YeTCS  anmapaTHO-NIPOTPAMMHBIM  KOMILIEKC
(ATIK) «AMCAT-KOBEPT». DTOT KOMIUIEKC TI03BO-
JIAET ONpPEACNSATh KAYECTBEHHbIE U KOJIUYECTBEHHBIC
MOKa3aTe 310pOBbs, QyHKIINOHAIBHBIE TTApaMEeTPBI
OpraHu3Ma, ypoBEeHb €ro aIanTaluOHHBIX BO3MOXKHO-
CTEH, MpoaHaIU3UPOBaTh PU3NIECKOE COCTOSIHUE 00-
CJIEZyeMOT0, TIOPOT €T0 MCUXOPU3NIECKON yCTOWYH-
BOCTH, CTENEHb BBIPAKEHHOCTH CTPECCOBBIX peaKINi
1 TpeBokHOCTU. Kpome Toro gaHHyIo cucteMy MOXKHO
MIPUMEHSATS JIJIsl OIIEHKU 3(pPEeKTUBHOCTH MTPOBOAUMOMN
Tepanu, 71 JTHAMHUYEeCKOTO HaOMIOACHHS 32 COCTO-
STHUEM IallUeHTOB.

«QUANTUM SATIS»

Puc 1. ATIK <KAMCAT-KOBEPT» (APK “AMSAT-COVERT")

B ocHoBe paspabotku mnpexacrasieHHoro AITK
«AMCAT-KOBEPT» (puc. 1) nmexar dbyHIaMEeHTAIb-
HbIe paboThI P. ®oms.

Benymmm mpuanmnoMm ¢ynaknnorupoanus AlTK
SIBIISIETCSL DKCIPECC-OIEHKa 3JIEKTPUYECKUX Tapame-
TPOB B OMOJOTMYECKH aKTHUBHBIX (peIeKCOTEHHBIX )
30HAX KOXKH, OTPa)KArOIIUX COCTOSIHHE B3aUMOCBSI-
3aHHBIX ¢ HUIMH BHYTPEHHHX OPTraHOB U CHUCTEM Opra-
HU3Ma. [l M3MepeHus dJIeKTPHUYECKUX MapaMeTpoB
HCIIONIB3YIOTCS 22 OTBEACHMSI OT TPEX Map AIICKTPOIOB
Ha Teyie 00cieyeMoro manueHTa (B oomacTu Jiba, Ha
TAJIOHSX U cTomax). [loyueHHbIe pe3yabTaThl aHaNU-
3UPYIOTCS W TPEeoOpa3yroTcss B TEKCTOBYIO W Tpadu-
yeckyo uHpopMmanmoo. [padudeckne H300paKeHUS
MIPEJCTaBIeHbl B BUAE (AaHTOMOB, pa3/eiEHHBIX Ha
30HBL [lociemHue OKpalleHbl B pa3jnyHbIC IIBETA B
3aBUCHMOCTH OT ()YHKIIMOHAJILHOTO COCTOSHHS (OT
HOPMBI JIO MATOJIOTUHU ) UccieayemMoit odnactu. [1o nan-
HBIM aHaJu3a 3JICKTPUYCCKUX TOTCHIIMAIOB MOXHO
CYIUTh O THUIIC PEAKTUBHOCTU, TOHYCE BEreTaTUBHOU
HEPBHOH CHCTEMBbI, TOTCHIIMAIbHBIX BO3MOKHOCTSIX
opraHoB-muieHer, o nuMdomuHaMuke, o (HUIUOIO-
THYECKOM aKTHBHOCTH OPraHOB M CHUCTEM OpraHu3Ma
(pusmonorndeckoit HOpME, THUIEP- W THUIOPYHKITHO-
HaJbHBIX paccTpoOicTBaxX). BBIpakeHHOCTh ITHX Ha-
pYLICHHI OTpaxkaeTcs Ha MKale (DyHKIIMOHAIBHOTO
COCTOSIHHSI B BHJIE COOTBETCTBYIOIIMX Ka4eCTBEHHBIX
Y KOJIMYECTBEHHBIX XapaKTepUCTHK. B mporecce 00-
CJIEJIOBaHUSI TPOU3BOJIUTCS ABTOMATHUYECKUN PACYET
nmauHbIX ot 0 1o 100 y. e. JlnurenbHOCTh 00CieI0BaHHS
ManyeHTa KojaedaeTcs oT 5 10 15 MuH. DIeKkTpuiecKue
cUrHaJIbl 0e300JIe3HEHHbIE U a0CONIIOTHO OC3BPEAHBI
JUTSL 4eJIOBEKA.

Jlumepom 1o pa3paboTke MPOrpaMMHO-aIIapaT-
HBIX JIMATHOCTHYECKHUX KOMIUIEKCOB, MPHUTOMAHBIX IS
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MHTETPANIbHASl 3KCNPECC-AUATHOCTUKA COCTOAHUNA 30OPOBbA Y AETEN
C NOMOLWbIO ANMMAPATHO-MPOrPAMMHOIO KOMMINEKCA «<AMCAT-KOBEPT»

JKCIpecc-AMarHOCTUKH, B HAIlleH CTpaHe CTall MEIH-
ko-texunuyeckuii neHtp (MTL) «KOBEPT» (. Mo-
CKBa), KOTOPBIA HajaJui TPOU3BOJCTBO aIlllapaToB,
pa3paboTaHHBIX HA MPEANPHUITUSX BOCHHO-ITPOMBIILI-
neHHoro komiuiekca. B 1989 rony mepBelif BapuaHT
KOMITBIOTEPHOM CHUCTEMBI 3JIEKTPOKOKHOM JTMarHo-
ctuku no HazBaHueM «ACD]I-14» mpomén KinHImYe-
ckyto anpobarmto B [IBHUHWAT 1 akTHBHO HCTIOINB30-
BaJiCsl TIPU OOCIEOBAaHUH JIETYMKOB M KOCMOHABTOB.
B nanbHeiilieM ycOBEpUICHCTBOBAHHBIC —AallapaThl
«AMCAT-KOBEPT» (puc. 2) (peructpaiiioHHOE yI0-
croBeperne Ne ®CP 2008/02205 ot 17 mapra 2008 —
CPOK NeMCTBUA He oepanuuen; DenepanbHas peeH3us
Ne 99-03-000838 ot 5 centsadps 2007 1.) mpoxXoauIN
ucnbiTanus B HUM TpaaulimoHHBIX METONOB JIEUEHUS
M3 P®, 8 HUU nenmarpun PAMH.

OHM HEOTHOKPATHO HArPaXIAIHUCh MEAATSIMA | JH-
IUIOMaMH, B TOM YHCIIe B CaJIOHE HOBEUIINX TEXHOJIO-
ruii B J)Kerese. B HacTosmee Bpems anmaparsl paboTaroT
B 35 crpanax (B CLLA, Aurmun, ['epmanum, LBefiapun
U T. 1.). B Hamieli ctpaHe OHM TIUPOKO MPUMEHSIOTCS
JUI JIOHO30JIOTMYECKON JTMarHOCTUKHU TPU JIUCIIaHCe-
pu3alMy IIMPOKUX MacC HACEIEHUs, CIOPTCMEHOB,
MAIMEeHTOB (DU3UOTEPAIIEBTHYCCKUX KAOMHETOB, JUIS
JMHAMAYECKOH OleHKH 3()(EKTUBHOCTH MPOBOANMOI
Teparnuy y amOyJIaTOpHBIX U CTAI[HOHAPHBIX OOJNHHBIX.
Bes anmaparypa  ceprudunmpoBana, BHeceHa B [ocy-
JIAPCTBEHHBINA PEECTP MEIUIIMHCKUX U3/, pa3pelie-
Ha K UCHOJb30BaHUI0 KOMUTETOM MO HOBOM MEIULMH-
cKkoil Texauke Mun3npaBa Poccun  (porokon Ne 4 ot
09.10.1998 1. Ne 29 (23-934-98), a Taxke MuH3IpaBOM
PO (nensus LIJIMJ] Ne 7278/7274).

HoBrle HayuHbIe HCCIEOBaHUS PACHIMPAIOT MPEa-
CTaBJICHUS O BO3MOXHOCTSX 3TOH ammnaparypsl. Tak, B
JIUCCEPTAIIMOHHON padoTe Ha COMCKaHWE yUEHOU cTe-
MIeHN KaHIWUaTa MEIUIIMHCKIX Hayk [1] ycTaHoBieHO,
YTO y JeTel B Bo3pacte oT 7 mol6 JIeT ¢ JUCIIMpPKYIIs-
TOPHBIMH HapyHICHUSMH B BEpPTEOpOOA3MIAPHON CH-
creme AIIK «AMCAT» no3BosisieT BBISIBISATH THIEP- U
runo(yHKIIMOHAIbHEIE HapymieHus. JlocToBepHOCTH
MOJTyYEHHBIX PE3YJIBTAaTOB, 10 JAHHBIM aBTOPA, COCTAB-
nset 72%. IlpoBeneHHoe UccienoBaHUE MOTHBHUPYET
JanpHeiee yrryOnéHHOe H3ydeHHe ATOr0 METOA.

B muccepranmu E.B. MamaeBoii [2] Ha conckaHue
YU€HOM CTENEeHU [IOKTOpa MeJl HayK, MOCBSIIEHHOMN
OIIEHKE MapOJIOHTOJIOTHYECKOTO cTaryca W (PyHKITHO-
HaJBHOTO COCTOSIHHSI OPTaHW3Ma Y ITOJIPOCTKOB, KOM-
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Puc 2. PervictpalimorHoe yaocToepenme (Registration certificate)

nprotepHas cucrema «AMCAT» ucnonb3oBanace ajs
obcnenoBanus 164 MIKOTFHUKOB CTapIIUX KIACCOB B
Bo3pacte oT 13 o 18 net. Ilpu conocraBneHnn noka-
3aresnieil, MoJy4YeHHBIX IPU KapAUOMHTEpBantorpaduu,
xapakTepusytomeil cocrostaue BHC, ¢ mokazarensmu
ATIIK pe3ynbTarbl COBNANHU, YTO, IO MHEHHUIO aBTOPA,
MOJTBEPK/1aeT 000CHOBAHHOCTDH MPUMEHEHUS MOCIe/-
Hero. ABrop pekomennyer npumensts AIIK «AM-
CAT-KOBEPT» npu nyiaHupoBaHUM UHAUBUAYATIbHBIX
MporpamMM  TapoJOHTOJIOTHYECKOTO
MPU MPOBEACHUN SMHIEMHOIOIMYECKUX HCCIEN0BA-
HUM: U1 JUarHOCTUKH MaTOJIOTUH TKAaHEeH MapoJoHTa,
JUTSL OTIpENIeIeHNs] pUCKA BOZHUKHOBEHUS JIECTPYKTHB-
HeIX (hopMm. E.B. MamaeBa momyumnia maTeHT Ha H30-
operenne (Ne 207104576 ot 15.03.2007): «Cmoco0
ONpesesieHns B3aUMOCBS3HM  MAapOJOHTOIOTHMUYECKOTO
cTaryca u (pyHKIHOHAJIBHOTO COCTOSIHUSI OpraHu3Ma y
TIOJIPOCTKOBY.

[Mo namabM C.H. CepeOpsikoBa u coaBrT. [3], 3Kc-
IPECcC-OLEeHKA OPraHOB KEIYJO0YHO-KUIIEYHOIO TpaK-

o0ceoBaHus,
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ta (OKKT) ¢ momompro AIIK «AMCAT-KOBEPT»
MO3BOJIACT ONPEACIUTh TAKECTh (b}/HKHI/IOHaJ'H)HI)IX
HapyweHuil J)KKT u yCTaHOBUTH JIOKAJIbHBIE W3MEHE-
HUS (NOBBIIICHNE WM TOHWKEHHE) (yHKIMOHAIBHOM
akTUBHOCTH B KaxxjoM u3 otaenoB JKKT. Ilpooau-
Masgs OJHOBPEMEHHO C 3TUM OLICHKa (b}/HKHI/IOHaJ'H)HI)IX
HapylIeHWH BHYTPEHHHX OPTraHOB, BepTEOpaIbHBIX
CTPYKTYp TMO3BOJISIET CYyIUTh 00 aaanTaldOHHBIX BO3-
MOXKHOCTSAX OpraHusma, 00 ypoBHe (pyHKIIMOHATHHBIX
pe3epBoB. biarogaps BO3MOKHOCTH €KEIHEBHOTO MO-
HUTOpPHHTA (PYHKINOHAIFHOTO COCTOSIHHS OpTaHu3Ma,
BO3HHKAIOT OJIATONPHATHBIC YCIOBHS JJIsl KOPPEKIUH
MPOBOIMMOM TEpAITHHU.

AIIK «AMCAT-KOBEPT» aKkTUBHO HCIOIb30-
Basicsi B uccienoBaHusix M.M. XakyHOBOH ¢ COaBT.
[4, 5]. Tak, B paboTe, MOCBAMEHHON OlleHKE (YHK-
LHUOHAJIBHOTO COCTOsIHUSL opraHusma y 150 cryneH-
TOB B Bo3pacte oT 17 g0 23 net, 3aHMMAIOIIUXCS B
rpynmnax JedeOHoH (PU3KyIbTYpBl, OTMEUYEHO, YTO C
nomotipio AIIK MOXHO ompenensTs moTpedieHue
kuciopona tkansmu (IIKT), T. e. cynute 00 sHEpre-
TUYECKOM cTaryce opranusma. YmesbluneHue [IKT
pu PU3HYECKON HArpy3Ke, CTPECCOBBIX COCTOSTHHX
SIBIISIETCSI TATOJOTMYECKUM SIBIIEHHEM. JTO JOJIZKHO
OBITH TIOBOJIOM IJIsT KOPPEKITUH SHEPTETHIECKOTO 00-
MeHa. B crarbe, NOCBIMIEHHONW IKCIIPECC-IUArHOCTH-
K€ (YHKIIMOHAJBFHOTO COCTOSHUSI CHCTEM OpraHu3Ma
Y BOCIIMTAHHUKOB HIKOJIBI-MHTEpPHATAa, YCTAaHOBJICHLI
TUIEP- U TUTTO(QYHKIIMOHAIBHBIE OTKIOHEHHUS CO CTO-
POHBI pa3HBIX OPraHOB U CHCTEM OpPTaHU3Ma: OPTaHOB
3perus (30,3%), sumokpuHHOW cuctemsl (27,3%),
JIOP-opranos (24,2%), cepie4HO-COCYIUCTOM CUCTE-
™Mbl (15,2%), XKKT (9,1%). KommiiekcHble M3MeHEHUS
pa3IUYHBIX OpPTraHoB omnpeaensauck B 24,2% ciyya-
sx. OOpamraer Ha ce0s BHUMaHHE OOJbINAs 4acToTa
MICUXOMOIIMOHAILHOTO HampspkeHus: (1-2 crenenu
y 57,6% nereit, 3 u 4 crenenn — y 42,4%). Ha stom
(doHEe y MHOTHX JIeTell OTMeUYaeTcsl CHHIPOM BereTa-
|

Jlureparypa

tuBHOU nuctornu (51,5%), Hapymenne tuMQoaHa-
muku (54,5%). Y 93,9% o0cieioBaHHBIX MAIIMEHTOB
cHkeH yposeHb [IKT, uto BeIHYXA€T UCCenoBare-
Jeil paspabareiBaTh CIIOCOOBI KOPPEKLUUH YHEPreTH-
YECKOTO CTaTyca OpraHu3Ma.

Ocoboe BHMMaHWE NpUBIEKIa K cede auccepranu-
onnas pabora T.B. KyxapoBoii [6] Ha conckanne y4é-
HOW CTeNeHU KaHJujaaTa mexHuyeckux Hayk, KoTopas
MOCBSIIEHA TUATHOCTHKE TICHXUYECKHX PaCCTPOMCTB,
a Takxke BBIOOPY crpareruu JieueHus. Ha ocHoBaHuu
ucnons3oBanusi AIIK «AMCAT-KOBEPT» aBropom
pa3paboTaHa METOAMKA CHHTE3a paclpelenEHHbIX CU-
CTEeM YIIpaBIIeHHUS U (camoe IIaBHOE) MOJTyUYeHBl MaTe-
MAaTU4YC€CKUEC MOJCIHN, ITO3BOJIAIOIIHNE ITPOBOAUTL OLICH-
Ky TICHXHYECKOTO COCTOSHUS YEeJIOBEKA, OPUEHTHPYSChH
Ha yCTAHOBJICHHBIC MapaMeTphl ANEKTPOIPOBOTHOCTH.
Kpome Toro, momydeHa Mojienh CHCTEMBI yIIPaBICHUS
MICUXMYECKUM COCTOSTHHEM YeJIOBEKa, a TAK)KE MaTpHIa
MepeaaTovHbIX (PYHKINHI, XapaKTepHU3yIOIas peaKkiiuio
IICUXHKHU YCJIOBCKA Ha BOSI[GI\/'ICTBI/IC MNPUMCHACMBIX JJIA
JICYEHUS TICHXHYECKUX PACCTPOMCTB JIEKapCTBEHHBIX
npenaparoB. CrienyeT OTMETUTh, YTO MaTeMaTHYECKUE
MojeN HaOmrofareneii, 0a3upyromuecs Ha IapaMe-
Tpax HAaKOXHOH D3JIEKTPONPOBOAMMOCTH OpraHHU3Ma,
MO3BOJISIOT OTIPENIEINTh HAIMYHME Y YeIOBeKa ICHUXH-
YECKHX PacCTPOUCTB. DTa HOBH3HA MCCIIEIOBaHUS 3a-
[IMIIEHa TaTeHTOM Ha H300peTeHHe.

TakuMm 00pa3om, MpoaHaTM3UPOBAHHBIE JIUTEpaTyp-
HbI€ MCTOYHUKU CBHUJAETEJBCTBYIOT O TOM, yTo AIIK
«AMCAT-KOBEPT» orpaxkaer He TOIbKO (DYHKIIH-
OHaJIbHBIE TTApaMEeTPhl OPTaHU3Ma, €T0 OPTaHOB U CH-
CTE€M, aKTUBHOCTH BCEX PETYIHPYIOLIUX CHUCTEM, HO U
TICUXWYECKOE COCTOSHUE U JIa)Ke DHEPTeTUIECKUI 00-
MEH B TKaHSX. AHaJIU3 HOBBIX PabOT, OCOOCHHO MOs-
BUBIIUXCS B MOCIJIEAHHUE TOMIBI, OTKPHIBAET HOBBIE BO3-
MOXXHOCTHU 3TOW anmnaparypsl. Hanpammusaercss BBIBOJ
0 HEOOXOIUMOCTH O0JIee IMUPOKOTO €€ MCTIOIh30BaAHUS
B HAyYHOU U ITPAKTUYECKOU MEJULIUHE.
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Pe3rome

B ncuxoneBponorndeckom otaeneann ['BY3 «HIIL]
crier. Mef. momomu aetsM JI3M» COBMECTHO C Bpa-
YyaMU-T€HETUKAaMU 00cienoBanbl 12 MHAlUEeHTOB C
SMUJICTICUEH, 3aJ€PKKOM TCUXOMOTOPHOTO M pede-
Boro paspurtus. HaOnronmeHue BrirO4aio (hEHOTHUIIH-
YECKUH aHaJM3: XapakTep MPHUCTYIOB, KOTHUTHBHBIX
U TOBEACHYCCKUX HAPYUICHHI, BHJICO-3JICKTPOIHIIC-
¢danorpadusi, MarHATHO-pPE30HAHCHAs TOMOTpadus
TOJIOBHOTO MO3Tra, JIMIIEBBIE JU3MOp(UU, 0COOCHHO-
CTH TIEPUHATAIBHOTO TEPUOa U TAPTeTHOE PK30MHOE
CEKBEHHUPOBAaHHUE MAaHEIN I'e€HOB, aCCOIMUPOBAHHBIX C
smwitentuaeckoit sHnedanonaruerdr (NGS). Jlnurens-
HOE MEIHIIMHCKOE COMPOBOXICHNE U aHANN3 (PEHOTH-
Ta MAIMEeHTOB C SMJIENITUYECKON dHIIe]aronaTiuei He
MTO3BOJIMIIO AMATHOCTUPOBATh M3BECTHHIE MOHOTEHHBIE
(hopmbl srtmItericuu. B pesynbrare uccie10BaHus BBIsSB-
JICHBI TATOTEHHBIE BAPUAHTHI B CIIETYIOIINX

«QUANTUM SATIS»

Abstract

The patients (N=12) with epilepsy, psychomotor and
speech development delay were examined togethp
er with the geneticists in the psycho-neurological
department of the St.Luka Scientific and Practical
Center of Specialized Medical Care for Children.
The observation included phenotypic analysis: type
of seizures, cognitive and behavioral disorders, video
electroencephalography (video-EEG), magnetic re-
sonance imaging of the brain (MRI), facial
dysmorphia, perinatal hystory, and targeted exome
sequencing of genes panel associated with epileptic
encephalopathy (NGS). Long-term medical support
and phenotype analysis of patients with epileptic
encephalopathy did not allow diagnosing the known
monogenic forms of epilepsy. The pathogenic variants
were detected in the following genes: PCDHI19
(n=1), ALDH7A1 (n=1), SCN2A (n = 2), GRIN2B
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PEOKWUE MYTALMUN NPU SNUNENTUYECKOU

3HUE®AJIONATUU Y AETEW: TEHOTUN-®EHOTUNMUYECKUE KOPPENALUN

rerax — PCDH19 (n=1), ALDH7A1 (n=1), SCN2A
(n=2), GRIN2B (n=2), DOCK7 (n=2), HCN1 (n=1),
CNTNAP2 (n=2), DLGAP2 (n=1). B cBsi3u ¢ nosiBine-
HHUEM B JINTEPAType AAHHBIX O HOBBIX MyTalHAX U Qop-
Max SMWICNTUYECKUX dSHIe(aronatuii mpu CXOAHOM
KIIMHUYECKOW KapTHHE 3a00J1eBaHus U 00yCIIaBIuBaeT
HeoOxomuMocTh B npoBenaeHnn NGS u aHanmm3e reHo-
TUN-(DEHOTUIMNYECKUX KOPPEJISLIUA B KaXKIOM OTJIEIb-
HOM CIIy4ae.

Knroueevle cnoea: snurenmuueckas aHueqbaﬂona-
mus, ceHemudecKkas cemepocerHHocnb, nmapeemuoe
JK30MHO€ CeKeeHupoedaHue, 2eH0mun—qbeHomunuqe-
CKUe Koppeniyuu.

(n =2), DOCK7 (n =2), HCN1 (n = 1), CNTNAP2
(n = 2), DLGAP2 (n = 1). The appearance data in
the literature regarding new mutations and forms of
epileptic encephalopathy shows necessary to perform
targeted exome sequencing of genes panel in a similar
clinical picture of the disease and analyze genotype-
phenotypic correlations in each individual case.

Key words: epileptic  encephalopathy,  genetic
heterogeneity, targeted exome sequencing, genotype-

phenotype correlations.

Beenenue

Onunencuss — pacnpoCTPaHEHHOE HEBPOJIOTHYe-
CKO€ PacCTPOUCTBO, MOpaXKarollee OKOJIo 65 MUILIU-
oHOB yesnoBek B mupe [1]. [Ipuuuna cymopor y 6omiee
50% uromel HeW3BECTHA, W BMMIICTICHS KBaTU(HUIM-
poBanach Kak «HJaHONaTHyecKas» COINIAcHO KJAcCH-
¢ukamuu 1989 rona [3]. B pesynbrare HHTEHCHBHOTO
Pa3BUTHS METOJI0OB MOJIEKYJISIPHO-TEHETUYECKOTO HC-
CJIEZIOBAaHUSl CTAJM 3KCIIOHEHLUATIbHO YBEIMYNBATH-
Csl 3HAHUSA O MPUYMHAX HUJAUOMATHUYECKUX ATIIICTICHH.
JlaHHBIHA QakT MOCITYXKUIT TOMY, 9TO MexTyHapoIHas
nura npotuB smwiencun (ILAE) 3amennna tepmun
«MOUOTIATHYECKasl SIWICHICUS» Ha «TEHETHYECKYIO
snunencuio» [4]. Kpome toro, mossnsercs Bce 601b-
IIe J/0Ka3aTelbCTB TIEHETUYECKOH MPHUPOABI DIIH-
JIETICUU BCJIEJICTBUE CTPYKTYPHBIX aHOMAJINN, TaKUX
Kak (pokaibHas JUCIIA3Usl KOPbI, THUIIOKAMIaIbHBIA
ckirepos [1, 5].

Onunentuyeckas sHuedanonarus (32) — reHeTH-
YEeCKH I'€TepOreHHasl IpyIla TsDKENBbIX PacCTPONCTB,
KOTOpBIE XapaKTEpPU3YIOTCS HAJUYHEM CYI0pPOKHOTO
CHUHIPOMA U COIIPOBOXKIAIOTCS BBIPAKEHHBIMU KOTHU-
THBHBIMHU U MTOBEIEHYECKUMU HapyiieHusamu. K nacto-
seMy BpeMeHu B 0aze manHbix OMIM 3apeructpu-
poBaHO 56 peHOTHUNHUYECKHX BapUAHTOB paHHHUX D3 y
nerei [6].

B xiMHHYECKOH IPaKTUKE C LEIbI0 TIOUCKA MOJIEKY-
nsipHOTO AedeKTa BCe Yalle MCHONb3YITCS MOJHOK-
30MHO€ U TapreTHOE 3K30MHOE CEKBEHHPOBAHUE MaHe-
Jie reHoB [7].

Llens maHHOTO MCCIEIOBAHUA: BBIIBUTH T€HETHYE-
CKHe NPUYMHBI paHHEeN D3 y eTel ¥ NOMBITaThCs MPo-
BECTH T€HOTHUT-(PEHOTUITHYECKYIO KOPPEIALHUIO.

50

IanueHTHI U METOABI HCCTEIOBAHUSA

OOcnenoBanbl 12 ManMEHTOB € HIMOMNATHYECKOU
SIUJIETICUEH, 3a/IEPIKKON TICUXOMOTOPHOTO U PEYEBOIr0O
pa3BUTHS, HAOIFOIAOIIMXCS B IICHXOHEBPOJIOTHIECKOM
otaeneanu I'bY3 «HIIL[ crenm. men. moMomm ASTIM
J3M». [IpoBenieH GEHOTUMMYSCKUN aHAIIN3: XapaKTep
MIPHUCTYTIOB, KOTHUTUBHBIX U TIOBEJCHUECKUX HapyIlle-
HUH, BHICO-dJIeKTpodHIIeanorpadus (Buaeo-23I),
MarHuTHoO-pe3oHaHcHass Tomorpadus (MPT) rosios-
HOTO MO3Ta M MOJICKYJISIPHO-TEHETUICCKHIE HCCIIEA0BA-
Hust (OO0 «l'eHomeny u mabopaTopust MOJEKYISIPHOU
TEHETUKN ¥ TOJHOTEHOMHOTO CeKBeHHpoBaHUS ['BY3
«HIIL creu. men. momouu aetsm J3M» — pykoBonu-
tensb K.X.H. M.C. benenukun). Ha mpoBenenne uccie-
JIOBaHUS MOIYYEHO pa3pelieHrue DTUYeCKOr0 KOMUTETa
I'BY3 «HIIII crren. mex. momomu aetsm JI3My mociie
MOJIITUCAHUS POJUTEISIMU JTOOPOBOJIBHOTO HH(OPMH-
POBaHHOTO COTJIACHS.

Pesyabrartsl u 00cyxaenue

JlnutenbHOe MEIMIIMHCKOE COIPOBOXKICHHE U
aHanu3 (eHoTUNa MALUEHTOB C PE3UCTEHTHOM K aH-
THdNIIenTHYeckuM mpenaparam (ADII) DD ne mo-
3BOJINJIO TMAarHOCTUPOBATh H3BECTHBIC MOHOTCHHBIC
dopmbl anmencun. Mcxons u3 3Toro, ObUIA OTpeiee-
HBI [IOKA3aHUSI K NPOBEICHUIO TAPIeTHOI'O 3K30MHOIO
CEKBEHHPOBAHUS IAHEN TeHOB, aCCOIMUPOBAHHBIX C
HacJeICTBEHHBIMU (hopMaMu smwiencud. B pesynb-
TaTe MPOBEJCHHOTO HCCIIEOBAHMS BBIABICHBI MaTO-
TeHHbIE BapHaHTHl B cieayromux reHax — PCDHI9
(n=1), ALDH7A1 (n=1), SCN24 (n=2), GRIN2B
(n=2), DOCK7 (n=2), HCNI (n=1), CNTNAP2 (n=2),
DLGAP2 (n=1).
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THE RARE MUTATIONS IN EPILEPTIC ENCEPHALOPATHY
IN CHILDREN: GENOTYPE-PHENOTYPE CORRELATIONS

KinHuko-reHeTnueckas XapakTepUCTHKA IalMeH-
TOB IpezcTaBiicHa B Tabiune 1.

Tak, manueHTs! ¢ (QYHKUMOHAIBHO OIMHAKOBBIMH
MyTanuamu B rene GRIN2B umMenu pa3nndsble KITMHU-
YEeCKHUE MPOSBICHMUS.

Knunuueckue npumepul ¢ gvlagienuem y nayuen-
moe mymauuii 6 zene GRIN2B

MManuent M. (Ne 5), mansauk, 3 roga 4 mec. K-
HUYECKUI auarHo3: Mauonarndeckas reHepaln30BaH-
Has SIHIeTNCcHs, HeauddepeHITNPOBAHHBIN BapHaHT.
[lepunaTtanbHbI aHaMHE3 0€3 0COOEHHOCTEH.

JeOroT 3a001eBanus B Bo3pacTte | I., Korna oTMeda-
mich a(PEeKTUBHO-PECTIMPATOPHBIE MPUCTYIIBI, 3aMU-
paHusl ¢ Bepcuell 1a3 BIpaBo (0 HECKONBKHX a3 B
neHb). B 2 . Ha QoHe moiHOTO OIarononydusi yrpom
BO BpeMs CHa OOMSIK, OTMEYaJIOCh HIYMHOE JIbIXaHUE,
TUIEpCAINBALINSL, C yTPaTOU co3HaHus. [IpucTyn Kynu-
poBajicsi caMOCTOsTeNHHO. Yepe3 2 THS MapOKCHU3MEI C
3aMUpPaHUEM U 3aKaTbIBAHUEM IJIa3, @ BEUEPOM Ha (OHE
BBICOKO TemmiepaTypsl (110 38,9 °C) pa3Buiics reaepa-
JIU30BAHHBIN CyNOpOoKHBIA TpucTyT. [lomoOHbIe TpH-
CTYIBI TIOBTOPSUIMCH M O€3 MOBBILIECHUST TEMIIEPATyPHhI
tena. Knuanueckas u 331 -pemuccus Ha GpoHe nprema
IpernaparoB BaJbIPOEBOI KUCIOTH yepe3 | rox. Do¢-
(DEeKTHBHOCTD MPOTUBOSMHUICITUYCCKOW TEeparnuu: co-
Kkparienue npuctynos Ha 100%.

DeHOTHHYECKHE 0COOCHHOCTH: JTUIEBBIX TU3MOP-
(uii HeT. UHTEIITeKT HE HapyIeH. PeOeHOK KOHTAKTEeH,
ajiekBareH. XapakTep NpPUCTYIOB — (eOpHIbHBIE: BO
CHE 3aMHpaHHE C 3aKaThlBAHHEM IJIa3, 3aTEM CHMMe-
TPUYHbBIC KIOHMYECKHE CyAOpOrd, adeOpuibHbIC: BO
CHE 3aMUpaHue, 3aKaTbIBaHUE IJ1a3, 3aTEM PBOTa U MO-
YeHCIyCKaHHe.

[To manubM Buaeo-O31" — uppuraruBabie TUPPY3-
HbIE U3MEHEHHS PUTMHUKHU KOPBI U ITOJIKOPKOBBIX CTPYK-
Typ. OnuakruBHoctd HeT. MPT ronoBHOTO Mo3ra 6e3
[IaTOJIOTHH.

BrisiBien panee onucaHHBIA y OOJNBHBIX BapHaHT
HYKJICOTUHOM mocnenoBareiabHocTH B reHe GRIN2B
(chr12:13716759C>T, rs187979330) B reTepo3uror-
HOM COCTOSIHWH, NIPUBOASIIIUI K 3aME€HE aMHUHOKHCIIO-
ThI B 1138 mo3uiuu Oenka (p.Argl138Gln).

Manuent 3. (Ne 6), mansuuk, 11 mec 8 nueit. Knu-
HUYECKU uarno3: PaHHssi MUOKIIOHUYECKas dHIIe(a-
nonarusi. CHHIPOM JIBUTATEIbHBIX HapyuieHuit (Gop-
MHPOBAHHUE CIIACTHYCCKOTO TeTpamapesa). 3aJepika
IICUXOMOTOPHOTO U PEAPEYEBOTO PA3BUTHSL.

Bbepemennocts mpotekana Ha ¢pore OPBU, recro-
32 U M3MEHEHHOTO0 OMOXMMHYECKOTO IMPEHATaIbHOTO
CKPUHHHTA, YTO SBHJIOCH [TOKa3aHUEM I MHBa3UBHOU
npeHaTaibHOM AuarHoctuku. Kapuorun ninoga 46, XY.
Ponpt Il camocTosiTenbHBIE B TOJOBHOM MPEJICKaHUH
Ha 41-42 Hen. GepeMeHHOCTH, Ha (OHE CTUMYIISLUH
OKCUTOIIMHOM. Macca npu poxjaenuu 3650 r., mmnHa
53 cm., Anrap 8/9. PaHee pasBuTHe ¢ 3a€PIKKOM TICH-
XOMOTOPHOTO H MIPEAPEYEBOTO PA3BUTHSI.

JleGror 3abomeBaHus B Bo3pacte | Mecsra, Korma
MOSIBIJTUCh MUOKJIOHUYECKHE MPUCTYITBI U TMPUCTYIIBI
M0 TUIY CEPUUHBIX M OJUHOYHBIX B3JpardBaHHUN (MH-
¢dantunbHble crasmbl). Ha ¢one ropMoHanbHOM Te-
paruu MoJIoKUTEIbHAs THHAMHUKA B BUJIC OTCYTCTBHS
MOU(PUITMPOBAHHON TMIICAPUTMHUU B OOPCTBOBAHHH,
MPaKTHYECKH TTOJTHOTO OTCYTCTBUSI STIM30/10B «BCIIBIII-
Ka-TI0/IaBJICHHE» BO CHE, YIIy4IlIeHHs (JOHOBBIX Xapak-
TEPUCTHK, OTCYTCTBHS MH(DAHTHIHHBIX CITA3MOB, OJHA-
KO MHOKJIOHMYECKHE TTPHUCTYTIBI COXPAHSIIHICH.

XapakTep TPUCTYNOB: HWH(MAHTHIBHBIE CHa3Mbl
(acuMMeTpHUYHBIE OJIMHOYHBIC M CEPUUHBIC AITHIIETITH-
YECKUE CIa3Mbl), aCHMMETPHYHbIC TOHHYECKUE IPH-
CTYIbI, OAMHOYHBIC M CEPUIHBIC MHOKIOHHYECKHUE
MIPHUCTYTIbI

DeHoTHITNYECKHE OCOOEHHOCTH: MOHTOJOUIHBIN
paspe3 Tia3, TNa3Hble IMIENH Yy3KWe, JaKPUOLMCTHT,
cracTU4eckuil terpamapes. Peakuus cocpenoToyeHus
M KOMIUIEKC OKMBJICHUS Ha BHEIIHWE pa3ApakKUTENH.
I'ynenns uet. Ynbeibaercs.

Panee mpoBeneHHOE TEHETHYECKOE HCCIE0Ba-
HUE: CEJIEKTUBHBIM CKPUHUHI HAa HACIeJICTBEHHbBIC
Oosie3Hn 0OOMEHa ¢ HayajloM B HEOHATAJIBLHOM IIEPHO-
e (TMC) n aHanu3 MOYM Ha OPraHHUYECKUE KHCIOTHI
6e3 m3meHenuil. [lo manHpiM Buneo-231 — MynabTU-
peruoHaNbHasT AMHUICNTUPOPMHAS aKTUBHOCTH B Jie-
BOM BHCOYHOM 00J1aCTH, JICBOM 3aTHUIOYHOUN 00JIaCTH,
B TIPaBOW IICHTPAIBLHO-BUCOYHOW 0O0IacCTH, 3aperu-
CTPHUPOBAaHBI MHOYXECTBEHHbBIE MUOKJIIOHUH Pa3TMIHON
CTETICHH BBIPAKEHHOCTH, B PAJIE CIy4aeB HAIIOMHHA-
OIIUE ATMIIENTHYECKUE KOPOTKUE CIa3MblL, a B PsAe —
HE3MWICNTHYECKIH MUOKIIOHYC, aCUMMETPUYHBIE OJTU-
HOYHBIE ¥ CEpUIHBIC MUICITHYECKUE CIIa3Mbl, aCUM-
METpUUHBIEe TOHMYecKue npuctynsl. MPT 6e3 nmarosno-
THH.

YuurteiBas (papMakope3UCTEeHTHOE TEeUeHHe JIH-
Jericuy, peOeHOK IepeBe/ieH Ha KETOTEHHYIO IHETy
(3:1). KomnyecTBO TMPHUCTYIOB COKPAaTHIOCH. OTMe-
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yaroTcs ynydiieHuss Ha OOI. Manpuuk Hayan Kpat-
KOBPEMEHHO (PMKCHPOBAaTh B3IVISI M CJICOUTH HENpPO-
JOJDKUTENBbHO 3a npeameroM. [lpucmymmBaercs K
00palIeHHOH peuu, PeaKo YabI0aeTCsl.

BrLsiBrieH paHee He ONMCaHHBIN Y OOJBHBIX BAPHAHT
HYKJICOTUIHON TocnenoBareinbHocTH B reHa GRIN2B
(chr12:13716451G>A) B reTepo3UroTHOM COCTOSIHHH,
MIPUBOIAIINN K 3aMEHE aMHUHOKHUCIOTHI B 1241 mo3u-
nu 6enka (p.Argl241Trp).

I'en GRIN2B xkomupyer Oemok cemelictBa N-Me-
tuin-D-acmmaprara (NMDA)-peneniropoB. NMDA-pe-
LENTOPBI 00ECTICUNBAIOT MEIICHHYO0 KalbLU-0mocpe-
JIOBAaHHYIO CHHAINTHYECKYIO Iepeady B LIEHTPAIbHON
nepBHoil cucteme (LUHC). I'en GRIN2B urpaer Bax-
HYIO pOJIb B Pa3BUTHH IOJIOBHOTO MO3Ta, 00pa30BaHUH
HEWPOHHOU CETH, CUHAIITUYECKOH IUNIACTUYHOCTH, KJle-
TouHOW Murpanyu u auddepennuporke. Myranuu B
JAHHOM TeHE acCCOLMWPOBAHBI C HEBPOJOTHYECKIMH
paccrpoiicTBamMH, BKIIOYAas ayTU3M, CHHIPOM THIIepaK-
TUBHOCTH U JeunnTa BHUMaHUs, snmierncuto [10].

De novo myranuu B rene GRIN2B B rerepo3uror-
HOM COCTOSIHUM OITMCAHBI Y NAIIIEHTOB C ayTOCOMHO-10-
MHUHAHTHBIM 3200JIEBAaHUEM — PAaHHSIS AMMICHTHYCCKAS
suuedanonarus, tun 27 (OMIM: # 616139) [10].

JlanHble HAONIOACHUS WILTIOCTPUPYIOT 3(PQEKTHB-
HOCTh MEJMKaMEHTO3HON KOPPEKIIMU B TIEPBOM CIIydae
n orcytctBue 3dgdexra or ADII Bo Bropom Habmroze-
HHH, 9TO TTOTPeOOBaANIO MEepeBO peOeHKAa Ha KETOTCH-
HYIO IMETY C AOBEICHUEM J0 PEMUCCHU I10 IIPUCTYIIaM.
Otcrona BBIBO, 4TO NPH (PYHKIMOHAIEHO OANHAKOBBIX
MYTalUsIX BCE-TaKU HE NCKITIOYAETCsI BO3MOXKHOCTb T10-
JmydeHus TepaneBruueckoro 3¢ dexra or ADIL, urto mno-
3BOJISICT YACTUYHO Pa3BeATh MU O HEKypaOeIbHOCTH
MOHOTEHHBIX ()OPM SITUIICTICHH.

Knunuueckue npumepvi c evisieneHuem y nayu-
€HMO08 (QYHKUUOHATLHO DA3HBIX MYMAUUl 6 2eHe
SCN2A4

Mapuent II. (Ne 9), manpuuk, 16 ner. Knunuye-
CKMIl nuarHo3: Mnuomarmueckass reHepaain30BaHHAs
snusencust ¢ GeOpUIbHBIME CyA0pOTraMH IUTIOC, KIIU-
Hudeckas pemuccus ¢ 2008 .

Pebenok ot 1-ii OepeMEHHOCTH, MPOTEKaBIICH C
yIrpo30i TpepbiBaHUS B 1-OoM TpUMecTpe, aHeMHEil.
Ponpl cpounbie. B pogax — o0BuTHE mynoBuHOI. Macca
nipu poxaenuu 3110, poct 52 cm. Pannee passurue no
BO3pacTy. B meprone HOBOPOXKIEHHOCTH PEOCHOK OBLIT
04eHb OECIIOKOEH, YaCTO CPBITMBAJL.

JleGrot 3abomeBanus ¢ 7 jgeT — MHOTOKparHbie (15
pa3) TOHUYECKHE CYJOPOXKHBIE MPUCTYIBI C YTPaTOu
CO3HAHMS U TOCIEAYIONUM MBIIIEUYHBIM JAPOXKAHHEM,
Ha ()OHE TMOBBIMICHHS TeMIleparypsl Teia. JnTens-
HOCTB TPUCTYTOB 10 3 MUH. [lon0oKUTEABHBIN P PEKT
Ha (one npuema ADII. Jlnnessix qusmopduit Het. Un-
TEJJIEKT He HapylleH. PeOCHOK KOHTaKTeH, aJleKBaTeH.

[To mamapIM BHme0-O3I oTMedaroTcsi yMepeHHEIE
obmemMo3roBeie nu(Py3HBIC H3MEHEHUS OMOAICKTPHU-
YeCKOW aKTUBHOCTH KOPBI TOJIOBHOTO MO3Ta; SITHIICTITH-
(hopMHOI aKTHBHOCTH HE BBISIBIIEHO B OOJPCTBOBAaHUHU
1 Bo cHe. MPT rojgoBHOro Mo3ra — npu3HaKU TUIOTIIA-
3UU MOKEUKa. BpoxkaeHHass KucTa 3aHe uepenHoi
SIMKH.

BrisiBrieH paHee He ONMCAHHBIN Y OOJIbHBIX BapHaHT
HYKJIEOTHTHON TocienoBaTensHocT B rene SCN2A
(chr2:166229774G>C) B T€TepO3UTOTHOM COCTOSIHUU,
TIPUBOIAIINN K 3aMEHE aMUHOKHUCIIOTHI B 1287 mo3u-
mu Oenka (p.Vall287Leu).

IMauuent A. (Ne 10), manbuuk, 1 rog 5 mec. Knu-
HUYECKUIM TUarHo3: OMWIENCUS CHMIITTOMATHYECKas
MynbTH(OKaNbHAs, MUPaMHUIHAas HEJOCTaTOYHOCTD
CJIeBa, 3aJepKKa MOTOPHOTO M IICUXOPEYEBOIO pa3BU-
THSL.

PeGeHok oT OepeMeHHOCTH, HACTYMUBILIEH mMocie
nepuojia OSCIUIONUS U IPOTEKaBIIeH Ha (POHE TOKCHUKO-
3a. Poxpl cpounble, onepaTuBHEBIE, Anirap 8/9.

JleGroT 3abomeBanms HA 2 CyTKH KU3HHU — HapacTa-
HUE JBIXaTeIbHOW HEIO0CTATOYHOCTH Ha (DOHE acmm-
palMOHHOrO cUHApoMa, cuHapoma yruerenus LHC,
HEOHaTaJIbHBIX cynoporl. C 15 nHel KU3HU pEerucTpu-
POBaNKCh YacTble (POKaNbHBIC MPUCTYNHI B BHIE BEp-
CHH TOJIOBBI BIIPAaBO, MHOKJIOHUH BEK, a TaKKe T'eMH-
KOHBYJIbCUBHBIE NTPUCTYIIHI CIIpaBa U aCUMMETPHUYHBIE
aKCHaJIbHbIE MHOKJIOHHWYECKHEe cra3Mbl. [Ipuctymsl
KyIHApOBaHbl (peHoOapOUTaIoM U TperaparaMu Ballb-
npoeBoi KuCIOTEL. Pemmccust mo 10 mec. B Bo3pacre
10 Mec. mpUCTYIIBI BO30OHOBUIINCH — CEPHIHBIC (PIIeK-
COpHBIE CITa3Mbl, aTOHWYECKUE MPHUCTYTIHI (10 4 cepuit
1Mo 5—7 MPUCTYIIOB), UTUTENbHBIE TUTIOMOTOPHBIC TTPH-
crynsl (0-3/cyT). B Tepanuio BBeneH BUradbaTpuH —
YacTOTa MPUCTYIOB yMeHbLIMIachk Ha 75%. Pebenok
pa3BUBaAETCs C 33JIePKKON MCUXOPEUEBOTO U MOTOPHO-
TO pa3BUTHS.

XapakTep MPUCTYIIOB: aTOHUYECKHE, MUOKJIOHUYE-
CKH€ TPHCTYTIbI, SMWICNTHYECKHE TOHMYECKHE CIia3-
MBI C MHHWUMAJIBbHBIMH MOTOPHBIMU TIPOSIBIICHHUSIML.
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THE RARE MUTATIONS IN EPILEPTIC ENCEPHALOPATHY
IN CHILDREN: GENOTYPE-PHENOTYPE CORRELATIONS

OCMBICIIEHHOMY KOHTaKkTy TPYAHO JOCTyTeH. B3rmsn
(buKCUpyeT HEeNpPOJOKUTENBHO, CIETUT KpPaTKOBpe-
MeHHO. Peub — ryneHue, yeneT, BHUMaHHE PacCesHO,
THIEpJMHAMHUYEH, UTPOBBIX HABBIKOB HET. Jlerkas auc-
TOHUYECKAsl YCTaHOBKAa TOJIOBBI BIPABO, IIOJIYNTO3
OD=0S, mnceBno0ynb0apHBI CHHAPOM, yMepeHHas
nuddy3Has THIIOTOHUS, TATOJIOTMYECKHE CHHKHHE3UH.
Jlemaet HECKOIBKO CaMOCTOSITETIFHBIX IIAroB.

ITo manHBIM BuACO0-OOI, peruoHambHasT MIICTITH-
(hopMHAsT aKTUBHOCTH B JIEBOH TEMEHHO-3aTHUIOYHOMN
obOmacti ¢ (GOPMHUPOBAHMEM MYJIBTHPETHOHAIHHON
AMWIECNTU(POPMHON aKTUBHOCTH C TPEUMYIIIECTBEHHOM
JIOKaJIn3aluei B IEBOM IOJTyIIaPUX TOJIOBHOTO MO3Ta,
3aperUCTPUPOBaHbl CepuiiHble MH(AHTUIBHBIE CIa3-
MBI, 0€3 YEeTKOr0 MHHIMaILHoro Hadama B DO, MPT
TOJIOBHOTO MO3Ta — paclMpeHue cybapaxHOUJAIbHBIX
MIPOCTPAHCTB B JTJOOHO-TEMEHHO-BUCOYHBIX 00IaCTAX.

BrisiBiieH panee He ONMMCAHHBIN Y OOJBHBIX BapHaHT
HYKJICOTHIHOW TOCIeMoBaTeIbHOCTH B TeHe SCN2A
(chr2:166237672insA) B T€TepO3UTOTHOM COCTOSHHH,
MIPUBOASIIUI K CABUTY PAaMKH CUUTBHIBAHUS, HAYMHAS C
1506 xonona (p.Ser1506fs).

[loreHunan3aBucuMble HaTPUEBBIC KaHAJbl MpeEN-
CTaBJISIIOT COOOH TpaHCMEMOpaHHbIE TITUKOIPOTEHHO-
Bble KOMIUIEKCHI (TeTpamep), COCTOSIINE M3 YeThIpex
cyobenuuuIl, (Gopmupyronmx mopy kaHama. OCHOB-
Has poJIb HATPUEBBIX KAHAJIOB COCTOUT B T'€HEpAINH
U Tiepefade TNOTEHIMAJIOB JIEUCTBUA B HEWpoOHaX U
MBIIITAX, HEOOXOANMBIX /Il BOSHHUKHOBEHHUS HEHpO-
HaJpHOTO BO30OyxmeHus. I'en SCN2A komupyer aib-
(ha2-cyObeMHUIly HATPUEBOro KaHaia. BapuaHThl B
TeHe OIMMCaHBbl Y MAlMEHTOB C paHHEH AMMIENTHYECKOH
sHuedanonarueii Tun 11 (OMIM #613721) u nobpoka-
YECTBEHHBIMHU CEMENHBIMU Cy/IOpOTaMH MJIa/IeHYeCTBa
(OMIM #607745).

B mammx HabOMromeHWsX 1Ba ManueHTa ¢ QyHKIU-
OHAJIBHO Pa3NTUIHBIMHA MyTarusamMu B TeHe SCN2A u ¢
COBEPIIEHHO Pa3HOW KIMHUYECKOM KapTUHOMW: OJUH C
O0OpOKaueCTBEHHBIM TE€YSHHUEM SITUIICTICHH U IPYTOH ¢
TSDKEJION pe3ucteHTHOH K ADIT D9, DM MOKHO 00B-
SICHUTh HEOOXOJMMOCTb TapreTHOrO CEKBEHUPOBAHUS
MaHEJI TeHOB.

JpyruMy MHTEPECHBIMU KIMHHYECKUMH Halumtoze-
HUSIMH B Halllel MPAaKTHUKe ObLUTH MAalUeHThl ¢ MyTallu-
smu B reHax HCN1, PCDH19, DLGAP2 u ALDH7A1

Knunuueckuit npumep c eviagienuem y nayuen-
moe mymayuu 6 2ene HCN1

«QUANTUM SATIS»

IMauuent, K. (Ne3), neBouka, 9 ner. Knunuueckuii
JIUATHO3: DIWIIETICHSl KPUNTOTEHHAs MYIbTH(OKaIh-
Hasl.

PeGénoK OT 3 OepeMeHHOCTH, MPOTEKABIIICH C yTIPo-
3011 mpepbiBaHus ¢ 14 Hemenu rectauuu, 2 poaos (1
370pOBBIH peOeHOK 2-1 OepeMEeHHOCTb, 3aMeplias Ha
9 menene recranuu). Poast B cpok ¢ maccoit 3100 rp.
PanHee pa3BuTHE C 32JIEPIKKOI IICHXOMOTOPHOTO U pe-
YEBOTO PAa3BUTHSL.

B Bo3pacre 3 Mec. )XU3HU OTMEYAINCH COCTOSIHUS B
BHUJIE 3aMPOKHILIBAHNS TONIOBHI Hazaa. C 8 Mec. TosBH-
JIMCh KUBKU TOJIOBOM 2—3 pasa B IEHb C NOCIEAYIOINUM
MPUCOEINHEHUEM aTOHMYECKHUX IPHUCTYIOB C TMaje-
HUSIMU, TPaBMaTU3aIUCH, Yallle CEPUSMU 110 2 aTOHH-
4YecKux npuctyna B cyTkd ao 10-15 pa3. Ha done
npuema ADII (JlaMOTPHXKIUH) OTMEYaeTcs CHUKEHHE
WHTCHCUBHOCTH MIPUCTYIIOB.

HacnencTBeHHOCTH TI0 JIaHHOMY 3200JICBAHHUIO OTSI-
romeHa (y mpabalymky mpobaHIa 1Mo JUHUU MaTepH
STIHIICTICHS CTajia IPUYNHON CMEPTH).

DeHOoTUNTHYECKHEe OCOOCHHOCTH: BBICTYTAIOINAS
BIIEPE YENIOCTh, OTKPBITBIA POT, MOCTOSIHHOE CIIOHO-
aHOMaJIbHBIN
poct 3y0oB. Pacxonsieecs: kocornasue. [IBkeHHs B

TEUCHHE, MUKPOKPAHUS, TUIIOMHUMUS,
KOHEYHOCTSIX OTpaHUYCHbI. MBIIIEYHBIA TOHYC TUCTO-
HUYeH. MOTOPHOE Pa3BUTHE: XOAUT CAMOCTOSTEIBHO C
3 jteT 6 Mec, aTaKTUKO-THUIIOTOHUYecKas nmoxonaka. Oc-
MBICIICHHOMY KOHTAaKTy TPYOHO IOCTYIIEH, OOpaimiéH-
HYIO pedb MOHMMAaeT Ha OOMXOIHO-OBITOBOM YPOBHE,
BBITIOJTHSET POCTHIE MHCTPYKIIHH.

[lo panubiM  Buneo-23I, peruoHanbHas >Hu-
nentudopMHas aKTUBHOCTh B TIPABOH IEHPATbHO-BU-
COYHO-TEMEHHOUM 00J7acTH C pacnpOCTpPaHECHUEM Ha
COCEIHHE PETHOHBI; B JICBBIX 3aTHUIOUYHO-TEMEHHO-32-
JTHEBUCOYHBIX OTJIENIaX U MPaBOil 3aHe00HOM 00a-
ctu. MPT rosioBHOro mMo3ra — BpoxkAEHHAs aHOMaJUs
pa3BUTHS TOJOBHOTO MO3Ta: THIOTUIA3HS JIOOHO-Te-
MEHHBIX OTIICJIOB, ITOJIAMHKPOTHPHS.

BrisiBiieH paHee He ONTUCaHHBIN Y OOJTHHBIX BAPHAHT
HYKJIEOTUIHOM mocnenoBatenbHoctd B reHa HCNI1
(chr5:45396616G>A) B reTepo3UrOTHOM COCTOSHHH,
MPUBOIAIINI K 3aMEHEe aMUHOKHUCIIOTH B 403 mo3unuu
oenka (p.Ser403Leu).

I'en HCN1 »skcnpeccupyeTcsi B KOpe TOJOBHOTO
MO3Ta, THUIIOKaMIIe, KOPe MO3KEeUKa W CTBOJIC MO3Ta
[3]. HCNI1 perymupyeT B030yIHMOCTH HEHPOHOB, SIB-
JIIETCST BOTUTEIIEM PUTMHYECKON FIIH OCHIIISATOPHOM
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aktuBHOCTH [8]. Ilokazano, uto HCNI urpaet onpene-
NEHHYIO POJIb B Pa3BUTHU SITWJICTICHU U HEBpOIIATHUe-
ckoit 6omu [11].

De novo mytanuu B rene HCNI B TeTepO3UrOTHOM
COCTOSTHUM OMHUCAHBI Y MAIIMEHTOB C PaHHEH SIUICHTH-
yeckol sHIeanonarueit, Tun 24 (OMIM: #615871) [11].

Knunuueckuii npumep c¢ eviasnenuem y nayuen-
moe mymauuu 6 2ene PCDH19

Manuent B. (Ne 4), neBouka, 1 rox 4 mec. Knmnau-
yecKkui nauarHo3: KpumnroreHHas reHepain3oBaHHas
smwIIeTicus: cuHApoM Becra. 3amepikka mCHXOMOTOP-
HOTO Pa3BUTHSIL.

PeGenok ot 1 GepeMeHHOCTH, MPOTEKABIICH C yrpo-
300 TipepbIBaHus (KPOBOTEUEHHE) C 7 HEACTU U TUTIOK-
cueil moaa. Cpounsle possi ¢ Maccoit —3700 rp., pocT —
53 cmM. onienka o Anrap 8/9. Panee pa3surtue 110 6 me-
CSIIIEB COOTBETCTBOBAJIO BO3PACTY.

J1e610T IpHCTyTIOB B 6 MECSAIIEB ¢ aKCHATBHBIX TO-
HAYECKUX CITa3MoB ¢ gactotoit 10 70 pa3 B cytku. C
MOMEHTa Hayajia 3a00IleBaHUS OTMEJaeTcs perpecc
IICUXOMOTOPHOTO pa3ButHs. TepaneBTrueckuii apdexr
ot ADII He 6onee 25%. Xapakrep MPUCTYIIOB — aKCH-
aJbHBIC TOHUYECKUE cra3Mmbl. JIMIEeBbIX nu3Mopduit
HeT. JluddysHas MbliiedHas TUIOTOHUS ¢ TUIIEpped-
Jiekcuel. J[BuraresibHble HaBBIKM 3aJI€pHKaHbI, camMo-
CTOSITETTLHO HE XOJIUT.

ITo manuepiM Buaeo-2DI, MOJUNHUK-BOJHBI B Te-
MEHHO-BHUCOYHBIX OT/ENaX, B CTPYKType 3aMe/JICHHs.
MynbTHpernoHanpHas  SnuientuopMHas — aKTHB-
HOCTh. MPT: HapykHas pernoHanbHas rUapoIedais.

BrlsiBiieH paHee He ONMCaHHbBIN Y OOJTBHBIX BAPHAHT
HYKJICOTUHOH mocneaoBatenbHocTu B rene PCDHI9
(chrX:99662047C>T) B reTepO3UrOTHOM COCTOSHHH,
MIPUBOIAIIUHN K 3aMEHE aMUHOKHUCIIOTHI B 517 mo3uniuu
oenka (p.Ala517Thr).

I'en PCDH19 >kcipeccupyeTcsi B pa3BUBAIOIIEMCSI
TOJIOBHOM MO3T€, BKJIOYAsl THIMOKAMIT M KOpY, yda-
CTBYET B YCTAHOBJICHUU CBA3CH MEXAy HEHMpOHaAMHU U
Mpoleccax CUTHAIBHON TPAaHCIYKIMHA Ha YPOBHE CH-
HanTu4yeckod MeMOpanbl. Mytauuu B rene PCDHI9
OMHCaHbl y MaLUEHTOB XEHCKOIrO IMoya ¢ X-CIemIeH-
HOW JIOMHMHAHTHOW paHHEW 3MUICNTUYCCKON dHIe]a-
nonarueit, Tun 9 (OMIM: # 300088) [12].

Knunuueckuit npumep c eviagnenuem y nayuen-
moe mymauuu 6 cene DLGAP2

IManuent X. (Ne 11), 3 roga. Knuanyeckuii nua-
rHo3: CuMrntoMaTrydeckas (POKalbHas STHTICTICHS.
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PebGenok ot 1 GepeMeHHOCTH W (DHU3HOIOTHICCKUAX
ponoB. [leOror 3aborneBaHus B BO3pacTe 5 MECSIIEB,
xorga Ha ¢one OPBU c runeprepmueii no 3940 °C
MOSIBUJINCH CEPUMHBIC MPUCTYIBI IIUTEIBHOCTHIO 10
10 munyT. IlpucoenuHeHHE MPUCTYIIOB MPHU MPOOYK-
JICHUH: 3alpOKHU/IbIBAaHME TOJIOBBI Ha3ajl, IJla3a BBEpX,
TOHUYECKOE HAMNPSHKEHHUE B KOHEUHOCTSX UTUTEIHHO-
CTBIO IO MUHYTBI, THTIOMOTOPHBIC TIPUCTYTIBI C KJIOHU-
YeCKUM KOMIOHeHTOM. KommdecTtBo mpuctymoB — 12
pas 3a cytku. Ha done mpuema ADII mocTurayra me-
JUKAMEHTO3HAs! PEMHUCCHSL.

B ximHMYECKOW KapTHHE aTaKTUKO-THIIEPKUHETH-
YEeCKUU CHHIIPOM, TPyOast 3aiepKKa pa3BUTHs, TPyObIe
KOMMYHUKATUBHBIC HAPYILICHUS U CTEPEOTUIIUHU, OT-
CYTCTBHE IIeJICHANIPABICHHBIX JIBIKEHUH.

[To manHbIM Buaco-OOI" TunnyHol 3nunentudop-
MHOH aKTUBHOCTHU HE 3apeructpupoBaHo. MPT rosos-
HOTO MO3ra: KOpKOBas arpodusi, TUIOIUIA3Ws YepBs
MO3KEUKA.

BrisiBiieH paHee He ONTUCaHHBIN Y OOJTHHBIX BAPHAHT
HYKJICOTUHOM mocienoBaTenbHOCTU B reHe DLGAP2
(chr8:1497737C>T) B reTepo3UroTHOM COCTOSIHHH,
MPUBOISALINI K 3aMEHE AMUHOKHUCIIOTHL B 293 mo3unuu
oenka (p.Thr293Met). DLGAP2 xomupyer PSD-95/
SAP90-cBsi3bIBatOIIU OSJIOK 2, KOTOPBIM JIOKATU3Yy-
eTCs B TIOCTCHHANTHYECKON MEeMOpaHe U yJacTBYET B
MOJIEKYJISIPHOW OpraHW3aIllii CHHAIICOB M B CHUTHAJIC
HEHPOHHBIX KJIETOK. B muTepaType onucanus KIIMHUYe-
CKHX CTy4aeB ¢ MyTallusIMHU B JAHHOM T'eHe Ha TaHHBINA
MOMEHT HeT, HO OBLIO MMOKa3aHa 3Ha4MMasi ero Poib B
naroreHese aytusma [13]. Takum oOpa3om, yuuThiBas
OTCYTCTBHUE SIUJICNTUUECCKON akTUBHOCTU Ha DI, ma-
POKCH3MaJIbHBIC MPOSBICHUS Y JAHHOTO peOCHKAa MO-
T'YT OBITh MEPEKBATHU(PUIUPOBAHBI B CTEPEOTUIIHH.

Knunuueckuit npumep c eévignenuem y nayuen-
moe mymavuu 6 cene ALDH7A1

IManuenTt B. (Ne 12), neBouka, 4 mec. KimnHnueckuii
nuarno3: Tspkemas milafieHYeckash TeHepaln30BaHHAS
UARONaTHYeCcKas SIUJIETICHS CO CTAaTyCHBIM TEYCHHEM
npuctynoB. CyneppedpakTepHblli 3MUICNTHYECKUH
craryc moBTropHbIi (40 nHeit). CocTosHUE KeTo3a Ha
(¢oHEe KeTOreHHOW nueThl. [ MImoKCHYeCKU-UIIeMuYe-
ckasi sHIeanonarus. CHHIPOM MBIIICYHON TUCTOHUH.
3azieprKKa ICHXOMOTOPHOTO U IIPEPEUEeBOT0 Pa3BUTHSL.

PeGenok ot 1 GepeMeHHOCTH, MPOTEKABIIICH C yIPo-
30 TIpephIBaHUs (KpPOBOTEUEHHE HA CPOKE 7 HEMENh).
Ponwl nepsoie Ha 40—41 Hex. recraiuu, MIAHOBOE Ke-
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capeBo ceueHue. Macca nipu poxaenuu 4630 r., poct
56 cm, Amrap 8/9.

Jlebror 3aboneBanus B Bozpacte 10 4acoB KHU3HH,
KOIJIa OTMEUEHO YXY/IIEHHUE COCTOSHUS B CBA3M C Ha-
pacTaHMEM HEBPOJIOTMYECKONW CHUMITOMATHKH B BUJE
CHHJPOMa YTHETCHHUS C dJIEMEHTaMH BO30yxaeHus. B
Bo3pacte 20 4acoB KHU3HU — TOHUKO-KJIOHUYECKHUE CY-
JIOPOTH, COXPaHsIIUCH 0 3 maHEH. B Bo3pacte 1 mec. y
pebcHKa TMOBTOPHIINCH AITHU30ABI CYIOpor (KpaTKoBpe-
MEHHBIE KJIOHUYECKHUE MOJIEPTUBAHUS PYK ), TIOSBUIIHCH
MIPHUCTYTIBI TIO TUITY WH()AHTUIIBHBIX crla3MoB. PeGeHoK
B CBSI3M C YXYAIICHHEM COCTOSHHUSI M YBEINYCHHEM Ya-
CTOTBI ¥ MHTEHCUBHOCTH CYIOPOT HaXOJWICSA B OTHAE-
JICHUU peaHuManuu (pedpakTepHbli AMHUICITHYECKUI
craryc). IlannenTt ObUT BBIIMCAH JIOMOW B YIOBJIETBO-
PUTETBHOM COCTOSIHUM. Mama caMOCTOATEIbHO OT-
MEHHWJIa Ha3HaueHHBIH per os BuTamuH B6. Uepes 1,5
MecsIa TPUCTYTHl BO30OHOBHWINCH, PEOCHOK BHOBB
B COCTOSHHUHM DIMJIENTHYECKOTO CTaTyca IMOCTyHaeT
B OTJAENEHHE peaHuMaruu. [IpucTymbl KynmupoBaHBI
BHYTPUBEHHBIM BBelcHUEM BuUTaMuHa B6. B cBs3u ¢
OTCYTCTBHEM IIOJIOKHUTEIBHOrO 3(dekra oT npuema
ADII nanueHT nepeBefieH Ha KETOI€HHYIO JIHETY, Ha
(hoHEe KOTOPBIH OTMEUEHO CHUKEHUE YaCTOTHl U MHTEH-
CUBHOCTH CY/IOpOT.

B HeBponormueckoM craTyce: MBIIICYHBIH TOHYC
JTUCTOHMYEH, BBINIE B BEPXHUX KOHEYHOCTSIX, D=S.
Ilpu Tpakuuu 3a pyku He rpynnupyercs. [0JoBy He
TIEPIKUT.

[To nanHbIM BUzie0-231 perucTpupyroTCs: KOpoT-
kue yactele TUQPQPY3HBIE pa3psibl SMIICTTHHOPM-
HBIX KOMILJIEKCOB OCTpas-MEUICHHAsl BOJHA, IMHK-,
C anbTepHATHBHBIM
MOJIyIIAPHBIM aMIUIUTYIHBIM MpeobiafaHnueM, Jarie

IIOJIMITUK-MCIJICHHAs BOJIHA,

cneBa, ammutyno no 150 MkB, nIuTEenTbHOCTHIO
1-2 cexyHIBI, KOTOpPBIE MEPEMEKAIOTCS MePHOoAaMu
nudhy3HON HU3KOAMILUTUTYIHON KpuBoi 10 10 MKB,
JJIMTENIBHOCTBIO 3—5 CEKyHJ, YTO, BEpPOSITHEE BCe-
ro, coOTBEeTCTBYeT DDl '-maTTepHy «BCIBIIIKA-IOa-
BieHue». MPT romoBHoro mosra: mocjieacTBUs Td-
MMOKCHYECKHU-UIIEMHUECKOTO TIOPAXKEHUS OOIBIINX
MOJIyIIAPUH TOJIOBHOTO MO3Ta, INEJICBUIHBINA 1e(PEeKT
MO3TOBOTO BEIECTBA B MOAKOPKOBBIX CTPYKTypax
ClipaBa, TMOJOXXKHUTEIbHAS NWHAMHKA. [ UIOTeHe3ms
gepBsl Mo3keuka. Mega cisterna magna. MuHHMAaIb-
Hasi BEHTPUKYJIIOMET AU JIEBOTO OOKOBOTO KETyI0U-
Ka, 0e3 TUHAMUKH.

«QUANTUM SATIS»

BrisiBieHbl paHee He ONMMCaHHBIE y OOJNBHBIX Ba-
PUAHTBI HYKJICOTHHOW ITOCIEOBATEIILHOCTH B TeHE
ALDH7A1 B reTepOo3UroTHOM COCTOSIHUH, HPHUBOJIS-
HIMe K MOSBJICHHUIO CTOI-KOJOHA B 82 mo3unuu Oenka
(p.Arg82Ter) u k 3aMeHEe aMHHOKHUCIIOT B 399 mo3uiiuu
oenka (p.Glu399Gin).

I'en ALDH7A1 siBnsieTca 4jieHOM CeMelCTBa reHOB
anpaerungernaporenassl (ALDH), xonupyet pepment
JIETUPOTEHA3y 0-aMHHOAJIUITMHOBOTO TONyallbJeTHuaa
(a-AASA), Takke U3BECTHBIM KaK aHTHKBUTHH. BHY-
TPH KIJIETKU aHTUKBUTHH 00OHAPY>KUBAETCS BO BHYTPEH-
Hel JKUIKOCTH KJIETKH (IIUTO30Jh) U B siape. JlaHHBIN
(epMEeHT y4acTByeT B PacLICIICHUH JHM3HHA B TOJIOB-
HOM MO3re W oOneryaer MmpeBpalleHre O-aMHUHOaIu-
MUHOBOI'O TMOJIyaJIbJeTua B o-aMuHoaaunar. Pacman
JU3MHA B MO3T€¢ HEOOXOAWM JUIs CHHTE3a DHEPIHU H
JIPYTUX HEOOXOJMMBIX MOJIEKYI.

Mytarun B rene ALDH7A1 B TOMO3UTOTHOM U KOM-
MayH/I-T€TEPO3UTOTHOM COCTOSIHHH OIMCAHBI y TIaIlH-
€HTOB C MTUPUOKCHH-3aBUCUMON armtericueit (OMIM:
#266100) [14].

PyKoBOZACTBYsSICH ~ MOJYYEHHBIMH  pe3ylbTaTaMH
JHK-o6cnenoBanusi, pebeHKY Ha3HAYCHBI TEpaIleBTU-
YecKue J103bl BUTaMuHa B6 moxu3HeHHo.

VY nanueHToB ¢ GyHKIHOHAIBFHO Pa3HBIMU MYyTalll-
svu B reHe DOCK?7 Obliin OnucaHbl pazHble (HEHOTHU-
MUYECKUE TPOSBICHUS — AMHIIETICHS WIUOTIaTHYeCKas
TeHepaNIn30BaHasi ¢ MHOKIOHHYECKH-aCTaTHIeCKIMHU
MpuCTyrmaMu (MyTanusi caiTa CIUIaiichHTa), (hOKamb-
Hasi CUMIITOMAaTHYecKas SIWIETICUs Ha (oHe TMOopoKa
pa3BUTHUS JIEBOW JIOOHO-TEMEHHON 00JacTH TOJIOBHOTO
Mo3ra (MUCCEHC-MYTaLusl).

Knunuueckue npumepul c gvlagienuem y nayuen-
moe mymauuii 6 zene DOCK?7

HManuent I1. (Ne 1), manpunk, 1 roma 8 mec. Kiu-
HUYECKHI MUarHo3: DMWIENICUS HIMOTaTHYecKas Te-
HEPaTN30BaHHAS C MHOKIOHUYECKU-aCTaTHUECKUMU
npuctynamMu (cuaapoM Jloze?). 3amepikka MCHXOMO-
TOPHOTO U PEYEBOTO PA3BUTHSI.

Pe6enok or IV Gepemennoctu (I — 3m0poBEIi pe-
oenok, II u Il — m/abopTt), mpoTekasiieit 6e3 oco-
OoenHocteil. Pogpl BTOpeie B CPOK B Ta30BOM Mpe-
JIeKaHUH, CaMOCTOATENIbHbBIe. Macca Mpu pOXKACHUU
3600 r., quHa 56 cm. [lo mkane Anrap 7/8 6asmios.
Panee pa3Butue C 3a1epKKON IICUXOMOTOPHOIO pas-
BuTHs. J[e6roT ammtenicuu B 7 mec. Tepanus ADII 6e3

ahdexra.
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XapakTep TPUCTYIIOB: MHUOKIOHHYECKHE IIPH-
CTYIIBI, MHOKJIOHUYECKH-aTOHUYECKHE TPUCTYIIBI JI0
820 pas/cytku. Auddys3Has MblieuHas THIOTOHHS,
CaMOCTOSITEIIBHO CaZAUTCS M CHIWT, XOOUT CaMOCTOS-
TEJNbHO, HEYCTOHYMBO (aTaKTUKO-TIApeTHYeCKas IOX0/I-
ka). Peun Het. JluddepeHnpoBka Ha «CBOU-UYIKHEH
orcyTcTBYyeT. Urpymkamu He uHTepecyerca. KoHTakrt
«ya3a B 11a3a» KPaTKOBPEMEHHBIH, ObICTPO UCTOIIA-
ercs. ['unepakTupeH.

Ha Buneo-23I peructpupyercs smminentadopMHas
aKTHBHOCTb, TPEACTABICHHAs KOMIUIEKCAMH OCTpas-
MeJIJICHHAs BOJIHA, MTUK-MEJICHHAs! BOJHA aMILIHTYION
200-250 (mo 350 mpu muddysnsix) MkB: B mpaBoii Te-
MEHHO-3a/THEBUCOYHOIN 00J1acTH, C TEHIEHLIUEH K BTO-
pUYHOM OwmiarepalbHOM CHHXpOHM3AIMU U AHDPY3-
HOMY paclpOCTPaHEHHIO, B CTPYKTYpe MPEXOISIIEro
PErMOHANBHOTO 3aMeNJICHHUS; B JIEBOW TEMEHHO-3a/IHe-
BHCOYHOU 0071aCTH, C TCHACHIMEH K BTOPUIHOHN Oma-
TepambHOW CHHXpOHU3armu u auddysnoMmy pacmpo-
CTpaHEHUIO, B JIEBOH TIOIIOCHO-IOOHOW 00IacTH, B BUIIE
T Qy3HBIX Pa3psIOB ¢ Pa3TMYHBIMA PETHOHATHHBIMH
aKIEeHTaMH, B BHJE TI'€HEPAJM30BaHHBIX paspsuoB. B
OOIpPCTBOBaHMM U BO CHE 3apErMCTPUPOBAHO MHOXKE-
CTBO MHOKJIOHMYECKHX MPUCTYTOB PAa3HOM CTEIICHU BbI-
paxenHoctH. MPT roioBHOro Mo3ra 6e3 maToJIorHy.

[Ipu npoBeIeHNN MOJIEKYIISIPHO-TEHETHUECKOTO HC-
CJIC/IOBAHUS BBISIBIICH PaHEE HE OMIMCAHHBIN y OONBHBIX
BapUAHT HYKJICOTHUIHOM MTOCJIEI0BATEIbHOCTH B 15 UH-
tpore reHa DOCK?7 (chr1:63044645C>A, rs79716948)
B T€TEPO3UTOTHOM COCTOSTHUH.

Mauuent M. (Ne 2), manpuuk. 1 rog 4 mec. Knu-
HUYeCKUH nuarHo3: [lopok pas3BUTHSI TOJOBHOTO
Mo3ra ((okanbHas KOPTHKAJIbHAS JUCIUIA3Us JICBOM
JO0OHO-TEMEHHOW 00J1acTH). DNUIICTICHSI CHMIITOMATH-
yeckas (oxanpHas. [IpaBocTopoHHMi remMunapes. 3a-
JIepyKKa TEMITOB TICHXOPEYEBOTO Pa3BUTHS.

Pebenok ot Il 6epemennoctn (I — 3mopoBBIid pede-
HOK), TIPOTEKAaBIIICH ¢ yrpo30it mpepriBanus. Poasr BTo-
prie, Ha 38 HeJenH recTalim, SKCTPEHHOE KecapeBo ce-
yenue. Macca npu poxxaenuu 3350 r., niuna 54 cm. Ilo
mkaige Anrap 8/9 6amnoB. CocTosiHuEe NPH POXKICHUH
TSDKENIOE 32 CYEeT AbIXaTeJbHOW HEZOCTaTOYHOCTH Ha
¢one acnimpannonnoit muesmonun (MBJI 1 cytku). Pa-
Hee Pa3BUTHE C 33/IeP’KKOM ICUXOMOTOPHOTO Pa3BUTHA.

[lepBriii pucTym pa3BUwiICA B Bo3pacte 3 Mec: fe-
BHAIMS B30pa ¥ TOJIOBBI BIPABO, TOHUKO-KJIOHHUYECKHUE
TIOepPTUBAHMS KOHEYHOCTEeH. PebeHok rocmuTanm-

56

3UpOBaH, HA3HAYEH Iperapar BaJbIIPOEBOW KHCIIOTHI
90 mr/cyT, yepes 3 Hell. IPHUCTYTI TOBTOpMIICS. B nuHa-
MUKE MOSIBHIIUCH TUIIOMOTOPHBIE COCTOSIHUSI U KIIOHUU
B TpaBoii pyke u Hore. K Tepanuu n1o0aBUIN OKCKap-
OazenuH. B Teuenue 4 mec. mpucTynoB He ObLIO, 3a-
TEM OHU BO300HOBWIIMCH B BHJEC MHOKJIOHHU IMPaBOM
TIOJIOBUHBI JIMIA, 3aTE€M KJIIOHHHU B MPAaBOI pyKe U HOTe
W MHOTJA Pa3BHBAETCS BTOPHYHO-TCHEPATHM30BAHHBIN
npuctym. Ha ¢pone mpuema ADII (BambIipoeBast KHCIIO-
ta 10 500 Mr/cyt + okckabazenud 480 Mr/cyT) oTMme-
yajach peMuccus 0osee 2 Mec. ¢ TOCIEeIyOIIAM BO3-
OOHOBIIEHUEM TIPHUCTYTIOB C BOTHOOOPa3HBIM TE€UCHUEM
ot 0 10 5 pas/cyT (4acToTa BOSHUKHOBEHHS IPHCTYIIOB
1 p./3-10 nueit). Ha ¢one komOnHanmm BaabnpoeBoi
kucaotel 500 mr/cyt. + okckapOasenuna 480 mMr/cyT. +
neotupaneram 700 MI/CyT. IPUCTYIIBI COXPAHSIIHCE.

Xapakrep NpHUCTYNOB: (OKaIbHBIE MNPaBOCTO-
pPOHHHE TE€MHKOHBYJIHCUBHBIC C BTOPUYHOU TeHepa-
nu3amnue, (oKalbHBIE THIIOMOTOPHBIC MPHUCTYTIHI.
CHmXeH 00beM aKTHBHBIX JIBI)KCHHH B MPaBBIX KO-
HEYHOCTSX. MBbIllIeyHass Cuiia CHWIKeHa OoJbllie B
IpaBbIX KOHEYHOCTSIX, 710 4 0amoB. [ 010By nepxkur,
NepeBOPAUYNBACTCSI, CTOUT Ha YETBEPEHbKAX, CHIMT,
CTOUT U JIeJIaeT HECKOJIbKO MIAroB y omnopsl. Judde-
pEHIMPOBKA Ha «CBOM-UYYyKHE» coxpaHeHa. Jlemer,
MBITAETCSI TMOBTOPATH clioBa. YibiOaeTcss Ha oOpa-
IIEHHYI0 pedYb, pearupyeT Ha WHTOHAIMIO TOJOCA.
MuTtepecyeTcs urpymkamu.

[lo nmanHeiM BuAeo-23I peructpupyercs 3mu-
nentudopMHas aKTUBHOCTH B JIOOHO-IIEHTPATHHO-BH-
couHOU oOnactu. Bo cHe 3aperucTprupoBaH eTMHHYHBINA
KOMIIJICKC MHUK-MEAJICHHAS! BOJIHA B JIEBOW JIOOHO-BU-
counoit oonactu. MPT ronoBHOTro Mo3ra — TuIormiasus
MO30JIUCTOTO Tela, PoKaabHas KOPTUKAIbHAS JUCIIa-
3Ws1 JIeBOY JIOOHOH 00acTH.

[Tpu npoBeICHUU MOJIEKYIISIPHO-TEHETHYECKOTO HC-
CJIEJIOBaHMWS BBISIBIIEH paHee HE OMFCAHHBIM BapHaHT
HYKJICOTUHOM MMOCIIEA0BAaTENBHOCTH B 48 3K30HE T'eHa
DOCK7 (chr1:62923335G>A, rs753509954) B rerepo-
3UTOTHOM COCTOSIHHH, TIPUBOMSAIINHA K 3aMEHE aMHHO-
kucaoThl B 2074 no3unuu 6enxka (p.Pro2074Leu).

[To nuteparype ommcaHbl TONBKO 3 MalMEHTa C
paHHEell snmienTUYecKkor sHuedanonaruei, Tam 23
(OMIM: # 615859) c xomnayH/I-T€TePO3UTOTHBIMH MY-
tanusimu B rene DOCK7 Ha xpomocome 1p31.

B 2014 1. Perrault et al (2014) ommcan 3 meBodex
(Bo3pacTt 5-10 meT) ¢ parHe# D3, poXKIESHHBIX OT 2 He-
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POACTBEHHBIX OpakoB. B nepBbie Mecs1bI KU3HU y BCEX
JeBOUCK HaOIIoganuch (apMakOpe3UCTEHTHBIC CYIO-
poru, OTcTaBaHUE B ICUXOMOTOPHOM, PEYEBOM pa3BU-
THH M KOPTHKAJIbHOE HapyILICHUE 3PCHUS MU CIIETOTa
[8]. DT Bo Bcex ciydasx MOKa3ana MYJIbTH(POKAIb-
HYIO 3MWIENITHYECKYIO0 aKTUBHOCTh. DEHOTUTINYECKHE
OCOOCHHOCTH BKJIIOUAJIM CIIEAyIOIINe: HU3Kas JINHUSA
pocTa BOJIOC, TeNIEKAaHT M IIUPOKas MepeHoCcuIa Hoca,
YTOJIIICHHBIE OpOBH, CHHO(DPU3, IIUHHBIC PECHUIIBI,
SHO(PTATBEMUS, KOPOTKHHA (HUIIBTP, IMTOTHBIC TYOBI B W3-
MeHeHHast Gopma ymeii. MPT romoBHOro mo3sra mo-
Kazaja aHOMaJIbHO BBIPAKCHHYIO MOHTOOYILOAPHYIO
00po31y ¢ MSTKOH THMOIUIA3Ue MOCTa, HCTOHUEHHE
MO30JIUCTOTO Teja M aTpouio OEIoro W Ceporo Be-
miecTBa B 3aThUIOUHON oOnactu. Perrault et al. (2014)
WACHTUQHUIUPOBATN 4 pa3iIUYHbIC T'€TEPO3UTOTHHIC
HOHCEHC-MyTalu (TPUBOAAIIME K MOTEpU (DYHKIUH
oenka) B reae DOCK7 [8]. Ilockompky ren DOCK7
UrpacT BaXXHYIO POJb B HEWpOIeHe3e, peryssiuuy Io-
JIIPHOCTH HeWpoHOB U pa3Butuu ['AMKepruueckux
HelpoHoB, HapymieHne QyHkn DOCK7 MOXeT MpH-
BECTH K IaTOJIOTMK HEPBHOM CHUCTEMBI, 4To HalItona-
eTcs y JJAaHHBIX MallMeHTOB, a TAK)KE MOXKET OObSICHUTD
KIMHAYECKYIO KAPTHHY U Y HAIIUX MAI[MEHTOB.

[IpyHuMas Bo BHMMaHue, YTO JaHHBIM THI DD Ha-
CJIeZlyeTcsl ayTOCOMHO-PELIECCHBHO U B HAIIUX CIIyda-
X ObUTM OOHAPYXEHbI TONBKO MO 1 MyTanuu B reTe-
PO3MIOTHOM COCTOSHUM B T€HE Yy Ka)K[JOr'0 IaLMEHTA,
TO MOXKHO IIPEATNOoJaraTb HaJuunue BTOPOH MyTaluH B
HUHTPOHE JIN0O MUKPOAEJICLUH B JIOKyCE€ Ha XpPOMOCO-
Me, 3axBaTheIBaromeMm red DOCK7.

O0a onmcaHHBIX MalKeHTa TPeOyIoT AaibHeHIero
o0cIe1oBaHus: IPOBEACHUSI XPOMOCOMHOTO MUKpOMa-
TPUYHOTO aHAJIN3a C LENbI0 MOMCKa MUKPOTIEpECTPOeK
XPOMOCOMBI 1 MTOJTHOTEHOMHOTO CEKBEHHUPOBAHH.

Knuandeckass kapTuHa y MaIlMEHTOB ¢ (YHKIHO-
HaJbHO pa3HbIMHU MyTarussMu B reHe CNTNAP2 taxke
oTIMYaNack. Y TalnueHTa ¢ HOHCEHC-MyTaluel (heHo-
TUIIMYECKHUE MPOSIBICHUST ObUINM OoJiee BBIPAXKEHHBIMU
(Mynb(oKanbHas SMUIIETICUs], TeTpanapes, OTCTaBaHHE
B MOTOPHOM H IICUXOPEYEBOM Pa3BUTHM), YEM Y Hallu-
€HTa C MHUCCEHC-MyTauuel (pokanbHas SMHUIIETCUs ¢
MOCJEeYIONIEH METUKAMEHTO3HON PEMUCCHEH).

Knunuueckue npumepul ¢ gvlagienuem y nayuen-
moe mymauuii 6 cene CNTNAP2

Manuent C. (Ne 7), Mmansamk, 2 roga. Knmamue-
CKUI IuarHo3: DNMJICTICUSI CUMIITOMATHYECKasl MYJIb-
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trdokanpHas. CMeMmaHHBIA TeTpamapes3. 3aaepiKka
TICUXOPEUEBOTO PA3BUTHSL.

Pebenok ot IV GepeMeHHOCTH, MpOTEKaBLICH Ha
¢doHe yrposbl MpepbIBaHus, MPOTEUHYPHH, TeCcTO3a.
Ponwr BrOpBIE Ha 41-42 Hen. recranuu, ci1aboCTh po-
JIOBOM IeATEIbHOCTH, KPYIIHBINI I1oA. Macca npu po-
skaenun 3978 r, umHa 53 oM, Anrap 8/9.

JleGrot 3aboseBanus B 6 Mec., Korja Ha (OHE BBICO-
KOH TeMIieparypbl, BO3SHHUKIA TOHHYECKHE CYIOPOTH.
[lepromueckn OTMEUANNCH «3aCTHIBAaHUS» peOeHKa U
B3parnBaHus. B 8 mec. peOeHOK repeHec pOTOBHpYC-
HYI0 HH(QEKIIUIO, TIOCIIe Yero IMOSBUIINCH €KETHEBHBIC
MHOKECTBEHHBIE TOHHYECKHE CYAOpPOKHBIE MPHCTYIIBL.
B Tepammio BBemeH mpenapar BaIbIIPOCBON KUCIOTBI —
0/ dekra, Ha QoHE MprieMa TOMUpPOMAara — MPUCTYIIBI
KynupoBaHbl. [lo 8 mec. ku3HM peOeHOK pa3BUBAJICA C
TEMITOBOM 33JIePKKOM [ICUXOMOTOPHOI'O Pa3BUTHS, T10CIIE
TIOSIBIICHUST CYZIOPOT, OTMEYAETCsl PErpecc BCEX HaBBIKOB
(MaITFIMK TIepecTal IepeBOPaYNBAThCS, CIIETUTH 32 TIPE-
METOM, TIPH BEPTUKAITU3AINH JaBaTh OITOPY HA HOXKKM).

XapakTep TpPHUCTYNOB: TOHUYECKUE CYIOPOKHBIC
MPHUCTYIIBI, THIIOMOTOPHBIE CYIOPOXHBIE IPUCTYIIBI,
(oKaJbHBIE CEpHUIHBIE M OAWHOYHBIE TOHUYECKHE
(rieKcopHbIe CUMMETPUYHBIE U aCUMMETPHUYHBIE SITH-
JIENTUYECKHE CTIa3MBbl.

®DeHOTUIMYECKHE  OCOOCHHOCTH:  MHKpOIedaus,
nmuddy3Has MbIIeqHasi TUIIOTOHHUS C TATONIOTHYECKUMHU
JTMCKUHE3USIMH, MUOKIIOHUH MBIIII], OTCYTCTBHE PEAKIIUH
Ha OKpY)KaloIInX, acTa3us, adasus. Hesrmrentuuaeckuii
MHOKJIOHYC — KpaiHe penko. MOTopHOe pa3BUTHE: IIpU
TPaKIMK 32 PYKH HE TPYIIHUPYETCs, Jeka Ha HKUBOTE
OTIOpBI Ha TPEIJIEUbs HET, TOJIOBY HE JIEPKUT, HE Tepe-
BOpaYMBaETCs, HE CUJUT, HE TON3aeT, P BEPTUKAIIM3a-
MM OTIOPHI Ha CTOIBI HeT. [Icuxuueckas cepa: TyleHust
U JIeTIeTa HET, HE YIIBIOACTCS, B AMOIMOHAIIBHBINA KOHTAKT
He BerymnaeT. Kapuotum 46, XY. TMC 6e3 nmaronorum.

[To mamaBIM BHIE0-D3I': MynmbTH(OKANBHAS -
nentudopMHas akTuBHOCTb. MPT romoBHOTO MO3ra —
cybarpodus 6OIBIINX MOTyIIApUii TOIOBHOTO MO3Ta.

BrisiBiieH paHee He ONHMCAHHBIA y OOJBHBIX Ba-
pUAHT HYKJIEOTHIHOM TMOCIEN0BaTENbHOCTH B TEHE
CNTNAP2 (chr7:148112703A>TAG) B rerepo3uror-
HOM COCTOSIHMH, TIPUBOJAIINN K MOSBICHHUIO CTOI-KO-
noHa B 1331 mo3unmu Genka (p.Ile1331X).

IManuent T. (Ne 8), manpunk, 13 net. Knuanueckuii
nuarno3: KpunrorenHasi ¢oxanmpHasi SMAJIETICHS, KITH-
HUYEeCKast peMHUCCHS ¢ OKTsI0pst 2014 1.
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Jle6roT 3a0o0yeBaHus B BO3pacT 2 JIET, KOTaa BIIep-
BBIE TIOSBHJINCH TPOCThIE (POKAJIHHBIE aJBEPCUBHBIC
MIPUCTYTIBI C TIOBOPOTOM TOJIOBBI M TJIa3 BIIPABO JIJIH-
TENBHOCTBIO 110 5 cekyHn. JlocratouHo ObIcTpo mpu-
CTYIIBI CTAJIM COMPOBOXKAATHCS MOTEPEN MOCTYPATIBLHO-
ro TOHyca ¥ TUQQy3HBIM MBIIIEYHBIM PacciIabIeHueM.
[IpenuyBcTBYSl HACTyIUIEHHE MPUCTYTA (TyBCTBO JIET-
KOCTH, [TAPECTE3UH MaNbIEB KUCTH), PEOCHOK IBITAJICS
MPUHSTH 3allIUTHYIO 103y WKW HailTu onopy. YacTtora
yKa3aHHBIX IPUCTYTIOB 0Kkojio 10 pa3 B cyTku. Ha ¢one
ADII nocTuruyra peMuccusl.

B HeBposormueckoM craryce: O4aroBOW CHMIITO-
MaTHKH HET, peOCHOK KOHTaKTeH, aJieKBaTeH. Peub —
(¢paszoBast, npaswibHas. I[lo manHBIM Bujgeo — DO
MYJBTUPETHOHATIbHAS SMUAKTUBHOCTh IPAaBOM IIEH-
TpaJbHO-BUCOYHO-3aThJIOYHON OO0JIACTH, JICBOH BH-
COYHOM, IeBOH TeMeHHOH, yacTo 1o turry JA3P. MPT
TOJIOBHOTO MO3Ta 6€3 CTPYKTYpHOI MaTOJIOTHH

BrisBiieH paHee ONMMCAaHHBIM y OONBHBIX BapHaHT
HYKJICOTUHOM nocyenoBareabHOCTH B rene CNTNAP?2
(chr7:146818170G>C, rs150918383) B rerepo3urot-
HOM COCTOSIHMM, TPUBOSIIMM K 3aMEHEe aMUHOKUCIIO-
ThI B 285 no3unuu 6enka (p.Gly285Ala).

I'en CNTNAP2 xoaupyeT TpaHCMEMOpaHHBIH KOH-
TaKTUH-aCCOIIMUPOBAHHO-TIO00HBIN OEJIOK-2, KOTOPBIH
yaire 0OHapyKMBaeTCsl B MUEIIMHIU3UPOBAHHBIX aKCOHAX
COBMECTHO C KaJIMEBBIMM KaHasamMHu. Bo3mo)kHast poib
CNTNAP2 — y4actue B JOKaJIbHOU TudhepeHIInaInm
aKCOHa Ha OTIeJNbHbIe (DYHKIIMOHAIBHBIE CYOTOMEHBI.

Myrtauuun B rene CNTNAP2 B roMO3UTOTHOM U
KOMITAyH/I-T€TEPO3UTOTHOM COCTOSIHUM OTHCAHBI Y
MAlMEHTOB C KOPTHKAJIbHOM AMCIUIa3zuei-(oKaIbHOM
snwternicueit u [IuTT-XonKuHC-I0I00HBIM CUHIPOMOM
(OMIM # 610042) [9].

Knuangeckyro kapTuHy 3a001€BaHHS MBI HE MOJKEM
OOBSICHUTh BBISIBICHHOW MyTallield, MOCKOJIbKY OHa B
TeTepPO3UTOTHOM COCTOSIHWH. J[eTH Hy)XKIAIOTCs TaKxkKe
B JI000CIJIEZIOBAaHUM C TIENIBIO TIONCKA BTOPOW MYyTaIlHH
B reHe CNTNAP2.

[Ipu smmnerncun mpoBeeHNWE TEHOTHIT-(EHOTHUIIH-
YeCKHe KOppeJsHUid MpecTaBIsieT co00i JOCTaTOYHO
TpynoeMKyto 3azady [2, 15]. BenenctBue cioxkHBIX
KOppeJsiLuil TeHOTUNa U (PeHOTHUIIa CTAHOBHUTCS TPYI-
HOW Kiaccu(UKalus W Kareropusanus dTHX 3adolre-
BaHui. IlokazaHo, YTO TEHbI, ACCOIMUPOBAHHBIE C
SMWIIETICHEH, MOTYT HECTH BCE BUJIBI MyTaIlHil: OT MHC-
CEHC-MYTAaIHiA 10 MyTalui CIBUTA PAMKH CUATHIBAHUS

58

1 XpOMOCOMHBIX abeppanuii ¥ Bapualnii 9rciia KOIni,
KOTOPBIC OOBACHSIOT PEHOTUITHYECKUHN TOIUMOPHU3M,
HaOJTIO/IaeMbIH TP JIaHHOM natosioruu. [16].

B HacTosimee Bpemsi Ha pBIHKE CYIIECTBYET MHO-
JKECTBO T€HETHUYECKHUX TECTOB, KOTOPbIE MOTYT WJICH-
TUPHULIHIPOBATH KAXKAYIO U3 3TUX MyTauuii. O0menpu-
3HaHO, YTO YeM IPOTsDKEHHEee MyTallHsl, TeM TsDKelee
¢denotumn [17], HO 3TO HE Beeryia BEpHO.

OnHOM W3 BaXHBIX MPUYWH HEUETKOW KOPPEIISITIH
TeHoTHNna W (EHOTHIIA TIPU JIHJIETICHU SIBISETCS TO,
YTO OOJNIBITMHCTBO W3 HUX UMEIOT CIOKHYIO CTPYKTYPY
HACJICZIOBAaHUS C BOBJICUSHHEM JIBYX HIU 00Jiee TEHOB U
BIMSTHUEM (DAKTOPOB OKPYIKAIOIICH CPEIIbl; TaXe OJUH
Y TOT K€ THIT MYTalluH Y JIBYX JIFOJICH MOXKET BBI3bIBAThH
0oJie3Hb ¢ BapradeibHOM cTeneHbto Tshkectu [18]. Ha-
npumep, myrtamus B reie KCNQ2 MoxeT MpUBOANUTH
K I0OpOKaYeCTBEHHBIM CEMEHHBIM CYJIOPOraM Yy HEKO-
TOPBIX HOBOPOXICHHBIX W TSDKEION SMHICNITHYECKOM
sHIe(daTonaTny y npyrux aereit [19].

Opnako OBLTO 3aMEYeHO, YTO MHOTHE YETKO OIpe-
JISJICHHbIE MYTalliU BBI3BIBAIOT XapaKTepHBIH (eHo-
TUI, HalpuUMep, TalHeHThl ¢ cuHApoMoM JlpaBe ¢
HOHCceHc-MyTanusaMu B reHe SCN1A wumeror Oonee
paHHee MOosABJIEHNE CyA0POT U TSHKEI0E UX MPOSIBIECHNUE,
YeM MAalUeHTHI ¢ MUCCEHC-MyTanusaMu B rene SCN1A
[18, 20]. Kpome ToT0, OBLIIO OTMEUEHO, 9YTO MUKPOXPO-
MOCOMHBIE TIepeCcTPOiKH ¢ BoBiedeHneM rena SCN1A
¥ CMEKHBIX TEHOB TIOTEHITMAIBLHO CBSA3AHBI C JIOTIOIHH-
TETBHBIMU JUCMOP(OUIECKUMHU OCOOCHHOCTSIMH Y TIO-
paXXEHHbIX MalKEeHTOB [20].

EcTh HECKONBKO Ba)KHBIX MOMEHTOB, KOTOPBIC Bpad
JTOJIKEH 3HATh NPU MPOBEICHUN KOPPEJISLIMKA T€HOTHUIIA
U QeHoruna B ciyyae snuiencun [21]:

1. lomxkeH OBITh YETKO ONMCaH KIMHIUUYECKUI IPOo(HIiIb
(memorpadus, KIMHUYSCKUE MPU3HAKA U CHMIITO-
MBI, PE3YJIBTAThl NCCIIEAOBAHUS) MAITUEHTA.

2. I'eneTnvecknii mUarHo3, WCIONb3yeMash TeHETHYe-
CKasl TEXHOJIOTHS M €€ OTPAaHWYCHUS JTOJKHBI OBITh
TIOHATHBI Bpayy.

3. B cinyuae mposiBIEHUS SMHICIICHH Y JIPYTHX POJI-
CTBEHHHMKOB TpoOaHfa (MaIMeHTa) JOJKHA OBITh
COCTaBJieHa JeTallbHas POAOCIOBHAs M MPOBEAEH
KITMHUKO-TeHeaJIoTHYeCKUi aHalinu3 (He MeHee Tpex
MTOKOJICHUI).

4. Bpau 10JDKEH UCKITIOUUTE BO3ACHCTBHUS BO3MOXKHOTO
(hakTopa OKpYKAIOMICH Cpebl, BApUAOCIbHYIO TIC-
HETPAHTHOCTb U MO3AHIIM3M.
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THE RARE MUTATIONS IN EPILEPTIC ENCEPHALOPATHY
IN CHILDREN: GENOTYPE-PHENOTYPE CORRELATIONS
—

3akiloueHue 3a00NIeBaHMIA, COMTPOBOXKIAIOMINXCS CYIOPOKHBIM CHH-
BrlpaskeHHast reHeTHUeCKasi TETEpPOreHHOCTh paHHUX — ApoMoM. Ornrcanne (EHOTHITHYECKHUX TPOSIBICHUH TTPpU

303 o0ycnaBiuBaeT Lenecoo0pasHocTb U 3PHEKTUBHOCTD  BBISBISIEMBIX MYTAIUSIX TTO3BOJIUT KITMHUIIMCTAM Ha paH-
[IPOBEAEHMS TAPTETHOTO SK30MHOT'O CEKBEHUPOBAHUS [UII  HUX CTaAusX 3a00J1€BaHMS 3aroI03pUTh pelkue (HhOpMBI
JIMarHOCTHKY NEHETHYECKUX BapUAHTOB C HCIONBb30BAHU-  HACIIEICTBEHHON O3 1, BO3MOXKHO, IIPOBECTH KOPPEKITHIO
€M TaHeNel I'eHOB, OTBETCTBEHHBIX 32 BO3HMKHOBEHHME TepareBTHUECKUX MEPOIPHUSITHI.
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Pe3rome

Crarbst TIOCBSIIIIEHA MTPOOIEMaM MaNTHaTUBHON MTOMO-
mu aersaM. [lannuatuBHas NOMOLIb OETSM OTHOCHUTCS
K Jloporocrosueil MmeguiuHckoi nomomu. IIpeqnara-
eMasl aBTOpamMH HJies BHEAPEHUs JIA3€pPHOM Tepanuu
MTO3BOJIUT CHU3UTH PACXOMbl B AETCKOW MaJITMATUBHOM
noMmo1uy. [IpuBoauTes pst ucciae10BaHNN OTEUECTBEH-
HBIX aBTOPOB 00 3(QEKTUBHOCTH Na3epHOU Teparuu
pu OpOHXO-IETOUHOM maroorun. JlazepHas Tepanus
MOTEHIUPYET JEHCTBHE JIEKAPCTBEHHBIX MNPENaparos,
YTO MO3BOJISIET CYIIECTBEHHO CHMXKATh UX JIO3UPOBKU
1 MOBBIIIATH Ka4eCTBO JieueHus1. JIazepHas Tepanus Ha-
IIpaBJieHa Ha MOBBIIIEHNE 3alUTHBIX CHUJI OpPraHu3Ma 1
ero usnonornueckux QYHKIUH ¥ CHCTEM: HEPBHOM,
COCYIHMCTOH, SHIOKPUHHOW ¥ UIMMYHHOMU, YTO HE00XO-
JUMO JIeTSIM, HaXOASIMMCS B LIEHTpaxX NaJlJIMaTUBHON
IIOMOIIIH ACTAM.

Knrouesvle cnosa: nannuamuenas neouampusi, 1a3epHas
mepanusl.

Abstract

The article focuses on the problems of children palliative
care. Children palliative care refers to expensive
medical aid. The idea of implementation of laser therapy
suggested by the authors will allow reducing expenses
on children palliative care. Several pieces of research of
Russian authors on the effectiveness of laser therapy in
the cases of bronchovascular disorders are mentioned.
Laser therapy potentiates the effect of medication and it
allows to reduce significantly their dosage and increase
the quality of treatment. Laser therapy is intended to
increase body defenses and its physiological functions
and systems: nervous, vascular, endocrine and immune,
which is very important for children who are at the
centres of children palliative care.

Key words: pediatric palliative, laser therapy.

BBenenne

[IpoGnemMam opraHu3anuyl IMAJUTHATHBHOW I10-
MOIIU JETSIM U BOMPOCAM CHHUKEHHUSI PacXoAoB, Ha
3amajie TOCBAIIEHO MHOXKECTBO MyOmwmkanuii [1, 2,
3,4,5,6,7, 8, 9]. Tak, AMepuKkaHcKas accolualus
MeInaTpoB OTMEYAET, YTO ACTH HYXKJAIOIIHECS B

64

MaJUTMATUBHOW MOMOILIM TOJY4YaloT TEpanuio yiIyd-
MIAIONIYI0 Ka4eCTBO WX JKM3HHU, HO 3TH 3aTparhl Ha
JICUCHWE HeaJeKBAaTHO BO3MEIIAIOTCS
Menukeiin. Jleuenune, BKIIOYarollee HOBBLIE, Oojee
JIOPOTUe AHTUOWOTUKH JIETIM C MYKOBHCIIHIO30M,
JMONTOCPOYHAsT MCKYCCTBEHHAsT BEHTUIIAIUSA JETKHUX

CHUCTEMOU
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OBJECTIVATION OF A POSSIBILITY OF LASER
THERAPY TREATMENT IN PEDIATRIC PALLIATIVE

JIeTSAM C HEpPBHO-MBIIIEYHBIMUA PacCTPONCTBAMH
WM XUPYPTHUECKUE BMEIIATEIhCTBA, KOTOPHIE MO-
I'yT CMATYUTh CUMIITOMATHKY 3a00JI€BaHUs, a TaKKe
HEOOXOMMOCTh TIPOBEACHUS IPYTUX BUIOB TIOPOTO-
CTOSIIIEH MOMOIIM MOTYT NMPUBECTU K OTKA3y TOCITH-
Tanau3amnuu Takux aeteut [10].

Acconuanueil najulMaTUBHON MOMOIIM JETSIM pas-
paborana kiaccH(DUKAIMIO YIPOXKAIOIIMX JKU3HU U
MIPUBOSIIUX K ITPEXKAECBPEMEHHON CMEPTH COCTOSIHUH,
IIPH KOTOPBIX OCYIIECTBIISICTCS MAJUTHATHBHAS TOMOIIIb
netsM [1].

Kareropusi 1. Yrpoxatomue xu3Hu 3a0oneBaHus,
IIPH KOTOPBIX PaIuKaIbHOE JICUYSHHE MOXKET OBITh OCY-
IIECTBMMO, HO 4acTo He JaeT pesyasraroB. [Ipu mey-
Jadye pajuKaJbHOTO JIeYeHHsI peOeHOK MoayvaeT ma-
JIMATUBHYIO TOMOIb. B 3Ty rpynmy He BXOAAT NETH,
Haxo[sIuecs B [UIMTEIHHOW PEMHCCHU WM IIOCIHe
yAa4HO TPOBEJCHHOTO paJWKaIBLHOTO JiedeHus: (Tep-
MUHAJIbHBIE CTaJWU HMHKypaOeJbHBIX 3a00JeBaHHi),
(mammpuMep, 3JT0KaYeCTBEHHBIC HOBOOOpPA30BaHMS, HE-
oOpaTuMasi/310Ka4eCTBEHHAs CepeyHas, NeYCHOYHAs
U TIOYeYHast HeIOCTaTOUYHOCTh).

Kareropusi 2. CocTosiHUS, TP KOTOPBIX TIPEK-
JeBpEMCHHAsI CMEpPTh HEW30ekHa, HO JJTUTEIbHOE
WHTEHCUBHOE JICUCHUE MOXKET YBEIMYHTBH MPOIOJIKHU-
TEBHOCTH )KU3HU PEOCHKA U ITO3BOJIUT COXPAHUTH €TO
AKTHBHOCTH (HampuMmep, KUCTO3HAsl THUIOILIA3Hs JIeT-
KHX/TIOTUKUCTO3 JIETKUX).

Kareropus 3. [Iporpeccupyromue nHKypaOenbHbIe
COCTOSTHHSI, OOBIYHO JUISIIMECS MHOTHE TOJbI, KOIja
BO3MOJKHO TMPOBEACHHUE JIMIIb NaJUIMATUBHON TEparuu
(marmpumep, Oone3np barreHa/HEeHpPOHHBI BOCKOBHI-
HbII Junodycimaos/6omne3ns Test — Cakca; MyKOTIONH-
caxapu03; MbIIIeUHast TUCTPODUsL).

Kareropus 4. Heobparumeie/Hensneanmeie, HO He
MIPOTPECCUPYIONINE COCTOSAHUS/3a00eBaHus, 00yCIIOB-
JIMBAIOIIUE TSDKEIYIO MHBAIUMIU3ALUIO PeOCHKA, Mpel-
PacIIoNOKEHHOCTh K YaCThIM OCJIOXKHEHUSIM ¥ BO3MOK-
HOCTB ITPESKIACBPEMEHHONU CMEPTH (HAIPUMED, TSKEITBINA
uepeOpanbHbIi Mapainy; MHO)KECTBEHHBIC TSKEIIbIe HH-
BaJIMIM3UPYIOIIHE MTOCIEICTBHS 3a00JICBaHUI U TPaBM,
HampuMep MOCIECTBHS TPABMBI TOJIOBHOTO WIIM CITHH-
HOTO MO3Ta).

Beimensior crenyromye rpynibl He3JI0KauyeCTBEH-
HBIX 3a00JIeBaHU, KOTOPBIC TIOTEHITHATHLHO MOTYT 00y-
CJIOBHUTH TIOTPEOHOCTH B MAJNTUATUBHON ITOMOIIIH:

— Oone3Hn japIxatenbHOU cucteMbl (22%) — My-

KOBHUCITUI03, aTHIHYHBIC (OPMBI TyOepKymesa,
OpOHXOJIETOYHAS AUCIIIA3US;

«QUANTUM SATIS»

—maronorust LTHC (20,3%) — AUII, muxporeda-
TSI, TIepUHATaIbHAs aCYUKCHUSI, CTMHHOMO3TOBasI
IpbIKa, TUAPOIIC AT

—3a00JIeBaHUsl  CEPIIEYHO-COCYIUCTON  CHCTEMBI
(14,6%) — xapaumomMuonaTnyi, KOMOMHUPOBAHHBIE
BpPOXKJCHHBIC O0JIE3HU CEPALa;

— HepBHO-MbIIedHas jerenepanus (12,2%) — MbI-
mieyHast uctpodus [roleHna, ciuHanbHas Mbl-
mieyHasi atrpodusi, mporpeccupyromas Hepora-
THS;

— nereneparusabie 3a0omeBanus [THC (8,1%) — 60-
se3nb Humana — I1uka, paccesiHHBIN CKIIEpO3, He-
YCTaHOBJICHHBIE JIeT€HEPATHBHBIE COCTOSHUS;

— HacJeICTBEHHBIE CUHAPOMEI (6,5%) — PerTa, Ha-
repa, DaBap/ica, XpOMOCOMHBIE JIeJIEIUH U Jp.;

— neueHouHas narojorus (4,9%) — OunuapHas arpe-
3ust, AeUINT al-aHTUTPUTICHHA;

— MOYeYHAast HEOCTAaTOYHOCTS (4,1%) — NByCTOpOH-
Hee yperepolene, MHOXECTBEHHbIC aHOMAaJIHH
pa3BUTHS, 3aJHUE ypeTpalbHBIe KIalaHbl, II0-
CTTPAHCIUIAHTALIMOHHAS TIOYEYHasl HEAO0CTaTO4-
HOCTB;

— metabonmuieckue 3aboneBanus (4,1%) — mwuro-
XOHJpUANbHBIE OOJIE3HH, THPOSUHEMHUS U IP.;

— npyrue 6omne3nu (3,3%) — racTpoum3uc, CHHIPOM
KOPOTKOM KHILKH, TSKEIbI HECOBEPIICHHBIN
ocTeoreHes, OyIE3HbIN ATHIEPMOIIN3.

ObocHoBaHueE LeJ1eCO00PA3ZHOCTH BHEAPEHUS

JIa3epHOii Tepanuu B NAJUIMATUBHYIO MEeAUATPUIO

JlazepHas Tepamus MO3BOJIIET CHU3UTH PAcXObl B
Jerckol maymunaruBHoi nomom [14]. Kak yxe ymno-
MHHAJIOCh, aMCPUKAHCKHUE CIICLUAIUCTBI OTMECYAKOT, B
YaCTHOCTH, BCE BO3PACTAOIIUE 3aTPAThl MIPH JICUCHUN
MYyKOBHUCIH103a. VcciieqoBaHUsI OTEYECTBEHHBIX Y4E-
HBIX TOKa3aJH, 4YTO NMPUMEHEHUE Ja3epHOM Tepanuu
npu I[aHHOﬁ IaTOJIOIruu HE TOJIBKO ITOBBLIIIACT KAYE€CTBO
MIPOBOIUMOM TepaIny, HO U CHIDKAET 3aTPaThl Ha JIede-
uue [11, 16].

Hepenku cmyuam 3aboneBaHusi jaeTeid, HyXKIaro-
MIUXCSl B TMAJUTMATUBHOW TTOMOIIH, OPOHXO-JIETOYHON
natonoruedl. KimHHueckue wucciaenoBaHus AETed ¢
XPOHUYECKUM OpPOHXHUTOM, OCTPOH M XPOHHUYECKOH
MMHEBMOHHUEHN T0Ka3alii, 4TO UMIYJIbCHOE HH(ppaKpac-
HO-JIa3epHOE N3ITyUYeHHE, BKIIOYEHHOE B KOMITJIEKCHYIO
Tepamnuio, BeAeT K Oojice ObICTPOMY HCUYC3HOBECHUIO
OCHOBHBIX KIIMHUYECKHUX CHMIITOMOB, COKPAIICHUIO
CPOKOB TIpeObIBaHMS OONBHBIX B cTanmoHape ¢ 30 muei
110 24, YCKOPEHUIO Perpeccuu 3HI00poHXxuTa ¢ 33 110
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OBOCHOBAHUWE BOSMOXHOCTU NPUMEHEHUA
NA3EPHON TEPANUU B NANNNATUBHOWU NEQUATPUM

17 nmeii. Jlazeporepamusi crmocoOCTByeT OBICTpOW U
CTaOWUIIPHON HOpMaNM3allMM TaKUX IOKaszaTesleld HM-
MYHUTETa, KaKk MHTEep(EpOHOBBIN cTatyc u T-mumdo-
nuTapHas cuctema. [IpoBomumas anTrOakTepratbHAs
Tepanus CHUKAET aKTUBHOCTh BBIPAOOTKHU (- U Y-HH-
TepdepoHOB, a BO3ACHCTBHE JAa3epPHOTO H3ITYUYCHUS
HUBEJIHUPYET OTPUIATEIhHOE JIEHCTBHE aHTHONOTHKOB.
[ToBBIIIEHHBII CHIBOPOTOYHBIN HHTEP(EPOH CHIKALT-
csl y BceX OONIBHBIX 0 HOPMBI, COACPIKaHUE Ol-WHTEP-
¢epona noseimaercst B 100% ciryuaeB a copepkaHue
y-unTepdepoHa nmopsiaerca B 56% ciydaes. Hopma-
nu3anus cofaepkanusi T-mMM(OLUTOB MPOUCXOIUT B
89% ciyuaeB. JloCTUTHYThIE PE3YJIBTAThl COXPAHIIOTCS
B Teuenwue 3,5—4 mec [12, 13, 17, 18].

HemanoBakxHbIM (pakTOpOM SIBIISICTCS TOTEHIIUPYIO-
1iee ACHCTBHE JIEKAPCTBEHHBIX MIPENapaToB MPH BKITIO-
YeHWH JIa3epHOW Tepannyd B KOMIUIEKCHOE JICUCHHE
[15]. JlazepHas Tepamus HampaBiieHAa Ha ITOBHIIIICHHE
3alIUTHBIX CHJI OpraHu3Ma M €ro (HU3HOJIOTHYECKUX
(hyHKIMI U CUCTEM: HEPBHOM, COCYAMCTON, YHIOKPHH-
HOHM 1 nMMyHHO# [19]. B 3TOM mane mazepHas Tepa-
MUSL SIBJISETCS MyCKOBBIM MEXaHU3MOM, 3aITyCKarOIIIM
BCce (PU3MOJOTHUECKHE CHCTEMBI OpTaHWU3Ma JUIS BOC-
CTaHOBIICHHsI roMeocTasnca. BoaMoxHOCTh 3 hekTHB-
HO IPUMEHSTH JIa3epHYIO TEPAIUIO IPH PA3IHUYHBIX 3a-
0oyieBaHUSAX OOBSCHSIETCS TEM, YTO OHA BO3JEHCTBYET
Ha BCE 3BEHBS MaTOJIOTMYECKOTO MPOIecca Ha KIeTOU-
HOM YpOBHE, KOTOPBIIl XapaKTepU3yeTcsl TPEMs OCHOB-
HBIMH TIPU3HAKAMH: BHYTPUKIIETOUHBIN JEPUIUT CBO-
00HOM PHEPTUH (THIIOSHEPTHU3M) U CBSI3aHHBIN C HEIO
AJIEKTPOMArHUTHBIN 1eDUIIUT, TSPUIUT KUCIOPOIHOTO
obecrieueHus (TUMOKCHUS), HapylIeHHE TPOPUUECKUX
¢dbyakmuit (muctpodus). CoBpeMeHHas (apMakoTepa-
1Sl He MOYKET OJTHOBPEMEHHO BO3JIEHCTBOBAThH HA Tie-
pEUYHCIICHHBIE COCTABISIONINE 3BEHbS ATOJIOTHIECKUX
MIPOIIECCOB.

D heKTHBHOCTD Jla3epHON Tepanuu Tpu BO3JCH-
CTBHM Ha OpraHM3M Ha Pa3IMYHBIX YPOBHAX MOXKHO
MIPEJICTAaBUTH CIIEITYIOIINM 00pa3oM:

— Ha KJIETOYHOM YpOBHE: MOBBIIICHHE YHEpreTHde-
CKOro oOMeHa B KJIETKAaX W TKaHSX, aKTUBU3ALHS
cunre3a Oenka — PHK u JIHK, cHmkenue BO3-
OyIMMOCTH pEIEeNTOPOB KIETOYHBIX MeMOpaH,
yay4lieHne ooMeHa B KJIeTKaX roJOBHOTO MO3Ta,
HOpMAaJIM3allisl YPOBHS HEWPOTPAHCMHUTTEPOB,
KaIbIINHA-0JTOKUpYomuid 3G heKT;

— Ha YpOBHE OpPraHOB: yBEJIIMYEHHE CKOPOCTU KpO-
BOTOKA, PEOJIOTUYECKUN 1 MUKPOLUPKYISTOPHBIN
3¢ EKTHI, peryismus aneHorumnodu3a, HoOpMaIn-
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3anus padoTHl ITUTOBUIHOM KeJe3bl, CTUMYJISIIHS
MOJIOBBIX KeJE3, KOPOHOAKTUBHBIHN, CIA3MOIUTH-
Yyeckuii, Metabonnueckne 3heKxTsl;

— Ha YPOBHE CHCTEM U OPraHHM3Ma B LIEJIOM: KOPPEK-
s (haKTOpPOB CIIEU(UIECKOTO U HeCTe(rye-
CKOTO HMMMYHHUTETa, YAyd4IleHHe KpoBooOparie-
HUs, 00e300MBaHue, CHWKEHHE BO30YINMOCTH
BETeTaTUBHBIX IIEHTPOB, YAyUIIEHHE TIPOBOINMO-
CTH HEPBHBIX BOJOKOH. A TaKXe: CHUKEHHE TIII0-
KOKOPTUKOUJHOM aKTUBHOCTH HAJIMOYECYHUKOB,
CHW)KCHHME YPOBHSI IEPEKHCHOIO OKHUCIICHHS JIU-
MUJIOB, PETYJIMPOBAHNE OOPATHBIX CBS3CH, YBEIH-
YeHHE HEHPOTYMOPAIBHBIX (PAaKTOPOB, YCKOPEHHE
BBIpaboTkH (pepmenToB U ATD. ITomMmuMo BEIIIIE-
yKa3aHHBIX I(PPEKTOB OTMEUAOTCS: CHIDKCHHE
YPOBHSI XOJECTEpUHA, YCKOPEHHE CHHTE3a KOJl-
JlareHa, yIydIlleHHe TPOPUKU TKaHeH, yCHIeHue
pereHepanuyu SMUTENUs U KOXH, MPO(UITaKTHKA
U JICUCHUEC LEIIOINTA, HOPMAalu3alus U POCT
CHUHTE3a MPOCTONNIAHJIMHOB, IPOTUBOBOCIAJIU-
TEJbHBIM, IPOTUBOOTEYHBIH PaCCaChIBAIOIIMM,
CAHOTEHHBIN, aTanTUPYIOMIUM, CTPECCOTUMUTH-
pYIOLIMM, TUIOJUINUIEMUYECKUH M aHTHOKCH-
JaHTHBIN 3 GEKTH U Ap.

[IpoBeneHHbIN aHaIN3 MO3BOJIMII ONIPEACIIUTH MOKa-
3aHUSI U MPOTUBONOKA3aHUs K MPOBEACHUIO Ja3epHOU
Tepanuu y JAeTel, HYXJIAIIMXCA B MNaJJIMAaTUBHOU
momoIu. Tak, B moka3aHHMs BXOIST: THOMHO-BOCIA-
JTUTENbHBIC 3200JIeBaHMsI U TOKCUKO-CENTHYECKUE CO-
CTOSTHUS, HeMH()EKIIMOHHBIE TTOPAKEHUS KOXKH H TIO/I-
KO)KHOM JKUPOBOW KIIETYATKH, 3a00JIeBaHUSI OPraHOB
JIbIXaHus, 00eBOl cuHapoMm, riposexuu, LI u ap.

[IpoTuBONOKa3aHO BO3JICUCTBUE JIa3€pPHBIM HU3-
Jy4eHUEeM Ha THOWHBbIe odaru Oe3 oTToka TrHod. [Ipu
JICUCHUU TaKUX OYaroB Ja3epHasl Tepamnusi MPOBOAUT-
Cs TOJNBKO MOCJE UX BCKPBITUS U APEHUPOBAHUS. Y
OOJIBHBIX C CUMIITOMaTHYECKON SMMIICTICUEH (OmyXoin
TOJIOBHOTO MO3Ta, COCYIUCThIe 3a00JeBaHUSI MO3Ta,
TpaBMaTHYECKHE TMOBPEXKICHUS MO3Ta, SHIE(DaTHTEHI,
MEHHUHTO3HIE(DATUThI, JICITOMEHUHIUTBI) IPOTHBO-
MOKa3aHO IPOBEICHHE Ja3epHOr0 OOTy4eHUs] KPOBH.
DTO OOBSICHAETCS T€M, YTO aHTUTHIIOKCHYECKOE BIIHS-
HUE JTa3epHOM Tepamuu HepeaKo mprodperaet dPphexT
TUTNEPOKCUH — YpEeBaTOM MpU HAIUYUM JIaXKe TOJIBKO
HAKJIOHHOCTH K TIapOKCH3MAaJbHBIM COCTOSHHSM (Cy-
JIOPOKHOW TOTOBHOCTH) CAMUMH CEPHE3HBIMH TTOCIIE]I-
CTBUSMHU. TakuM JETAM MOXHO MPOBOJUTH JIA3€PHYIO
TEPAIUIO TP JICUSHUH PECIIHPATOPHBIX 3a00JICBaHUH,
MIPOJICKHEN U IPYTUX MATOJOTHIX, HE TPEOYIOIIHX J1a-
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3€pPHOr0 BO3JIEUCTBUSA HA KPOBb. Y OHKOJOTHMYECKHX
OOJILHBIX TIPOTHUBOIOKA3aHO BO3JCHCTBUE JIA3EPHBIM
W3Ty4YeHHEM Ha OMyXOJb M METacTasbl, HO IOKa3aHa
Jla3epHas TeMOTEPaIvs 1 JICYCHNE COMYTCTBYIOIIUX 3a-
6oneBannii. Taxoke 1azepHOe 00IyUeHIE KPOBH POTH-
BOIIOKa3aHO OOJLHBIM reMO(HIINel, HO TOKa3aHo Mpo-
BeJICHHE JIA3€PHOI Teparuu MpHu MOPAKEHUH CyCTaBOB
y 3THX OOJBHBIX.

Bricokast 3¢hekTHBHOCTD, HU3KAsi CTOMMOCTD, BCE
ATO JleNaeT Ja3epHYyI0 TEparuio He3aMEHUMBIM METO-
JIOM B NAJUIMATUBHON MenuuuHe. HemanoBaxxHo U ToO,
YTO MHOTOYHCIICHHBIE HCCIICIOBAHMUS O BO3MOYKHOM OT-
pHULIATEILHOM BO3JCHCTBUU JIa3epHOTO M3Iy4CHUs Ha
OpraHM3M YeJIOBeKa I0Ka3all OTCYTCTBHE HETaTHBHBIX
MOOOYHBIX APPEKTOB KaK BO BpeMsl IPOBEJICHUS JIa3ep-
HOTO BO3ACUCTBHS, TaK U B OTJAJICHHBIC CPOKH IMOCIE
HEro.

MarepuaJjibl 1 METOAbI

B MockoBCcKU HEHTp MaJIMaTUBHONW MOMOUIH Jie-
TSM Jla3epHas Tepamnwsi ObuIa BHeApeHa B KoHIie 2015
rona. [Ipukaz M3 PO ot 14 anpens 2015 . Ne 1931 «O06
yTBepxaeHuu [lopsiika oka3aHus aNTMaTUBHON METH-
LMHCKOH ITOMOIIHX JIETSIMY HE MPeyCMaTPUBAET CTAaBKH
Bpava-(pu3noTepanesTa, 1 HaMu ObIJIO TPETyCMOTPEHO
oOydeHHe BceX Bpauell paboOTaromMX B CTalHOHape
1 BBIC3AHON OpHTambl Bpadyeld METOmaM JIa3epHOU Te-
panuu. YuuTbIBas OONBLIOE KOJHYECTBO MPOTHBOIIO-
Ka3aHHUW MPUBEIECHHBIX BBINIE, 32 UCTEKIIMN IMEPHOJ
JazepHas Teparus OblIa mpoBeneHa 21 pedEHKy, Haxo-
JSIIMMCS B cTaloHape. Yaiue Bcero JiazepHast Tepanus
MPOBOAMIACH MO IMOBOAY TPO(YUUECKHX HAPYIICHUH
(n=17). Ilpu XpoHUIECKOM OOCTPYKTUBHOM OpPOHXHUTE
y 2 gereil, MpU OCTATOYHBIX SIBIECHUSX MTHEBMOHHUH Y
2 nereit. Bo Bcex ciydasx OTMEUEHBI MOJIOKUTENBHBIE
pesynbrarsl. [IpuBeném mpumMep jgeueHust THEBMOHUH Y
pebEnka ¢ OpOHXONETOUHON TUCTIIA3HEH.

Cunapom awixarenbHbiXx paccrpoicTB (CIAP) y He-
JIOHOLIEHHBIX AeTel BcTpevyaeTcs B 30—80% cimyudaes. Y
[TyOOKO HEJOHOIIIEHHBIX JETEH Yare BCEero 3To OpoH-
XonérouHas nucruiasus. bpoHxonérouHas IucIazug
(BJI) — xpornyeckoe 3a00IeBaHNe JIETKUX, pa3BUBa-
IoIeecss Y HOBOPOXKJIEHHBIX JIETEH B Ipolecce Tepa-
IIMA PECHUPATOPHBIX PACCTPOUCTB ¢ momoluso MBJI
C BBICOKMMH KOHIIEHTPAIUSMHU KHCIOPOJa, TPOSBIIS-
OIIeecs JBIXaTeIbHOW HEJ0CTaTOYHOCTHIO, THUITOKCE-
MUeH, CTOMKMMHU OOCTPYKTUBHBIMU HapyLICHHUSMHU U
XapaKTEPHBIMH PEHTI€HOIOTHYECKUMH N3MEHEHUSIMMU.
[Ipu HacaoeHnn MHPEKIINA CTETICHD ABIXaTEIHLHON He-
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JOCTaTOYHOCTH BO3PACTAET, YTO MOXKET CTaTh IPUYH-
HOH CMEpTH AETEH.

OuneHnka pe3yJIbTaTOB BHEJAPEHHS J1a3epPHOil

Tepanuu

Pe6€noxk L11., nara poxxnenust 20.05.2015, moctyrmi ¢
KJIMHUYECKHM JUarHO30M: BpoHXorerovHast JUCTUIa3ms,
HOBas popMma, Tspkenoe TeueHue. OcaokHeHs: bakTepn-
aJbHas MPaBOCTOPOHHSIA MTOIMCETMEHTAPHAs ITHEBMOHHUSL.
ComyrcrByromuil: [loctrunokcnueckast sHnedanonarys,
BOCCTAHOBUTEBHBIN TTEPUOJ, CHHIPOM MBIIIEYHOTO TH-
neproHyca W rumneppeduiekcun B HOTax MHPaMHIHOTO
Tuna. PeTMHONATUs HEJAOHOIICHHBIX 2 CTajuu, cTabu-
TIM3AIUST COCTOSTHMSA. Masasi aHOManus Pa3BUTHS Cepyiia
(oTKpBITOE OBaJIbHOE OKHO). BTOpu4Has kapauomarws.
CumirToMaTiiecKasl apTepualibHas THIIEPTEH3UsI B aHa-
MHe3e. HenoHolieHHOCTh 25 Hezlenb recTalyu, KCTpe-
MaJIbHO HU3Kasl Macca Tena Mpy pOKICHUH.

Anamue3: pebeHok or 2 Oepemennoctu (l-s1 —
2010 r — poner), mpoTekaBIieil Ha (hOHE aHEMUH, YTPO-
36l pepbIBanus. Poasl 2, mpexxaeBpeMeHHbIe, B 25 He-
nenb recraiuu. Macca npu poxaenuun 730 r., anmuHa
32 cM. C poKI€HUS COCTOSIHUE KpalHE TSKENIOE 3a CUET
JeIxarenbHoi Hemoctatounoctu (JH), cuaapoma yr-
Herenuss [{HC, xoxHO-reMOpparuyeckoro CHHIPOMA,
AKCTpEMabHO HU3KOWM Macchl Tena. Ha 7-e cyTku Obun
TIEPEBEICH B OT/JEIICHHUE pEaHUMAaluyd U MHTEHCUBHON
tepanuu (OPUT) 79 T'Kb. MckyccTBeHHass BEHTHIISI-
rust nérkux (MBJI) ¢ poxxnenus B Teuenue 25 cytok. B
MOCIIEAYIOMINE THU MTPOBOIMINCH HEOTHOKPATHBIE TI0-
MIBITKH TIEPEBO/IA HAa PECTIMPATOPHYIO TEPAIIHIO C IIOCTO-
SIHHBIM TIOJIOKHUTEIFHBIM JIaBJICHHEM B JIBIXaTeIbHBIX
myTsx depe3 HocoBble karerepsl (NCPAP), HO uepes
KOpOoTKO€ BpeMsi Bo3Bpatnaics pexum UBJI (mo 1,5-me-
CSYHOTO BO3pacTa). Jlo 2-Mecsi[uHOro Bo3pacTa OKCUre-
Harus Ha pesxkume NCPAP, 3atem kucnopon muddysHo
(5 n/mun). DupoTpaxeansHo BBoaMics «Kypocypd». C
POX/IEHUS BBISIBIEHBI CUMITOMBI BPOXKJIECHHON ITHEB-
MOHHMH. TedeHWe THEBMOHHWH OCJIOKHSJIOCh WHTEP-
CTHUITHATFHOUM dM(HU3eMOil Ha TIEPBOM MECSIIE KU3HU,
MPUCTEHOYHBIM THEBMOTOPaKcoM. Jlo MOCTyIuIeHus B
HIILI pe6€HOK HAXOMUIICS HA JICYCHUH B 5 OTACIEHUSIX
peaHrManuy ¥ MHTEHCUBHOW Teparuu, JTUTEIHHO I10-
Jy4ajl aHTUOMOTUKHU (aMOKCHKJIAB, aMHUKOILIMH, BaHKO-
MUIH, MepoHeM). C TIEpBBIX CYTOK JKU3HH TIO PE3YITb-
tatam HCI" oTmMedanoch rumoKCHYEeCKU-UIIEMIYECKOEe
nopaxkenue [[THC, x Bo3pacty 1 mec. 5 cyrok chop-
MHUpOBajach KHUCTO3HAsI NMEPUBEHTPHUKYISIPHAS JICHKO-
Mamsus. PebeHok HaOmomancs o(TaabMOJIOTOM T10
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[IOBOJly PETUHOIIATUH, 110 JaHHbIM ocMoTpa 16.09.15 r —
peTUHONATUs 2 CTereHu, aktuBHas (asa. [1o pesyib-
taram ocMmotpa JIOP Bpaua ot 14.09.15 r — nape3 msr-
koro HeOa. [To pesynsratam P-rpaduu rpyaHO# KiteTkH
ot 10.09.15 r — xapTuHa ABYCTOPOHHEH IMHEBMOHHUHU B
craguu paspemeHus Ha Gone BII/I.

IIpu nocrymnenun B HIIL cocrositHue Tsxenoe
3a CY4ET OCHOBHOTO M CONYTCTBYIOUIUX 3a00JI€BaHUM.
[Monyuan kucnopos 5 ji/mMuH uepes nanarky. Kopmie-
Hue cMmechbio «Hytpunon Ipe 1» mo 70,0%8 pa3 yepes
30HA, ApoOHO. JIBuUrarenbHas aKTUBHOCTb CHIDKEHA.
MpiieuHbI TOHYC CHUXKEH. besycnoBHbie pedieKkcsl
He BbI3bIBaIOTCA. He cocert, He moraer. Hyxnaercs B
[IOCTOSIHHOM CaHAlMU CJIM3U U3 BEPXHHUX JbIXaTellb-
HbIX TyTed. Ko)kHble MOKPOBBI YHCTBHIE, PO3OBHIE C
MpPaMOPHBIM PHCYHKOM. [0Ji0Ba OKpyrion Qopmsl.
Bonpmo#t pomanuox 1,0x1,0 cm, He BbIOyxaer. B
JIETKUX JbIXaHWE MPOBOAMUTCS PaBHOMEPHO BO BCe
OTJAEJBI, 0CJIA0IECHHBIM, C 00EHX CTOPOH BBHICIYIINBA-
I0TCSl KPEUTUPYIOIINE XPHUIIBI U XPHUIIBI TIPOBOAHOTO
xapakrepa. MuH. TOHBI cepiala NMPUIITYHICHBI, PHUT-
muunble, YCC 158 B MuH. ApTepuanbHOe AaBJIEHHE
95/60 mm pt. cT. JKUBOT MATKUH, JOCTyIIEH IITyOOKOH
MajJbMaly BO BCEX OTHEaX, NePUCTATBTHKA BBICITY-
muBaetcs. [leuens +2,0 cM, cene3éHka He NaIBIUPY-
ercst. Ilynounas rpepka. CTyn 1 MOYEHCITyCKaHHE HE
HapymeHsl. Macca tema 2980 1.

3a nepuoxa npeOwviBanus B HIIL| coctosinue pe-
O0EHKa c IepeMeHHON AUHAMUKOU. B TeueHnn mecs-
1[a [OCJIE€ MOCTYIUIEHHUS YMEHBIIMJIOCH KOJUYECTBO
canupyemoil cnuzu u3 B/III, ymeHbmIMIACH KHCIIO-
pOZHas 3aBUCUMOCTD, aJallTUPOBAaH K KOPMJIIEHHUIO U3
oyreutouku. C 28.10.15 r. oTmMewanocs HapacTaHue
CUMIITOMOB O0OCTpyKTUBHOTO Oponxuta. [1o pe3yib-
taraMm KT rpyanoi kinetku ot 30.10.15 r u P-rpadun
rpyaHo# kietku 03.11.15 r. — kapTUHA MOJKUCErMEH-
TapHOW MHEBMOHHH MPABOTO JIETKOTO, TAMOMET AN A.
[IpoBenena MennkaMeHTO3Has Tepanus: MEPOHEM
¢ 22.09 mo 02.10.15, 3mBokc ¢ 26.09 mo 02.10.15,
(hmroxonazon ¢ 22.09. mo 02.10.15, Y3 uHranmsamuu
¢ koaucTuHOM ¢ 22.09 mo 02.10.15, Y3 unrauissnun
¢ 6epoxyanom ¢ 22.09 mo 30.11.15, ¢ myapMUKOPTOM
¢ 02.10 mo 02.11.15 n ¢ 23.11.15 mo 1.12.15, kamo-
TeH ¢ 22.09 mo 25.11.15, Bepommnupon ¢ 22.09.15 o
26.11.15, smpxap ¢ 22.09 mo 31.10.15, Budunymobak-
tepuH ¢ 22.09 mo 01.11.15, munexc ¢ 01.11.15 mo
1.12.15, suramun /I3 ¢ 22.09 no 1.12.15, nmanToram
¢ 25.09 mo 25.11.15. Tuenam ¢ 01.11 mo 09.11.15,
meponem ¢ 09.11 mo 22.11.15, 3uBokc ¢ 05.11 no
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18.11.15, ¢uroxonaszoin ¢ 03.11 mo 22.11.15. Ilenra-
rmo6uH Ne 3.

B cBs3u ¢ HU3KOM 3(h(HEeKTUBHOCTHIO aHTUOAKTEPH-
anpHOM Tepanuu ¢ 16.11. mo 27.11.15 npoBenen kypc
nmazepHoit Teparmu: 50 I'm mo 2 MHHYTHI Ha 00NacTh
KaXKJI0TO JIETKOTO: (puc. 1).

[Ipumensiemass 103a JIa3epHOTO U3Iy4YEHUS —
0,0015 JIx/cm?. Ha mepBBIit B3TUIST MOYKET ITOKA3aThCs,
YTO BBIOpaHHAs1 03U POBKAJIa3ePHOTO N3y YSHUS CITUIII-
KOMMaJIa, HOIPOBE/ICHHbIE KITMHUYE CKHE UCCIIEJOBAHMS
JIOKa3alid, 9T0 MpuMeHeHne HHppakpacHBIX (890 HM)
MOJTYIPOBOIHUKOBBIX JIa3€POB C MaJlOW JIUTEIHHO-
cTbi0 MMIyibcoB m3nmydeHus: (50-100 I'm) nambonee
3¢ dexTBHO, KOorma B mepBhie 3 ceanca JIT mo3bI BO3-
neiicTBus Ha pay He npesbimaoT 0,002-0,005 Jx/cm?
(ycunuBaroTcsi penapaTuBHbBIE MPOLECCHI, YCKOPSETCS
pOCT KanmwuisipoB, moBbimaercss pH TkaHeBOW Kuj-
KOCTH, YMCHBIIAETCSI OTEYHOCTh TKaHEH u 0O0JeBOro
cuHpoMa) Ecnu jiedeHrne HauaTo J03aMu, MPEBbIIIa-
formumu 0,005 Jk/cM?, BOZHHKAIOT OTPHIIATETBHEIE
W3MEHEHUs B paHe (MIPU3HAKKM MHTEHCH(UKAIMH BOC-
NaJIMTEIBHBIX MIPOLECCOB, YBEINUEHUE CPOKOB 3a:KUB-
nenus) [20].

Vike mociie IepBOro ceaHca JIa3€pHOU Tepamnuu
KIMHHYECKH OTMEYaJIOCh YIyULICHHE COCTOSIHUS pe-
O0E€HKa B BHAEC HOpMaNHM3AIlMU ayCKyIbTaTHBHOW Kap-
TUHBI (HaJ JICTKUMH TIPOBOJHBIC XPHUIIBI B MCHBIIEM
KOJMYECTBE M HEMOCTOSIHHbIE KpenuTupyomue). K
KOHITYy Kypca JIa3epHOM Teparuy BBIIIETIEPEINCIICH-
HbIE CHMIITOMBI KynupoBasiuch. [lo pesynbraram
P-rpa¢uu rpynnoit knerku ot 23.11.15 maHHBIX 3a
BOCITAJIUTENbHBIE TIPOSBICHUS HE BBISIBICHO. YMEHB-
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IIWIACH TPOSIBICHUS OPOHXOJIETOYHOW IHCITIA3UU: C
12.11.15 obxomutcs 6e3 KHCIOPOTHON TOMICPIKKH,
YIyqIIUIach ayCKyJIbTaTHBHAS KapTHHA HAJT JIETKHMH.
Pedrnekchr meproga HOBOPOKIASHHOCTH YaCTHYHO Pe-
nyuupoansl. [Ipu Beinucke macca tena 4220 r, niuuHa
56 cM, OKpYKHOCTb rosioBbl 37 cMm, rpyau 35,5 cm. I1a-
[IMEHT BBIMTUCAH B YIOBJICTBOPUTEIHHOM COCTOSHHH
mox aMmOyrnatopHOoe HaONIONEHHWE Bpava-HEBPOIIOTa,
neauarpa, o(TaarbMoora B OJUKINHUKE 110 MECTY
JKUTENHCTBA B paMKaX MPOTPAMMBI TOCYIapCTBEHHBIX
rapaHTHii OECIUTATHOTO OKa3aHHs TpakIaHaM MeIH-
LIMHCKOW MOMOIIIH.

MenuuuHcknii 3pGeKT B JaHHOM CIIydae BbIpaKa-
€TCsl B TOM, 4TO YK€ MOCIIe TIEPBOTO CEaHCa COCTOSTHUE
pebEHKa yIydmmMiIoCch M CYIIECTBEHHOE YIydIleHHEe
COCTOSTHUS peO&Hka 3a(hUKCHPOBAHO TIPH €TO BEHITTHUCKE
13 CTaIlMOHapa.

AobcoroTHast 3PpPeKTUBHOCTb HECOMHEHHA — TPY-
JIOBBIE 3aTpaThl Ha JIA3EPHYIO TEPAITHIO COCTABHIIN BCE-
ro 4 MUH B I€Hb.

YuutsiBas 3aTparsl Ha JiedeHue (MepoHeM — CBBIIIE
7000 py0., 3uBokc — cBbimre 6000 py6., Tuenam — cBbI-

JIuteparypa

e 5000 py6., Komuctun — ot 15 000 mo 120 000 py6.,
M 3TO TOJIBKO CTOMMOCTH aHTHONOoTHKOB!), BJIJ[ cnemy-
€T OTHECTH K JJOPOTOCTOSIINM BHIAM JICUCHUSI.

OTtHocuTenbHasi 3¢ PeKTHBHOCTD MMOATBEPKIACT-
Csl CHIDKEHHEM JO3MPOBKH JOPOTOCTOSIINX aHTHOMO-
THUKOB BO BpeMs IIPOBE/ICHNUS JIa3ePHON TepaIHH.

[Ipsmoit sxoHOMUYEeCKHiA 3G (HEKT CBA3aH CO CHIDKE-
HUEM CTOMMOCTH JICUCHHS W COKpalleHHeM IpeObiBa-
HUS B CTallMOHApe.

Bxuttouenue stazepHol Tepanuu B KOMILIEKCHOE Jie-
YeHHE MTO3BOJIUT CYIIECTBEHHO CHU3HTD 3aTPaThl. Y UH-
THIBast TIOJYYE€HHBIE Pe3ybTaThl, OBUIO permieHo, Oojee
IIMPOKO TPUMEHSTHh JIA3EPHYIO TEparuio y IeTei ¢
OpPOHXOJIETOYHON TTATOIOTHEH.
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TUH C TIPUMEHEHHEM JIa3ePHOTO M3ITydeHHs y JIeTel ¢
OpOHXOIETOYHON AMCITIa3Uel B JOCTYITHOHN JIUTEpary-
pe HaM He TONa/IajiCh.
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Pe3iome Abstract
ATepocKIIepo3 TpeICTaBIsieT co00l KoMIulekcHoe Mylib-  Atherosclerosis is a complex multifocal arterial

TU(hAKTOPHOE 3a00JIeBaHUE CPEIHUX M KPYIHBIX apTe-
pHii, B KOTOPOM 3aJICHCTBOBaHBl MHOXKECTBCHHBIC TCHE-
THYECKUE W JKoJornueckue (akrtopel. JlOCTIDKCHHS B
METOJIaX MOJICKY/ISIPHOM Te€HETHKH TMOKa3aJiH, YTO T'eHe-
THUYECKHUE MTOTUMOP(U3MBI CYIIIECTBEHHO BIIUSFOT Ha BOC-
MPUMMYUBOCTh K aTEPOCKICPOTHYCCKHM COCYITUCTHIM
MOBPEXKJICHUSIM. B MOCIIe/IHNE TO/IBI BBISIBJICHO OOJIBIIIOS
KOJIMYECTBO TCHOB-KAH TH/IATOB, TCHETHYCCKHX TIOJTMMOP-
(hb3MOB M JIOKYCOB BOCTIPHUMYHBOCTH, CBSI3aHHBIX C aTe-
POCKIIEPO30M, U UX YHCII0 OBICTPO pacTeT. B aToM 0030pe
MBI (POKYCHPYEM BHHUMAHHUE U OOCYKIAeM HEKOTOPhIC H3
OCHOBHBIX I'CHOB-KaH/IUIATOB Y TCHCTUYCCKUX ITOJIMMOP-
(hu3max, CBS3aHHBIX C aTEPOCKIICPOTHYSCKUMHE MOBPEXK-
JICHUSIMH Y YeJIOBEKa.

Knroueswle cnosa: oemckuii amepockiepos, 2eH, noju-
Mopghuzm, eenemuyeckoe ucciedo8anue.

disease involving interactions of multiple genetic
and environmental factors. Advances in techniques
of molecular genetics have revealed that genetic
polymorphisms significantly influence susceptibility
to atherosclerotic vascular diseases. A large number
of candidate genes, genetic polymorphisms and
susceptibility loci associated with atherosclerotic
diseases have been identified in recent years and their
number is rapidly increasing. In this review we focus and
discuss on some of the major candidate genes and genetic
polymorphisms associated with human atherosclerotic
vascular diseases.

Key words: childhood atherosclerosis, gene, genetic
polymorphism, genetic study.

BBenenne

Atepockiiepo3 mpeicTaBisier co00il KOMILIEKCHO®
MyJIbTU(AKTOPHOE 3a00JICBAHUE CPEIHUX U KPYITHBIX
apTepuii, B KOTOPOM 3aJIeiCTBOBAaHbl MHOKECTBEHHbIE
FCHETUYECKHUE U SKOJIOTHYEeCKHE (DAaKTOPhI. ATEPOCKIIC-
pO3 — IMaBHas IPUYMHA CMEPTHOCTH U MHBAJIMHOCTH B
Pa3BUTHIX CTpaHax, B TO BPEMsI KaK B pa3BUBAIOLIUXCS

cTpaHax 3a00JIeBa€MOCTh JAHHOW IATOJIOTHEH pacTeT
onIcTpO [1]. ATepockiepo3 MOXKET BBI3BATh CTCHO3 HITH
OKKJIIO3HUIO apTepHUll U SBJISETCS OCHOBHOM MaTooruen
IIpH 3a00JIEBaHUN KOPOHAPHOU apTepuH, epudepude-
CKHX apTepuil U COHHOI apTepuw [1].

[lpuanrMas Bo BHUMaHHE TOT (aKT, YTO KIMHUYE-
CKHe TIPOSIBIICHUS CEPACIHO-COCYANCTHIX 3a00JIeBaHUN
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(CC3), takux xak uH(bapkT Muokapaa (M), uHCYIBT 1
3a0oeBanus rnepuepUIecKux COCYIIOB, MPOSIBISIOTCS
B CpEIHEM BO3pacTe, MPOIECC aTeporeHe3a MOXKET Ha-
4aThCsl M B paHHEM JAeTcTBe. Pe3ynbrarsl MHOTOUMCIICH-
HBIX STMHUIEMHUOIIOTHYECKUX UCCIISIOBAHUIA CBUIETEIh-
CTBYIOT, YTO OCHOBHBIC KOHCTHTYIIHOHAIbHBIE (DAaKTOPBI
pucka CC3, Takue Kak aTepOTeHHbIC IUCITUIHIIEMUH,
aprepuanbHas runeprensus (Al'), n30ObITouHas macca
TeNa, caxapHbId AWA0CT, OTATOIICHHBIA HACICICTBCH-
HBI aHaMHe3, CYLIeCTBYIOT WIH (OpMUPYIOTCS B JET-
CKOM BO3pacTe U UMEIOT FeHETUUECKYI0 OCHOBY [1, 2].

DHpIoTenuanbHas TUCQYHKINS, BOCTIATICHHE, HApy-
LICHHBIA METa00IM3M JIMITONPOTEHHA U TOMOIIMCTEHHA,
a TakKe TUCPYHKIMOHAIIbHAS KOATYISUs U (PUOPUHO-
JU3, KaK W3BECTHO, UTPAIOT BAXXHYIO POJIb B Pa3BUTHH
aTepockiepoTudeckux mopaxkenui [3]. CBsa3p mMexmy
TeHAaMH U aTepOCKIIEPO30M SBISIETCS KOMILJIEKCHOW C
HACJIEZICTBEHHBIM ~KOMITOHEHTOM  CEpPIeYHO-COCYIH-
CTBIX 3a00JIeBaHUH B OOJIBIIMHCTBE MOMYNALNUN Bapbh-
pys ot 40 10 60%, 1 Ha GONBIIMHCTBO CEPACYHO-COCY-
JUCTBIX HapYIICHWH BIHAIOT B3aMMOJCHCTBUS MEXKITY
MHO)KECTBEHHBIMU T€HaMH W (aKTOpaMH OKpYyKaro-
et cpensi [3].

JlocTmwkeHns B o0lacTd JIabOpaTOPHOW TEHETHKH
MOKa3ajM, YTO TeHeTUYEeCKHEe HAPYIICHUS 3HAYUTEIb-
HO BIMSIIOT Ha BOCIPUUMYHBOCTH K aTepOCKIEPOTH-
YEeCKUM TOpaXEHHUSIM COCYIOB. B mocriemHue Tomsl
BBISIBIICHO OOJIBIIOE KOJMYECTBO T€HOB-KAHIUAATOB,
TeHETHYECKUX MOJIMMOP(HU3MOB 1 JIOKYCOB BOCIIPHHUM-
YUBOCTH, CBS3aHHBIX C aTepPOCKIEPO30M, M WX YHCIIO
OwICcTpO pacteT [4].

Ony0nuKkoBaHHBIE UCCIEIOBAHUA YOSAUTEIBHO TO0-
kaszanmu, 4To: (1) mporiecc areporeHe3a HauMHAETCS B
JeTckoM Bo3pacte; (2) ¢dakTopbl pucKa, BKIIOUas TO-
BBIIIIEHHBIE YPOBHHU XOJIECTEPUHA, B IETCKOM BO3pacTe,
COXPAHSIOTCS Y B3POCIBIX U CBS3aHBI C YMEPEHHBIM U
BBICOKUM puickoM pazButust CC3; u (3) y auI ¢ TeHe-
TUYECKON JUCITUIHIEMUEH, (PaKTOPbl PHUCKA YCKOPSIOT
paszsutue CC3. @opmMHupoBaHHE TAKOM YA3BUMOH IO
PHUCKY Pa3BUTHS aTePOCKICPOTHIECKUX TMOBPEKICHHI
COCYJIOB TPYyMIbI JeTell co3JacT BO3MOXHOCTh Mpe-
JOTBPATUTh Pa3BUTHE TIPEKICBPEMEHHBIX COCTOSHHIA,
cBs3aHHbIX ¢ CC3, myTeM 3¢ (HEeKTHBHOTO YIIpaBICHUS
TeHETHYECKUMH W TIPHOOpETeHHBIMH (hakTopamMu pu-
cka [6].

B sTom 0030pe paccMaTpuBaroOTCsi OCHOBHBIE TEHBI
BOCIPUMMYHBOCTH U TEHETUYECKHE MOIMMOPQPHU3IMEI,
CBSI3aHHBIE C ATEPOCKICPOTHUECKUMH COCYIUCTHIMH
pacctpoicTBamu.

72

I'ensl, acconnupoBaHHbIe ¢ META00TU3MOM

JIMIU/I0B

['pynmy pucka yrpoKaeMblX IO PasBUTHIO arepo-
CKJIEPO3a COCTaBJIAIOT AETH, Y KOTOPHIX UMEET MECTO
HOBbIIICHUE YPOBHS Xonecrepuna (XC), numonpore-
nHOB HU3KoH 1wuiotHOCcTH (JIITHIT), amomporenna B, a
TaKXe COUCTAHHOE MOBBIIICHUE YPOBHS TPHUIIMLIEPU-
108 (TI') u cHwKeHHe ypOBHS JTUIONPOTEHHOB BBICO-
kot rmotHoctu (JITIBIT).

Cpenu pa3inuyHBIX HACIEICTBEHHO OO0YyCIOBICH-
HBIX TEHETHYECKUX IPUIHH aTePOCKIIEPO3a BBIICISIOT
MOHOTEHHbIE ()OPMBI HACJIEACTBEHHBIX THIEPIUINLC-
Mmuii (cemeitasle runepiunuaemMun, OMIM #143890)
[7], nns koTopbIX XapakTepHo paHee pa3Butus CC3.
ITpu MoHOTEHHBIX (popMax HapyIIeHUs] OOMEHA JINIH-
JIOB ObLTa YCTAaHOBIICHA KOPPEISIIIMOHHASI CBSI3b MEXK-
Iy nonuMopdu3MaMH B HECKOJIBKHX TPyIIax I'eHOB,
Y4acTBYIOLIMX B METa0OIM3Me JIUIHJIOB U aTepPOCKIIe-
posze [8].

Meta6oausm JIITHIT

CeMeicTBO TEeHOB pelenTopa JUIMONPOTEeUHOB HU3-
koii TuioTHOCTH (LDLR) cocrout u3 reHa LDLR, reHa
perenropa JUMOMPOTEMHOB C OYEHb HU3KOW IUIOTHO-
cteto (JILIOHIT — VLDLR); Genka, CBI3aHHOTO C pe-
nenTopom JjmnonporenHos (LRP), LRP1b, meranun/
LRP2, MHOXECTBEHHOTO SIHUepMaILHOTO (hakropa
pocra, conepxamuii 6enox 7 (MEGF7)/LRP4, LRPS,
LRP6 n amonumionpotenHa E-pernenitop 2 (apoER2)/
LRPS [9].

Cewmeiinas runepxonectepunemust (CI'X) sBis-
€TCsl ayTOCOMHO-JIOMMHAHTHBIM 3a00JieBaHHEM, Xa-
PaKTEepPU3YIOMKUMCS OTCYTCTBUEM WJIM HapyIIEHHOU
¢ynkuueit rena JIITHIT — LDLR. CI'X mnopaxaer
okosio 1 u3 500 yenoBek BO BceM mupe. MyTrauuu B
rede LDLR TIpUBOIAT K HapyHICHWIO MeTabonn3ma
JIITHII, yro npuBoguT K BbICOKMM ypoBHsM JIITHII
Y TOBBIIICHHOW NMPEAPacONOKEHHOCTH K Pa3BUTHIO
aTepockiiepo3a. Onrucansl 0oJjiee THICSYH BAPHAHTOB B
rede LDLR y naniuentoB ¢ CI'X, v 3TU MyTamuu J0Ka-
JIM30BaHbI BO BceX (DYHKIIMOHANBHBIX pernoHax Oeika
JIITHII [10].

AyTOCOMHO-PELIECCUBHBIM THIT THIIEPXOJIECTEPH-
HEMHHU OMNKMCaH Y HEOONBLIOro YHcia CeMel C TshKe-
noil runepxonecrepuHemueii [11]. Myranuu B rese
LDLRAPI, Tax:ke u3BecTHOM Kak ARH, ObLIN UIEHTHU-
¢unMpoBaHbl y TakuX narueHToB [11].

LRP npeacrasisier co60ii MHOTO(QYHKIMOHATIBHBIH
peuenTop, KOTOPbI y4acTBYeT B HECKOJIBKHUX OHOJIO-
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THYECKHX MPOLECCax, CBI3aHHBIX C PA3BUTHEM aTepO-
ckiepo3sa. [lomumopdusmer B rene LRP, B 4aCTHOCTH,
C200T, BeposATHO, CBS3aHBI C PUCKOM IIPEKIEBPEMEH-
noro passutust UBC [12].

Anoaunonporeud B (apoB) siBisieTcs KI10YEBbIM
[JIMKOTIPOTEMHOM B MeTa0ONu3Me JIMIOTPOTCHHOB.
I'en apoB xapakTepusyeTcsi MHOKECTBEHHBIMH T10JIM-
Mop(hHBIMU caliTaMu. MucceHc-myTanuu B LDL-pe-
LENITOP-CBA3BIBAIOIIEM JIOMEHE T€HA apoB NpuBOAAT
K (OpPMHPOBAHHMIO CEMEHHOTO JHIraHI-Ae(PEKTHOTO
apoB-100, xapakTepu3yOIIHICs TUIEPXOIeCTEPUHE-
mueil u panauMm pazsutuem MBC. [pyrue myranun
B IreHe apoB TeH BBI3BIBAIOT CEMEWHYIO THIOOEeTaIH-
MTOTIPOTEMHEMHIO, XapaKTEPU3YIOUIYIOCS THIIOXOJIe-
CTEpUHEMHEN M PE3UCTEHTHOCTHIO K aTepOCKIepo-
3y [13]. Tpu nonumopdusma B reHe apoB, BKitodas
JBa M3-32 HAJHUMUS/OTCYTCTBHS y4acTKa PECTPHUKIHIH
i pecTpukunoHHbIX (epmeHToB (Xbal u EcoRI) u
onuH mnonumopdusm BeraBka/nmenenus (Splns/Del)
paszmepoMm 9-bp, KOTOpbIe MPUBOAAT K MOSIBICHUIO MITU
JeNEeNUH TPEeX aMUHOKHCIIOT B CUTHAJIBHOM TENTHIE
amorporenHa, dacto accouunpyorcs ¢ UbC n/mmn
napapkrom muoxapaa (MM). Meraananu3 omyOmnu-
KOBaHHBIX MCCIIEIOBAaHUI MPEIINOI0KUI, YTO aJUIelNb
A EcoRI nomumopdusma, D-amnens Splns/Del momnu-
MophusMa u romo3uroTHsli TT-reHoTun momumop-
¢uzma Xbal B rene apoB cBs3aHbl C MOBBIIICHHBIM
puckom UBC/UM [14].

Anosmnonporeud E (apoE) sBnseTcs 0CHOBHBIM
xommonenToM JITIOHII. ApoE4 amnens cBs3aHa ¢ 110-
BoImieHHBIM ypoBHeM XC, JITTHIT 1 moBeIIeHHBIM pH-
CKOM KOpPOHApPHOTO arepockiepo3a. Amnenmu apoE2 n
apoE4 y MyX4YMH acCOLMUPOBAHBI CO 3HAYUTEIHHBIM
noBsieHHbIM puckom MBC (Lahoz et al. 2001). Te-
TEpO3UrOTHBIE HocuTenu ameieid apoE2/E3 umeror
Oonee Huskmii ypoenb JIIIHII u Gonee HU3KMIT puCK
arepockiieposa [15]. Ha ocHoBanuu snuneMuonoruye-
CKUX JJAaHHBIX 0 PACHPOCTPAHEHHOCTH HOIUMOPQU3-
MoB reHa apoE u CC3 crmenaH BBIBOJ, YTO OHH SIBJIS-
IOTCS TUIOXUMH TPOTHOCTHYECKIMH MapKepamu TpH
MIPOBEJCHUN CKPUHIHTA Ha KIIMHUYECKU BhIPAKEHHBIN
arepockiepos [16].

MyTauuu B reHe, KOTOpBIM KOIMUPYET MpPOIpOoTe-
WHKOHBepTazy cyOTwinsun/kexkcud tin 9 (PCSKY),
CBSI3aHBI C PEIKOW TshKeNol (POopMOil ayTOCOMHO-I0-
muHaHTHOH CI'X. I'en PCSKY xomupyeT peryisnuio
KOHBEPTAa3bl, KOTOpas 3KCIPECCHPYETCS B IEUEHU H
yuactByeT B oomerne XC. [Tommmopdnzm E670G B rene
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PCSKY9 6b11 neHTUPUITIPOBAH KaK BayKHAS IETEPMHU-
HaHTta ypoBHs JIITHII B mia3me u cBsizaH C TAXKECTHIO
KOPOHApHOTO aTe€pOCKIIEpO3a U PUCKOM PA3BUTHS HH-
cynera [17].

XonecrtepuH 70-TUAPOKCUIA3a KaTaJIM3UPYET Ha-
YaNbHYIO CTaJUI0 KaTtabomu3ma XOJecTepHHa M CHH-
Te3a JKem4yHbIX KuciorT. [emeuuss B rene CYP7AI,
KOTOPBIA KOIUPYET (PEePMEHT XOJECTEPUH 70-THIPOK-
CHIIa3y, BBI3BIBAET PElNKylo (OopMy THIEPIUTHASMUAN
Yy TOMO3HTOTHBIX B TeTepo3uroTHHIX Jjuil. [ enorun CC
noumopdusma A278C B rene CYP7A1 yBennyuBaer
MporpeccupoBaHue arepockieposa [18].

CemeiiHass KOMOMHHUPOBAHHAs THUICPIUAMUIECMHUS
(CKT') siBisiercst 3a00JIeBaHUEM, XapaKTEPU3YHOIIUMCS
noBblIeHHBIMH ypoBHAMHU TT" u XC, u paHHUM pa3BH-
tuem MBC. JlaHHas maronorus mopaxaer okono 2%
HaceneHusi, u okono 20% manuenTtoB ¢ UM cpennero
Bo3pacta nmetoT CKI. CKI' cBsizana ¢ reHOM, KOAHPY-
IOIIIM TPaHCKPUIIIIHOHHBIN (hakTop (USF1), KOTOpBIH,
KaK M3BECTHO, PETyJIHpyeT HECKOJIbKO TeHOB MeTabo-
JU3Ma TIIOKO3bl ¥ TUNUAOB [19]. AnnensHbie BapuaH-
ThI TeHa USF1 xak ObUIO HElNaBHO OOHAPYKEHO, acco-
[IUUPOBAHBI C KOPOHAPHBIM aTePOCKIEPO30OM.

Metaoosusm JITIBIT

VYcranoBnena obparnas cBs3p Mmexnay JIIIBIT u
aTepOCKIIEPO30M, HO HE BCE JIUIAa C HU3KUM YPOBHEM
JITIBIT 00s13aTelibHO TIOABEPIKEHBI PUCKY TPEXKICBpE-
MenHoit WBC. JlenuTHH-X0JIeCcTepHH-alUITPAHC-
(epaza (LCAT) sBnsercst KIHOYEBBIM (DEPMEHTOM B
00paTHOM TpaHCIIOPTE XOJIECTEPHUHA M MeTaboIu3Me
JIIIBIL. Mytauuu B rene LCAT npu ceMelHON He-
nocratounoctd LCAT cBsi3aHBI ¢ HHU3KUM YpPOBHEM
JITIBIL. IMomamopdusm P143L B sx30me 4 rena LCAT
CBsA3aH CO CHWKEHHbIM ypoBHeM JIIIBII u noBeleH-
HbIM puckoM nuciaunuaemun u UBC [20].

AmnosunonporenH A-I (apoA-I) sBisercs xiroue-
BbIM KomnoHeHToM JITIBII, u anTnateporeHHsle cBOM-
ctra JIIIBII mpoucxoasr rmaBHBIM 00pa3oM oT apoA-I.
[Momamopdusm G75GA B reHe reHa apoA-1 cBsi3aH ¢
KOpOHAPHBIM aTepockiiepo3om [21].

CemeiicTBo ageHo3uHTpudocharT-cBA3bIBAIO-
mux (ABC) TpaHCHoOpTepoB IPEJCTaBIsCT COOOU
ceMeiicTBo, koTopele BKItouaroT 48 reHos. Oxoso 50
MyTaluid ¥ psii NOMUMOPPHU3MOB OBLITH WACHTHPULIU-
poBanbl B reHe ABCAI [22]. ABCAI urpaer BaxkHYIO
pois B Metabonuzme JIIIBIL. Mytamuu B rene ABCA 1
BBI3BIBAIOT 3aboneBanne Tamkepa (Tangier disease,
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OMIM# 205400), xoTopoe XapaKTepH3yeTcsl OTCYyT-
cteuem JIIIBIT u npexaeBpeMeHHBIM aTepOCKIePO30M
[7]. Homumopdusmer G3456C, C477T u C565T B rene
ABCAI cBsi3aHBI ¢ PUCKOM Pa3BUTHS KOPOHAPHOTO aTe-
pockiepo3a. MyTanuu B reHax, KOJUPYIOIIUX TpaHC-
noptepbl ABCGS u ABCGS, BBI3BIBAIOT PEAKOE ayTO-
COMHO-pEIECCUBHOE 3a00JI€BaHUE — CUTOCTEPOJIEMHUIO
[23]. TlanueHTBl C CHUTOCTEPOJIEMHEN YacTO HMEIOT
THIIEPXOJIECTEPUHEMHIIO, KCAHTOMBI U TIPEXKIEBPEMEH-
HEI arepockiepos [22].

Ilapaokcona3za o6nagaeT aHTHOKCHUIAHTHBIMU
CBOWMCTBAMHU U CIOCOOHOCTBIO THIIPOIHM30BATh OKHUC-
nennsle unuael B JIITHII. CemelicTBo nmapaokcoHa-
361 (PON) cocrout u3 tpex wienoB PONI, PON2 u
PON3. PONI u PON3 sBnstorcs JIIIBII-accouuupo-
BaHHBIMHU OeJKaMH, IKCIPECCHPYIONIHNECsS B OCHOB-
HOM B TE€YEHH W CIIOCOOCTBYIOIIHNE aHTHATEPOTEH-
veM 3¢dexram JIIIBIT [24]. B ommmumne or PONI,
akcripeccuss PON3 He perynupyercst OKHCICHHBIMU
munuaamu. PON2, xotsa u He cBs3an ¢ JIIIBII, mosce-
MECTHO HKCIPECCUPYETCS U MPOSBISIET CBOIO AaHTHOK-
CH/IaHTHYIO (DYHKLUHMHU Ha KIETOUYHOM ypoBHe. [lomu-
Mophuszmber MSS5L u Q192R B rene PONI, xak Obu10
rnokazaHo, accounupoBanbl ¢ MBC u mOBBILLIEHHBIM
PHUCKOM aTepockiiepo3a COHHbIX apTtepuid. [lonumop-
¢bu3mer C107T 1 Q192R B rene PONI Oblu CBSI3aHBI
C PUCKOM HHCYNbTa [24].

Ileyenounass Juna3a KaTaJIu3upyeT TUAPOIU3
JUMOTNPOTEMHOBBIX TPHALMIIIALIEPUHOB U (ocdo-
nununoB. OHa y4acTBYeT ¢ NMOBEPXHOCTHBIMH IPOTE-
OTJIMKAaHAMH KaK JIMTaH]l B aKTUBAIMH TTOTJIOIIECHUS
JUTIOTIPOTEMHOB TIEYeHBIO, BKJIIOYas OoraTele TpH-
[IUIEPUIaMU  JTUTIONIPOTEHMHOBBIE OCTATKH, YaCTHUIIBI
JIITHIT w JIIBII. XoTs ponb NEYEHOYHOW JMIasbl B
KaTaboJM3Me JIMIONPOTEHHA XOPOLIO YCTAaHOBJICHA,
ee poJib B Ka4eCcTBE aHTH- WM MPOATEPOTeHHOTO (ak-
TOpa Bce elle cropHas. BeposaTHo, aHTH- niM npoare-
pOreHHasl poJjib OMOCPENyeTCs NMPU OJHOBPEMEHHOM
MIPUCYTCTBUH JPYyTUX aHOMAaJbHBIX JUMHIOB. YeThl-
pe momumopdmma G250A, C514T, T710C u A763G
B TIPOMOTOPHOH OONacTH TeHa TEUCHOYHOM JIMITa3hI
(LIPC) Opumn ommcaHbl M CBsI3aHBl C TOBBIIIEHHBIM
yposHem JIIIBII u puckom UBC [25].

MeTa60/113M TPUIVINLIEPUIOB

CbIBOPOTOUYHBIA YPOBEHb TPUIIULEPUIOB SIBISCT-
Csl BAKHBIM HE3aBUCUMBIM (haKTOPOM PUCKA PA3BUTHUS
arepockiiepo3a. JlumonporeunoBasi aunaza (LPL)
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SIBIIIETCST  KJTFOUEBBIM (DePMEHTOM I KaTraboiu3Ma
0orarTbIX TPUNIULEPUIOM JIMIIONPOTEHHOBBIX YaCTHII,
ncnoip3ys apoC-1I B kagectBe Kohakropa. CHMKEHHAS
AKTUBHOCTH LPL NpUBOJUT K IOBBIIIEHHBIM YPOBHSIM
TpurnuepuaoB. boree 60 myraumii rena LPL 0Obu10
uaentuduuuposano. Bapuantel DON n N291S B rene
LPL acconuupoBaHbl C MOBBIIIEHHBIM PUCKOM KOPO-
HapHOTO aTepockiieposa [26].

I'eneTrueckue daxropsr pucka CC3, He CBA3aHHBIC C
JIMIMIHBIM OOMEHOM, NIPUBJIEKAIOT BHUMAHUE B KAUECTBE
MapKepoB MPEIPACTIONIOKEHHOCTH K aTepOCKIEPO3Y.

I'enbl, acconuupoBaHHbIE C IHAO0TEIHATbHOM

(ynkuumei

DHaoTenuanbHash TUCPYHKIUS HTPaeT KITFOYEBYIO
PO B pa3BUTHH U IPOTPECCUPOBAHUH aTEPOCKIEPO3a.
CHmkeHHas 6MomoCcTyTHOCTh okcuaa azora (NO), mo-
JTydeHHOTO U3 dHn0TennansHoit NO-cunTasbl (eNOS),
MIPUBOJUT K YXYAIICHUIO YHIOTEIHATBHON peraKcalun
aprepuii. NO Takxke WHTHOMpPYET arperamuio TpOM-
OOLIMTOB, aAre3uio JCWKOLUUTOB K SHAOTEIHIO M POCT
COCYIUCTBIX IMIaJIKOMBIIIEYHBIX KiIeTok. eNOS xoau-
pyetcst reHoM NOS3, KOTOpBIH JIOKAIH30BaH B yYacTKe
xpomocombl 7q35/q36. Ilomumopdusmer B rere NOS3
cBs13aHBI ¢ arepockiepo3oM. [lomamopdusm G894T u
T786C B mpomoTopHOii obmactu rena NOS3 acconuu-
poBansi ¢ UM [27].

Cynepokcugmucmyraza mapranua (MnSOD)
MPEJCTABIISET COOOW aHTHOKCUIAHTHBIN (hepMeHT. [Jle-
¢uuut MnSOD yBenuuuBaeT SHIOTEIUAIBHYIO JHC-
¢yuknuto. [Tommmopdusm A16V rena MnSOD csizan
C pUCKOM arepockiieposa conHol aprepun u UBC [28].

Penenirop-2 (KDR) dhakropa pocrta sHAOTENHS CO-
cynoB (VEGF) siBisieTcst OCHOBHBIM PEIEIITOPOM, TIe-
penarormmm VEGF curHansl B 9HIOTENHATBHBIX KIIET-
kax. [Tomumopdusmer T604C B obmactu mpomoTopa
rema KDR, G1192A u A1719T cBsi3aHbl C IOBBIIICH-
HbIM prckoM pazsutus MBC [29].

I'enbl, acconuupoBaHHbIE € OKHCIUTETbHBIM

cTpeccom

PeakTuBuble ¢opmbl kucaopoaa (ROS) taxxe
BKIIIOUAIOTCSI B pa3BUTHE arepockieposa. Cucrema HU-
kotuHamunaaeHuHauHykiaeorun  (HAJIH)/aukotuna-
munagenunaunykieoruadochar (HAADPH) okcnnasa,
KOTOpasi SIBISETCSI KITFOUEBHIM HCTOUYHUKOM CYIIEPOK-
CH/IHBIX aHHOHOB B KPOBEHOCHBIX COCY/Iax, BIHUAET Ha
MIePEKUCHOE OKHUCIICHUE JIUTTUIO0B 1 arepockiepos [30].
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I'en CYBA «xomupyer p22phox, KOMITOHEHT
HAJI®H-okcunaszer.  Ilomumopdusm  C242T  reHa
CYBA acconuupoBaH CO CHIDKEHHOW OKCHIAa3HOM ak-
tuBHOCTHIO HAJI®H, camxennoi nmpoaykimeit ROS u
MOBBILIEHHBIM puckoM paHHero MbC [31].

Muenonepokcuaaza (MPO) mpencrasiser co-
0ol (epMEeHT, KOTOPBIi B OCHOBHOM MPOAYIIHPYETCS
AKTUBUPOBAHHBIMH HEUTPOPHUIAMH U MOHOIUTAMH.
MPO renepupyet Heckobko ROS u sBIseTCS aKTHB-
HBIM MeuaTopoM areporeHesa. [lomumopdmsm G463 A
B MPOMOTOPHOU oOmactu reHa MPO perymupyer dKc-
npeccuro MPO. Amnenu A/A u A/G cBsi3aHbl CO CHU-
YKEHHBIM PHUCKOM KOPOHapHOTO arepockieposa [32].

Bueknerounass  cymepokcuagucmyraza (EC-
SOD) mnpencrasisier coboil aHTHOKCHAAHTHBIN (ep-
MEHT, OOHApy)KEHHBI B BBICOKHX KOHIICHTPAIUAX B
KPOBEHOCHBIX cocynax. Kak ObI10 oka3aHo, B TaTCKOU
nomysrsiiuy mommMopdusM R213G rena EC-SOD cBs-
3aH ¢ noBeIeHHBIM prckoM UBC [33].

I'myrarnonnepoxcunaza 1 (GPX1) yuactByer B
OTPaHUYCHHU KIETOYHOTO TMOBPEXKICHHS, BBI3BAHHOE
OKHCJICHHUEM, W €ro Ae()UIHUT NPUBOAUT K 3HIOTEIH-
anpHOU nuchynknun. CHmwkeHne aktuBHOCTH GPX-1
CBSI3aHO C TIOBBIIIEHHBIM PHCKOM arepockieposa. Ilo-
maMopdu3Mbl TeHa GPX acCOMUPOBAHBI ¢ TIOBBIIIICH-
HBIM PHCKOM aTepockieposa [34].

[nyrarunon-s-tpancpepas (GST) seisercs dep-
MEHTOM, KOTOpBII WrpaeT KIIOUeBYI0O poOjb B Kie-
TOYHBIX aHTHOKCHIAHTHBIX MEXaHW3MaM 3aluThl. B
HEelaBHEM HCCIIeJOBAaHMM aBTOpaMH ObLIO MPEAroso-
JKEHO, 4TOOBI BapuaHThl B TeHe GST MOryT M3MEeHSTh
BOCIIPUUMYHUBOCTbB K aTepocKieposy [35].

HecBsizanubiii 6e0x 2 (UCP2) perymupyeT mpo-
nyknuio ROS B makpodarax. [Toxumopduzm GS66A B
rene UCP2 cBsi3aH ¢ aTepOoCKIepPO30M COHHOM apTepuu
u puckom UBC xoponapnoro 3adonesanus [36].

I'em oxcunasza (HO) sBnsiercs hepmeHToM, orpa-
HUYHUBAIOLIUM CKOPOCTb B Aerpaaauuu rema. l'en HO-1
KaptupoBaH Ha xpomocome 22q12. Koporkue (GT)n —
MmoBTOpPEI B TeHe HO-I yBEeTWYMBAIOT aKTUBHOCTH
TPAHCKPUIIIIUN B OTBET HA OKUCIUTEIBHBIA CTpEcC H
cHIKaroT puck paszsutus MBC, B To BpeMs Kak JJIMH-
Hele (GT)n — MOBTOPHI B IPOMOTOPHOM pPErvOHE I'eHa
HO-1 ysennuuBatot puck pazsurus UbC [37].

Fe}lbl, ACCOMUPOBAHHBIE ¢ BOCTIAJICHUEM
ATepOCKIIepOB CUHUTACTCA XPOHUYCCKHUM BOCIHAJIHU-
TCJIIbHBIM 3a6OJ'IeBaHI/ICM, 1 BOCHAJIMTEIIBHBIC TIPOLEC-
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Chl MMEIOT pellalolllee 3Ha4YeHUE AJISl Pa3BUTHs are-
POCKIIEPOTHIECKUX OMsmiek. B3anmoneiicTBre Mex Iy
KJICTOYHBIMH M MOJICKYJISIPHBIMH MMMYHHBIMHU/BOCIIA-
JUTETFHBIMUA KOMIIOHEHTaMH MPOUCXOAUT Ha PA3HBIX
cTanusax arepockiepo3a. CBsi3b MEXIy MUMMYHHBIMH/
BOCHAJIUTEJILHBIMA T€HAMH M aTepOCKIIEPO30M SIBIIS-
eTCsl CIIOKHOM, HO HeIaBHHE TI'CHETHYECKUE HCClie-
JOBaHMs AAJM 3HAYUTEIBHOE MPEACTaBICHUE O POJIH
MMMYHHBIX/BOCIIAJIUTEJIBHBIX MOJIEKYJI B I1aTOTCHE3E
aTepockieposa [6].

JlokagpHOE M CHCTEMHOE BOCIMAJICHHWE SBIAETCS
KIIFOYEBOM OCOOCHHOCTBIO aTeporeHe3a W IMOBBIIICH-
HBI YPOBEHb BOCIANUTEIBHBIX OMOMAapKEpOB, TAKUX
kak C-peaxtuBHblii 6enok (CPB) u ¢ubpunoren, css-
3aHbl ¢ noBblIeHHBIM puckoM CC3. CPb sBasercs
OCTPBIM (Pa30BBIM MAapKepOM M HMEET HMPOTHOCTHYE-
CKYIO LICHHOCTb IIPH aTepOCKIEPOTUIECKHUX 3a00JeBa-
Husx. [lomumopdusmer B rene CRP, KOTOpBIE acCOIH-
MpPOBaHbI C BBIPAXKEHHBIM yBenndeHnneM yposHs CPb,
MOTYT OBITh IPEIUKTOPAaMH MOBBINIEHHOTO prucka MbC
[38].

Konnenrpauun ¢uOpuHoreHa B mja3me paccMa-
TPUBAIOTCS KaK He3aBUCUMbIN mpenukrop M. B no-
MOJIHEHHE K €ro poJii HecHeUU(pHUECKOTO MapKepa
BOCITajieHus1, (PHOPUHOTEH MOYKET TaK)Ke MTPaTh HETo-
CPEJICTBEHHYIO POJIb B aTeporeHe3e M TpoMOoreHese,
JIEHCTBYSI KaK MOCTHUKOBAsi MOJIEKyJa JJIsi MHOTHX TH-
OB KJIETOYHOW aJare3uH, KpUTHUHBIX Ul aTeporeHesa
[39]. llonmumopdu3mbl reHa GuOpUHOTeHa 3HAYUMO ac-
COLMUPOBAHBI C YPOBHAMHU (GUOPHUHOICHA Y TTALIUCHTOB
nocine M, ¢ puckom UM, He3aBUCUMO OT KOHIICHTpa-
MY B T1a3Me puopuHOoTeHa [39].

WHTepneKHbBl  TIPEACTABIAIOT CcO00H  OONBITYIO
TPYTITy MUTOKHHOB C IIMPOKHUM JHANa30HOM BOCHAIH-
TENBHBIX ¥ UMMYHHBIX (YHKIWH. ['eHeTHueckne Bapu-
alMy BHYTPH Kiactepa reHoB /L-1 ObUI MOAYEPKHYTHI
B MATOT€HE3€ U INPOIPECCHPOBAHUM ATEPOCKIEPOTH-
4yecKux 3a0onieBaHMi. BapuaHTBl reHa, KOAMPYIOLIETro
anTaronuct penenropa IL-1 (/L-1Ra) cnocoOCTBYyrOT
BOCIIPUMMYMBOCTH K Pa3BUTHIO aT€POCKIIEPO3a COHHOM
aprepr 1 UM [40]. [Tomumopdusmer reHa IL-6 cBs-
3aHBI C arepOCKICPO30M IMepUpeprUIECKUX apTepuil
coHnbIx aperpuid. IL-18 mpencrasnsier coboi mpoBoc-
MaJINTETbHBIN IMTOKUH ¥ TOBBIIIEHHAs] KOHLEHTpalys
IL-18 yBennumBaet puck MBC. Bapuantsl B rene /L-18
BIMSIIOT Ha KoHUeHTpauus [L-18 u, cnegosarensHo, MO-
TYT y4acCTBOBATh B pa3BUTHM arepockieposa. IL-10 o6-
JaaeT TMPOTHBOBOCIIAIUTEILHEIM dPPEKTOM, a TaKKe
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yCTaHOBJIeHA CBs3b MoMMOphu3MoB A4259G, G1082A,
C592A 1 G2849A B rene IL-10 ¢ arepocKIIepo30M KOpo-
HapHBIX U IIepe0poBacKy SIpHBIX apTepuit [40].

IIpoBocnanutenbHbii uTokuH TNF-o Biusier Ha
9HJIOTENNANBHYI0 (YHKUUIO, KOAryJsIHio, HHCYIHU-
HOPE3UCTEHTHOCTh M JUMNUAHBIA oOMeH. JlumdoTok-
cun-o (LTA, Taxxe u3BecTHblil kak TNF-f) siBisercs
LIUTOKMHOM C MHOXXECTBOM (DYHKIIMI B peryisiiuu
HMMYHHOH CHUCTEMBI U B BOCHAJIUTENIbHBIX PEAKLUIX.
Pone mommumopduszmoB renoB TNF-o, TNF-ff u TNF-
perenTopa Mpu aTepoCKIEPOTHUECKUX 3a00TEBAHUAX
criopHas [40].

Tonnaiik — peuenrops! (TLR) sBrsitorcss HIMMYHHBIMI
peLenTopaMy, KOTOPbIE PAclO3HAIOT Pa3Inuue MEXKTY
PA3MUYHBIMHU MATOTEHAMHU U aKTUBUPYIOT BPOKIICHHBIM
nMMyHHBIH OTBeT. TLR Takxke MOryT OBITH aKTHBHPO-
BaHbl MOJIEKYJIAMHU, IOJIYYEHHBIMU XO3SIMHOM. bBbLI0O
peanonokeno, uto TLR MoryT OBITH KITFOUEBOW CBSI-
3bI0 MEXJIy Pa3BHUTHEM KapAHOBACKYJISIPHOTO 3aboJie-
BaHUS U MMMYHHOH cucteMoil. Dkcripeccust TLR pery-
JUpYETCsl B DHJOTENHABHBIX KIETKax M Makpodarax
aTepOCKIEPOTHYECKUX TNOBpexaAeHu. [lomumopduzm
A299G B rene TLR cBs3aH CO CHUKEHHBIM PUCKOM aTe-
pOCKIIepo3a COHHOM apTepuu, OCTPOrO0 KOPOHAPHOTO
cuaapoma u UM [41].

I'enbl, acconuupoBaHHbIE € COCYTUCTHIM

MO eJTHPOBAHNEM

[Ipu arepockiepo3e MNPOUCXOAAT HU3MEHEHHUS B
CTPYKTYpE M COCTaBe€ BHEKJIETOUHOIO Marpukca. Ma-
Tpu4HbIe MeTasutonpoTrenHassl (MMP) u Tpanchopmu-
pytouwmii haktop pocra (TGF)B1 sBnsttoTcs pemaromu-
MU JETePMHUHAHTaMU COCYAMCTOIO PEMOAEIMPOBAHUS
Y BOBJIEKAIOTCS B maroreHe3 arepockieposa. TGF-B1,
KOTOPBI y4acTBYyeT B Pa3fUYHbIX MpOIeccax, BKIIO-
yasi peMOJIeIMPOBaHNE TKaHEH, aHrHMoreHes3e, UMMYH-
HOM OTBETE U BOCHAJICHNUH, ObLI IIUPOKO U3YUEH B €ro
poiu npu arepockiepose. llomumopdusmbl B reHe
TGF-f1 onucanbl Kak (aKTOPHl PUCKA T€HETUYECKOM
BOCIPUMMYMBOCTH K VIM, niieMuueckoMy MHCYIBTY U
aTepoCKIepPO3y COHHBIX apTepwmid [41].

[IpoBezieHO HECKOIBKO NCCIIEAOBAHMUH 0 N3YYEHUIO
B3aMMOCBSI3H MEXIY MOIUMOp(QHU3MaMH B Pa3IHYHBIX
renax MMPuatepockiepo3om. O0uuii moauMophu3mM B
MIPOMOTOPHOH perHoHe reHa cTpoMenu3ut-1 (MMP-3),
B KOTOPOM OJMH aJlIeNib MMEET YYacTOK M3 ILECTH
aJIeHO3WHOB (6A) W IIpyroil mATh ajeHo3uHOB (5A)
Ob1 ommcad. ['eHoTnm 6A/6A 3HAYUMO ACCOITMHPOBAH
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¢ OompIIelt Mporpeccreii KOPOHAPHOTO aTePOCKIEPO3 U
aTepoCKiiepo3a COHHOM apTepuu. bbulo Takke BbICKa-
3aHO IPEIIIOJIOKEHUE, YTO AJIeNb SA, KOTOPBIM NMe-
€T BBICOKYIO aKTHBHOCTb, MOXKET Ipejpacronarartb K
paspsiBy Omsitiku u UM [42]. Tlonmumopdusm 1G/2G B
rene MMP-1 moxet BausaTh Ha puck MBC u renotun
MMP-1 2G/2G B couetanuu ¢ reHotun 6A/6A ctpome-
JU3WHA- | 3HAYMMO yBEITMYHBAIOT PHCK aTepOCKIepO3a
connoi aprepun. [Tomamopdpuzm C1562T rena MMP9
Taroke cBsa3aH ¢ puckom UBC. [Tomumopdmmer A181G
u C153T B rene MMP-7 u nonmumopduszm A82G B rene
MMP-12 BausitOT Ha pa3Mep MPOCBETa KOPOHAPHOM
aprepun. Takum oOpa3om, MOAMMOP(GU3MBI B TeHaX
MMP-1, MMP-3, MMP-7, MMP-9 u MMP-12 sBnsirotT-
Cs1 BOBMOXKHBIMHU (DAaKTOpaMU PHCKa Pa3BUTHSI PAaHHETO
aTepockiieposa [42].

HenaBHue oTKpBITHSI B MOJIEKYJISIPHOM

reHeTHKe aTepoCcKjIepo3a

Heckonbko TE€HOMHBIX HCCIEIOBaHUN MOKa3alH,
YTO JIOKYC Ha XpoMocome 9p21 3HauuMO acCOLIMMPOBaH
¢ puckoM BC u UM. T'eHbl HHTHOUTOpPA ITUKITMH-32-
BucuMoil kuHa3zel CDKN2A4 (xomupyer Oenok INK4
pl6INK4a) u CDKN2B (xomupyet OemoxplSINK4b),
red PSRC! (xomupyromuii Oorarblii MPOTHHOM Oe-
JI0K) Ha Xpomocome 1pl13.3, reH MHTHOMPOBAHMS aK-
TUBHOCTH MesiaHoMbl 3 (MIA3) na xpomocome 1g41,
red SMAD3 na xpomocome 15q22,33, reH MeTHJICH-
TeTparuapodonaTaeruIporeHa3b-noJo0Horo  Oenka
(MTHFDIL) na xpomocome 6q25.1 u ren CXCLI2 na
xpomocome 10q11.21 HOBBIE TEHBI, MOIUMOPGUIMBI
B KOTOPBIX MOTYT CIIOCOOCTBOBaTb PHCKY Pa3BUTHS
paHHETo aTepoCKiIepo3a, CBsI3aHbl ¢ pazsutueM MbC u
WM. JlaHHbI€ OTKPBITUSL CTPOrO MOAPA3yMEBAIOT POJIb
PETyJsUM KJIETOYHOTO IMKJIa B TAaTOT€HE3e arepo-
ckiepo3sa [43].

B HenaBHeM ucciieioBaHUM aBTOPHI MOKa3ald, YTO
HOBbIH JIOKyc BOIM3u reHoB PSRCI u CELSR2 na
XpoMocoMe 1, BEpOSTHO, MOBBIILIAET PUCK KOPOHAPHO-
IO arepocKiepo3a MOCPEICTBOM BIMSHUS HA YPOBHU
JIITHIT B mma3me [44]. HenaBuuii mMeTaaHanmus3 Tpex
TE€HOMOB HJEHTH(HUIMPOBAT HECKOJIBKO TOIMMOP-
(GU3MOB, CBS3aHHBIX C YBEIMYCHHOW KOHIIGHTpaIHen
JIITHII, xoTOpBIE NPUCYTCTBOBAJIXA C MOBBILIEHHON Ya-
ctotoii B ciydaax MBC [45]. Otu pe3ynprarsl npeamno-
JIararoT, 4YTo MOIUMOP(PU3MBI B HOBBIX T'€HAX, Y4aCTBY-
10T B perymsnuu mertadonu3ma JIIIHII u marorenese
aTepocKieposa.
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I'enernueckne momumopdusmer B reae GATA2 ac-
COLIMMPOBaHbl C KOPOHAPHBIM aTepoOCKIEpo3oM [46].
®daxtop Tpanckpumiun GATA2 HeoOXomuM IS pas-
BUTHS U TUPPEPEHIUPOBKH I'E€MONO3THIECKUX CTBO-
JIOBBIX KJIETOK U KJIETOK-NPEALIECTBEHHUKOB. OJTH
HaOMIOAEHUS TTOKa3bIBAIOT, YTO I'€HBl U TPAHCKPUIILIU-
OHHBIE (DAaKTOPBI, KOTOPBIE PETYIUPYIOT TEMONO3THYE-
CKHE CTBOJIOBBIC KJIETKU M KICTKH-IPEALIECTBEHHUKH
WTPAIOT poib B arepockiepose/maroreHese MBC. ['en
GATA2 sxkcnipeccupyercs Kak B SHIOTEIUATbHBIX KIIET-
KaxX, TaK U B COCYJHMCTBIX IJIQJIKOMBILIICYHBIX KJIETKaX
U, KaK U3BECTHO, PEryJIUPYET HECKOJIBKO APYTHX 3HIO-
Tenui-cienn(pUIHBIX TeHOB, KOTOpbIie cBsizaHbl ¢ UbC
[46]. lomumopdu3zmbl B reHe KALRN, pacrionoXeHHOM
psanom ¢ reHoM GATA2 Ha XpoMocoMme 3, Takke ObLITH
cesa3anbl ¢ UBC.

I'en OomnbIION aHTHUCMBICIOBON HEKOIUPYOIIEH
PHK (ANRIL) Obi1 uaeHTH(GHUIMPOBAH KaK MTEPBUYHBIN
KaHIuJaTHbIA red BocnpuumunBoctd Kk MBC Ha xpo-
Mocome 9p21. buonornyeckue Gpynkiun ANRIL B 3Ha-
YUTEIBbHOW CTETIEHH HEU3BECTHBI, HO OH SKCIPECCHUPY-
€TCs B TKaHSIX U TUIAX KJIETOK, KOTOPbIE BOBJICKAIOTCS
npu atepockiiepose [47]. Bapuantsl B 2 reHax: VAMPS,
KOTOPBIM y4acTBYET B ACTPaHyJSILIMHA TPOMOOLIMTOB, U
HNRPULI, xoTOpbIii KOTUpPYET pUOOHYKIICAPHBIN Oe-
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JIOK, CBSI3aHBI ¢ paHHUM pa3ButueM MM [48]. Amienb
-719R rena unena cemeiictBa KuHe3nHa 6 (KIF6) ObLT
CBs13aH C TOBBIMEHHBIM prckoM MBC/MIM. KuHe3uHb! —
0O0JBIIIOE CEMENCTBO OENKOB, YYaCTBYIOIIUX BO BHY-
TPUKJIETOYHOM TpaHcnopte [49].

3akiaouenue

Pa3BuTHE TEHETHKH aTepoCKIepo3a OCHOBBIBACTCS
Ha KOMOWHHMPOBAHHBIX MOIX0/aX. BBICTpBI mporpecc B
CCKBCHUPOBAHUU T'EHOMA YEJIOBEKA U MOJICKYJISIPHO-Te-
HETUYECKHE METOJIbI TIOMOIJIH B ONpPECICHHE JIOKYCOB
BOCIIPUUMYHMBOCTH U CBSI3aHHBIX C HUMH T'€HOB-KaH/IU-
JIATOB C aTePOCKIICPO30M U COITYTCTBYIOIIMMH 3a00JICBa-
HUIMU. Hannune MOIIHBIX MOJIEKYJISIPHO-TCHETHIESCKUX
METOJIOB HMCCIICIOBAHUS, BEPOSTHO, OYIET CIOCOOCTBO-
BaTh WICHTU(HUKAIIMY HOBBIX T€HOB U TEHETHUCCKHX TIO-
TUMOP(U3MOB, CBI3aHHBIX C aTEPOCKICPO30M, U YCUIIUT
Halle TIOHMMAaHUE TATOPHU3UOJIOTUH aTePOCKICPOTH-
YECKHUX COCYIUCThIX 3a00ICBaHMUA.

Takke pacTeT poJib TCHETHYECKUX BAPHAHTOB B
MOJYJISIIIMM TEPANCBTUUCCKUX OTBETOB HA JICKAPCTBA,
KOTOpPbIE, BEPOSITHO, MPHUBEAYT K OTKPBITHIO HOBBIX
MOXO/IOB JUTS MHAWBUIYaIBHOTO JICUCHHUS MAIIUEHTOB,
CTPAAIONIMX OT ATEPOCKICPOTHUYECCKUX COCYIUCTHIX
3a00/IeBaHUN.
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Pe3rome

B crarbe npecTaBieH OnbIT KITMHUYECKOTO TPUMEHEHHST
JIa3epHOM Teparuy B ICTCKOI OHKOJIOTHH ISl TIPOQHITaK-
THUKH 1 JICUCHUH OCJIOKHEHUI XUMHOTEPAITHHU, OPaJIbHBIX
MYKO3UTOB. BriepBbie B MUpE /1715l 3TOH 1eTH PUMEHEHO
HEMHBA3WBHOE JIA3ePHOE OCBEYMBAHUE KPOBU HA CHHO-
KapoOTHIHYO 30HY (IIPOEKIIMIO OOIIeH COHHOM apTepuu
CUMMETPUYHO) U TOAKOJICHHBIE SIMKH CHMMETPUYHO C
[IETBI0 CTUMYJIISITHH (HaroIUTapHON aKTHBHOCTH JICHKO-
LIUTOB M SHJIOTEIIUOIUTOB, BhIpadaThiBaIuX (hakTop po-
cra keparuHonuToB (OPK). Hu y omHoro u3z 23 nereii,
MPOIICANINX KypC JTa3epHON Teparuu, OCIOKHEHHH He
HaOromay: 6 eTel C OCTEOTeHHOM CapKOMOM B BO3pac-
te ot 7 1o 17 ner (cpenuuii Bozpact 13,5 siet), 4 pedEnka
¢ capkomoii FOunra B Bozpacre ot 5 10 15 et (cpeanuii
Bo3pact 9 mer), 10 mereii ¢ OMyXONsAMHU IICHTPAITLHOU
HEpBHOI cucTeMbl B Bo3pacte ot 1,5 mo 10 mer (cpen-
HU Bo3pacT 5,2 rona), 4 pedEHka ¢ pabIoMHOCapKOMOM
B Bo3pacte 4 ronia (2) u 8 net (2), u o1uH peOEHOK C OITy-
X0J1b10 Brivca Ob1 B Bo3pacrte 6 Jier.

Knruesvie cnosa: demckas oHKoONO2US, OPATbHBIL MYKO-
3um, Jiazeproe oonyyeHue Kpogil.

«QUANTUM SATIS»

Abstract

The article presents the experience of the clinical use of
laser therapy in pediatric oncology for the prevention
and treatment of complications of chemotherapy and
oral mucositis. Non-invasive laser screening of blood to
the synocarotid zone (projection of the common carotid
artery symmetrically) and popliteal fossae symmetricaly
ly was used for this purpose for the first time in order
to stimulate the phagocytic activity of leukocytes and
endotheliocytes producing keratinocyte growth factor
(KGF). None of the 23 children who underwent laser
therapy had any complications: 6 children suffering from
osteogenic sarcoma between the ages of 7 and 17 years
(mean age 13.5 years), 4 children suffering from Ewing’s
sarcoma between the ages of 5 and 15 years (mean
age 9 years), 10 children suffering from tumors of the
central nervous system between the ages of 1.5 and 10
years (average age 5.2 years), 4 children suffering from
rhabdomyosarcoma at the age of 4 years (2) and 8 years
(2), and one child suffering from a tumor of Wilms was
at the age of 6 years.

Key words: pediatric oncology, oral mucositis, laser
irradiation of blood.
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Opansabie MyKo3uThl (OM) — 3TO 3pO3MBHO-S3BEH-
HbIE TTOPAKEHUS CIM3UCTON pTa, IIOTKH, MHIIEBOJA U
B LI€JIOM JKETY/I0YHO-KUIIIEYHOTO TPAKTa y B3POCIbIX U
JeTel, oOpasyromuecs: B pe3yabrare poBeIeHHs MIpo-
THUBOOITYXOJICBOM XUMHUOTEpanud [5, 8].

[Ipodpunaktuxoir u neyennem OM, BKkIOYas BO-
MPOCHI TMHTaHUS U OOPHOBI C OOJEBBIM CHHAPOMOM
OONBHBIX, CTPAfAIOIMINX TKENOH (PopMoil MyKo3HTa,
BBIHYK/IEHBl 3aHMMAaThCsl BO BCEX JIETCKHUX OHKOJIOTH-
YEeCKUX KIMHMKAaX MHUPA, OJHAKO CTaHIAAPTHBIC MPOTO-
KOJIbI TIOMOILY IIPYU JAAHHOM OCJIOKHEHUH XMMHUOTEpa-
MUY Bce emie He paspadoransl [9, 10].

Ha cerogusimuuii 1eHb NpH J€YCHUH U pOodHIaK-
trku OM Hanboiee 3pPeKTHBHA M SKOHOMHUTHA JTa3ep-
Has Tepanus [4].

Jo nacrosmiero uccnenoBanus B HITL cnennanu-
3UPOBAHHON MEIUITMHCKON TTOMOIIU JETSAM IIPH IIPOBe-
JCHUU TIPOPUIAKTHYECKIX KypCOB JIA3EPHOM Teparuu
y 21% nereit pazsuicst OM. OTo HIXKE, UEM B CTpaHax
3apyOexbs: Tak, Ha (OHE MPOBEACHUS MPOPUITaKTHYE-
CKHX KypCOB JIa3epHOM Tepamluy B OJHOM H3 HCCIEN0-
BaHUH OpajbHBIA MYyKO3UT pa3Buics B 40% ciydaes
[7], B apyrom uccienoBanuu y 45% [6]. ¥V Oenopyc-
ckux oHKonoroB 30% [1]. Ilouck myTel K CHIDKEHHIO
yacToThl pa3Butud OM mpu NPOBENEHUHM XUMHOTE-
panuu npuBEN HAC K HUCCIENOBAHUIO 3(PPEKTUBHOCTH
CTUMYJIALUHU (ParoluTapHOH aKTUBHOCTH JICHKOLIUTOB
Ja3epHBIM 00Ty4YeHUEM KPOBH.

MarepuaJjibl 1 METObI

Brnepssie, ucxonst u3 Toro (pakra, 4To MOBBILICHHUE
(barorTapHON aKTUBHOCTH JISHKOITUTOB IIPH JIA3EPHOM
00JTy4eHUN KPOBU MOXKET MPEISITCTBOBATH OypHOMY
PA3BUTHIO TATOTEHHONH MHKPOQIIOPHI, JaXKe MpH pas-
BUTHHU JICHKONEHUH [3], MBI PEIIUIU OPOBOJIUTS J1a3ep-
HOe OOITlydeHHe KPOBH y TAIMEHTOB Tepel] CeaHCaMu
XuMHuoTepanuu. Hacrosiiee rccienoBanmue Harpasiie-
HO Ha Pa3paboOTKy MeToja MPOQUIAKTUKH OPabHOTO
MYKO3WUTa TYTEM CTHMYJISIIUN (ParonuTapHON aKTHB-
HOCTH JICHKOIMTOB W 3HJIOTEIHOIUTOB Ja3epHbIM 00-
JIy4eHUEM KPOBHU.

UccnenoBanne QaronutapHOil aKTUBHOCTH JIeH-
KOITUTOB SIBJISICTCSI BOXKHEUITUM (PaKTOPOM OTIpEIIeIIe-
HUSl HECHeIM(PUUECKOW PE3UCTCHTHOCTH OpraHu3Ma.
B namem ucciieioBaHuM A1 ONpeesieHUs] COCTOSTHUS
(baronuTapHON aKTUBHOCTH JIEGHKOIIUTOB MBI TPAMEHS-
JIU METOJIMKY C TeCT-00BEKTOM MHKPOUYACTHIL JIATCKCA.
WneanbHBIM BapuaHTOM SIBIISFOTCS YaCTHUIBI JTUAME-
TPOM 4 MKM, T. K. UX JIeTde TIOJCUNTHIBATH [2].
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HawMm He ynanoch HailTH JJlaTeKC TaKoro pasmepa, v B
HaIlleM MCCJIEeOBAHWU MBI MPUMEHSUIN YacTHIIbI JHa-
MeTpoMm 1,8 MkM. bonee menkue 4acTUIbI 3aXBaThIBa-
FOTCS KJIeTKaMH (haroluTaMyd B OTPOMHOM KOJIMYECTBE,
YTO CEPbE3HO 3aTPYAHSAET MOACUET.

Meroauka ompeneneHus (haronuTapHOW AaKTHBHO-
CTH JICUKOITUTOB BBITIIIUT CICAYIOMNM 00pazoM. le-
napuHmsupoBannas (50 EJI/mi) KpoBb B KONHUYECTBE
0,05 M1 uHKYOUpyeTCsl B KOHHYECKUX TPOOUPKAX MPH
temrreparype 37 °C ¢ 0,05 M1 IpOMBITO# CycrieH3HeH
narekca. Yepes 5 MuH U yepe3 1 yac TOTOBATCS Ma3-
KH, KOTOpBIE OKpalInBaroT o PomanoBckomy — ['um3e.
3arem moxcYuTHIBaJCS daroruTapasiid naaeke (PH) —
MPOIEHT (haromuTUpyronmx kietok u3 100 kieTok
¢arouutoB u ¢arouuraproe yucio (®YU) — cpennee
KOJIMYECTBO YACTHII, 3aXBAaUYCHHBIX OMHOM KieTKoh. K
He/lI0CTaTKaM MEeTOoJla MOKHO OTHECTH HEBO3MOXHOCTh
oTpe/iesICHHs 3aBEPIICHHOCTH (Darouro3a, T. K. 4aCTH-
IIBI JIATEKCa HE MePEeBapUBAIOTCS.

B nacrosmiee nccnenoBaHue BOILIH 23 MalleHTa.
[lecrepo mereit ¢ ocTEOTeHHOW CapKOMO# OBLITH B BO3-
pacte ot 7 no 17 net (cpemuuii Bo3pact 13,5). UerBepo
neteit — ¢ capkomoii FOuHra B Bozpacte ot 5 10 15 net
(cpennwuii Bo3pact 9 net). bonbubie ¢ omyxonsmu [THC
ObpuTH IpencTaBieHsl 10 meTbMu B Bo3pacTe oT 1,5 mo
10 ner (cpenuuii Bo3pact 5,2 roma). JIBoe aereit ¢ pad-
JIOMHUOCapKOMO# B Bo3pacTe 8 u 4 rofia M 0JfuH peO&HOK
¢ ormyxoibpio Buiivca 6611 B Bo3pacte 6 Jet.

18 mamueHTaM yXKe MPOBOAMIACH BBICOKOAO3HAS
nomuxumuorepanus (B-IIXT), xoTopast ocrnoxHsiack
passutaieM OM. 5 marmuentam B-IIXT go atoro mo-
CTYIUIEHUS €1IE HE TPOBOJIUIIAC.

Bcem mammeHTam MpOBOAMIM UPECKOKHOE (HA-
BeHHOe) na3epHoe oOmyuenne kposu (UJIOK) 3a 1-2-3
IHS 10 Hadana xumuoTtepanun. OOnydeHne MpoOBOIUIH
OTEUECTBCHHBIMU HMMITYJIbCHBIMH JIA3€PHBIMH amiapa-
tamu 1-ro kimacca PUKTA-DCMIJI 1A. BozaeiictBue
JIa3epHBIM U3Ty4YeHHEM Ha KPOBb OCYIIIECTBIISIIN Iy TeM
HAJIOKEHUS M3ITydaTelisi Ha KOXKY HaJl KPYIHBIMHU COCY-
JTaMH: 30HBI COHHBIX apTepuil M BeH, KyOUTaIIbHBIX, ITO/I-
KITIOUMYHBIX WM TIOKOJIEHHBIX (pUCYHKH 1 1 2).

Uacrtora nazepHoro uznyuenus 50 ', 1uTeasHOCTh
ceaHca JyIsl JIeTed cTapiiero Bo3pacrta cocramisuia 15
MUH (00IlydyeHHE KPOBU OCYILECTBISUIOCH JIBYMS Tep-
MUHAaJIAMU-U3JTy4aTeIsiIMi OMHOBPEMEHHO, T. €. o01iee
BpeMs BoznercTBHs coctaBisuio 30 MuH). Jlo3a razep-
HOro m3nydeHus 3a 1 muH cocrasmsuia 0,006 i/ cm?.
Cymmapnas go3a 3a ceaHc cocrtaBmsia 0,18 Jlx
OpH TUTOIIAM CBETOBOTO TATHA B 4 CM%, CyMMapHas

«QUANTUM SATIS»

2019« TOM |+ Ne 1



STIMULATION OF THE PHAGOCYTIC ACTIVITY

OF LEUKOCYTES AS A METHOD OF ORAL MUCOSITIS PREVENTION

Puc. 1. MNpoBeaeHne ceaHca nasepHoii remotepanum (J1T) ¢
YCTaHOBKOW U3MnyyaTeneil Ha NogKoneHHble AMku (pebeHky 7 ner)

no3a 3a ceanc cocrasmsuia 0,045 Jhx/cm?. B3pocieim
JETSAM NMPOBOAWIM OT 1 70 3 TakMX CEaHCOB, JETAM
MJaamero Bospacra — -2 ceanca, mpuuéMm oOriee
BpeMs JUIMTEIBHOCTH MPOLEAYPBl COKpAIlajoch J0
20 muH. [Ipouenypsl MpoOBOAMIKCH B Majarax OoJb-
ueix. CanlluH ot 18.05.2010 r. (mynkr 10.10.6), nomy-
CKaeT MPUMEHEHHE Ja3epHBIX aNnaparos 1-ro knacca B
nanarax OOJbHBIX.

PesyabTaThl H MX 00CyKIeHHE

V Bcex gereit (n=23), KOTOPBIM MPOBOAUIIACH CTHMY-
TS ParoluTapHOM aKTUBHOCTH JiehkonuToB, OM He
pasBuics. KonnuecTBO MpPOBOAUMBIX CTUMYIUPYIOIIUX
CEaHCOB JIa3ePHOTO OOMyYeHHs KPOBU B IIEPBYIO OYe-
pemb 3aBUCENO OT KCXOMHOTO ToKaszarens (arormrap-
HOM aKTUBHOCTHU JEeUKOUUTOB. [Ipu BBICOKMX MOKa3are-
JISIX KOJIMYECTBO CTUMYJIHPYFOIIMX CEAHCOB MOXKET OBIThH

Puc. 2. [poBeeHe ceaHca nasepHol reMoTepanmi ¢ yCTaHoB-
KOW 13nyyaTeneil Ha 30Hb! KapOTWAHBIX CUHYCOB

orpannyeHo 1-2 ceancamu. M Ha00OpOT, Mpu HHU3KHX
MCXOZTHBIX MOKa3aTeNsiX (parouTapHoi aKTUBHOCTH, KO-
JIMYECTBO CEaHCOB MOXKET OBITh YBENUUCHO. T. K. CEaHCHI
NpoBOATCs | pa3 B A€Hb, B TAKUX CUTYAIHSAX TPOLEAYPBI
MOTYT OBITh pacTsHyThl HA 3—4 nHs. CymMMapHOE Bpemst
ceaHca 3aBHCHT OT Bo3pacTta. [lersim 1o 10 net oH cocTaB-
711 20 MUH, IETAM cTapiero Bo3pacta — 30 MuH.

Kannnuecknii npumep 1

Pe6énok I1., 14 niet, mocTynuit B OT/ACICHUE JETCKON
OHKOJIOTHH C IUAarHO30M: OCTEOreHHas capkoMa. B ma-
HE TMPEJOoNepPAlMOHHON TIOATOTOBKH PEOEHOK IOITydalt
BBICOKO/IO3HBINA MeToTpekcar B o3¢ 12 000 mr/m?, uto
coctaBwio 15 000 Mr. YuuTsIBasi, 4TO MpH MEPBOM BBE-
JICHUM METOTpeKcara y peOSHKa pa3BUIICS OpajbHBIM
MYKO3UT 2 CTEMEHH, 10 Havajla BBEACHUS OUCPETHOU
JIO3BI METOTpeKcaTa peOEHKY ObLTH TIPOBE/ICHBI 3 ceaHca
JIa3epHOTO OOJyYeHHUs KpOBU (JIa3epHask TeMOTEparws
(JIF'T) ¢ uenpto ctuMymsanuu (harouTapHONd aKTHBHO-
CTH JICWKOITUTOB. B mpuBeneHHo# Hioke Tadmuie 1 Buj-
HO, uyTo JII'T mo3Bonmia yBeIM4UTh MPOLIEHT aKTUBHBIX
(harouToOB, KOTOPBIH COXpaHWICS BILIOTH 10 10 mHS.
OpaJbHbI MYKO3HT Y peOEHKa HE pa3BUIICS.

Ta6nuua 1. ViccnegosaHue dharouuTapHol akTMBHOCTI NeAKoLuToB nauuenTa ., 14 net

«QUANTUM SATIS»

Bpemsi uHKyGauun
n KonuyectBo Bpemsa uccnegoBaHus S .
auMneHT . 5 60
ceaHcoB JII'T c¢haroumTapHOn aKTUBHOCTU
DU oY (017 oY
M., 14 net 3 [o na3epHon Tepanuu 24,00% 1,7 44,00% 16,6
Mo 30 mMuH Cpasy nocne 3 ceaHcos JII'T 68,00% 7,5 73,00% 13,9
Yepes 10 gHert nocne JII'T 74,00% 8,1 71,00% 10,1
E— ]
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Kannuyeckuii npumep 2

Pe6énok C., 7 ner, moctymun 9.10.17 B otnene-
Hue aetrckor onkonorun HIIL nns npoBeaeHus mpo-
rpammuoi nonuxumuorepanuu (IIXT) mo mpotoko-
ay SIOPLGG2010. Anamue3 3a0oseBaHus: OoieeT
¢ nera 2016 r., TOJOBHBIE 0OJM, CHH)KEHUE OCTPOTHI
3penus. [Ipu MPT ITHC ot 06.05.17 — MHOTOOUYAroBas
onyxoiab XCO ¢ pacnpocTpaHEHHEM Ha HOXKH MO3-
ra, MUHAAJMHBI ¥ 0a3albHbBIE sipa ¢ 2 CTOPOH, 3pH-
TenbHbIE HEpBbl. CMEIeHHE CPETMHHBIX CTPYKTYp Ha
9 MM BrnieBo. 23.05.17 — yacTu4yHOE y/najgeHue OImyXoilu
(Ouomicusa) — nuar"os: (GuOpWIUIApHAs acTpolHUTOMA
(TmmoMa HU3KOW CTeNeHu 3J0KadecTBeHHocTH). Kumm-
auueckuii guarfos: C 71.8 I'mrmoma HHU3KOH cTereHu
3JI0Ka4eCTBEHHOCTH XHa3MaJIbHO-CEUIIPHON 00JacTH,
WHTPAaKpaHUAIbHBIX OTIENIOB 3PUTEIBHBIX HEPBOB,
MTOJKOPKOBBIX CTPYKTYP, BUCOUYHOW 00IaCTH U OCTPOB-
KkoBOH oOmactu cieBa. COCTOSTHHE IOCJIE YaCTHUYHOU
pesekuuu omyxoiu. IIpomomKeHHbI pocT OMmyXoJH.
CocTosiHHE TIOCNIe BBIMIOJHEHHUSI BEHTPUKYIO-TIEPH-
TOHEAJILHOTO HIYHTHPOBAHMSA, COCTOSHHE HA MOMEHT
MpOBeJeHUs ATana nporpaMMHon 1ukioor IIXT mo
npotokony SIOPLGG-2010, k. rp. 2. BeipaxkeHHBIN
a¢pext. OcnoxHeHus ocHOBHOTO auarHo3a: G81.1 je-
BocTOpoHHUI remunapes. H 47.2 opranudeckoe nopa-
YKEHHE MTPOBOJIAIIMX MyTeH 3pUTEIHLHOIO aHAJIN3aTOopa.
H 50.0 xocormasue coapy>XeCTBEHHOE CXOJSIIEECs.
H 55 nucrarm ropuzontansusiif. K 71.9 renatonornye-
CKasi TOKCHYHOCTh 1 cTeneHu. ComyTCTBYIONIUI Ana-
rao3: B 18.2 Bupychslii renatur C.

12.10.17 — nmpoBeneHa Xupypruyeckas oreparus-
WNmmurasTanust BEHTPUKYJIO-TIEPUTOHEATHHOTO IITyHTA
MiethkeproGAV(5) + ShuntAssisistant ¢ 3HIOCKOMH-
YECKOW YCTAHOBKOHM BEHTPHKYJISPHOTO Karerepa. JH-
nmockonmueckas cenrocromus. C 01.11.17 pe6G&Hok
HayaJl mnojiyd4ars mnporpaMMHyto nukioByro IIXT mo
npotokoiny SIOPLGG-2010. Jledwenune nepeHocua ¢
TernaTojIoruueckod TOKCUYHOCTBIO | CTENeHH, ¢ BUH-
KPUCTHHOBOW HeliponaTueil 2 cTeneHu.

[lepen 13 menmeneii mporpammuoi nukioBod [TXT
peOEHKY OBUIO TPOBEACHO HCCIIENAOBaHUE (harourap-
HOW aKTMBHOCTH JIEHKOIIUTOB (Tal. 2). YUnuThIBas HU3-
KHe IMoKazaresd (parouuTapHoll aKTUBHOCTH, OblIa Ha-
yara e€ CTUMYIISIHS Ja3epHBIM 00ITydYeHHEM KPOBH.

Kak BumHO M3 TaOmuIrer 2, cpasy mocie mpoBeeH-
HOW cTUMyNAnuU (aroruro3a (aronuTapHbI WHIEKC
BO3pOC TOYTH B 2 pasza, a darormurapHoe 4ucio B 1,5
pasa. XUMHOTEpaInio peOEHOK IEPEHEC YIOBICTBOPH-
TenbHO. OpanbHBI MyKO3UT He pa3Bmicsa. OTMEUEHO
yBeNW4YeHHEe (ParonuTapHOTO YHCIA JTaXKe TIOCIe OKOH-
YaHUs Kypca XUMHOTEPAITHH.

Ilepen owepemubiM kypcom [IXT peGEnky ObLIO
MIPOBEICHO TOJBKO 2 CeaHca JIa3epPHON TeMOTepaIui.
OTO CBA3aHO C TEM, UTO MOKa3aresu GparouTapHoi aK-
TUBHOCTH J0 Jia3epHOM Tepanuu ObLIM BhICOKMMHU. Ha
XOPOIIEM YPOBHE 3TH IOKa3aTeld OCTAJIUCh U IOCHe
nposeneHHoi [IXT (Tadn. 3), koTopyro peOEHOK Tepe-
Héc xopor1o. OpanbHbII MyKO3HUT HE pa3BUIICS.

[Tepen cinenyromum kypcom IIXT mbl ycnienu npo-
BecTH TONIbKO onuH ceanc JII'T. Pano yTpom ObLia B3s-

Ta6nuua 2. VccnegoBaHue tharoLyTapHoli akTUBHOCTY NekoLuToB nauuerTa C., 7 neT (nepeoe ccneoBanme)

Bpems nHkyb6auum
KonuyectBo Bpemsa uccnepgoBaHus . .
MauneHTt o 5 60
ceaHcoB JII'T charounTapHON aKTUBHOCTU
DU DY (17 oY
C., 7 net 4 Do Nrt 4% 3,5 24% 10,4
Mo 20 muH Ha 2 peHb nocne JII'T 16% 11,8 44% 15,3
Ha 5 neHb nocne JII'T 18% 10,6 54% 141
Ha 9 peHb nocne JI'T 20% 7,8 30% 16,9
Tabnuua 3. VccnegoBaHue haroLuTapHol akTMBHOCTI NeikoLuToB nauuenTa C., 7 neT (BTOpoe UcCnefoBaHie)
Bpems nHkyb6auum
KonuuectBo Bpems nccneposanus . .
MaumeHTt o 5 60
ceaHcoB JII'T charounTapHOM aKTUBHOCTH
DU DY DU oY
C., 7 net 2 Oo NIt 18% 6 78% 12,8
Mo 20 mMuH Ha 8 neHb nmocne JII'T 12% 8,8 74% 16,9
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Ta KPOBb Ha OIpe/esieHne (parouuTapHoil aKTHBHOCTH.
YuuThbIBas, 4TO MOKa3aTeld AKTHBHOCTH OBLTH HH3-
KHMH, B DTOT )K€ JIEHb ObLJa MPOBEICHA CTUMYIISIIHS
(haroMTapHOW aKTHBHOCTH, W B 3TOT JK€ JICHb ObLIa
Hauara [IXT.

B mazke, chaemanHOM mociie 5 MHHYT HHKYOAnuu
KpOBH B TepMOCTare, (haromuro3 oTcyTcTBoBal. Yepes
yac MHKyOaIlnu, B Ma3Ke OTMEUYeHa KpaiiHe Hu3Kas Qa-
TOIUTapHasl aKTHBHOCTh. B aHHOM city4ae MBI Orpa-
Huuuiuch ogHuM ceancoMm JII'T, HO mpoBenu ero 3a
30 mun. Cpa3dy nocne ceanca JII'T Obina B3siTa KPOBB
Ha uccrenoBanue. Kak BUIHO M3 IaHHOTO TpUMeEpa,
CTUMYIIAIUS (ParoIuTo3a Pe3Ko yBEITMYMBACTCS Cpasy
IOCJIe JTa3epHOTO O0ITydeHust KpoBH (Tad. 4).

XUMHUOTEpanuio peOEHOK TEepeHEC YAOBIETBOPH-
TeabHO. OpanbHbId MyKO3UT HE Pa3BUJICS.

B o6meii cnoxxHOCTH B TpyIiie, cocTodmei u3 23
MTaIMeHTOB, OBIITO MPOBEACHO 47 CEaHCOB JIa3ePHOM Te-
motepanuu. Hu B ogHoM u3 ciayyaeB OM nocie cTumy-
nAun (GaronuTapHOH aKTUBHOCTH HE Pa3BHIICS M HU
B OJJHOM CJIy4ae y TaIlMeHTOB, KOTOPBIM IIPOBOIMIACH
CTUMYIIAIUS (paronuTapHO aKTUBHOCTH, HE OBLIO 3a-
(hUKCHPOBAHO KAKUX-THOO OCIIOKHCHHM.

[IpoBenenHoOe wWcciIeqOBaHME JTOKA3aJ0 BBICOKYIO
3¢ (eKTUBHOCTH 1 O€301TaCHOCTD Ja3€PHOTO 00Ty IeHHS
KpPOBH, TPOBOIUMOTO C HEIbI0 CTUMYJISIHH (Harolu-
TapHON aKTHBHOCTH, HAIIPABJICHHON Ha MPO(PHUIAKTHKY
OM. Tlony4yeHHbIE pe3ynbTaThl AU OCHOBAHUE K MO-
Jade 3asgBKH Ha mareHT «Crocod mpo(HiIakTHKY U Jie-
YeHHsI OpaIbHOTO MyKo3uTa y aerei» (Ne 2018112705
or 10.04.2018 ).

Crnenyer oOpaTuTh BHUIMaHUE W HA HATUYHE TIPOTH-
BoIoOKazaHuil. OAHOMY MaLUEHTy Mbl HE CMOIVIM IIPO-
BECTH Jla3epHOe OOIIydeHHEe KPOBH H3-32 HU3KOTO CO-
nepxkanus TpoMoonuToB (tr — 52 000). Jlemo B TOM, 9TO
TIpH JTa3epHOM OOJTydeHHH KPOBH BBIJICIIEHUE TeTTapiuHa
TYYHBIMH KIETKAMH BEJET K Pa3KMKECHUIO KPOBH, H
MIPH HU3KUX TPOMOOIIUTAX MOYKET BOSHUKHYTH KPOBOT-
€ueHue, KOTOpoe MOpoW OBIBae€T TPYAHO OCTAaHOBUTH

[3].

3akioueHne

[IpoBeneHHbIE MPOPHUIAKTUIECKHIE KyPCHI JTa3epHOM
reMOTEpaniy He A Pa3BUTHCS OPAJIbLHOMY MYKO3H-
Ty, TEM CaMbIM NpeIyNpeauB 3aTpaThl Ha COAepKaHUE
MAIMEHTOB B CTallMOHApe Ha nepuof JiedueHuss OM.

CpaBHuBast pe3ynbTarsl 3QPEKTUBHOCTH NPOPUITAKTH-
KU OpPAJIbHBIX MYKO3UTOB METOJIOM UPECKOKHOTO JIa3epHO-
r0 OOy4YeHHUs! CIIM3UCTON OOONOYKH POTOBOW MOJNOCTU H
METOZIOM CTUMYIISIIUK (haroluTapHON aKTUBHOCTH JIEHKO-
LIATOB U H/IOTEJIMOLIUTOB ITyTEM YPECKOXKHOTO OOy ICHUST
KPOBH, HAIVISTHO BUAHO IPEUMYILECTBO MOCIIETHETO METO-
Ja. Vicxonst n3 Beero BBILEU3I0AKEHHOTO, MBI IIpeIaracM
METOIMKY MPOMHIAKTUKNA OpabHOTO MYKO3HTa, KOTOPAst
JIOJDKHA BKJTFOYATh CJIETYIOIINE MEPOIPHATHS:

1. Cpa3y npu moctyrjieHnn peOEHOK OCMaTpHUBaeTCs
CTOMATOJIOTOM M IPHU HEOOXOAMMOCTH HMPOBOIUTCS
caHalus pOTOBOH MOJOCTH.

2. B otnenenun BMecTe ¢ IPYTUMH aHAJIU3aMU KPOBH
Oepércst KpOBb Ha ompeaeeHre (parouuTapHoi ax-
TUBHOCTH. VcX0as1 M3 MOMy4YeHHBIX JaHHBIX, OIpe-
JensieTcs 1032 J1a3epHoro o0IyueHHs KPOBU U MPO-
BOJUTCS CTUMYIISILUS (DaronuTapHON aKTUBHOCTH.

3. B ciyuae Hu3Kkoi QaronurapHOi aKTMBHOCTU (a-
TOLMTOB JaXe NOcjie €€ CTUMYIALUU PEOEHKY
MPOBOAATCS MPOMUITAKTUUECKUE CEAHCHI JIa3epPHOM
Tepanuu, a npu Beicokomo3Hor [IXT moxHO moba-
BUTb U MEIMKAMEHTO3HYIO JICKOHTAMUHALIMIO CIIU-
3MCTOH MOJIOCTH PTa.

Takum 00Opa3oM, aHaiu3 KpoBU Ha (harolUTapHyIO
AKTUBHOCTb JIEHKOLIUTOB JJA€T BO3MOYKHOCTB OIPENIETUTh
(haKTHYECKYyI0 TOTOBHOCTb OpraHW3Ma K IPOTUBOCTOSI-
Huto nHdekmsam. Ecin panee passutne OM mperncka-
3aTh ObUIO HEBO3MOXKHO, TO C BHEAPEHHUEM METOAWKH
omnpeneneHus: (HaroUTapHOH aKTUBHOCTU JICHKOLIMTOB,
BEPOSTHOCTB TAKOTO MPOrHO3a CYIIECTBEHHO BO3PACTAET.
Takxum 06pa3om, Bce MOJTydYEeHHBIE HAMH PE3YJIBTaThI CTa-
JI1 BO3MOKHBI TOJIBKO TIPH BHEZIPEHHUH B PAKTHKY aHAJIH-
3a onpezieNieHust (ParoUTapHOl aKTHBHOCTH JICHKOIIUTOB
Y CTUMYJISIIUH (ParoquTapHON aKTUBHOCTH JICHKOLIUTOB U
SHAOTEITMOLUTOB Ja3epHBIM O0Ty4eHUEM KPOBH.

Tabnuua 4. ViccnenoaHue (aroymTapHoOn akTUBHOCTY NEkoLMTOB naumeHTa C., 7 neT (TpeTbe uccrnenoBaHme)

Bpemsa nHkyb6aumm
Konuuecteo Bpemsa nccnepoBaHus . .
MauueHT o 5 60
ceaHcoB JII'T charouMTapHON aKTUBHOCTHN
o | oM U @y
C., 7 net 1 13.04.18 darountosa HeT 20% 3,4
30 MWH 13.04.18 8% 12,2 44% 14,5
16.04.18 64% 12,2 100% 13,7
— ]
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Pe3rome

B crarbe nipencTaBiieH EpBBIN OMBIT OIICHKH Y QEKTHB-
HOCTH J1azepHoro ocBeunBanusa kposu (JIOK), mpoBonu-
MOTO C TIeJTBI0 IPO(MUITAKTHKH OpajbHOro Myko3uTa (OM).
[Tpumensimics Metonsl: Y3U 1IBETHOE TOTIIIEPOBCKOE Kap-
tuposanue (LI/IK) cocynos meku 1 nasepHas A0IIIIEPOB-
ckast ryometpust (JIJID). MecrnenoBanve mpoBOAHIOCH
1o u niociie u JIOK. Bo Beex cyuasx (Y3U LIJIK — 3 ne-
Ter) ormedeHa 3pdexrrBHOCTE JIOK B BHIE yimydIieHus
MHKPOLUPKYJISILMH, PACIIUPEHHS COCY/IOB B UCCIIEyeMOM
00NacTi M yBEIMYEHHs CKOPOCTH KPOBOTOKA. J[aHHBIE
JIJI® (4 nmerteit) CBUICTENBCTBYIOT 00 ycuiieHHs riepdy-
3WM TIO THIIEPEMHUYECKOMY THITy XapaKTepH3yFOITHHACS
YCUJICHHEM IIPUTOKA KPOBU B MUKPOLIMPKYJIITOPHOE PyC-
JI0, 3HAYUTEIILHBIM MOBBIIEHHEM YHclia (yHKIMOHUPY-
IOIIMX KalWJUISIPOB, paciiupeHreM Mukpococyaos. [lo-
JIydeHHbIE JaHHbIE JoKa3bIBaioT 3¢ dexruBHocTh JIOK B
TUTaHe CTUMYJISIIIAH SHJIOTETMOITOB, BRIPAOaThIBAOIINX
(hakTop pocTa KePaTHHOIMTOB, [IPEIOXPAHSIIONINX Pa3BU-
tue OM npu MpoBEACHUN XUMHUOTEPATHH.

Knroueswie cnosa: oemckasi onkono2us, opanibHulil My-
Kosum, nazeproe oonyuenue kposu, Y3U I[JIK, JI/[D.

«QUANTUM SATIS»

Abstract

The article presents the first attempt to estimate the
efficiency of laser blood illumination (LBI) conducted
to prevent oral mucositis (OM). Methods applied: Color
Doppler imaging (CDI) ultrasound investigation of cheek
vessels and laser Doppler flowmetry (LDF). The research
was conducted before and after LBI. In each case (CDI
ultrasound investigation — 3 children) was recorded the
effectiveness of LBI as improvement of microcirculation,
vascular distention in the area investigated and blood
flow increase. LDF data (4 children) shows perfusion
intensification as for hyperemic type characterized
by the growth of blood flow into microvasculature,
a significant increase in the number of functional
capillaries, microcirculation vessels distention. The
data received prove the efficiency of LBI regarding
endotheliocyte stimulation which produces keratinocyte
growth-stimulating factor, preventing the development
of OM during chemotherapy.

Key words: pediatric oncology, oral mucositis, laser
irradiation of blood, CDI ultrasound investigation,
LDF.
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Beenenne

HccrnenoBanust maroreHe3a OpalibHBIX MYKO3HUTOB
(OM) BBIABMIIH, YTO B OCHOBE €T0 Pa3BUTHS JISKUT TH-
0eJIb TIOICITM3UCTHIX YHIOTEIHUOIIUTOB, YTO BEJET K Ha-
PYIIEHUIO Pa3BUTHS SITUTEIHSI ¥ IPUBOTUT K €T0 HCTOH-
YEHUIO U 00pa30BaHUIO 5I3B, HA KOTOPHIX Pa3BHUBAIOTCS
KOJIOHUH MaTOT€HHbIX MUKPOOPraHu3MoB [ 1, 2].

OtedecTBEHHBbIE HMCCIENOBAHUS JIOKA3all YTO JIa3ep-
Hoe oOmy4enne kposu (JIOK) Benér k crumymsimum aro-
LUTapHON aKTUBHOCTH JICHKOIMTOB ¥ HOPMAJIM3AIINK MH-
KpormpKyJsiid. [loBbiieHne aroirapHol aKTHBHOCTH
JICWKOIIUTOB TIPH JIa3epPHOM OOITyYEeHUH KPOBU MOXKET TIpe-
MISITCTBOBaTh OyPHOMY Pa3BHUTHIO MATOrCHHOW MUKPOQIIO-
pBl, Jaxe npu pazBuThK Jelikonennu. Tawoke JIOK ctu-
MYJIIPYeT Makpo(ard ¥ SHAOTESIHOIMTHI K BBIICICHHIO
okcupa azota (NO). JimtenbHbiii 3 QeKT Ba3oamsTaim
nof, BiusiHEM NO criocoOCTBYeT YITy4LICHUIO JOCTABKH
rrarenbHbIX BemecTs. JIOK akruBu3MpyeT paboty MUO-
LIUTOB U DHJIOTEJIMOIMTOB, BEIPa0AThIBALIMX (PAKTOP pOCTa
keparunonuToB (PPK), a npsmas muddysus OPK u3 su-
JIOTEJTOLIUTOB OIpeiesieT HOPMaJIbHOE Pa3BUTHE AIUTE-
JIMAJIBHOTO IIOKPOBA CIM3UCTON POTOBOM IIOJIOCTH.

Hns ouenku 3>()(PEKTUBHOCTH MPOPHUIAKTHUECKHX
ceaHcoB JazepHoi remorepanuu (JII') mpumensrorcs
pasnuynbie MeToauKH. OIeHKa CTUMYISIMS (haroiu-
TapHOW aKTUBHOCTH JIEUKOIIUTOB IIPOBOIUTCA IO CIEIH-
anbHOU MeToauke [3]. B ruiane orieHKH 3 GEKTUBHOCTH
JIOK ams HOpManu3aluu MHUKPOIUPKYISIIUN, & COOT-
BETCTBEHHO CTHMYIISIIIMM SHJIOTEIHOLUTOB, HanbOolee
addexktuBHO TIpUMeHsIOTCS: Y3 11BeTHOE JOIUIepOB-
ckoe kaprtuposanue (L[JIK) cocymoB meku 10 u mocie u
JIOK n nazepnast gonrmeposckas gmyomerpust (JID).

Precision APure*

Puc 1. Jinuesas aptepus auametpom 1,7 MM, nokasaTenu Kpo-
BoToka Ao JIOK:Vmax 5, 7 cm/cek., Vmin 0,8 cm/cek., RI 0,7, P
2,9,SD6

88

Marepuanas u metoabl. Y3U I[JIK sBasercs ca-
MBIM OBICTPBIM M 0€300J€3HEHHBIM CITOCOOOM TIPO-
BEPKHU U3MEHEHHS COCy/I0B Ipu nposeaeruu JII. Oto
HEMHBa3MBHAs METOJUKA KCCIENOBaHMs, KOTOpas
OCYIIECTBISAETCS A BU3yaJdU3allMU aHATOMHYe-
CKUX ocobeHHOCTeH cocymnoB obmactu méx no JIOK.
ITociie mpoBeneHUs ceaHca JIa3epHOM reMoTepanuu
V33U K mpoBogutTcst moBTOpHO. B Hamem uccre-
noBanuu Y3U IJIK MarucTpanbHBIX COCYIOB IIEU-
HOHM obnacTy BhIMONHANAck Ha anmapare TOSHIBA
Aplio 500 nuneitneiM matuukoM 12 MI, tpém ne-
TAM CO 3JIOKQY€CTBEHHBIMH HOBOOOpA30BaHUSMH,
KOTOPBIM MPOBOAMIACH XUMHUOTepanus. ObcienoBa-
HUEe OOJBHBIX MPOBOJUIIOCH B MOJOKEHUM JEXa Ha
criiHe. JInneByo apTeprio HHCOHUPOBAIM 1O Kparo
HIKHEHN YEJIFOCTH y NEepEeIHEN MIa3HULbI, )KEeBATEIIb-
HOM MpIus (puc. 1, 2).

DT0 HMccaeqoBaHMEe IOKa3biBaeT, uto mociie JIOK
OTMEYaeTCs paclIipeHre COCyIOB B HCCIeTyeMOi 00-
JIACTH, YIy4IIaeTCss MUKPOLUPKYIISIIHS.

Jlazepnas nomepoBckas (hIOyMeTpus YCHENIHO
MIPUMEHSETCS TIPU JTMATHOCTHKE MHKPOIMPKYISIPHBIX
M3MEHEHHUH KalmuUIIPHOTO KPOBOTOKA MPHU OHKOJIOTH-
YeCKUX 3a00JIeBaHUAX KOXKH, TIPH OIIEHKE MUKPOTeMO-
JTUHAMHUKH, ¥ OIIeHKE 3(PPEKTUBHOCTH IPOBOINMOM
tepanuu. [lpuHnun naszepHoit (iaoymeTpun ocHOBaH
Ha 3¢ dexre onmuepa — oTpakeHUH JIyda OT JBHXKY-
IIUXCS YaCTHII.

OcHOBHBIM NIOKa3aHHeM K ipuMeHenwuto JI/1D sBis-
eTcsl He0OXOAMMOCTh OIICHKH CHCTEMHOTO COCTOSHUS
MUKPOLMPKYJIALNN Y OONBHBIX C TMOPaKEHHEM CIIH-
3uctoi obonouku pra. [Ipumenenne JIJID mo3pomser

Puc 2. Jinuesas aptepus guametpom 1,9 mm. [lokasatenu
KpoBoTOKa nuLieBor aptepum nocne JIOK: Vmax 7 cm/cek., Vmin
0,9cm/cek., RI0,77, P 3, S/D 6,5
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RESEARCH METHODS OF EFFICIENCY EVALUATION OF LASER
IRRADIATION OF BLOOD IN PREVENTION OF ORAL MUCOSITIS IN CHILDREN

OIIEHHBATh COCTOSIHUE U PACCTPONCTBA MUKPOLIUPKYIISI-
LUM KPOBU M TEM CaMbIM OCYILIECTBIISTH OObEKTHUBHBIN
KOHTpPOJIb HaJl 3(()EeKTUBHOCTHIO MPOBOANMON Jazep-
HOW reMOoTeparnuH.

B namewm uccrnegoBaHUM Mbl IPUMEHSIIH TPUOOD
«JIAKK-M» — anammzatop, m3rotoBisieMbrii OOO
HIIIT «JIASMA». Meton JIJI® ocHoBbIBaeTcs Ha
ONTUYECKOM HEUMHBA3UBHOM 30HIUPOBAaHUM TKaHEH
JIA3epHBIM U3JIYyYEHUEM U aHAJIN3€ PacCEsTHHOTO U OT-
PaXEHHOTO OT ABMKYIIUXCSA B TKaHSAX IPUTPOIUTOB
nznydyenus. B kauectse garumka B npubopax JIAKK
NIPUMEHSIETCS CBETOBOM 30HJ, COCTOAIIMM U3 TPEX
MOHOBOJIOKOH. OZIHO BOJIOKHO CIIY>KUT JUIS AOCTaBKH
JIa3epHOTO H3JIY4YEHHsI OT MpHOOpa K UCCIeyeMOMy
00BEKTYy, a JBa APYTUX BOJOKHA SIBISIOTCS NPUEM-
HUKaMH IS PACCESTHHOTO B TKaHW Ja3€pHOTO U3Iy-
yeHus. llepemeHHass cocTaBigOmas OTPAKEHHOIO
CUTHaJa ompefensercs AByMs (hakTopamMH: KOHICH-
Tpauuel 3pUTPOLUTOB B 30HIUPYEMOM 00BEME U UX
CKOPOCTBIO.

B marenrax CIIHA Ne 6322515, Ne 6939304,
Ne 6908436 u B marentre PO Ne 222065 packpsIT crio-
co0 M YCTpPOWCTBO JUIi OIIEHKH COCTOSIHUS SHIIOTE-
Jsl, TyTEM HEWHBA3MBOM OLEHKH (YHKIHMH SHAOTE-
JIUSL C UCITOJIB30BaHUEM (HOTOIICTH3MOTPa(hUICCKOTO
(®III") cencopa. BenmnunHy npupocTta AuaMeTpoB CO-
CYJIOB CBSI3bIBAIOT C ()YHKUIMOHUPOBAHUEM DHJOTEIH-
aJIbHBIX KJIETOK. Bo3pacranme cHHTE3a OKCHIA a30Ta
(NO), npuBOIUT K YyBEIMYEHHIO AMAMETPa COCYIOB.
[Ipu Hapymennu (GyHKOMM 3HAOTENHAIBHBIX KJIETOK
CIOCOOHOCTh MPOAYLHMPOBAThH OKCHJ a30Ta M ApPYyTrHe
COEIMHEHM CHIKEHA. B Hamem uccienoBanuu, Hapy-
nieHue (PyHKLIUU SHAOTENHS BO3HUKAET NPH MPOBEJe-
HUHU BBICOKOIO3HOM XUMHOTepanuu. ITpu nposeneHnn
Ja3epHOro o0MydeHus: KpoBU BospactaeT cuHTe3 NO,
YTO SIBIISIETCS] CBHJICTENIHCTBOM CTUMYJISIIIIH YHIOTEIH-
QJIBHBIX KIICTOK.

Metonuka wuccaegoBaHusi. Jlatuuk anmapara
MIPUKPEIISIETCS. K LEKE HPU ITOMOILM JIEHKOIIIACTBIPS
(puc. 3). ITocne 3TOro CHUMAIOTCS MMOKa3aHUsI.

Meronuka wuccnenoBanusd. Ilpu  peructpauuu
JIA®-rpaMMbl IPOUCXOAUT BBIYUCIICHUE:!

— CpPEeIHEro NOoKa3aTessl MUKPOLUPKY/ISILIUN KPOBO-
TOKa, XapaKTEePHU3YIOILETo epy3uto TKaHEH Kpo-
BBIO;

— 3HAUEHHE CPETHEr0 KBAJPATUYHOTO OTKIOHEHHS
(dnakca), xapakTepusyroliee kojedaHus nepdy-
3UM BCJEACTBHE (PYHKUMOHUPOBAHUS MEXaHH3-
MOB PeryJsiliui KpOBOTOKA.

[locne oneHMBaeTcsi 4acTOTHAs XapaKTEPHUCTHKA

kosiebanuii. [Ipupona koseOareabHbIX MPOIECCOB B

«QUANTUM SATIS»

Puc 2. JlasepHas gonneposckas (roymeTpus y natyeHta b.

CHUCTEME MHUKpOLUUPKyIauuu (¢praakcmouuit') nocra-
TOYHO cJIo’kHa. Ha cerogHsmHuii MOMEHT ycTaHOBIIE-
HO, YTO CIIOHTaHHbIE KOJeOaHUsI KPOBOTOKA B TKaHSX
BO MHOT'OM, XOTSI U HE TOJBKO, OOYCIIOBJICHBI BA30MO-
IVSIMH.

Hamnmyumum 00pa3oM NepHOANYHOCTh KOPOTKUX
U JUIMTEJIBHBIX MIPOLECCOB, MPEACTABICHHBIX B OAHOM
peanuzalMy  BBIIBISIET — BelBieT-peoOpazoBaHue?.
Hawubosnee 3HaYMMBIMU B TUArHOCTHYECKOM IUIAHE SIB-
JSTFOTCS:

— MeJUICHHbIE BOJIHBI (MIIAKCMOIMH B Tana3oHe Ja-
cror 0,07-0,2 I't (3—12 xone6./mMun) — LF («low
frequency»);

— ObIcTpbIe BOJIHBI (DIAKCMOLMI B JMara3oHe 4Ya-
crot 0,2-0,4 'y (12-24 kone6./mMun.) — HF («high
frequency»);

— IyNCOBBIC BOJNHBI (IaKCMOLMM B JMamnaso-
e gactor 0,8—1,5 I'm (50-90 xone6./Mun) — CF
(«cardio frequency»).

'@nakemoyuu — nepuoouyecKue UMeHeHusi nep-
@y3uu mramel Kpoevio, KOMopwvle NPpoUcXoosim ¢ pas-
JauyHou amnaumyootl. OHU ompasicaom umMeH4U8oCb
U MPUCNOCODTSAEMOCTE KPOBOMOKA K MEHSIOUUMCSL
VCIOBUAM 2eMOOUHAMUKYU U NOMPEOHOCMAM MKAHel 8
Kucnopooe.

2Beitgnem (wavelet (anen.) — manenvkas 60nHa) —
Mamemamuyeckue @OYHKYUU onpeoeieHHol gopmbl,
KOMOopble IOKATbHbL 60 8PEMEHU U N0 YdACmome U 6 KO-
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METOAbl NCCINEOOBAHUA OLEHKHN 3®DPEKTUBHOCTU NA3EPHOIO
OBNIYYEHUA KPOBU NMPU MNPO®UINTAKTUKE OPAJIbHbIX MYKO3UTOB Y OETEN

MOPBIX 6Ce (QYHKYUU NOTYYAIOMCA U3 0OHOU 6A30801l,
usmensisi eé (cogueast, pacmseusas).

Mennennble BOTHBI (DIIAKCMOIIHI TI0 CBOEH Tprposie
CBsI3aHBI C paboTO Ba30MOTOPOB (IVIaJKOMBIILICUHBIX
KJIETOK B TIPEKAMIISIPHOM 3BEHE PE3UCTHUBHBIX COCY-
JIOB) ¥ OTHOCSTCSI K MEXaHU3MY aKTHBHOW MOIYJISLIUH
KpOBOTOKa B CHCTEME MHUKPOLMPKYISAIMHA CO CTOPOHBI
myTel MpuTOKa KpoBU. Ha akTHBHBIE MOTYIISIINN TKa-
HEBOT'0 KPOBOTOKA ITOCPEACTBOM Ba30MOTOPHOTO MeXa-
HU3Ma HaKJIaIbIBAIOTCS allepuoAndYecKre (HIakCMOLUH
OTHOCHUTEJIFHO OOJBIION aMIUIUTY/IBI, OTpakarolire
BIIMSTHUSI aJJpEHEPTUUECKOTO 3BEHA PETYIISIIHN.

BricTpble (BBICOKOYACTOTHBIE) BOJHBI KOJIEOaHUI
00yCIIOBIICHBI PACIIPOCTPAHEHHEM B MUKPOCOCY/IBI CO
CTOPOHBI ITyTeH OTTOKA KPOBU BOJIH MEPENA0OB JaBIIe-
HUS B BEHO3HOW 4acTH KPOBEHOCHOTO PycCJla; OHM Ipe-
MMYIIECTBEHHO CBS3aHBI C JABIXaTeIbHBIMU IKCKYPCHSI-
MU FPYJHOM KJIETKH.

[Ipupona mynbCOBBIX (IAKCMOLMK JOCTaTOYHO
OYeBH/IHA: OHU O0YCJIOBJIEHBI N3MEHEHUSIMH CKOPOCTH
JBVKEHUS SPUTPOLIUTOB B MUKPOCOCYaX, BCIICACTBHE
MepernajoB CUCTOJINYECKOTO U JUACTOIUYECKOTO JaB-
JICHUSL.

[lockoneky B cucTeMe KpOBOOOpAIIEHHsS MHKPO-
LUPKYJSITOPHOE PYCIIO SBISETCS CBA3YIOIIMM 3BEHOM
MEXJy apTepHallbHBIMH M BEHO3HBIMU COCY/IaMH, TO B
CHJLy 3TOTO, PUTMBbI (UIyKTyaluii HOTOKa 3pUTPOLUTOB B
TKaHX MOJBEPKEHBI BIUSIHUAM KaK CO CTOPOHBI ITyTei
MIPUTOKA — aKTHUBHbBIE MOIYJSAIMHA KPOBOTOKA, TaK U CO
CTOPOHBI ITyTEeH OTTOKA — MACCUBHBIE MOLYJISIINH (DiTyK-
Tyaluil. AKTUBHbIE MOAYJISILIMM HAXOATCS 110J] KOHTPO-
JieM: KaK MHOTE€HHOTO MEeXaHU3Ma, KOTOPBIH B OOJIbIIEH
Mepe XapaKTepU3yeTcs! IEPUOANIHOCTBIO (PIIaKCMOLMH,
TaK U HEHPOTreHHOTO MEXaHU3MaM, [yl KOTOPOTO Xapak-
TEpPHBI allepUOANICCKUE KOHCTPUKTOPHBIE (ha3bl.

[TaccuBHBIE MOIYIALUH KOIEOaHNH TKAHEBOTO KPO-
BOTOKa OOYCIJIOBJICHBI PACIIPOCTPAHEHUEM B MHKPOCO-
CYJIbI CO CTOPOHBI Iy TeH OTTOKA KPOBH BOJIH TepemnaioB

Ta6nuua 1. Pesynbtatel NII®-rpavm nauuexta b.

JIaBJICHUS B BEHO3HOW YaCTH KPOBEHOCHOTO pyciia; OHH
IIPEUMYIECTBEHHO CBSA3AHBI C JIbIXaTCIILHBIMU SKCKYP-
CUSIMU I'PYJIHOM KJIETKH.

Pe3ynbrarthl uccsienoBaHus

ITpu Y3U 1BeTHOTO MOMIECPOBCKOTO KAPTUPOBAHUS
(LK) ormeueHO yBenW4YeHHE CKOPOCTH KpPOBOTOKA
nocine JIOK, a takxe unaekca [lypceno (oTHomeHue
pPa3HOCTH MaKCHMAJIbHOM CHCTOJIMYECKOM W KOHEY-
HOM JIMAaCTOJIMYECKOM CKOpOCTeM K MaKCHMaJlbHOU
cuctonmyeckort ckopoctu: RI = (Vps - Vd) / Vps).
3adukcrpoBaHO yBeIMYCHUE UHJIEKCA TyJIbCALUH, OT-
paxkaroulero ynpyrosjiacTu4ecKue CBOMCTBa apTepuid —
(napexc [ocnuHra — npencTasisieT cob60il OTHOIIEHUE
Pa3HOCTH MAaKCHMAaJbHBIX CHCTOIHMYECKOH M JaUacTo-
JUYIECKOW CKOPOCTEH K CpemHel CKOpOCTH), UTO CBH-
nerenbeTByeT 00 addexruBHocTH JIOK mpoBommmoe ¢
1enbo npodunaktuku OM.

[Ipn mpoBeneHny J1a3epHON AOIIIEPOBCKO (hitoyme-
TPUU, UHTETPAIbHYIO XapaKTCPUCTUKY COOTHOIICHUS Me-
XaHU3MOB aKTUBHOW M MaCCUBHOW MOIYJIALIMM TKAHEBOTO
KpOBOTOKA AaeT mHAeKe ¢makemormid (MPM), koTopsrid
OIPEICIISETCS TI0 COOTHOIIICHUIO aMITTATY (PITyKTyaIui
B (pM3HONOrMYeCcKr 3HAYUMBIX TUANIa30HAX YACTOT, BBISIB-
JISEMBIX MPU ClIeKTpasibHOM aHainze JIJID-rpamMmel:

NOM = ALF/ (AHF+ ACF), tne

ALF — MakcumanbHas aMIUTUTY/Ia MEIJICHHBIX BOJTH
(hrakcMonmiA,

AHF — ObIcTpbIX BOJIH (yIaKCMOIINH,

ACF — ny/ibCOBBIX BOJIH (DTAKCMOIIHIA.

Ortor wmHaekc (MDM) xapakrepusyer 3ddexrnn-
HOCTbh PEryISIUU MOIYJISIIUN B CUCTEME MUKPOIUP-
Kyqsiuud. B pesynsrare peructpaunu JIJD-rpamm
naruenTta b. u mocnexytoreit e€ 06padboTKu ObLTH TI0-
JIy4eHbI JIaHHBIC, TPUBEACHHBIC B Ta0muIe 1.

Bo Bpemss u mocie OOMy4YEeHHS PErUCTPUPYETCS
YBEJIMYEHHE CPETHEH BETMUHNHBI TIOKA3aTeNst MUKPOITH-
PYIISLIUY, YTO CBUJICTEIBCTBYET O TIOBBINICHUH Tiepdy-
3un (rpadux 1). [Ipu aToM HabmomaeTcss MOHMKEHNE

Lo JNNIOK Bo Bpems JIOK Mocne JIOK
e
dnakc 0,65 0,56 0,66
Awmnnutyga LF 0,41 0,35 0,25
Amvnnutyga HF 0,41 0,33 0,62
Amnnutyga CF 0,14 0,15 0,25
MHpekc dnakemoumn 0,75 0,73 0,29
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Jlo obiydenus Bo Bpewmst 00myueHus TTocne obayueHus

Fpadouk 1. CpenHee apudMeTiieckoe 3HayeHne nokasarens
MUKDOLIMPKYNALMH

aMITUTYAbl Ba3oMOTOpHbIX BoiH (LF), moBbimenue
amruatyn 0s1cTphix (HF) 1 mynscossix (CF) Bomn. Ta-
KO€ M3MEHEHHE COOTHOIICHUH KoieOaTelbHBIX BOJH
NPUBOJHUT K CHIDKCHUIO MHAEKca (nakcMouuii (rpa-
¢uk 2). [lokazarens (hmakca mpu 3TOM MEHSETCS He-
3HAUUTEIbHO. JlaHHbIE M3MEHEHHS XapaKTEPHbI IS
ycusieHust nepy3un M0 TUIEPEMHYCCKOMY THITY H
XapaKTepU3yeTcsl yCUIICHUEM MPUTOKA KPOBH B MUKPO-
LUPKYJIATOPHOE PYCJI0, 3HAYUTEILHBIM TOBBILICHUEM
qucia (PyHKUMOHUPYIOLINX KalWUIIPOB, PACIINPEHU-

€M MHKPOCOCY/IOB.
|

Jluteparypa

~&—Drnakc
0,75

~B-Uunexe duakemormit

0,73

0,29

Jo obmydenus Bo Bpems obmyuenns  Ilocne obmydenns

[padbuk 2. /ameHeHns konebaTenbHbIX XapakTepucTyk

Taxum odpa3zom, Y3U 118eTHOE AOTIIEPOBCKOE Kap-
TUPOBAHUE COCY/OB IIEKH M JIa3epHasl AOMIUICPOBCKAs
hyomerpus (JIID), mpoBogumbie 10 u ocie u JIOK
JIOCTOBEPHO CBUIETEIHCTBYIOT 00 OOBEKTHBHOCTH
ATUX WCCIICJOBAaHUN B TUIaHE TOATBEpKacHUS 3dek-
tuBHOCTH JIOK TpoBOAMMOTrO € 1€NbI0 pacIIvpeHus
COCYIIOB M CTHMYJISIIIUH DHIOTEIHOINTOB, BHIPAOATHI-
BaronuXx (hakTop pOCTa KEPATUHOIIUTOB.

CYHICCTBGHHI)IM NpEUMYUIICCTBOM TMPUMECHACMbBIX
METOJAWK, YYUTHIBAsI, YTO OHH TPOBOAATCS JETSIM, SB-
JseTCsT OBICTPOTA U O€300JIC3HEHHOCTb.

1. Paris F. Endothelial apoptosis as the primary lesion initiating intestinal radiation damage in mice / Paris F, Fuks Z, Kang

A, etal. // Science 2001;293: 293-297.

2. Weber J.B., Pinheiro A.L., de Oliveira M.G., Oliveira F.A., Ramalho L.M. Laser therapy improves healing of bone defects
submitted to autologous bone graft. Photomed Laser Surg. 2006;24:38—44.
3. Mocxkeun C.B., [Ipumvixo [].A., Cepeeenxo E.IO., Jlykaw E.H., I'vces JI.H. Kparknii 00630p smuTeparypbl 1 cOOCTBEHHBIH

KIIMHIYECKUH OMBIT TPO(PHUIAKTHKH OPATBHBIX MYKO3HTOB Y IETCH METOIAMHU Jla3epHOM Tepanwu // BeCTHHK HOBBIX Me-
nAUHCKUX TexHonoruid. — 2018. — Ne 4. — C. 58-70. doi: 10.24411/1609-2163-2018-16236.
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[
Pe3rome

OCHOBHBIM OTJIMYUTEIbHBIM IIPU3HAKOM T€MHIIAPETH-
4yeckoil (OpMBI 1epeOpabHbIX Mapaindei SBIseTCs
WX OTHOCHTEIbHAs OHTOTEHETHYECKasi 3PelIoCThb. JTa
0COOEHHOCTh, a Takke Tpydas odaroBas CHUMIITOMAa-
THUKa B BUJAE reMuIapesa MoapasyMeBaloOT CIOXKHOCTD
(YHKIIMOHAILHBIX TIEPECTPOCK B MpoOIlecce BO3PacCT-
HOW KOMIIEHCAIMU NIyOOKOrO IOPa)KEHUs! TOJIOBHOIO
Mo3ra. 3HaHHue MeXaHU3MOB (popMHUpoBaHUsi MOP(OIIO-
THYECKOTO JleeKTa 1 ero ()yHKIIHOHAILHOW KOMIICHCa-
LMY IIpEeAIoIaraeT pacMpeHne MPeacTaBIeHUH 0 BO3-
MOXHBIX MYTAX W METOAX KOMIIEHCAIlMd MOTOPHOTO
neduuuTa y Takux 00NbHBIX. B 0030pe mpencTaBieHs!
COBPEMCHHBIC JaHHBIE 0 MOpP(OIOTHIeCKUX U (DyHK-
LUOHAJIBHBIX U3MEHEHUSIX B TOJIOBHOM MO3re IpH (hop-
MHUPOBAaHUH MEPUHATATBHBIX TeMHIape30B. OyHKINO-
HaJIbHBI KOMIIOHEHT PaCCMOTPEH Ha OCHOBE AAaHHBIX
MPT-uccnenoBanuii u npsMoro HeHpopuHoIoruye-
CKOTO TECTHPOBAHMS MOTOPHOTO TPaKTa MOCPEICTBOM
JIMarHOCTUYECKOW TPaHCKPAHUAIBHOW CTUMYJISIIUH.
[loka3ana cymecTBEHHO Bo3pociias HH(pOpPMaTuB-
HocTh MPT-uccnenoBanuii B pyHKIIMOHATBHBIX (hop-
Marax W BIMSHHE IOJIyYCHHBIX JaHHBIX 110 TUHAMHUKE
Ha (oHe jeyeHus Ha GOPMUPOBAHKE PEAOHIUTALUOH-
HBIX ITPOTPaMM.

Knrouesnie cnosa: yepedpanvhwiii napaiuy, cemunapes,
MPT, ouaenocmuueckas mpaHCKpaHUAIbHAS CIUMYJIS-
yus, peabunumayusi.
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Abstract

The main distinguishing feature of the hemiparetic
form of cerebral palsy is their relative ontogenetic mae
turity. This feature, as well as coarse focal symptoms
in the form of hemiparesis, imply the complexity of
the functional rearrangements in the process of age
compensation of deep brain damage. Knowledge of the
mechanisms of formation of the morphological defect
and its functional compensation suggests the expansion
of ideas about the possible ways and methods of
compensating for the motor deficit in such patients.
The review presents current data on morphological and
functional changes in the brain during the formation
of perinatal hemiparesis. The functional component
was reviewed on the basis of MRI data and direct
neurophysiological testing of the motor tract through
diagnostic transcranial stimulation. The significantly
increased information content of MRI studies in
functional formats and the effect of the obtained data
on the dynamics of the background treatment on the
formation of rehabilitation programs was shown.

Key words: cerebral palsy, perinatal hemiparesis, MRI,
functional MRI, diagnostical transcranial magnetic
stimulation, rehabilitation.
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STRUCTURAL AND FUNCTIONAL CHANGES

OF THE BRAIN IN THE FORMATION OF PERINATAL HEMIPARESIS

Kax npasuno, y demeii, posicoenuvix npesicoespe-
meHHO u cmpadarowux L[I1, 6 anamnese onpedensiemcs
Hanuuue haxkmopos pucka passumus 3aboneéanus [1] ¢
N0BpeHCOeHUEM 20I0BHO20 MO32d 8 pe3YNbmame 6030eli-
CMBUsL 2UNOKCUYECKUX UMY UHDEKYUOHHBIX MEXAHUIMOB
[2]. [opsioka 40% oemeii ¢ L{I1 posicoaromesi npesicoes-
pemenno [3, 4]. 10—15% oOemeil, poouswiuxcs ¢ oueHsb
Huskou maccou mena u 40-50% oemeii ¢ sxcmpemans-
HO HusKou maccol mena (0o 1 ke), passusaiom JLII, a
25-50% pazsusaromcs ¢ npoonemamu. Y smux oemeu
Hauboee 04esUOHA C643b PA3BUMUS CUMNIMOMKOMNILEK-
ca ¢ poxanvrviM uiu Oud@ysuvim nopadicenuem 6e1020
seuecmea 2oj08H020 M032d, Yaue — 8 8Uuoe NnepueeH-
mMpUuKyIApHo netikomanayuu [5].

3HaYMMOe MECTO IpPH PACCMOTPEHHH BOIPOCOB
naroreHesa remurnaperndeckoit ¢popmsl LI 3anumaer
npoOemMarrka mepuHaTaIbHOTO HHCYIIbTa. OTMedaeT-
Csl, UTO JIaHHAS TTATOJIOTHS SIBJISIETCS OCHOBHBIM MeXa-
HU3MOM TMOpaXeHUs M BeAylled mpuauHon (opMHUpo-
BaHMS IO)KU3HEHHOH WHBAJIUIHOCTH.

[ToMumoO apTepraIbHOTO MEPUHATAIBHOTO HHCYIIb-
Ta BBIJICISAIOT BHYTPUYTPOOHBIH BEHO3HBIM WH(pApPKT
Mo3ra [6], ocTpble HapyIIeHUs] MO3TOBOTO KpOoBOOOpa-
IIeHHS, CBS3aHHBIE C TPOMOO30M IPSMOTO CHHYca (CH-
HyCc-TpoM603) [7].

HeoHnaranpHble reMopparuyd TakXke paccMaTpu-
BAIOTCS B TpyMIE IMepUHATaJIbHBIX HHCYIBTOB [8].
Mmemuyeckuil nepuHaTaJIbHBIA HUHCYJIBT MOXKET Je-
OIOTUPOBATH OCTPO, & MOXKET OBITh JAMATHOCTHPOBAH
peTpOoCHeKTHBHO [9].

Pasnmuune w pasHOOOpaswe COCYIUCTBIX —pac-
CTPOMCTB, SBISIONIMXCS MNPUYUHOM Pa3BUTHS TEPHU-
HaTaJIbHOTO WHCYJNBTA, OIpPEeNsIeT COBEPIIEHHO pa3-
JIMYHBIE KIMHUYECKHE MOCIEICTBHS MU30/1a; TaK, I10
manaeiM Kirton u DeVeber, Lee u coast., okomno 60%
JeTell pa3BUBAIOT KIMHUKY 1IepeOpabHOTO mapainya,
30-60% cTpanaioT BIOCIEACTBUM dnuiiencueit, 25% —
UMEIOT TOW WJIM MHOM CTENEeHH BBIPAKEHHOCTH 3a-
JEPKKU pedeBoro pasBuTus U 25-30% — pazaudHOro
pora moBeneH4Yeckue paccrporicrsa [10, 11].

DopMUPOBAHUE KIMHUYECKOW KApTUHBI CHMMeE-
TPUYHBIX CHNACTUYECCKHX (OPM M TEeMHIIAPETHUECKOM
BO MHOTOM OIIPEEIISIETCs CTEINECHBI0 MOPHO(YHKIHO-
HAJBHOW 3pENIOCTH TOJIOBHOTO MO3Ta K MOMEHTY BO3-
JEWCTBUSI MAaTOreHHOTO (haKTOpa, M reMUNapeTHYecKast
(hopma 3aboneBaHus MpHU3HaeTcs Ooiiee «HEHPOOHTO-
TeHETUYECKH 3peIoif». DTO MOJOKEHNE JOKa3aHO HC-
CIIEZIOBaHUSIMU OTEUECTBEHHBIX aBTOpOB. [lo maHHBIM

«QUANTUM SATIS»

Epmonunoii FO.B. u coaBT., rectaimoHHbIN BO3pacT
U BEC IPU POXKIAECHUM Yy MALUEHTOB CO CHACTUYECKUM
TEeTparape3oM M CHACTUYECKOW JUIUIErueld 3HAuuMO
MEHbIIIe, YeM Y OOJIbHBIX C TeMHUIIAPETUUCCKOM (hopMoi
(p=0,001 u p=0,005 coorBercTBeHHO) [12].

[IpakTuyecku Bce pPacCMOTPEHHBIC MEXaHU3MBI
MaTroreHes3a Mojpa3yMeBaroT MoJ] COO0H Haln4ue 3Ha-
YUMBIX M3MEHEHHU CTPYKTYPbl MO3TOBOIO BEILECTBA.
[TosTOMy MHOTrME HallMOHAJbHBIE PYKOBOJCTBA PEKO-
MeHaytoT BbinosHenue MPT rosoBHOro mosra B Ka-
YECTBE MEPBOTO AUATHOCTUIECCKOTO IIara mocie coopa
aHaMHe3a U KIWHUKO-HEBPOJIOTMUECKOTO HCCIEA0Ba-
Husl. Bemonnenne MPT Bo3MOXKHO yke ¢ mepuozaa Ho-
BOpokAeHHOCTU. Helfpoanatomuueckue MP-naxoaku
MOTYT UMETh 3HaYeHHE Kak B quarnoctuke JAII1, Tak u
B OTIpE/ICTICHUH MPOTHO3a ()YHKIIMOHAIBHBIX BO3MOXK-
HOCTeH peOeHKa.

MPT ronoBHOro mo3ra IMO3BOJIAET ONPENEIUTh
JIOKAIM3AIIUI0 U OCOOCHHOCTH TMOPAKEHUS CTPYKTYD
rojloBHoro mo3ra y nauuenton ¢ JIIIT naxe na pan-
HUX CTaausx 3a0oneBaHus, a kiaccudukanus OObe-
muHenns o koHtpoiro JIIIT B EBpone (Surveillance
of Cerebral Palsy in Europe, SCPE ) nmomoraer kaue-
CTBE€HHO OLIEHUTH BbIABIeHHBIE MPT Haxonku.

MPT nomoraer ycTaHOBUTb CPOK BO3HHUKHOBEHHS
TTOBPEKICHNS, HO HE €r0 KOHKPETHYIO IPUYIUHY.

UyscTBuTensHOCTh MeToia MPT mipu yctaHoBiIeHUN
nmuarno3a JILII cocrasmser 86-89%. CormacHo pexo-
MeHAAIUsAM AMEPUKAHCKON MEIUIIMHCKON acCOIHalud
(American Medical Association, AMA), ans paHHEro
U TOYHOIO YCTAHOBJECHHS AMArHO3a MpU MONO03PEHUU
JLIT MP-uccienoBanue npoBOJUTCS C 1IEJIbIO BbIsIBIIE-
HUSl HEMPOAHATOMUYECKUX U3MEHEHHUI B IBUIATEIIBHBIX
obnacTtsax rojoBHoro mosra. I[Ipu atom MPT mozBomsier
OTIpeNeNIUTh Takue n3MeHeHus: Toipko B 80-90% ciy-
yaeB. Bmecte ¢ TeM 0TCyTCTBHE HEHPOAHATOMUYECKHX
M3MEHEHUI B MO3re €€ He uckinoyaet nuarosa JUIL,
a HaJIM4Yue U3MEHEHUU HE MOXKET aBTOMAaTHYECKHU CBU-
JIETEIhCTBOBATh O HAIMYMY HMEHHO ATOTO 3200JIeBaHMs.
Xopouio o4epUYEeHHbIE TOBPEKACHNUS MOT'YT BBISBIISTHCA
OYeHb PaHoO, B TO K€ BPEMsI OIIEHKA IMOpakeHHsT Oeroro
BEIICCTBA B PAHHHUE CPOKH MOXET OBITh 3aTPyTHUTEIIbHA
B CBSI3M C OBICTPBIM POCTOM M MHEIMHHU3AIMEH MPOBO-
Jsux myTei. [pu oTcyTCTBUM H3MEHEHUH Ha TIEpBOHA-
yanbHO BhIMOMHEHHONM MPT nmetsim ¢ coxpansromumcest
HEBPOJIOTHYECKUM Je(PUIIUTOM PEKOMEHYIOT ITOBTO-
PUTh HEHPOBU3YATU3ALUOHHOE HCCIEIOBAHUE MO JI0-
CTIKEHHUIO Bo3pacTa 12—18 mecsmes [13].
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MPT, GeccriopHO. SBISETCS OTHHUM W3 KITFOUEBBIX
MeTomoB oocnenoanwms pu JIII1, HO Bce ke maHHBIH
JINATHO3 yCTAaHABIMBACTCS MO KIMHUYECKOW KapTHHE.
«/lerckuit nepebpanmbHBIA Mapaaud» MO-IPEKHEMY
0CTaeTCs «COOMpaTeIbHBIMY U, IMOJYCPKHEM CIle pa3,
KIMHUYECKUM JUArHO30M, I TIOCTAHOBKU KOTOPOTO
JIOCTaTOUYHBIMU, KaK MPABUJIO, SBJISIOTCS TPAMOTHO CO-
OpaHHBI aHAMHE3, HAJIMYKE y TMAlHeHTa OJHOTO HIIN
HECKOJIbKUX (paKTOPOB PHCKA M OCIOXHEHUW B TIEPH-
HaTaJIbHOM TIePHO/IE, a TAKXKE CHeIM(PHIECKAX HETPO-
IPECCHUPYIONINX JIBUTATeNIbHBIX HAapylIeHniH. B momo0-
HOU cutyauuu npoeaeHue MPT pekomeH0BaHO AJis
YTOUHEHHS JIOKAIU3AIMU U XapaKTepa MOBPEKICHUS
TOJIOBHOTO MO3Ta, HO HE SIBJISIETCS a0COFOTHO HEO0XO-
JUMBIM B TIEPBbIE MECSIIbI )KU3HU pEOCHKA.

OrcyrctBue MP-u3meHeHnii He MO3BONSIET UC-
KnrounTh auarno3 JLII, ecnu kimHWUYEeCKH OH Ooliee
4yeM BEpoATeH. B 3TOH cuTyaluu JOMOIHUTEIbHYIO
“H(pOpPMAIIIIO MOTYT MPEAOCTaBUTH 0OJIEe COBPEMEH-
HbIE «TOHKHE» MeToAbl MP-1uarHocTuku, Hanmpumep
¢ynkumonansHass MPT u nuddysnonnas TeHzopHas
Bm3yanmzanus ( DTIL) [14].

[1o maHHBIM «PYTHHHBIX) HCCIIEIOBAHUH, Y OOJBHBIX
JIETCKUMH TIepeOpaIbHBIMU TTapajidaMu 4acTo OIpe-
TIEJSIIOTCST TIPU3HAKA YMEHBIEHUS O00bheMa OOJBITIX
nonymapuii mo3ra [15]. Ilo mamaeiM Pueyo-BenitoR
U COAaBT., Y MAllUEHTOB CO CHACTUYECKOW IMILIErHeut
U UCTOpUEH MPEKIEBPEMEHHBIX POJOB B OCHOBHOM
MOpaXxkaeTcs NMEPUBCHTPUKYIISIPHOE OEJI0e BEIECTBO.
[Ipu cnactuyeckolt TeTparuieruy HaOMIOMArOTCS AU -
(hy3HBIE TOJKOPKOBBIC TOPAKEHUS U TUTIOTIIA3US MO30-
nucToro Tena. [lpu reMurerusx MoxXeT HaOIOIaThCs
TIopakeHne OeIoTo BEMeCTBa, KOPTUKAILHBIX M CYO-
KOPTUKAIBHBIX CTPYKTYP, B TOM YHCJIE — TUCTCHETHUYIC-
cKoro xapakrtepa [16].

[To mzyuenun 122 cnyyaeB cnactuueckux (opm
uepedpanpHoro napanuda Kwong KL u coaBrt. mpu-
LUTH K BBIBOAY O 3aBUCMMOCTHU KIIMHUYECKOTO CTaTyca
U HEUPOMMUIKUHIOBOM KAPTUHBI OT IE€CTAMOHHOIO
Bo3pacTa K MOMEHTY pojoB. Ilpu cnacthueckou au-
IJIETMH TE€ WM UHBIE BAPUAHTHI IEPUBEHTPUKYJIIPHON
JIeHKOMAaJAIMA OBLTM OTMEYEHBI B 66% ciydaeB. Y
MAaIMEHTOB CO CIACTUYECKOH TeTparuierued mpeodsa-
nanu aBa MPT-narTtepHa: BpOK/IE€HHbIE aHOMAJIUU TO-
JIOBHOTO MO3Ta U MPU3HAKH T'€CTAIIMOHHO-3aBUCUMBIX
ero nopaxenui (42 u 33%) coorsercrBenHo. [Ipu re-
MHUTIApEeTHYEeCKOl (QopMe oTMedeHa HEOIHOPOTHOCTH
MPT-kapTunbl. BBISBISIUCE TEPUBEHTPUKYIISPHAS
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JEHKOMAIIAIUS W TOCTreMopparnieckasl mopaHieda-
mus (Jare y poauBIINXCS HEOHOIIEHHBIX AIlEeHTOB,
HO OTMEYEHBI U B CIIy4asx POJAOB B HOPMAJIHHOM I'ecTa-
IUOHHOM Bo3pacTe). [lopaxeHue 0a3aibHBIX TAaHIJIUECB,
MIPOSIBJICHUS JIEHKOMAJISILIMHU B ITOJIKOPKOBO# 00JIaCTH, B
TOM YHCJI€ U MYJIBTUKACTO3HOH, HAOJIIONAINCh TOIBKO
y TaIMEeHTOB, POXKICHHBIX JOHOIICHHBIMHU HIIA OJIU3KO
K cpoky [17].

[Tpu ananuze nanHbIX UccieaoBanus 130 nanueHToB
¢ LIT Kulak u coaBT. BBISIBHIIN 3HAUNTEIIBHBIC CTPYKTYP-
HbIE AaHOMAJIUH, «MMEIOIIEe OTHOIIEHHE K (hOPMHUPOBa-
nuto JALUID», y 124 (95,3%) nanuenToB. IlepuBeHTHKY-
nsipHast neiikomansinus (PVL) oOHapyxuBanach yaiie y
JIeTel co CracTUUECKOM JUIIETHel, UeM Y MAIleHTOB C
TeTparuieTue Wik reMuruierneil. ATpoQus TOJIOBHOTO
MO3ra 4alie BCTpeJanach B TETPAIuIETHUECKOi TpyTie
10 CPaBHEHUIO C MallMeHTaMu ¢ Auruierueit. s nerei
¢ reMumnapeTndeckoi Gpopmoii 3aboneBanus Ooiee xa-
paKkTepHBIMA ObUTM TOpIHIE(DATUIECKUE TOCTIEMOp-
parudeckue KUcTbl. BpojkieHHbIe aHOMaIMK TOJIOBHOTO
Mo3ra rposiBiiich y 15 (10,7%) u ObLT mIpeacTaBiIeHbI
nm3eHnedanueii (5), areHe3ueld MO30JIMCTOro Tena (4),
nojauMuKporupueit (2), rononposernuedanueit (2) u, B
JIBYX CITydasix, JTrcceHIedanmei.

KacarensHO HETOHOMIEHHOCTH KakK OIHOTO M3 ac-
COIIMMPOBAHHBIX TATOTEHETHYECKUX (DaKTOPOB, aBTO-
pBl YKa3bIBalOT Ha (AKT MaJIOW €ro MPUMEHUMOCTH K
JIETSIM € TIOPOKaMHU pa3BUTHUS TOJIOBHOTO MO3ra (JIUIIb
Tpoe u3 15 Takux aereil B ucciuenyeMoi rpymie Oblin
POXKICHBI MPEXKIEBPEMEHHO), YTO, 10 MHEHHUIO aBTO-
POB, KMOXKET yKa3bIBaTh Ha MPOTEKaHHE OEPEMEHHOCTH
STHMH TII0IaMHU 0€3 SHIOTeHHBIX KatacTpod, 3amycka-
FOIINX MEXaHU3M ITPEKIEBPEMEHHEBIX poaoBy [18].

Pe3ynbprartel BCceX MpPHUBENCHHBIX BBIIMIE HCCIIENO-
BaHHUW HE TO3BOJISIIOT AyMaTh O OE3YyCIIOBHO OTpeie-
JSIIOILEH POJIM MMEHHO JIaTepaii30BaHHOTO JedeKTa
MO3TOBOM TKaHU B Pa3BUTHH FeMHIIAPETHUECKOH (op-
MBI LiepeOpanpHOoro napainda. Kpome toro, Okumura
W CcoaBT. Ha Marepuane MP-TomMorpamm TOJOBHOTO
Mo3ra 152 manueHToB co chOopMUPOBABIIUMUCS IIepe-
OpaJbHBIMU MTapaINdaMy, yKa3bIBalOT Ha BOZMOXXHOCTh
pasButus remunapernueckoid popmsl LI u nmpu aByx-
CTOPOHHEM MOP(OJIOTHYECKOM cyOcTpare: U3 26 naim-
EHTOB C TEMHITJIETHEH Y CeMH HaOIIoNaNoch JBYXCTO-
poHHee nopakeHue u 17 umenu onHoctopoHHee [19].

Bonee rmyboko Bompoc narepanusanur Mopgoio-
THYEeCKOro JedeKTa MO3TOBOM TKaHU MPH reMurape-
trnaeckoir ¢opme LT Ovmm mcememoBan Scheck SM

«QUANTUM SATIS»

2019« TOM |+ Ne 1



STRUCTURAL AND FUNCTIONAL CHANGES

OF THE BRAIN IN THE FORMATION OF PERINATAL HEMIPARESIS

W COaBT. MO JaHHBIM U((y3MOHHHO-B3BEIIEHHON
MPT 46 manueHTOB IETCKOTO BO3pacTa. beITN BEISB-
JICHBI 30HBI JJOCTOBEPHOTO CHW)XEHUS (QPaKIMOHHON
AQHM30TPOIMU OENIOro BEIIECTBA B CTPYKTYypax Kop-
TUKOCIIMHAIBHOTO TPAaKTa MOPAKEHHOTO TOIyIIapHs,
COIPsDKEHHBIE € (PYHKLIHNOHAIBHBIM AC(QHUIIMUTOM B I10-
paxeHHOW BepxHel koHeuHocTH. IIpu aToM y nereit
¢ OunarepaJibHBIMU MOPAXKCHUSIMU MO3TOBOTO Belle-
CTBA TAKOIO POJa M3MEHEHMsI OTMEYaJIUCh B 0OOHX
[OJTyLIAPHUSX.

[To-paznomy u3meHenus (hopMHUpOBAIHCH ITPH JIEBO-
1 TIPaBOCTOPOHHEM remwurnapesax. B mepBom ciydae
OTIPEEISUIOCh CHUKEHUE (PPaKMOHHON aHW30TPOITHH
B MPOCKIHAX CTPYKTYP KOPTHKOCIHMHAIBHOTO TpaKTa
MopaskeHHOro monymapus. I[Ipu mapeszax IOMUHaHT-
HOW KOHEYHOCTH Y MpaBlle (YHKIHUS ee Koppesu-
poBaia c nokaszaressiMu (PPaKIMOHHOW aHM30TPOINHU
B MPOEKIMHU 3aJHEH TajaMU4YeCKOM JIyducToCcTu. Tem
cambIM, MOP(OJIOTUIECKIM CyOCTPaTOM TeMHIAPETH-
yeckoit popmel LT siBrsieTcst couetanue qudQy3HbIX 1
JIOKaJbHBIX M3MEHEHUH MIEPUBEHTPUKYIISIPHOTO OEJI0T0
BEIIECTBA U JIaTepaJIM30BaHHbIC H3MEHEHUsT (HOpMHUPY-
IOT OYaroBYI0 COCTABIISIOIIYIO KIIMHUYECKOH KapTHHBI
3aboneBanwms [20].

H. Tsao u coaBT., aHaTM3UPYsT MEXaHU3MBI (OPMU-
POBaHUsI CTOPOHHOCTH TIPU NIEpPUHATAIILHBIX TeMHIIApe-
3aX Ha COpOKa KJIMHUYECKHX CIydasx 10 pe3yibTaraM
pytuaHOM M auddy3nonHo-B3BemenHo MPT, npu-
LT K BBIBOLY O MOP(OQYHKIMOHAIBEHON OIM30CTH
poreccoB (HOPMHUPOBAHUSI CUMMETPUUYHBIX M acHM-
METpPHYHBIX (DOPM TepUHATAIBHBIX Tapaimdeir. Y 17
neteii (42,5%) ¢ BpoXKIeHHBIM reMHUIape3oM Halmrona-
JIUCh JIByCTOPOHHHKE TOPAKEHUSI Ha CTPYKTYpHOI MPT,
IIPU 3TOM OTMEYEHA aCUMMETPHST KOPTHKOCTTMHAILHBIX
MPOEKIMH KOHTpaJlaTepalbHOTO TMape3y MOoylapus
y aereii ¢ LI1. Kpome Toro, HaOmonanuch Npu3HaAKH
nedeKTa MpoeKLrii He TOIBKO MOTOPHOMU, HO M CEHCOp-
HOW KOpBI M precuncus TakKe B KOHTpaJlaTepajbHOM
MOJTyIMapun. DTH U3MEHEHHs ObLIM XapaKTEePHBI Kak
IUIsl CIIy4daeB ¢ OIHOCTOPOHHMM IIOPa)KEHHEM MO3TO-
BBIX CTPYKTYP, TaK U JJIsl CIIy4aeB ¢ HOPaKCHUEM ABYX-
ctopoHHHUM [21].

CxonHbple [aHHBIE TIOTYYEHbI B HCCIEIOBaHMSIX
Kuczynski AM 1 coaBr., cOrIacHO KOTOPBIM «HE 3aTpo-
HyTash IMape3oM, 3710poBasi, KOHEYHOCTh YaCTO MMEET
MIPU3HAKU MOTOPHOTO neduruTa [22].

VY NanueHToB ¢ TSHKEIBIMH IPOSIBICHUSIMH T€MHUIIA-
peTudeckoil PopPMBI IETCKOTO IEepeOpaTLHOTO Mapau-
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Yya WICHIATepPabHBIE KOPTHUKOCITHHAIBHBIE MPOEKITHH
B KOp€ HEMOPa)kKeHHOTO TOJyIIapus THIIePTpoPpupoBa-
HbI, Hapany ¢ yem Ha MPT omnpenensercs runeprpo-
(bust KOPTUKOCIIMHAIBLHOTO TPAKTa, HCXOASIIETO U3 HE
MopakeHHOro nomyurapus [23].

[Nepexon k yHKUMOHAIBHBIM METOIMKAM HEHPOU-
MUJKUHTA CYIIECTBEHHO JIOTIOHSET JaHHbIE TI0 (DYHK-
[IUOHAJILHBIM acleKTaM (OPMHUPOBAHHUS ITIEPHHATAIb-
HBIX TIapaJInde, MoyIeHHbIe HEHPOOU3NOTOTHICCKH.
[luk sTHX wuccnenoBaHWii ¢ HamOojee 3HAYUMBIMU
pe3yJbpTaTaMy IpHIIeNcs Ha KoHell XX U IepBoe Je-
catunerrne XXI BB. OCHOBHOM METOIMKOM, HCIIOIb30-
BaBILICHCSI AJIS1 TAKUX MCCIIEOBAaHUMN, OblIa TUarHoCTH-
yeckas TpaHCKpaHUAJIbHAST MArHUTHAs CTUMYJISLIMA.
Umcro «omucarenbHbIe» padOThl HAYAILHOTO TIEpUOa
M3yYEHUS TIO3BOJIIIIN OTIPENICIUTh CHUKECHNE aMIUTHATY-
JTbI BEI3BAHHOTO MOTOPHOTO OTBETA M YBEIWYCHHE €TO
JIATEHITNHN KaK OCHOBHBIE MapKepsl mapesa. [Ipu uccne-
JIOBaHMM TEMHUTIAPETHYCCKOW (POPMBI LepeOpabHBIX
napanuyel 3TH MoKa3aTesu ObUIH H3MEHEHBI Ha CTOPO-
HE reMuIapes3a y Kaxa0ro BTOporo nanuenta [24]. 3tu
JTaHHBIE MOYKHO NPOYECTh JIBOSIKO: C OJHOW CTOPOHBI,
Y KaXJI0TO BTOPOTO MAaIlMeHTa U3MEHEHHE TToKa3aTesei
OBLII0, C APYTON — y KaXKJI0TO BTOPOTO OHU HE OBLIH H3-
MEHEHBI.

Kpome Toro, yka3piBaeTcsi Ha BO3MOXKHOCTB TOJTY-
gyeauss BMO, romonarepaibHOTO CTUMYIUPYEMOMY
nonymaputo, B Hopme A0 10-nmetHero Boszpacta. Tem
caMbIM TeHepaluio romosarepaibHoro BMO moxHO
paccMaTpHBaTh Kak MPU3HAK AU30HTOI€HE3a MOTOPHO-
ro aHanmu3aropa. [Ipu 3Tom, kKak ToKas3aiu faabHEnIe
WCCIIeZIOBAaHUS, TeHE3 TOMOJIAaTePaTbHOTO, WIIN — UIICH-
JIaTepaibHOTO, BEI3BAHHOTO MOTOPHOTO OTBETA, MOXKET
OBITH ABOSKMM. BO-TIepBBIX, OH SIBIISIETCS PE3YIBTATOM
Mppagralid MOTOPHOTO HMMITyJbCa MO MOMEPEYHBIM
MEXIOJIyIIapHBIM ~ KOJJIEKTOpaM, MpPEeXAe BCEro —
MO30JIMCTOMY Tely. B HopMme TpaHcKkamo3aibHas up-
paauanus >3¢ppexTuBHO TopMo3uTces. [Ipu gerckux e-
peOpalbHBIX Tapaandax 3TOT APQPEKT CyIIeCTBEHHO
cTpamaeT. Bo-BTOpBIX, pe3ynbTaTroM MepeMenieHns B
WTICHIIATePAbHYIO KOPY 30HBI MOTOPHOTO TIPEACTABH-
TEJIbCTBA.

CHuxenrne >(PQPEKTHBHOCTH YTHETEHHUS TpaHC-
MOJTyIIapHOW Mppajuallil MOTOPHBIX CTUMYJIOB MpHU
KOPTUKAJIbHOM CTUMYJSLUU OTMEYEHO HE TOJIBKO Y
OONBHBIX C TEMUIIAPE3aMH, HO U y MAIHEHTOB, CTpa-
JTAIONUX CUMMETPUYHBIMHU CITACTUYECKUMHE TTOpaxe-
HUASIMH [25].
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[lony4yeHHble [OaHHBIE IIO3BOJISIIOT HCIIOJIB30BATH
[OJIOKEHHE 00 YrHETCHUN UPPaIUaLii UMITYJIbCOB I10
MOTIEPEYHBIM TPAHCKOPTHKAJIBHBIM CBSI3IM B COCTaBe
MO30JIUCTOTO Tejla YK€ He TOJBKO B KayeCTBE TeOope-
TUYECKUX pa3MbIlUIeHUH. IHTepecHbIM ABIsSeTCS TOT
(daxT, YTO NpU HEHPOUMHKMHTOBBIX HCCIICAOBAHUSIX
OOJIBHBIX JIETCKUMHM LIepeOpaIbHBIMU MapajnyaMH OT-
MEUEHA J0CTOBEPHO MEHbBINAS IJIOMIAAb HOBEPXHOCTH
corpus callosum B cpaBHEHHH C TPYIITION KOHTPOJIS, CO-
CTOSIBIIICH W3 3IOPOBHIX neTei [26].

[To3BoNMIM MPENNONOKUTH HAPYIIICHUE CTPYKTYPHI
MO30JIUCTOTO Tejla M DJIeKTpodHIedanorpapuuecKue
uccienoBanus [27].

Kak MBI yke yKka3bIBalM, BTOPBIM MEXaHU3MOM
(hopMHpOBaHMS UIICHIATEPATBHOTO MOTOPHOTO OTBETA
O0OBEKTHBHO NMPHU3HAH KOMIICHCATOPHBIN, CBA3aHHBIN C
Cepbe3HBIMU (DYHKLIMOHAIBHBIMHU NIEPECTPOHKAMU MO-
TOPHOU KOPBI, TIPEXK/Ie BCEro — (OpMUPOBAHUEM HTICH-
JlaTepasIbHBIX 30H MOTOPHOTO MPECTABUTEILCTBRA.

UccnenoBanne (QyHKIMOHANBHBIX  KOPTHKOCIIH-
HAJIBHBIX TPOEKUUH y JeTed C TeMUIIapeTUYECKOn
¢dopmoit AL nmokasano, 4To y TpeTH MALMEHTOB MPH
CTUMYJIILIMM HEMOPa)KCHHOTO TOJYIIApUsl BO3MOXK-
HO 3aperucTpupoBars HopMaiabHbli BMO ¢ kopoTkoi
nateHrueit [28]. Y GombImMHCTBA OOJBHBIX TEMHUIIape-
truaeckoit Gopmoit AT mpu cTUMYIISIIIMA HEMOpaXKeH-
HOTO TIOJTYIIAPHUS HApsIAy C KOHTpajaTepaabHbIM BBISB-
nsics 1 uncunarepansHeiii BMO.

[Ipu cummerpuuHbIX (GopMax 1epeOpaibHBIX Ma-
panuueil coueTaHue MEPBOTO U BTOPOTO MEXaHHU3MOB
(urcunaTepasbHOr0 MOTOPHOTO  IPEACTaBUTENILCTBA
Hapsay co c1a00CThIO MEXaHU3MOB TOPMOXKEHUS TPaH-
CKaJUIO3aJIbHOM Mppajuanuu) co34aéT YCIOBHA JUIS
(hopMHpOBaHUS TAKOTO KIMHHYECKOTO ()eHOMEHA, KaK
CUHKMHEe3uA. [IpuuemM CHHKHHE3UM Pa3IMYHOM BbI-
PKEHHOCTH MMEIOT U pa3invHble HeWpOo(pU3UOIOTH-
yeckre nartepHsl. [Ipu QokanbHON TpaHCKpaHUAIb-
HOM MarHWTHON CTUMYJISIIMM HEMOPAKEHHOH KOpBI Yy
MAIMEHTOB C 3€pKAJbHBIMH CHHKHHE3MSMHU U BbIpa-
KCHHBIM TeMHIIAPE30M BBISBISIIOTCS OmilaTepabHbIE
BbI3BAHHBIE MOTOPHBIC OTBETHI C OIM3KMMHU JIATCHLIU-
sSMH. Y OOJBHBIX C TSKEJIBIM T€MUIIApe30M U CHHKH-
HE3USAMHU PETUCTPUPYIOTCS UIICHIIaTepaIbHbIC BhI3BaH-
HbIE€ MOTOpPHBIE OTBETHI C YBEIMUEHHON JaTeHIMEeNH. Y
MAIMEHTOB C T'eMHIIApE30M CpPEAHEW BBIPA)KEHHOCTH
U OTCYTCTBHEM CHHKHHETHYECKOW aKTUBHOCTH HIICHU-
narepanbHbli BMO He peructpupyercst Bosce [29].
CBs3b ¢akra GOpMHUPOBAHUS UIICHIIATEPATBHBIX TIPO-
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eKknui ¢ Hanbojee TITyOOKUM MOTOPHBIM Je(PHIIUTOM
ObLIa emie pa3 MOATBEpIKIAcHa Ooee ueM depe3 AeCATh
JIeT: JIETH ¢ COXPaHHBIMU KOHTpasaTepalbHBIMK IPO-
SKIIMSMHU UMEJIM MEHBIIYIO BBIPAXKEHHOCTh MOTOPHOTO
JneduuTa, HaJIMYUe UICHIIATepaIbHBIX TPOCKIUI COo-
POBOXKIAIO €r0 OOJIBIIYIO BEIpaKEHHOCTH [30].

[Ipu naTepanr30BaHHBIX MONYMIAPHBIX IMOPAKCHH-
X OBLIO IMTOKa3aHO, YTO TOPaKEHNE KOPTHUKO-CITHHAIh-
HBIX MPOEKIUN BEpXHEH KOHEUHOCTHU C OJTHOM CTOPOHBI
WHAYIUPYET PEOpraHu3aIfio PeIeBOil 30HBI B KOHTpPA-
JaTepasbHOM TONYIMAapU. DTH 30HbBI PACTIOIOKEHBI B
MeCTaX, CPABHUMBIX C XOJIOM KOPTHKO-CIIMHAIBHBIX U
KOPTHKO-HYKJICAPHBIX TPOCKIUH TEPBUYHOU MOTOP-
HOW KOpPBI B MEPUBCHTPUKYISIPHOM OCJIOM BEIIECTBE
[31].

WHTepecHbIe TaHHBIe TT0 POIH KOPKOBOTO KOHTPOJIS
B KOMIICHCAIIM{ MOTOPHOTO Je(HUIINTA TIPH TeMHUTIApe-
tnayeckoit popme LT 6pun mpencrasienst B 2013 1
Dinomais M u coast. Ha ¢pynkimonansHom MP-Tomo-
rpade ObUIO MOKa3aHO, YTO KOMOMHAIIHS HAOITFOCHHS
32 KOHTPYIHTHBIM JIBIDKEHHEM PYK OJHOBPEMEHHO C
MACCUBHBIM JIBIDKCHHEM MapeTUICCKON PYKH PEKPYTH-
pyeT 00JIbIlle MOTOPHBIX 30H, TO €CTh ITACCUBHOE JBH-
JKEHWE W HaOIOIEHUE 3a JeHCTBUSIMH MMEIOT OOIIHiA
XapakTep aKTHBAIMU 30H MOTOPHOTO MPEICTABUTEIh-
ctBa [32].

[Tpu m3mMeHeHnn MOp(HOIOTUN MO3Ta PU3HOJIOTHYE-
ckre 3PPeKThl PYHKIMOHAIBHBIX MEPECTPOSK MOTYT
UMeTh U oOparHoe pazBuTHe. Tak, mocie remuchepik-
TOMHH HaOJIONANIOCh BOCCTAHOBJIEHHE KOPKOBOTO
MPEJCTAaBUTEIHCTBA Y MOJIOJION JIEBYIIIKH C ITPABOIIOIY-
[IAPHBIM TeMUIIAPE30M U snujerncueit [33].

AHanu3 MpUBEICHHBIX JTaHHBIX MTO3BOJIIET KOHCTa-
THUPOBATh, YTO HA HACTOSIIIII MOMEHT HCCIIeI0BATEIISIM
YIQJIOCh BBIMTH B U3yUCHUH LIEHTPAJILHBIX PACCTPONCTB
JIBUKCHUSI Ha KAYECTBCHHO HOBBIM MOpP(}OQYHKIIHO-
HAJIBHBIN YPOBEHb B PACKPBITHH HEHPOAHATOMUYECKUX
KOPPEJSATOB CEHCOMOTOPHOTO JeuiunTa.

Tem He MeHee TOBOPHTH O TOM, YTO HaM IOHST-
HBl ¥ M3BECTHBI BCE MEXaHW3Mbl W (OPMHPOBAHUS
BPOXK/IEHHOTO TEeMHUIape3a W €ro KOMIIeHCAllld, Ha
CEeroJHAIIHUN JeHb paHo. B KIMHHYECKOW MpaKTUKE
YacTO BCTPEYAIOTCSl CIy4au YAUBHUTENbHO 3(dekTus-
HOW KOMIIeHcaluu rpyOeHmx, Ka3aaock Obl, CTPYyK-
TYpPHBIX MOPAKEHUH TOJIOBHOTO MO3Ta, KOTOPHIE TMOJI-
TBEPXKIAIOT HEAOCTATOYHOCTh HAIIMX 3HAHMIA, C OTHOM
CTOPOHBI, @ C APYTON — AETAIOT HAYYHBIH IMOMCK B 3TOM
HaIpaBJICHNN KpaifHe HeOOXOINMBIM.
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Pe3rome

[Ipencrarieno HaOIONEHIE HOBOPOXKICHHOTO, Y KOTO-
pOTO TIPU POXKIACHUU JUArHOCTUPOBaHA OOJIBIIUX pa3-
MEpOB OITyXOJb IEHTPAIBHBIX OTHENO0B TedeHu. [Ipu
00CJIe/IOBaHNY, BKJIFOYAIOIIEM CIICAYIOUIUE BH3yaJH-
3UPYIOIIUE METOJIbI: YJIBTPAa3BYKOBasi U KOMITbIOTECPHAS
Tomorpadum, oO0mmas abgoMuHAIbHAS aoprorpadus,
nenuakorpadusi, remaroonactToma. BeinomHeHa pe3ek-
U HEHTPAJIbHBIX OTACIIOB IEYCHU C UCIIOJIb30BAHUCM
BOZIOCTPYHHOTO JuccekTopa. OcnoXHEeHUH He OBLIO BO
BpeMsI OIIEpaIliy U B MOCIICONEPAIMOHHOM TIEPUOJIE HE
3apEeruCTPUPOBAHO.

Knrouesnle cnosa: noéopooicoennvie, onyxonu newen, Xu-
pypauteckoe jievenue, 6000CMpYIHAS OUCCEKYUSL.

Abstract

The observation of a newborn, who was diagnosed
with a large tumor of the central parts of the liver at
birth, is presented. The examination, including visual
methods: ultrasound and computed tomography, general
abdominal aortography, celiacography) hepatoblastoma.
The resection of the central parts of the liver using a water-
jet dissector was achieved. There were no complications
during the operation and were not registered any in the
postoperative period.

Key words: newborns, liver tumors, surgical treatment,
water-jet dissection.

OnyxoJ Me4eHu MPEICTABISIFOT COO0H TOCTaTOYHO
PEIKyIO ATOJIOTHIO y JIETel Bo3pacTa cTapiie OJHOTO
roja.

C‘-II/ITaCTCSI, YTO ONyXOJKM MEYCHU B ACTCKOM BO3-
pacte (o 15 net) Habmronatorces 10 4% Bcex 3J0Kaue-
CTBEHHBIX HOBOOOPA30BaHUIl y JIETEH, a y MalMeHTOB
Momoxke 1 roma oHmM HabmronmatoTcs Oonee dem B 6%
cpenu oOIIero uncia 3J0KaueCTBEHHBIX OMyXoei [1].

«QUANTUM SATIS»

Mexay TeM B OHKONEIHATPUYCCKHUX OTICICHHSX,
B KOTOPBIX 3aHUMAIOTCS JICYCHUEM JIETeH C JTaHHOU
TSOKEIION TATOJOTHEN, TaKWe MAIlUEHTLI HE SBIISIOT-
cs penkocThio. OcoOyro Tpymmy NpPEACTaBIseT ACTH
MepUoJia HOBOPOXKIEHHOCTH, Y KOTOPBIX OITyXOJIH TIe-
YCcHU 6I)IJ'II/I JIHaFHOCTPIpOBaHLI B HepBLIe JHU KU3HU.
DTO CBI3aHO C HEOOXOIMMOCTBIO HAXOXKICHMS JETEH
B CICIHMATU3UPOBAHHBIX OTICIICHUSAX, a IMOPOH U pe-
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PE3EKUWA LUEHTPANbHbIX OTOENOB

NMEYEHN Y HOBOPOXOEHHOIO NO NOBOAY ONMYXOINHN

AHMMAIAU JIJI1 HOBOPOXKICHHBIX, 0COOEHHOCTSIMU TIH-
TaHUS MAlMEeHTOB, HAIMYHE COOTBETCTBYIOIIETO IITaTa
CHEIMATUCTOB (Bpaueii HEOHATOJIOTOB) U T. .

HauGonee ClOXHBIM STarmoM JiedeHUs OOJILHOTO
OITyXOJIbIO TICUEHH SBIICTCS XHPYPTUYSCKOS BMEIIa-
TenbcTBO. Yale Bcero peub ujaeT o0 yHajJeHHH Cer-
MEHTOB WJIM OIHOW U3 J0Jel neueHu. Takue onepauuu
HEPEIKO COMPOBOXKIAIOTCSI MHTPA- U TTOCIICONEePaIliOH-
HBIMH OCJIOKHCHHUSIMH.

Jaxxe B crenuanu3upOBaHHBIX OHKOJOTHYECKHX
OTAENIEHUIX, 3aHUMAIOIINXCSI XUPYPruei nmedeHu, oc-
JIOKHEHHS B TIOCIICOTIEPAIIMOHHOM TIEPUOJIE PETUCTPH-
pYIOTCS y OOJBIIIOTO YKCIia OONBHBIX.

Tak, Ilartorko FO.W. coobimaer, 4yTo mocie pe3ek-
LU TIEYCHH, HE3aBUCUMO OT 00beMa Pa3HOro Pojia OC-
JO)KHEHUs HaOmoganmuch y 191 6onpHOTO, 9TO COCTa-
Buto 43% [2].

HauGosee TsoKeIbIM 1 OTTACHBIM OCJIOKHEHHEM IPU
orepanusx Ha MEYEHHU sABIsCTCS KpoBoreueHue. Oco-
OEHHO aKTyaJbHa JJaHHAs MMpoOIieMa MPH OTlepanuix Ha
MeYeHU Y HOBOPOXKICHHBIX U MaJIOBECHBIX JIETSX, UME-
FOIUX MaJbIil OOIINH 00beM IUPKYIUPYOIIel KPOBH
(10 300 mu1). Bot mouemy oneparuy Ha EUEHU SBIIAIOT-
Csl BBICOKOTEXHOJIOTHYHBIMH M TPEOYIOT BBICOKOKJIACC-
HBIX CICIMAIUCTOB — XUPYPrOB U aHECTE3UOJIOTOB,
MPUMEHEHHSI MHHOBAIMOHHBIX CPEJICTB XUPYPruu (ar-
IapaToB M MPUOOPOB) WHKCHEPHOTO COMPOBOXKICHUS
[3].

Eme Oomee ClOXXHBIMH TIPEICTABISIOTCS CIyYaw,
KOTJIa OITyXOJIb 3aHUMAeT LEHTPaIbHbIE OTAEIbI TIede-
HU U BEPOSATHOCTH OCIIOKHEHHI MTOBhIMAaeTcs. B Takux
CUTYyaIHSIX 00CYXJIAeTCsl BOIIPOC O BO3MOMXHOCTH BBI-
MOJTHEHMSI OTIEPAIlUU — PE3EKIUU IICHTPAIBHBIX OTIC-
JIOB TICYCHHU.

Manvyux Jl., poouncs donowennvim om 2 bOepe-
MEHHOCMU, BMOPLIX CBOEBPEMEHHbIX HOPMANbHBIX
p0o008, om dHceHwuHvl 38 1em ¢ oma2oujeHHbIM CO-
MAMUYECKUM U SUHEKOLOSUYEeCKUM aHaMHe30M. Bec
npu poacoenuu 3220 epamm, pocm 53 cm. Cocmosinue
npu podcOeHUuU OYeHUBaIOCh KAK CpeoHell CmeneHu
msicecmu, 00YCI08IEHHOU ObIXAMENbHOU HeOOCma-
mounocmuio 1—-2 cmeneHu, 8vlpadcenHbviM CUHOPOMOM
Venemenus YyeHmpaibHol HePEHOU CUcmemsbl Ha (oHe
pucka peanuzayuu eHympuympoonou un@gexyuu. C
podicOenus NPoBOOULACL OONOTHUMENbHAST OOMAlYUsL
Kuciopooa uepesz naiamky. JHmepaibHoe KOpMieHue
yeeausan. 20.11.17 pebenok nepeseden 6 OPUT onsn
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Puc 1. KomnbtotepHas aHrvorpadms peberka J1., 6 aH. xu3Hu.
Onyxonb pacronaraeTcs B LEHTPasbHbIX OTAENaX MeyveHu, akTve-
HO HakannuBaeT KOHTPACTHOE BeLLeCTBO. boree NnoTHble yyacTkv
pacrionaratotcs Ha nepucepuy HoBoobPasoBaHwsl. B LieHTparnbHbIX
oTZienax y4acTkin KUCTO3HOM MOTHOCT

Hogopodicoentvix demeti [{I'KbB um. 3.A. bawsesoii ¢
OUACHO30M.! ACNUPAYUOHHASL NHEBMOHUS, Yepedpab-
HAsL uteMusi 1e2kol CMeneHu, OCmpwlii nepuoo, CUH-
Opom yeHemeHuUst YeHMmMpPAaibHOU HEep8HOU CUCHeMbl,
KOHbI02AYUOHHAs dcenmyxa. Pebernok nonyuan anmu-
baxmepuanvHyr, UHQY3UOHHYIO (C napeHmepalbHbIM
numanuem) u nOCUHOPOMHYI0 MePAnUIo.

IIpu Y3U opeanos oprownoi nonocmu 20.11.17:
9XO-NPUZHAKU 0OBEMHO20 NAMOI02UYECKO20 00PA306a-
HUs neyenu (eenamodracmoma?).

Ilo oanneim KT oprownoti nonocmu 21.11.17: npu-
3HAKU 00bEMHO20 00PA308aHUS NEeYeHU, ONYXOilb (eena-
mobnacmoma?).

Pebenox nepeseden 6 omoenenue namonoeuu HOBOPoO-
2HCOEHMBIX U HedoHoweHHbIx Oemell HITL] cneyuanuzupo-
BAHHOU MeOuyuHcKol nomowiu oemsim um. B.®. Boiino-
Aceneyxoco (HIIL]) ona nposedenus cneyudanvbHozo
(npomusoonyxonegoeo) neyenust 6 8ozpacme 6 Omuell
JHCUBHUL.

Ilpu ocmompe sncusom ysenuuen 6 ooveme (38,5 cm)
3a cuem 0ObeMHO20 HO800OPA308aHU, NPU NATLNAYUU
NJIOMHO-21ACTMUYHOLU  KOHCUCIEHYUU, GbICIYNAIUie-
20 Ha 7,5 cm u3-nod Kpas npasoil pebeproil dyeu u Ha
5,0 cm u3-noo kpas nesotl pebeproii oyeu. B nesponocu-
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Puc 2. Oran onepauwm. B paHy BbiBefeHa neveHb. B ueHTpars-
HbIX OTAENax opraHa OTYETIMBO ONpeaenseTcs oMbLUMX pa3MepoB
0nyXorb, UMeEloLLIas A0CTATOYHO YETKYE FpaHuLibl (OTMEYEHbI CTpent-
kamm). OcTatoTCs MHTAKTHBIMI YaCTb MPaBOov (4acTb 5, 6, 7 v yacTb 8
CETMEHTBI) 1 YaCTb JIEBOW (2, 3 CETMEHTbI) Aonen

YECKOM CIamyce COXpaHAemcst YMEpeHHAsi MbluleuHas!

2UNOMOHUSL, 2UNOPEILEKCUsL.

Ipu xomnviomepHoll aneuozpaguu OmMyemaueo u-
3Yanu3upyemcest OnyxXoib DOIbUUX PAZMEPOs, AKIMUBHO
HAKanIueaIoujasi KOHMpPAcn, PAcnONOICEHHAS! 8 YeH-
mpanreHuLIX omoenax neveru (puc. 1).

s pewenus 6onpoca o 603MOICHOCHU BbINOJ-
HeHUsl XUPYPSUUECKO2O BMEUAMenbCmea — pe3eKkyuu
YEHMPATbHBIX OMOEN06 NeYeHU, PeuleHo npou3secmu
nayuenmy npamyio aneuo- u eenozpaghuio. J{s amoeo
Manvuux 6w nepeseden ¢ JIKB Ne 13 2. Mockeul, 20e
emy Ovlia 6vinonHeHa 0Owas abOOMUHANbHASA AHeU-
oepaghus, yenuaxozpagus, mesemepurozpagpus u e-
Hoepagus. Tlo OanHbIM NPOBEOEeHHO20 UCCIe)08aHUS
NoIyueHvl OaHuble, CeUOemenbCmeyuue 00 onyxoau
YEeHMPATbHbIX 0MOeN08 neyeHu, Oonee 6eposmHO —
BMOKAUECMBEHHOU NPUPOObL — 2eNnamodIACIOMbL.

Tocne obcyscoenusn nayuenma na KOHCUIUYME 8Pa-
yell omoeneHull HeOHAMOoN02UU, OHKOLO02UU, TYYesol
OUACHOCTUKY, AHEeCMe3UONO2UU U  PeaHUMAMON0Ul
OBLIO NPUHAMO PeuleHUst O GbINOTHEHULU XUPYPSUUECKO-
20 eMeuamenscmaa 8 ooveme:

1) nanapockonuueckoii pesusuu neuen ¢ OYeHKoU 803-
MOJICHOCTIU PE3eKYUU NeUeHU C ONYXOIbIO,

2) 8 cryuae He8O3MONCHOCMU NPOU3BOOCHEA 0OuUp-
HOU Onepayuy 02paHuyumscsi Ouoncuetl onyxoau
UL KOHGEPCUU 8 OMKPBLIMYIO ONepayuio — pe3eKkyuu
YEHMPATbHBIX 0MOEN08 NeUeHU C ONYXONbIO.
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Puc 3. Oran onepaLuu. Ha PUCYHKE NPeACTaBlIeHbl NEYEHOUHbIE
BEHbl, M0 KOTOPbIM OCYLLECTBNAETCA OTTOK OT OMyXOnn 1 300POBbIX
OTZEJI0B NMeYeH B HKHIOK NMonyto BEHY. 1- npa.agd, 2- cpeaHas n
3 - neBast NeYEHOYHbIE BEHbI

Puck onepayuu 6vi1 oyenen xax upe3bluaiiHo Gul-
cokutl, 0 wem pooumenu pebenka Ovliu npedynpesicoe-
HblL U UX co2nacue Ha onepayuro Ovlio NOIYYEHO.

21 oexabps 2017 2. npousgedeno xupypeuueckoe eme-
wamenvcmeo. Ha nepeom smane svinonnena ianapocko-
NUYeCKas pesususi NedeHu. YCcmanoeieHo, ymo onyxoib
3aHuMaem yenmpanvhvie omoensl. Ilocne oyenxu cex
(akmopos peuieHo nepeimu K OmKpblmou onepayui no
VOaIeHUI0 ONYXOJu.

Xupypeuueckuti docmyn — 08yxnoopedepHas iana-
pomomus. Ilocne pacceuenus c65a30K neuenu opeam bi-
seden 6 pany. Onyxons 3anumaem yeHmpaivhvie omoe-
a1l newenu. Unmaxmuvivu ocmaiomcest 2, 3 cecmenmol
J1e6oll 00U U 4acme 5-20, NOTHOCMbIO 6, 7 U 4acmb
8-20 ceamenmos npaesoui donu (puc. 2).

Buloenenvl neuenounvie gemvi. Oyenena 6803MOdxC-
HOCMb COXPAHEHUs. OMMOKA KPO8U OM NeueHU nocie
pesekyuu opeana no npaeoll U 1esoli NeyeHOUHbIM Ge-
Ham (puc. 3).

C nomowwio odocmpyiinoco ouccekmopa ERBE
Jet (komnanusi ERBE Elektromedizin, ['epmanus) npo-
138€0€H0 GblOelleHle ONYXOIU U3 300P0BOLU NAPEHXUMbI
neuenu. Onepayusi conpogoHcOaiaAcs NOCMOAHHBIM
VILbMPA3BYKOBLIM  KOHMPOLeM (UHMPAONnepayuoHHas
donjiepoepaghus) 0iisi OYeHKU Kpaes pe3eKyuu NeyeHu ¢
MOYKY 3peHus abIACTNUKU U PACNONONCEHUS OCHOBHBIM
semeell cocyoucmoti mpuaost. Kpynueie cocyoucmoie
6emaU 8blOeIeHbl, Nepesa3aHbl U nepeceyeHsl (puc. 4).
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PE3EKUWA LUEHTPAJIbHbIX OTAENIOB

NMEYEHN Y HOBOPOXOEHHOIO NO NOBOAY ONMYXOINHN

Puc 4. 31an onepauym. C nomoLLbt BOAOCTPYAHOTO AUCCEKTOpa
ERBE Jet (komnatus ERBE Elekiromedizin, I'epmaHus) BbinonHseT-
CS1 PE3eKLMs CErMEHTOB MPaBOWi 1 NEBO JOMEN MEYEHN B NMpeaenax
rpaHuL, cBoBOAHbIX OT OMyXOmH, YTO b0 OMPESEeneHo BbIMONHEH-
HOW MHTpaonepaLIoHHOI YNbTPa3ByKOBOW Aonneporpadimeit. B Hink-
HINX OTAENax BU3yanuanpyioTcs KpyMHble COCyabl MEYEHI (OTMEYEHO
CTpenkamy)

w ]

Puc 6. PaHeBas noBEpXHOCTL MEYEHN MoCre yaaneHus onyxonu
LieHTparbHbIX OTAENOB. IMapeHxiMa oCTaBLLERCS 300POBON NEYEHN
obpaboTata MeToOM aproHonna3veHHoM koarynsuym (Plasma Jet).

Onyxonb nonnocmvio Gvldenena u3 oxKpyscaroujell
300p06OT NAPEeHXUMbl neueHu u nod koumponem Y3HU
donnepozpaghuu omceuena om OCHOBAHUSL NeYeHU HAo
HUDICHElU NooU 6eHoll (puc. 5).

Buo panesoii nosepxnocmu nevenu nocie eé 06-
PabomKu MemoooM apeOHONNA3MEHHOU KOa2ylAyul
npedcmasien Ha puc. 0.

Ceéeoenusn o pebenke u onepayuu nPeoCmasnieHvl
Huoice:
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Puc 5. S1an onepauym. Onyxonb OTAeNEeHa OT HEMOPaXeHHbIX Cer-
MEHTOB MPaBOW M NEBOI Joneit neyeH. TilatensHoe v bepexHoe
BbIZENEeHve COCY0B BOAOCTPYIMHBIM A1CCEKTOPOM NO3BONSET M3De-
aTb PaHEHWs MarncTpanbHbIX COCYJI0B OpraHa.

— eo3pacm nayuerma

— 8ec pebenKd............. 3 ke 600 2
— 00BeM YUPKYIUPYIOWCUL KPOBU............... 320,0 mn
— NPOOOIAHCUMENLHOCb ONEPAYUM............ 4,5 yaca
— KDOBONOMEPSL ... 140,0 mn
— NepenuUmo dIPUMPOMACCHL ........................ 100,0 mn
MaxcumanvHoe naoenue Hb
— B0 BPEMSL ONEPAYUN ... 86 2/n
— Hb K KOHYY ONEPAYUU ...........ocvveevaneran, 110 2/n
— 8eC YOANCHHOU ONYXOMU.....c..eeeeeeaeeaene 802 (!)

Teuenue nocreonepayuonno2o nepuoda be3 ocoben-
Hocmell, 6e3 ociodcHenull. Manvuux evinucan 3 AHeaA-
ps 2018 2. 0omoil 8 YO081emE8OPUMENbHOM COCIOSIHUU.

Tucmonoeuyeckoe 3axniouenue: 00OpoKauecmeen-
HASl ONYXOJlb — 2eMAHSUOMA.

Hwuxe npeacraBieHa TMHAMUKA U3MEHEHHUsI Beca
MeYeHH B 3aBUCHMOCTH OT BO3pacTa pedeHKa:

— BEC TEYECHU HOBOPOXKIEHHOTO COCTABISET OKOJIO

130 ;

— K rogy Bec yBenmumBaetcs 10 320 1

— Kk 3 rogam — 10 450 1

—x 10 rogam — 10 800 r;

— Kk 16 ronam — 110 1250 1.

Bec neuenu ynaunBaetcs k 8—10 Mecsuam u yrpau-
BaeTCs K 2—3 roxaMm.

Takum 006pa3om, ISl OLEHKH BO3MOKHOCTH BbI-
MOJTHEHHS OTIEPANNY 10 MOBOIY OMYX0JH Y HOBOPO-
JKIE€HHBIX, PACIOJIOKEHHBIX B TPYIHBIX aHATOMHYe-
CKHX 30HAX Me4YeHH, He0OX0AUMBI:
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— THIaTeTbHAs  IMpeJOoNepalloHHas  MOATOTOB-
Ka, BKJIIOYAIONIAsl MCIOJIb30BaHUE aJeKBAaTHBIX
METOJIOB  BU3YaJIHM3HPYIOIIETO
(KoMmmbIOTEpHAsT aHTHOTpadusi, NpsMas o0Ias
U CeJeKTHBHAs aHruorpadus u BeHOrpadus
WCTIOJIb30BAHNE COBPEMEHHBIX KOMITBIOTEPHBIX
JUAarHOCTHYECKUX MPOTPaMM) C IMOCIETyIONeH
OIICHKOW PHCKOB aHECTE3MH M OINEPaTUBHOTO

RESECTION OF CENTRAL DIVISIONS
OF THENEWBORN'S LIVER IN CAUSE OF TUMOR

OpIOIIHON IOJIOCTH Y MEYEHH (110 BO3MOXHOCTH
BCEX CETMEHTOB);

oOcnenoBaHus — MCIOJIb30BAaHNE BO BPEMsI OIIEPALIMH COBPEMEHHBIX
AUArHOCTUYCCKUX U XUPYPIrUYCCKUX TEXHOJIOT HI71,
MO3BOJISIIOIIMX  BU3YaJIU3UPOBATH aPXUTEKTOHHUKY
COCY/IOB II€UEHH, OIIPE/ICIIUTh 30HY PE3EKLIUHU C yue-
TOM a0JIaCTUKH, MUHUMU3UPOBATH KPOBOIIOTEPIO U
MIPEIOTBPATUTh CMEPTETHHO OMACHBIE OCIOKHEHUS

BMEILIATEIIbCTBA; (kpoBOTEYEHHE, TIEYCHOYHAs HEZIOCTAaTOYHOCTH );

— OKOHYATeJIbHAsl OIICHKA PE3eKTa0eIbHOCTH TPO- — XUpyprudeckas Opuraaa, UMEIOIIas OIbIT BBIIOJ-
BEJICHUEM JIalapOCKOIMYECKON PEBU3UU OPraHOB HEHUS ONEpaLUi Ha NIEUYEHHU.
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EE
Pe3ome

B crarbe mpuBoaMTCS OmnMcaHUE KIMHMYECKOrO Ciydas
HapyLIEHUs] CEPACYHOIO PUTMa — IIOCTOSHHO-BO3BpAT-
HOU JKETyJOUKOBOM TaxXUKapAWH, >KEITYJOUKOBOH AKCTpa-
CHCTONIMM y peOEHKa ¢ reMuQanuaibHO MUKPOCOMUEH
(cuampoMm lompaenxapa) B coueTaHur ¢ Majibhopmarteit
Henmm — Yokepa, BHyTpeHHEH cooOIIaroIencs ruapore-
(anueii, cOCTOSHUE TOCJIE MHOTOATAITHOIO OHNEPATUBHOTO
nedenys. OmnmcaHa IUHAMMKA Pa3BUTHSI SKEITyIOYKOBOI
TaxvKapAuu Ha (poHE MPOBOAMUMON AHTHAPUTMHUYECKOMN
Tepanuu.

Kniouesvie cnosa: diceny0oukosas maxuxapousi, aHmu-
apummuyeckas mepanusi, cunopom I onboenxapa, mao-
¢opmayus Jlenou — Yoxepa

Abstract

The article describes the clinical case of cardiac
rhythm disturbances — chronic ventricular tachycardia,
ventricular arrhythmia in a child with hemifacial
microsomia (Goldenhar syndrome) along with
Dandy — Walker malformation, ental communicating
hydrocephalus, state after staged surgical treatment. The
dynamics of the development of ventricular tachycardia
on the background of the conducted antiarrhythmic
therapy is described.

Key words: ventricular tachycardia, antiarrhythmic
therapy, Goldenhar syndrome, Dandy — Walker
malformation

B nenmarpuueckoil moOMymSAMM  OKETYyI0YKOBas
taxukapaus (OKT) sBigercs OTHOCHUTENBHO pEeAKOi
aputMuenl. PacnpocTpaHeHHOCTh €€ B JIETCKOM BO3-
pacte He usydyeHa. Cpeau Bcex apuTMHM y JeTell oHa
BcTpeuaercs ¢ yactoroit 10 6%. Cootnomenue XT ¢
CYTIpaBeHTPHUKYISIPHON Taxukapauei coctasmset 1:70.
OTHONATOreHETUYECKHE OCHOBBI BO3HUKHOBeHUs KT
y Aereil pazHooOpasHel. [IporHo3 Bo MHOroM onpene-
JISIeTCSl HAJIMYMEM WJIM OTCYTCTBHEM CTPYKTYpPHOM ma-
TONMOTHHU cep/ra. JKelyqoduKoBble TaXUKApAUA MOTYT
BO3HUKAaTh MPH BPOXKJICHHBIX MOPOKax ceplra, Kak y

104

HEONEPUPOBAHHBIX JIETEH, TaK ¥ B OTAAJICHHOM IIEPHO-
Jie TIociie Xxupyprudeckout koppexuuu. Tetpaaa dao,
CTEHO3 a0pTHI, Ae(EKT MEXIKEITYIOIKOBON MTEPETOPO/I-
KU C BBIPXCHHOM JIGTOYHOH THIEPTEH3UEH (KOMILIEKC
DOl3eHMeHrepa), TPaHCIO3UIHS MarkucTPaJbHBIX CO-
CyJIOB, JIBOMHOE OTXOXKJICHHME MarucTpajbHbIX COCY-
JIOB OT MPaBOTO KEIyIodka Hamboyiee 4acTo COIps-
JKEHBI ¢ BO3MOKHOCThI0 pazsutust JKT. Hapsiay ¢ atum
NPUYUHAMM Pa3BUTHUs IKEIIYJOUKOBOW TaxUKapIuu
MOTYT OBITh KapAHMOMHONATHN (TUIEPTPOPUICCKas,
JUITaTalliOHHAs, PECTPUKTHBHAS), TPaBMBI CepiIa
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(CommotioCordis, kareTepHbIe MPOIENYPHI), OITyXO-
mn cepana (Hampumep, padbaomuoma). CpaBHATEITHHO
HEJIaBHO BBIJCIICHA TpymIa 3a001eBaHui, 00hEIMHCH-
HBIX OOIINM Ha3BaHUEM — IIEPBUYHBIC JICKTPHUCCKUE
3a0oseBaHus cepALay. B rpymmne skcTpakapaIuaibHbIX
MPUYMH Ba)KHOE MECTO 3aHMMAIOT MeTabOoJIHYecKue
HapyuieHus. Cpeirt HUX THITO- U TUTICPKATUEMUS], allyi-
1103, TUTIOKCHUS, TUTIO- M TUIepMarHuemMust u 1p. Psn
(hapMaKoJIOTHUECKHUX TIpEenaparoB, TaKUX KaK UTH-
TajJuc, KOKaWH, KaTeXOJaMHHBI, aHTHOAKTEepHaIbHBIC
cpezicTBa (3pPUTPOMUIIMH, TPUMETONPUM H Jp.), 00Ib-
IIMHCTBO aHTHAPHUTMHUYECKUX TIpernaparoB (Ipernapa-
Tol [A, IC, III kyacca) Taxkxe MOTYT CTaTh MPUUYUHON
Pa3BUTHS JKU3HEOMACHBIX JKEIyHOYKOBBIX ApUTMHU.
I'emopnaamMuvecku cradunpHas KT wHOTAA TpOTeKaeT
ACUMIITOMAaTHYECKH WJIA C MUHHMAaIbHBIMH CHMIITO-
MaMH, TaKUMH Kak cepanednenue. I eMomnHamMmdeckn
HectabuibHast KT B HEKOTOPBIX CIyYasx MPOSIBISTCS
MIPECUHKONALHBIME U CHHKOTIAJIbHBIMH COCTOSTHHSIMH,
BHE3aIIHBIM «CEPJCYHBIM apecTOM» WIIM BHE3aITHOM
cepaeyHor cmepthbio [1].

B meiipoxupypruueckoe otaenenne HIIL[ cme-
AaTU3UPOBAHHOW MEAWIIMHCKONH TOMOIIN JICTSM
uM. B.®. BoitHo-fcenenkoro JI3M nocrynuia geBoyka
Hamra B. 8 et (04.08.2009 1. p.) 1715 poBEACHIS OTIEpa-
TUBHOTO JICUeHHs BRIBUXA paBoro oezipa. M3 anamuesa
M3BECTHO, 4TO pedeHok ot Il 6epemenHocTH, | cpouHbIX
ponos. Bec/poct nipu poxkaenuu 2680 r./47 cM, OllcHKA
o Amnrap 7/8 6annoB. B cBsSI3uM cO MHOKECTBEHHBIMH
BPOXKJICHHBIMU TIOPOKaMM Pa3BUTHUS OHa Oblia oOciie-
JIOBaHA TEHETHKOM: YCTAaHOBJIEH CHHIpOM |onmbaeHxa-
pa (oKymno-aypuKyino-BepTeOpaipHas aucruiasus). B
Bo3pacTe | Mecsa JuarHoCTUPOBaH BPOXKACHHBIHN 110-
POK cepitia — O0IBIION OTKPBITHINA apTepUaTbHbIN MPOo-
ToK (5,3 MM), TUIOIUIa3Us TYTH aOPThl C IPAJHUEHTOM
JaBiieHust 12 MM pT CT., BBIp@)KEHHAsI CUMMETpPUYHAS
runeprTpodusi MUOKap/a, paclieHeHHas Kak (eTaabHbIH
kapaut. B 2 mecsina B IT'KB Ne 13 um. H.®. ®unarosa
BBITIOJTHEHO XHPYPTAYECKOE JIeUeHHE MOpOKa — Iepe-
Bs3ka OAIL [Ipu mampHeleM 00CIeIOBaHUHN THATHO-
CTHPOBAHbI CMEIIIaHHAas TYyTOyXocTh [V cTenenu cpasa
u Il crenenu cieBa; yacTuaHas aTpodus 3pUTEITHHOTO
HepBa ¢ 00erX CTOPOH, pacXoJsieecs KoCorlia3ue; He-
CTaOMIILHOCTH Ta300eApeHHbIX cycTaBoB. C 3 yer oT-
MEUEeH MPOrPEeCCUPYIOUINHA POCT TOJIOBBI, IO JTaHHBIM
MPT — mansdopmauns Jdennu — Yokepa, BHYTpEHHSIS
coobmaroniasics ruaporedanus, Mo MoBOAY KOTOPOH
HEOJTHOKPATHO TPOBOIMINCH XUPYPTUUECKUE KOPPH-
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rupytromue onepauuu: 04.10.12 — HeilposnAOCKONINYE-
ckas mepdopartus naa 11 xemymouka u ABYCTOPOHHSIS
miekcokTomust, 16.08.13 — uMIuTaHTaHST BEHTPUKYIIO-
MePUTOHEANTHLHOTO MIyHTa, 29.07.14 — ynanenne BIII,
MMIUTaHTAIUs] Hapy’KHOTO BEHTPHUKYJIIPHOIO JIpeHa-
ka; 12.08.14 — nnaHMpoBanoCh MPOBEAECHNUE BEHTPH-
KyJIO-aTpPUAIBHOTO IIYHTHUPOBAHHS, OJHAKO BO BpEeMs
aHECTEe3MOJIOTHIECKOro o0ecreueHusl Obljla OTMEYeHa
Opanukapaus, GUOPHMIUISAIHS JKEeITyITOYKOB, B CBSI3U C
YeM BBINOJIHEHA KapJHOBEPCHS C BOCCTAHOBIECHHEM
cunycoBoro putMma; 21.08.14 — uMrmanTanus BeHTpU-
KyJIO-aTpHaJIbHOIO 11yHTa, ynaneHue HB/I.

B mapre 2016 r Bo BpeMs IJIaHOBOTO MPOBEAECHUS
XOJITEPOBCKOTO MOHHMTOPHUPOBAaHUSI BIEpBBbIC 3a(UK-
CHUPOBaHO HApYIICHHE PUTMa B BHJIE JKEITYIOYKOBOU
skctpacuctonmn (QKOC) u 3anmoB JKeTyI0YKOBOH Ta-
xukapauu. JleBouka oOciemoBaHa B JleTCKOM IIEHTpE
HapyIIeHU CEepIeYHOTO PUTMA, T€ YCTAHOBJICH AH-
arHo3 IIOCTOSIHHO-BO3BPAaTHOM JKEIIYJIOUKOBOW TaxXu-
KapJinu, KeIyl0YKOBOM 3KCTpacUCTONUHU (TIpeacTaB-
JIEHHOCTh JKEITYyJ0YKOBOM JKTONMMU 3a cyTKH 21%).
ITo manneiM DXO-KI, onpenensiuce HEBbIpa)KEHHBIE
MpHU3HAKHU TuacTonndeckod nuchynkmmu | tuma (Bo3-
MOYKHO, 32 CYET TaXWKapauH), OTKPHITOE OBaJbHOE
OKHO 2-2,5 MM C HE3HAYUTENIbHBIM cOpocoM. Hauara
aHTHApUTMHYECKas Tepanus PUTMOHOPMOM B JI03€
10 MI/KT/CYT. C BBIpQXKCHHOM MOJI0KHUTEIHHON TUHAMM-
KOH: Ipu KOHTPOJIBHOM XM yMEHbIIEHUE IPEICTaB-
JIEHHOCTH JKTONNYECKOH KETyT0uYKOBOH aKTUBHOCTH
¢ 21 no 0,2%. Kpome Toro, mpoBesieH Kypc HECTEpo-
WIHON TMPOTHUBOBOCHAIHUTEIBHON TEparmuu B CBS3U C
TEYEeHHEM ayTOMMMYHHOTO BOCHAINTEIBHOTO TPOIIeC-
ca (moBermenue Tutpa AT x Al" sHIOTENHS ¥ BOJIOKOH
MIPOBOSIICH cucTeMbl cepamna no 1:160). B cenTsadpe
2016 1, mo manaeIM XM, B IEpUON CHA 3aPETHCTPUPO-
BaHa YMEpPEHHas JKeIyl04KOBasl HKTOMUYECKasl aKTHB-
HOCTh (9,3%), 103y mpenapaTta MPULILIOCH YBEIUYUTD
o 12,5 mr/kr/cyT. ¢ nepepacnpenesicHIEM B TEUCHHUE
cytok. B saBape 2017 1. Ha (hore npuema npomnadeHo-
Ha B 03¢ 187,5 MI/CyT. JKemyJoYKoBasi SKTOIHYECKast
aKTHBHOCTPH HE 3aperucTpuponana. B mrone 2017 1. o1-
Medajach He3HauuTellbHas OTpUIaTeNbHas JUHAMUKA
B BHJIe BO300HOBIIeHUs JKOC, pekoMeH10BaHO MPOI0II-
JKUTb TEPAIUIO B IPEIKHEM 00bEMeE.

Bo Bpems HacTosIIENH rOCHUTAIN3ALNN COCTOSIHHE
pebeHka cpeiHel CTeNeH! TSHKeCTH, cTadmibpHOe. PocT
102 cMm, Bec 16 k. OOpamatoT Ha cebs BHUMaHHE 3a-
JiepKka (U3NIECKOTO W TCHXOMOTOPHOTO Pa3BUTHS,
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KNMUHUYECKUN CNYYAU XXUSHEYTPOXAIOLWEW APUTMUN

Y PEBEHKA C CUHOPOMOM roJibQEHXAPA
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Puc 1. 3KI" pebeHka npu noctynnexum. Mpobexka xenynouko-
BOJ Taxukapamm
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Puc 2. 5KT Ha nvHHON NeHTe, rpyaHble 0TBEAEHMS. 3anmbl Xe-
IyAO0YKOBOI Taxmkapavn

| AT-hezetus 1.10

JUCIIPOMOPLMOHATIBHOE TEJIOCIOKEHUE 32 CUYET YKO-
pOYeHHS TIPaBOl HIKHEW KOHEYHOCTH U JedopMarun
KOCTHO-MBIIIEYHOUM CUCTEMBI. [IeBOUKa CaMOCTOSITENb-
HO He mepenBuraerca. Omopa Ha MPaByl0 HOTY Hapy-
IeHa 3a c4eT O0JIEBOr0 CHHIPOMAa B MPABOM Ta300e-
IpeHHOM cycraBe. Ompenemnsiorcs HEeHPOMBIIICTHBIN
rpyno-nosichuyHbii ckonmo3 Il crenenu, crudarens-
HO-TIPUBOJSIIAS KOHTPAKTypa IPaBoOro Ta300eIpeH-
HOTO CYCTaBa, SKBHHO-BAJIbI'yCHas JiehopMaIus CTorl,
nedopmanys JTUIEBOTO CKelleTa M MPaBOW yIIHOW pa-
KOBHUHBI. KOXXKHBIE TTOKPOBBI OJI€THO-PO30BBIC, YUCTHIE.
BuauMbIX OTEKOB, IMacTo3HOCTH TKaHeW HeT. Kara-
paTbHBIX SBICHUHN HET. /[prxanme 0e3 ydacTus BCIIO-
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Puc 3. Pesynstatel XM KT, LMpkagHOCTb M NNOTHOCTL apuT-
MWW B TEYEHME CYTOK
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Puc 4. dparmeHt XM KT ¢ npobexkon KT

MOTaTEJbHON JIBIXaTeNbHON MycKynarypbl. OJBIIIKN
B MOKOE€ HeT. B Jierkux ApIxaHue Be3UKYJspHOE, paB-
HOMEPHO MPOBOJUTCS BO BCE OTIEINbI, XPUIIOB HET.
YJ{ 20 B mMuH. [lepkyTOpHO I'paHULIBI OTHOCUTEIHHOU
CEpACYHOM TYNOCTH HE PACIIMPEHBI. AYCKYJIbTaTHB-
HO CEpIIeUHbIC TOHBI SCHBIE, BHIPAKEHHAs] apUTMHUS C
anu30AaMu Taxukapun 1o 160 yn/mun. ['pyOsix opra-
HUYECKUX IIyMOB HeT. A/l Ha BEpXHHX KOHEYHOCTSIX
90/60 MM pr. cT. JKMBOT MSTKHIA IIpH NaJbIIANNH, T1e-
YeHb U CeJIe36HKa He yBeJIWYeHbl. [{1nype3 afieKBaTHbIN
BOJHO Harpyske.

[Tpu nposenennn mnanoBoit DKI' (Ha pore mprema
nporad)eHOHa) 3apErUCTPUPOBAHBI TIPOOESIKKU IKEIy-
JTIOYKOBOM Taxukapauu (puc. 1, 2).

I[Ipu XM OKI' Obwia oTMeueHa OTpUIATEIbHAS
JUHaMMKa Ha (OHE MOoTy4aeMOil aHTHApPUTMHUYECKOH
TEpaIuu: PErUCTPUPYETCs TAXUKAPIUSI B TEUCHHUE CY-
TOK, ITOCTOSIHHO-BO3BPATHAs! JKeJIyAO4YKOBasl TaXxHKap-
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CLINICAL CASE OF LIFE-THREATENING

ARRHYTHMIAIN A CHILD WITH GOLDENHAR SYNDROME

nud. [lpencTaBieHHOCTh apUTMUHU YBEIUYWIACH A0
18,6% (puc. 3, 4).

[o HamemMy MHEHHIO, TOIOOHOE COCTOSIHUE Cepliey-
HOT'O pUTMA SIBJISIETCSI IPOTUBOIOKAa3aHUEM JJIsI ITPOBE-
ACHUS TIJIAaHOBOI'O OIIEPATHBHOIO JICHCHUS BBIBUXA Oe-
Ipa, B CBSI3U C 4eM OHO ObLIO 0TIoXKeHo. [lnanupyercs
[OBTOpHAsl rocnuTaiu3auus B JIeTCKUid LEHTp Hapy-
IeHus CEPACHHOI0 prUTMa IJId KOPPCKIHUKU aHTHUApUT-
MUYECKOH Tepanuu.

Cunnpom lonmpnenxapa (remMudanmanbHas MAKPO-
COMHUS1) ABJISIETCS] PEIKUM HaclleICTBEHHBIM 3a00eBa-
HUEM, XapaKTCPHU3YIOIIUMCS 3HAYUTEIBHBIM YHCIOM
AHOMAJIMI, KOTOPbIE BO3HUKAIOT BCJEICTBHUE HApyIlE-
HUS pa3BUTHS TIEPBOM M BTOPOHU >KaOEpHBIX YT mep-
BOTO TJIOTOYHOTO KapMaHa, epBOH kaOepHOH menu u
3a4aTKOB BHCOYHOHM KocTH. KimmHndaeckw mis reMuda-
LAAJIBHOM MHUKPOCOMMM XapaKTEPHBL: HEIOPa3BUTHE
TeJa U BETBU HUKHEH YENIOCTH, TUIIOIUIAa3us CKYI0BOU
KOCTHU U JIyTH, HEIOPA3BUTUE CTPYKTYP BUCOUHO-HUX-
HEYEJIOCTHOTO CyCTaBa; HapylIeHHEe pa3MepoB H IO-
JIOKEHUST TVIa3HULBI; TUIMOIUIA3Us, arla3us YIIHOU

PAKOBHHBI, aTpe3usi CIyXOBOTO IPOXOJa, MOpakeHHe
i

Jluteparypa

JUIEBOTO HEpBa, TUIOIIIA3Usl MHUMHYECKHX MBIIIIL;
JePUIUT MIATKUX TKaHEW; MaKpOCTOMHUS; TIPEIyITHEIC
MPUJATKH U CBUILN; MHOTAA COYETAHNE C BPOXKJIEHHON
pacmennHo# TyObl U Heba, AMHOyIE0apHBIM JTEPMOU-
JIOM, aHOMAJIHUEW IpHUKyca, AJICHTUEH, HapyIIEHHEM
CTPYKTYpBI 3Maiu U GOpMBI 3yOOB, MOPOKaMH pa3BH-
TS ONIOPHO-ABUraTeIbHOTO anapaTa, OpraHOB 3pEHHUS
Y HEpBHOM CHUCTEMBI, a TaKKe aHOMAJIMSIMU MOYEBBIIE-
JUTEIBLHOW CHCTEMBI U JKEJIYJOYHO-KUIIEYHOTO TpPaK-
Ta. CO CTOPOHBI CEPAECYHO-COCYAUCTON CUCTEMBI ONU-
CaHbI CITy4ad BPOXKJCHHBIX TIOPOKOB cepana (Ie(eKThI
MEXKIPEACEPTHON U MEAOKETYJOUKOBON NIEPErOPOIKH,
terpaga damio, ABOWHOE OTXOXKIEHUE COCYIOB OT
IIPaBOrO >KEJIyA0YKa, OTKPBITBIA apTEpPHAIBHBINA IPO-
TOK, KOapKTaus aopThl) [2]. JJaHHBIX 0 )KU3HEYTpOXKa-
IOLLMX apUTMUSIX Y AeTel ¢ cuHapoMoM lonbrenxapa,
ONMCAaHHBIX paHee B JOCTYMHOI JuTepaType, Mbl HE
BcTpeuanu. Takum oOpa3om, IeTsaM ¢ reMupanuaIbHON
MHKPOCOMHEN PEKOMEHIYETCSl B IUIAHOBOM IOPSIIKE
MPOBOIUTH DICKTPOKAPIUOTpaHI0 U CyTOYHOE MOHU-
topupoBanne OKI' mo Xonrepy /Ui cBOEBpeMEHHOM
JMarHOCTHKYU HApyLIEHUI PUTMa.

1. XKenynouxoBas Taxukapaus y nereil. Knuanueckue pekomengamuu, 2016 . Accouunanus JeTCKUX Kapauonoros Pocuu;

Coro3 neguarpos Poccum.

2. Spineli-Silva S., Bispo L.M., Gil-da-Silva-Lopes V.L., Vieira T.P. Distal deletion at 22q11.2 as differential diagnosis in
Craniofacial Microsomia: Case report and literature review. Eur.J.Med.Genet. 2017 Dec 27. pii: S1769-7212(17)30542-6.

doi: 10.1016/j.jmg.2017.12.013.
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CNYYAU U3 NMPAKTUKHN

(Wapoes T.A."2, Poxoes M.A.", Vinnapuonos 0.B.", Knumuyk O.B.!

YOANEHUWE BONbLUOW TUM®AHTUOMbI

CNOXHOW AHATOMUYECKOMU

NOKANU3ALWN Y HOBOPOXOEHHOIO

'TBY3 «HayuHo-IMpakTnyeckuin LienTp CneupnaninavmpoBaHHON nomoL AeTam umenn B.®. BoitHo-AceHelkoro
[enapTtameHTa 3gpaBooxpaHeruns r. Mocksbl». Pocens, Mocksa, 119619, yn. Asuatopos, 38.

2 Kacbegpa neagnatpumn @YB I'bY3 MO MockoBckoro 06n1acTHOro Hay4Ho-MCCneioBaTeNbCKoro MHCTUTYTa
uv. M.®. Bnagummpckoro.

Sharoyev T.A."2, Rokhoyev M.A.", lllarionov Y.V. !, Klimchuk O.V."

REMOVAL OF THE LARGE LYMPHANGIOMA
OF COMPLEX ANATOMIC LOCALIZATION

IN THE NEWBORN

' State Budgetary Healthcare Institution Scientific and Practical Center for Specialized
Assistance for Children named after N.V. Voyno-Yasenetsky Department of Healthcare

of Moscow. 38, Aviatorov st., Moscow, Russia, 119619.

2Department of Pediatrics FCME SBHI MO Moscow Regional Scientific Research

Institute. n.a. M.F. Vladimirsky.

[
Pe3rome

Jlnmdanrnoma — yacrasi BpoXKACHHas J10OPOKAYCCTBEHHAS
COJMJTHAsI OIyXOJIb JIETCKOTO BO3pacTa, MPeHMYyIIECTBEHHO
TOPaXKAIOTCSl OONIACTH TOJIOBBI, IIIEH, TOJMBIIIEYHBIX SIMOK,
yro cocrasisieT 50-70% Beex cimydaeB. Hepemxo omyxomu
yKe TP POKICHAN UMEIOT O4eHb OOJIBIINE Pa3Mephbl, pac-
TIOJIAraroTCsl B CIIOXKHBIX aHATOMUYECKUX OONACTSIX W CBsl-
3aHbI C JKM3HECHHO BOKHBIMH MArMCTPAIBHBIMH COCYHAMH,
HepBami. VIHOTA orneparyy Ipy JTMM(aHTHOMax COTpshKe-
HBI C PHCKOM Pa3BUTHSI CEPhE3HBIX OCJIOKHEHHH. ABTOPBI
MPUBOZST KIMHUYECKOE HAOMIONCHHE 3a HOBOPOXKICHHOM,
KOTOpPOH OBUIO BBINONHEHO XUPYPrUYEcKOe BMeELlaTellb-
CTBO T10 TOBOTY OOJIBILION JTMM(AHTHOMBI TPYIHON CTEHKH,
C PacIpOCTPaHEHUEM Ha MPABYIO TIOAMBIILIEYHYIO 00IaCTb.
[prmeHeHre MHHOBALIOHHOTO METOIa XUPYPruH — BOIO-
CTPYMHOM JTUCCEKLMN — MO3BOIMIIO BBINOIHUTH OIEPALIO
0e3 KpOBOIOTEPH 1 IOBPEKACHHS COCYAMCTO-HEPBHOIO ITy4-
Ka TIOAMBIILICYHOH BriaauHbl. [lokasaHo, uto naxe Oomblive
JIMM(AHTHOMBI MOTYT OBITh YCICIIHO YIajeHbI 0€3 OCII0K-
HEHUI y HOBOPOXKZICHHOTO IPH HAJIMYMH OTIbITa Y XUPYPIOB
1 MICTIONE30BAHMSI METOIOB MHHOBALIMOHHOM XUPYPIUU.

Kniouesvie cnosa: 0obpoxauecmeenuvle Onyxonu, aum-
haneuomul, HOBOPOICOEHHBLE, XUpYPeUUEeCKoe TeueHtue,
8000CMPYUHASL OUCCEKYUSL.
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Abstract

Lymphangioma is a frequent congenital benign solid tumor
of childhood, mainly affecting the head, neck and axillary
fossa, which is 50-70% of all cases. Often, tumors already
at birth have very large sizes, are located in complex
anatomical areas and are associated with vital trunk vessels,
nerves. Sometimes surgery for lymphangioma is associated
with the risk of serious complications. The authors present
a clinical observation of a newborn who underwent
surgery for a large lymphangioma of the chest wall, with
spread to the right axillary region. The use of innovative
methods of surgery — water-suction dissection, allowed to
perform the operation without blood loss and damage to
the neurovascular bundle of the axillary cavity. It has been
shown that even large lymphangiomas can be successfully
removed without complications in the newborn by having
experience with surgeons and using innovative surgery
methods.

Key words: benign tumors, lymphangiomas, newborns,
surgical treatment, water-suction dissection.
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REMOVAL OF THE LARGE LYMPHANGIOMA

OF COMPLEX ANATOMIC LOCALIZATION IN THE NEWBORN

Jlumpanrnoma — BpOXKICHHAS TOOpOKAUYCCTBEHHAS
OITyXOJIb, 00pa3oBaHHAs TUM(PATHUECKUMHU COCYIaMH,
OTIIHYPOBAaBIINMHUCA B TIporiecce sMOproreHesa [1].

Jlo HacTosimero BpeMeHW HET €IMHOTO MHEHHUS O
TOM, OTHOCHTH JIH JUM(AHTHOMBI K WCTUHHBIM OITy-
XOIIIM WJIM TIOpOKaM pa3BHUTHSA. HekoTopble aBTOPHI
CUUTAIOT, YTO JTUM(PAHTUOMBI HE SBISETCS HCTUHHBIMU
OITYXOJISIMH, a TIPEICTABIIIOT COO0H raMapTOMaTo3HBIN
TTOPOK pa3BUTHA [2].

MoskeT mopaxkaTbes Jr00asi 4acTh Tella, UMEIOIas
mumdarmaeckue cocyapl. [Ipeobmamaer nokanmsanus B
00JIaCTH TOJIOBHI, IIIEH, TTOIMBIIIEYHBIX SMOK, YTO CO-
crasisier 50-70% Bcex ciyuyaeB. Bo3amoxkHbI 1 npyrue
JIOKQJIN3AIIAN: CPEeIOCTEeHUE, OphIKeHKa, 3a0PIOIIMHHOE
MIPOCTPAHCTBO, MAJIBIN Ta3. BOIBITMHCTBO TUM(paHTHOM
(50-60%) cymiecTByeT C pOXKIEHHS, a K KOHITy BTOPOTO
roJia )KU3HU OHU MPosBIsAtoTces y 90% 60mpHBIX [3].

B mpomecce cBoero pocra muMmdQaHTrHOMa, TOCTH-
rasi 3HAYUTEIBHBIX Pa3MEpPOB, MOXKET BBHI3BIBATH KOM-
MIPECCHIO OKPY)KAIOIIUX OPTaHOB, TKaHEH, BbHI3bIBAS
CepbE3HBIE  aHATOMO-(U3NOJIOTHYECKHE HAPYIICHUS
B opranusMme OONbHOTO. PamukanpHOE ymaneHue oIry-
XOJIM TIPUBOJUT K BBI3IOPOBICHHIO pedeHka. OmHako
OITyXOJI HEPEJKO PACIoNaraloTcs B TPYAHBIX aHATO-
MUYECKUX OOJIACTSIX, UMEIOT CBS3b C )KM3HEHHO BaXK-
HBIMH CTPYKTypaMH OpraHu3Ma peOeHKa (HepBamH,
MarucTPaIbHBIMHA COCY/IaMH), TIOBPEXKIECHHE KOTOPBIX
MOJKET TIPUBECTH K CEPHhEIHBIM OCIOKHEHUSM U JIaXKe
K WHBaIHIU3aluu. Bce 3TO 3HAYUTENBHO YCIOXKHSET

Puc 1. BHewnuit Bug pebeHka npu noctynneHun. Omyxomb
Domblumx pasvepoB 3aHMMAET BEPXHUA W CPeaHuil OTAenbl
TPYOHOA CTEHKM CrpaBa, PacmpoCTPaHSETCs Ha MOAMbILLIEYHYHO
obnactb. BHYTPEHHSS rpaHMLa Omyxomu HaxoauTes Ha YpoBHe
c0CKa, 3a[Hss — AOXOANT [0 yria nonaTku

«QUANTUM SATIS»

OTIepaTHBHOE BMEIIATEIhCTBO U TPEOYeT BEICOKOTO Ma-
CTEepCTBA OMIEPUPYIOIETO XUPYPT.

Henp: nemoHcTpanys BO3MOXHOCTEH HHHOBALIMOH-
HOW XUPYPTUH NPU yAaJIeHUH OOMIMPHON JTUM(paHTHO-
MBI Y HOBOPOKJICHHOM.

HoBopoxaenHass MmockBuuka A., or marepu 31
rojaa, poawiach JioHomeHHod. Bo Bpems Y3U, BrbI-
MTOJTHEHHOTO 3a 1,5 Mecsma 10 pokaeHus, ObII0 00-
Hapy>KeHO MacCCHUBHOE OIyXOJIEBHJIHOE 00pa3oBaHUeE
B o0JlacT TPyAHOH CTEHKH crpaBa. TeueHne pomoB
0e3 ocobennocteii. [Ipu poxxeHnn B 00IacTu Tpy-
HOW CTEHKM CIpaBa PErucTpUpOBaiach OONBIIHX
pa3MepoB MATKOTKaHAs OIMTyXOJIb pazMepaMu 10 9 cm
B JMAMETpe C paclpoCTPAaHEHHEM Ha IMPaByIO MOJ-
MBIIIEYHYI0 00nmacTs. PeOeHOK HalpaBieH B OTHAeIe-
HU€ TaTOJOTUHA HOBOPOXKIEHHBIX W HEJIOHOIIEHHBIX
nereit HITL ays nedenust B Bo3pacte 9 HEH KU3HU.
CocTosiHHE NTPY MOCTYIUIEHUH YIO0BIETBOPUTEIBHOE.
[Ipu ocMoTpe B 0OacTi BEpXHETO U CPETHETO OTIIe-
JIOB TPYJIHOUN CTEHKH CIIPaBa OMpeAesIeTCS OMyX0Jib,
AIACTUYECKON KOHCHUCTEHIINH, WMEIOIIas JOBOJIBHO
4YeTKUH HepoBHHIN KOHTYp. HoBooOpaszoBanme pac-
MPOCTpAHSAETCS Ha MPABYIO MOAMBIIIEYHYIO 00JIaCTh.
3agHss TPAHUIIA OITYXOJIHU TOXOIUT 10 yIjla JOTaTKU
(puc. 1).

[Ipu xommbIOTEpHON aHTHOTpadUy B MPaBOM IOI-
MBIIIEIHON 00JIACTH OTpenesieTcss 00beMHOE 00pa3o-
BaHMe, pazmepamu 10x9 cMm, coneprxarliee »KuIKOCTHOU
KOMIIOHEHT C HEXHOW MEJIKOJUCIIEPCHOW B3BECHIO.

Puc 2. KomnblotepHast aHrvorpacms (pekoHcTpykuus). Ony-
XOflb, COCTOSILLAS M3 KPYMHbIX KUCTO3HbIX MOMOCTEN, pa3mepamu
96,5%37,0 Mm, coaenuBaet u aedopmupyeT nepeaHebokoByo
MOBEPXHOCTb rPYAHOM KNeTku. BepxHui nontoc HoBoobpa3oBaHus
HaYMHAETCA OT KIKYLLbI CpaBa, HKHUA — Ha ypoBHe IX pebpa
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YOANEHUE BOJIbLLOWU IMM®AHIMOMbI CITOXHOW
AHATOMUYECKOW NOKAJIU3ALMUN Y HOBOPOXAEHHOTIO

Puc 3. KomnbtotepHas aHrmorpacms. OT4eTnvBO BU3yanunpy-
f0TCA MOAKMIOYMYHbIE COCYAbl (BEHA W apTepus), MPOXOAsLe B
TOMNLLE BEPXHETO Montca HoBoobpa3oBaHus (0603HaueHo oBanom)

Puc 5. Oran onepauym. Onyxonb 04eHb akKypaTHO Bblgensercs
113 OKPYKaIOLLWX TKaHel

Omyxoib caaBiauBacT U AehOpPMHUPYET IMTepeIHEO0KO-
BYIO MTOBEPXHOCTh I'pyAHOHN KiIeTKU. BepxHuii mosmtoc
HOBOOOpPA30BaHMs HAYMHAETCS OT KIIOYMIBI CIIPaBa,
HIKHUH — Ha ypoBHe X pebpa (puc. 2). Ilonkmrouny-
HBIE COCY/IbI (apTepHsi U BeHa) MPOXOSAT B TOJIIIE BEPX-
HETO I0JTt0ca Oy Xoiu (puc. 3).

[Tocne ob6cyxaeHust pebeHKa Ha KOHCUIIMYME Bpa-
4yell OHKOJIOTOB U PEHTI'CHOJIOIOB IIPUHSTO PELIEHUE O
BBINOJIHEHUN XUPYPrHYECKOr0 BMEILATeIbCTBA — ya-
JICHHSI OITyXOJTH.

19 utond onepanys: ylaneHus OIyXOJId BEPXHETO U
CPEAHEr0 OTAEJIOB I'PYAHON CTEHKHU WU MPABOW MOAMBI-
IeYHON 00JIacTH CIIpaBa.

110

Puc 4. [lyroobpasHbiii paspe3s no cpeaHeil NOAMbILLIEYHON IMHIK,
OrcenapoBaHbl KOXHbIE NOCKYTbI C XMPOBOA KNETYATKOM

Puc 6. Otan onepauyu. B paHe onpeaensieTcs cocyancTo-Heps-
HbIiA Ny4OK MPaBOJA NOAMBILLEYHON 0BNACcTV (OTMEYEHO CTPEMKON)

B monoxxennn OOIBHOTO Ha CNWHE C HEOOIBIINM
MOBOPOTOM BJIEBO NPOM3BEICH OBAJIBHBIA pa3pe3 Io
cpeaHel MoAMBIIIEYHOM JIMHUMU.

OtcenapoBaHbI KOXKHBIE JIOCKYTHI. B pane onpenenser-
cs1 OOJIBIIMX Pa3sMEPOB KHCTO3HAsS OITyXOJb ACTHUECKOM
KOHCHCTEHITMY C TOHKMMH CTeHKamu. llepemHsst moBepx-
HOCTb HOBOOOPa30BaHMsI 3aKPbITa MBIIIIAMH TPYIHOH
cterku (puc. 4). Omyxois OepekHO BRIIETICHA U3 OKPYXKa-
IOIIMX TKaHEH 0e3 MMOBPEK/ICHUsI KarlCyJbI (puc. 5).

C momormrsio BomocTpyhHoro nuccekropa ERBE
JET (momymbHas crannms ERBE VIO 300 D, xowm-
nanuss ERBE Elektromedizin) omyxons BbigeneHa
U3 OKPY’KAOIIUX TKaHEH, HEPBOB U COCYAOB MNpaBOH
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REMOVAL OF THE LARGE LYMPHANGIOMA
OF COMPLEX ANATOMIC LOCALIZATION IN THE NEWBORN

TTOAMBITIICYHOW W TIOMKIIOUYMYHON oOmactel (puc. 6).
[ToakmrounvHbIE COCYABI M COCYANCTO-HEPBHBIHN My4OK
MIPaBOM MOIMBIIIIEIHOW 00TACTH TIPOXOIAT IO KariCy-
7101 3aJHEH MOBEPXHOCTHU OIYXOJH.

[locne BbIENIEHNs1, BCEX COCYANCTBIX CTPYKTYP U HEp-
BOB METOJIOM BOJIOCTPYHMHOM JMCCEKIMU OITyXOJb yAaJle-
Ha e/IMHBIM OJIOKOM 3 TPY/THON CTEHKH W MPaBOM MOMBbI-
IIe9HOM o0acTi. Bee cocymbl ¥ HepBbI TIOMKITIOUMYHON 1
PaBOii TIOJIMBIIIIEUHOM o0racTel coxpaHeHbl. Makporipe-
rapar yAaJleHHOU OIyXOJIH MIPEICTABIEH Ha puc. 7.

Takum 00pa3zom, IpHUBEACHHOE KITMHUYECKOE HAOII0-
JIEHUE JEMOHCTPHUPYET, YTO KaYeCTBEHHO BBITOIHEH-
HO€ XMPYPTHYECKOE BMEIIATEIbCTBO C MPUMEHEHHEM
WHHOBAIIMOHHBIX METOJOB XHUPYPTUHU (BOAOCTPYHHOM

JICCEKLUH) TI0 TIOBOAY JMM(pAHTHOMBI OOJBIINX pa3- Puc 7. Makponpenapar ymaneHHoit onyxonu. HoBooGpa3soBaHme
MEPOB MOXKET ObITh POM3BEIEHO Y HOBOPOXKIEHHBIX C NMEET KICTO3HOE CTPOEHME, COCTONT 13 MHOXECTBEHHbIX, CTIBaKO-
XOPOIIMMH OHKOJIOTHYECKUMH, (PYHKIIMOHATHLHBIMU H LLMXCS KPYMHbIX monocTedn. Onyxonb yaaneHa B kancyne

KOCMETUYCCKUMMU PE3YyJIbTaTaMu.
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Pe3ome

[IpoGnembl B OpraHM3anuy OKa3aHUs MTOMOIIH JETIM,
OOJIBHBIM 3JI0KaY€CTBEHHBIMU OIYXOJISIMU YpE3BbIYali-
HO BEJIMKA, CBSI3aHA C yBEIMYECHHEM 3a00JI€BaEMOCTH,
pacTet moTpeOHOCTh B OKa3aHUHM MEIUIIMHCKON ITOMO-
11 BBICOKOKBaJTU(PUIIMPOBAHHBIMH KaJ[PAMHU, YTO JIUK-
TyeT HEOOXOAMMOCTh TOWCKA IyTeH pacmpencieHus
Harpy3KH B YCJIOBHUSX paOOThI OHKOJIOTHYECKOTO OTIe-
JICHUSI B paMKaX COBPEMEHHOM CHCTEMbI (PMUHAHCHUPOBA-
Hus. [IpoBeneHHbII XpoHOMETpak pabovdero BpeMeHH
MEIUIUHCKUX CECTEpP OHKOJIOIMYECKOTO OTACICHUS
[0Ka3aJjl, 4YTO ONTUMAJIbHOE KOJINYECTBO MEIUIIMHCKO-
TO MepcoHalia U Hay4yHasi OpraHn3anus paboTsl MO3BO-
Jinja HaM PalOHaJIbHO U PABHOMEPHO PAaCHpPECIUTh
Harpy3Ky Ha MEAUMUMHCKUX cectep. [IpaBunbpHas ykom-
IJIEKTOBAHHOCTh OTJIEJIEHUH IITaTaMU MO3BOJISIET OIl-
TUMAJIbHO PaCHpeleINTh HArPY3Ky Ha MEPCOHAN, YToO,
B CBOIO O4Ye€pellb, MO3BOJSCT OOCCICUUTH MAIUEHTOB
KaueCTBEHHBIM JICUEHUEM U YXOJIOM.

Knrwuesvie cnoea: oemcras OHKOJIo2us, opeanusayusl
OHKONO2UYECKOU nomowiu, ceCmpuHnckoe oeino.

Abstract

The problems connected with the organization of care
delivery to children with malignant tumors are extremely
high and are associated with an increase in incidence
rate, there is a growing need for medical care by highly
qualified personnel and it necessitates finding ways to
load sharing in working conditions of oncology unit
within the current finance system. The conducted time-
study of oncology unit nurses’ working hours showed
that the best possible number of medical staff and
scientific work management let us distribute loading on
nurses rationally and equally. The proper staffing level
of units allows to distribute loading on the staff in an
optimal way, consequently, it allows to provide quality
treatment and care to patients.

Key words: pediatric oncology, organization of oncology
care, nursing care.

AKTYyaJIbHOCTb TIPOOJIEMBI OPTaHU3AINN OKA3aHUS
IIOMOIIIX JICTSIM, OOJIBHBIM 3JI0KAYECTBECHHBIMH OITYXO-
JISIMU, YPE3BBIUAHO BEJIMKA U 3aKIIOYAECTCS B TOM, UTO
B CBSI3U C YBEIMYCHHEM 3a0oieBaeMOcTH B MocCKBe,
pacTeT MOTPeOHOCTh B OKAa3aHWW MEIUITMHCKOU IIO-
MOIIIM BBICOKOKBATM(HUIIMPOBAHHBIMHA KaJapaMH, YTO

112

JIUKTYeT HEOOXOIUMOCTh TOWCKA ITyTeH pacmpeaere-
HUSI HArpy3Kd B YCIOBUSIX PaOOTBI OHKOJIOTHYECKOTO
OT/EJICHUSI B paMKaX COBPEMEHHOW CHUCTEMbI ()MHAH-
cupoBaHus. B Hamie Bpems CymIecTBYeT MHOXECTBO
MPAKTUYECKUX W TEOPETHYECKHUX BOIPOCOB, CBSA3AH-
HBIX C TEMOH pacIpeesieHus] Harpy3Ku Ha METUIIHH-
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CKUX CecTep, opraHu3anusi paboThl OHKOJIOTHYECKOTO

OTIeNeHMsI TpeOyeT TOCTOSHHOTO OhOPMIICHHS OOJb-

mux 00LEMOB JOKYMCHTAIMU U pa3JINYHbIX MaHUITYJIA-

LU, 4TO, B CBOIO OUEPE/Ib, IPUBOAUT K 3HAUUTEJIbHBIM

3aTrparaM BPCMCHHU. BHCI[peHI/Ie HOBBIX MCIUIIMHCKUX

TEXHOJIOTUH U METOJIOB JICUCHUsI, BBEACHUE OHOJKET-

HO-CTPaxOBOM MEIHUIIMHEI, HEOOXOAUMOCTh ITePexo/ia K

Hay4YHO 00O0CHOBAHHOW CECTPUHCKOMN MOMOIIHU TpeOyeT

BCE OOJIBIIIETO YHCIIa BEICOKOOOPAa30BaHHBIX CIICITHAITH-

CTOB, OPUEHTUPYIOIIUXCS B COBPEMEHHOHW CTpaTervu

CECTPUHCKOTO JIena.
eapb: onTuMU3anusa U paldOHaIU3alUs IESITENb-

HOCTH MEJMIIMHCKHUX CECTEepP OHKOJOTMYECKOTO OTIe-

TICHHSL.
3anauu:

1. TIpoananu3upoBarh CoepKaHHUE JICITEILHOCTH Ce-
CTPUHCKOTO TIepCOHANIa OHKOJIOTHYECKOTO OT/Ielie-
HUA.

2. [IpoBecTn XpOHOMETpaXKHOE HAOIIOJACHUE 3a Jiesi-
TEIIBHOCTBIO METUITUHCKUX CECTEP OHKOJIOTUYECKO-
IO OT/ICITICHUSIL.

3. Pacnpenenuth (hyHKIIMOHAIBHBIE O0S3aHHOCTH Me-
JUIMHCKUX CEecTep HamboJiee ONTHMATbHBIM 00-
pasoMm st (DYHKIIMOHUPOBAHUS OHKOJIOTUYECKOTO
OTJICJICHUSI.

MarepuaJ 1 MeTOIbI

Omnxkonornueckoe otnenenue ['bY3 «Hayuno-npak-
TUYECKOT0 IIEHTPa CHIECHHATIU3UPOBAHHON MEAUIIMH-
ckoii momornu jerasM uMm. B.D. BoiiHo-fcenenkoro
J3M» (HIILI), paccuntano Ha 30 xoek. B ornenenun
paborarT 12 MEIWIIMHCKUX CECTEP, W 3TO HE IPOCTO
pacy€T MITaTHOM €IMHMIIBI, 3TO KOMaHJa €IMHOMBIIII-
JIEHHUKOB, TOTOBBIX MPUUTH HA ITOMOIIb U JIETIAIOIITIX
BMECTE OJIHO BaXKHOE Jen0. MeaulMHCKas MOMOIIb
B OTJCJICHUHM OKa3bIBaeTCsd B COOTBeTCTBUU ¢ De-
JepanpHbIMU 3akoHamu Poccuiickoit ®enepauun u
YCTAaHOBJICHHBIMU MMHHCTEPCTBOM 3/IPaBOOXPAHEHUS
CTaHJApTaMHU CHEUUATU3UPOBAHHON  MEAMIIMHCKON
IIOMOIIIA TIPH 3JIOKAYeCTBCHHBIX HOBOOOPA30BAHHIX
[1, 2, 3, 4, 5]. CnenyeT OTMETHTD, YTO IO CHX TIOp HE
JUTST BCEX JIETCKHUX OIYXOJIEH YTBEP)KICHBI CTaHIaPTHI
CIICIUATTN3UPOBAHHON MEIUIIMHCKON oMot [6, 7, 8,
9, 10]. Menuuunckue c€CTphl OTACICHUS, BEICOKOKBA-
TUQUIMPOBAHHBIC CIICIUANTHUCTHL. B paboTe ¢ OONbHBI-
MU OOJIBIIIOE 3HAUYEHUE UMEET KaK JHYHOCTH CECTPHI,
€€ OTHOIIECHHUS C KOJUIEraMH, TaK JINYHOCTh OOJBLHOIO
u ero pomutens. [IpomyKTUBHEIN CTHIIb OOpaIIeHus ¢

«QUANTUM SATIS»

OOJBHBIMH U POAMUTEISIMHE, YMEJIOE BIIaIEHUE TEXHUKON
TICUXOJIOTHYECKOH PabOTHI C TAITMEHTAaMH — BAYKHEHIITas
coCTaBistonIasi B paboTe MEIUIIMHCKUX CECTEpP OHKO-
JIOTHYECKOTO OT/AeNeHus. B Hacrosiiee BpeMsi, YTOObI
JIOCTUYb HAWIYYIIUX PE3yJbTaToOB JCUCHUS ACTeH,
0OJIBHBIX 3JIOKAYECTBECHHBIMU OITyXOJSIMH, Tpedyercs
WCIIOJIh30BAaHNE COBPEMEHHBIX IMPOTOKOJIOB JICYCHHUS,
BKITIOYAOIIUX HEOATbIOBAHTHYIO U abIOBAHTHYIO T10-
muxumuorepanuio (I1XT), aTam TOKaTbHOTO KOHTPOJIS
OTYXOJIM B 00BbEME PaIUKAILHON ONEpariy U/l JTy-
yeBoM Tepanuu. KoinuecTBO neTeil, rocruTalinu3upo-
BaHHBIX 110 MOBOAY OIyXOJel, pacTeT rof oT rojga. B
HAallleM OTJEJICHUH TONy4aroT JIeYeHNe AETH, OOJbHbIC
CONIUJTHBIMU OIyXoJisiMU. Bo3pacTHas rpymnma Hammx
nanueHToB ot 0 no 18 ner. [letw Bcex BO3pacTHBIX
KaTeropuil TOCTIUTAIN3UPYIOTCSI COBMECTHO C POAH-
TEeJSIMH, TIOCKOJIBKY OOJIBIITTHCTBO UMEIOT CTaTyC «pe-
oenok-uaBanua». B coorBerctBum ¢ d3-Ne 323 «O0
OCHOBaX OXpaHbl 370pOBbsl rpaxkaaH B Poccuiickoit
®enepain»  IETH-UHBAIMIBI  TOCHUTAIN3UPYIOTCS
BMecTe ¢ poaurensmu [11].

Hawubonee yacto netn muaameld BO3pacTHOM Tpyn-
el Ooserot onyxossiMu LIHC, 9to n 00bsicHSIeT 0COOCH-
HOCTH YXO0JIa Y 9TOH KaTeropu# OOIBHBIX, CTPAIAOIITIX
HEBPOJIOTHYECKUMHU PACCTPONCTBAMH, JBUTATEIHHBI-
MU, KOTHUTHBHBIMH HApYIICHHSIMH, PacCTpOHCTBAMU
peun, nucaruueckuMu paccTpoiicTBaMU Ha (oHe
MOP(HOPYHKIIMOHATILHOW HE3PEIOCTH MPUCYILEH JaH-
HOM BO3PACTHOM IpymiIie.

JleTn MOUIKOIBHOTO M MIIAJIIIETO IIKOJIBHOTO BO3-
pacTta gamie cTpajaroT OMyXOJsSMU TOpaKo-adIoMHU-
HaJbHOW JoKanu3anuu. [leTtu, OOIbHBIE OIMyXOJSIMHU
MIeYCHU U TI0YEeK, HEMpOoOIIacTOMOM CpenOCTCHHS U 3a-
OpIOLIMHHOTO MPOCTPAHCTBA IOJBEPralOTCs OOIINP-
HBIM OIEPATUBHBIM BMEIIATENIHLCTBAM, TPEOYIOLIHIM
HE TOJIBKO TIIATEJIbHOM MOATOTOBKH, HO U IOCJEOTe-
PaALMOHHOI0 yX0Jla CO CKPYIYJIE3HBIM KOHTPOJIEM IO-
KazaTesel romeocrasa. Y JeTel MKOJIBHOTo BO3pacTa
W TOAPOCTKOB Yallle BCTPEYAIOTCS OIyXOIH OIOp-
HO-JIBUTATENIbHOTO ammapara. Jlern, OolbHBIE Omy-
XOJISIMH OIIOPHO-ABUTATEIHHOTO arapara, CTpajaroT
HapylUICHUEM JBUIaTeIbHBIX (DYHKIUH, CBI3aHHBIX C
OTIYXOJIEBBIM MOPAKEHUEM JI0 OIEpaIi U CIOKHBIM
MEpHOJOM BOCCTAHOBJIEHHUS B IOCIEONEpallnOHHOM
nepuojie. 3a OAHO MOCTYIMJICHHE PEOCHOK MOXKET I0-
nyuuth [IXT, onepaTuBHOE BMEHIATENbCTBO U COMPO-
BOJIUTENIFHOE JieueHrne. Ubs poibh BakHEE — MMallaTHOM,
MEePEeBA30YHOM, MPOLETYPHOU UM MEIUIIMHCKONU ce-
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PAUNOHAINbHAA OPTAHU3ALUNA OKA3AHUA MOMOLLUMU
OETAM, BOJIbHbIM 3JTOKAYECTBEHHBIMU ONYXOJNAMMU

CTpBl XUMHUOTEpANNH, — CKazaTh HeNb3s. DyHKIHO-
HaJbHBIE 00S3aHHOCTH pa3HbIe, HO €CTh OJHO o0IIee,
K 4eMy MBbl CTpEMHMCS — BBUICYHTH pebenka. Uem
BBIIIE YPOBEHb MOATOTOBKM CECTPHI, TEM BBILIE YPO-
BEHB €€ paboTHI B 11esioM (puc 1).

BaxxHpIM CpeACcTBOM OpraHM3aluy TPYAOBOTO TIPO-
1ecca sIBISIETCS HOPMUPOBaHUE TPyZa, KOHEUHOU Iie-
JIbIO KOTOPOTO sIBIIsieTCS 3G PEKTUBHOE UCTIONIB30BAHUE
TPYIOBBIX pecypcoB (Tabnwuma 1).

Takum oOpaszom, pabouee BpeMst 110 €ro UCTOJIB30-
BaHUIO B ITPOIIECCE TPYya MOpa3AesieTCss HA HOPMUPY-
emMoe u HeHopMupyemoe. Hopmupyemoe Bpemst cocTas-
JISIOT 1iesiecooOpa3Hbie ero 3arparel. HeHopMupyemoe
BpeMs — ATO MOTepu paboyero BpEMEHH U €ro 3aTpaThl,
HE CBSI3aHHBIE C BBIMOJIHEHUEM OCHOBHOH paboThl. BbI-
SIBIIEHUE U yCTPaHEHHE THUX MOTePh BPEMEHH, a TakxKe
HECBOWCTBEHHON PabOTHI — OffHA M3 BAXKHEHIIINX 3a/1aq

paIrMoHAIH3AIIH ¥ TIOBBIIICHUS TTPOU3BOIUTETHHOCTH
Tpyaa. B coorBercTBUM ¢ mpukazom Muntpyna [12]
MbI TIPOBEJIM KIACCH(DHUKAIMIO BUJIOB JCSITEILHOCTU
U TPYJOBBIX OMEpalfii B pabouyr CMEHY MencecTep.
WccnenoBanuns ObLIN BBITTOIHEHEI:

— B JHEBHYIO pab0IyI0 CMEHY MPOIICIyPHON Mence-
CTPBI, TIEPEBA30YHON MEJICECTPHl XUMHOTEPATTHH
¢ 8:30 no 15:42, ¢ noHenenbHUKA MO MATHULLY;

— B CyTOYHYH Pa0bO4yl0 CMEHYy MaJaTHOW MeJce-
CTpBHI,

— JTHU JUTSI UCCIIETOBAHUS XPOHOMETPaXka BHIOPAHBI
B CIIY9aifHOM TIOPSIIKE B COOTBETCTBUHU C 0COOCH-
HOCTBIO pa0OThI OTJEIICHUS: aKTHBHOE MOCTYTLIIE-
HUE /BBINIMCKA, POBEICHHUE ONIEPATUBHBIX BMEIIIa-
TEJBCTB OCYIIECTBIISIOTCS B OyJIHUE JHU.

DddeKTUBHOCTD JieueHus: OOJILHBIX B CTAI[HOHAPE B

HEMAaJIOi CTENEH! 3aBUCHUT OT OpTaHU3aAINHA HeOOX0I1-

6508
3450
2733 2676 3256
497
||
XMMUoTepanua npoueaypbl nepesBA3Kn nanaTHan

B OCHOBHbIe MaHUNYNALNU 2733 6508 3256 3450
M B3ATME KPOBMU 497 2676

B OCHOBHbIE€ MaHUNYAALUU

Puc 1. OcHoBHble nokasatenu paboTbl MeacecTep

N B3ATME KpOBU

Tabnuua 1. HOprI TPYAa, UCNOJb3yeMble B MEANLIMHCKX OpraHu3alnax

Bua HopMbI Tpyaa

OnpepenexHue

EavHuua U3MepeHus

Hopwma BpemeHn

Hopwma Harpysku

(BbIpabOTKN, OBCIYXNBAHUS) B KOHKPETHBIX YCTIOBHSIX

Hopma uncneHHoctTn
yypexaoeHunsa

BenununHa 3atpaTbl BpeMeHu Ha eanHuuy
paGOTbI B KOHKPETHbIX YCITOBUAX

KonnuyectBo pabotbl (06beM), KOTOPbI
[OIKeH ObITb BbIMOMHEH B €4WHULY BpEMEHU

Heobxoaumas YMCreHHOCTb AOMKHOCTE
nepcoHana Asnsi BbIMOMHEHNS (YHKLUIA

CekyHaa, MUHYTa, Yac.
YcnosHas eguHnua tpyaa (YET) n gpyrue
YCMNOBHbIE eAVHNLbI

Yucno naumeHTos.
Yucno noceLleHnn.
Yucno npoueayp, nccnegoBaHnmn

Yncno JomKHOCTEN NO KaTeropmusim
nepcoHana
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MOTO JIe4eOHO-OXPAHUTEIBHOTO PEXKUMa B OTACICHHH
U TOJpa3yMeBaeT 1oj] co0oii cTporoe coOmoaeHne pe-
JKUMa ¥ CO3JIaHUE ONITUMAJTBHBIX YCIIOBUH MTPeObIBAHUS
OOJIBLHOTO B CTAIHOHAPE.

OgHuM U3 HEOOXOAMMBIX JJIEMEHTOB JIEUCHUS SIB-
JSIeTCsl HAIM4YUe aJeKBaTHOTO BEHO3HOTo jocTymna. B
HaIlleM OTAEJICHNH MBI UCTIONb3YeM KaK IIEHTPaJbHBIC
BEHO3HBIE KaTeTepbl, LIEHTPAJbHbIE BEHO3HBIE TOPT-
CUCTEMBI, TaK ¥ NepuepUIeCKuil BEHO3HBIN JOCTYII.
Wndysnonnas tepamnus mpoBOTUTCS, KaK MPABHIO, B
OonbIIOM 00BeMe — JI0 3 JI/KB. M MOBEPXHOCTHU TeJa,
u 10 5 cyTok HempepbiBHOH uH]y3un. Bech o0bem
JKUJIKOCTH BBOJAWTCS 4epe3 WH(Y30MaThl, epdy30psl,
JeKkapcTBeHHbIe moMIibl. Kaxkmast mencecTtpa BiajeeT
JTAHHBIM METUITMTHCKIM 000PYJ0BaHUEM.

[TepeBs309HBI KAOWHET SIBISETCS OTHUM H3 BaXK-
HEWIINX CTPYKTYPHBIX 3JIeMEeHTOB oTaeneHus. [Ipex-
Ha3HAuCH JIJIs1 BHIMIOJIHCHUS IEPEBA3OK MOCIE XUPYP-
TUYECKHX BMEIIATENIbCTB, MAJBIX OTepallui, TyHKIIHHA
Y BBEACHMS IIpernapaToB B pesepByap Ommaiia mpu
onyxonsax HHHC. YcranaBnuBaeTcs cTporas odepen-
HOCThH TIEpPEBSA30K: CHadajla YUCTHIC, 3aT€M YCIOBHO
YUCTBhIE M B IOCJEAHIO OYepelb — THONHBIE Mepe-
Bsi3ku. OpraHuzanus paOOThl MEPEBSI30YHBIX KaOW-
HETOB TIPOUCXOIUT B COOTBETCTBHH C TPEOOBAHUSIMH
JNEUCTBYIOINX HOPMATUBHBIX JOKYMEHTOB. DYHKIIH-
OHaJIbHBIE 0053aHHOCTH NEPEBA30YHON MEIUITMHCKOM
CECTpHI OIPENENSIOTCS HE TOJNBKO KpPyroMm Jieded-
HO-JIMarHOCTHYECKUX TPOIeAyp, HO U ydacTHEM B
OpraHMu3alUy U IPOBEICHUH MPOTUBOAMUIEMUYECKUX
MEpOTIPUATHN, HAMpPaBIECHHBIX Ha MTPOQPIIAKTHKY
nHpEKIUH ¥ TPOPEeCCHOHAIBHOTO HHOUIIUPOBAHMS
MeJnepcoHaa.

PaGora nponenypHoro xabuHeTa perimaMeHTHpOBa-
Ha npukazamu M3 P®, canuTapHBIMH TpaBUIAMH U
"opmamu [13, 14, 15, 16, 17]. OcHoBHOH 3a7aueii Me-
JTUITMHCKOM CeCTPHI MPOIIeypHOTO KaOMHETa SBISIETCS

CTPOTO€ BEHITIOJHEHUE JIeUeOHO-TNarHOCTHIECKIX Ha-
3Ha4YE€HUM Bpaya.

Pesyabrarsl

Jus toro, 4roObl HavyaTh paboOTy, HEOOXOAMMO
YCTaHOBUTH IICUXOJIOTHYECKHH KOHTAKT KaK ¢ peOeH-
KOM, TaK U C pouTesieM. DTO SBISETCS HEOOXOANMBIM
YCIIOBUEM YCHEITHOTO B3aUMOAEHCTBUS MEIULIMHCKOU
CeCTpbl W MaJieHbKOTO mamueHta. K ocoOeHHOCTSIM
paboThl MEIUIIMHCKON CECTPbl OTACICHHUSI OHKOJIOT U
cJenyeT Tak e OTHECTH B3auMO3aMEHAEMOCTb, TI0-
BBIIICHHYIO JINYHYIO WHUIUATHBY, KOHCTPYKTHUBHYIO
KOMMYHHMKaLIMIO, yMEHHE padoTars B KomaHe. Panu-
OHAJIBHOE paclpesielieHne poneil, padoTa Ha omepe-
JKCHHE TTO3BOJIMIIM HaM COKPATHTh MOTEpU paboyero
BPEMEHU IIyTE€M JIOCTHKCHHsI BBICOKOHW CTEIEHU Op-
raHu3aluy TpyJa BHYTPH KOJUIEKTHBA U TPUMEHSATH
WHHOBAI[MOHHBIE METOAUKHU B MIPOIIECCE JICUEHMUS.

Pacnpenenenue Harpy3ku Ha MEAULMHCKHUX CECTEP
HAIIIeTO OTAENICHHUs MPUMEPHO OMHAKOBO BHE 3aBHCH-
MOCTH OT KBapTaja TeKyllero roja (tabnuua 2).

OnTrMabHOE KOJIMYECTBO MEIUIMHCKOIO IIepCo-
HaJla ¥ Hay4Has opraHu3aiys paboThl MO3BOJIMIA HaM
paloHaNIbHO U PaBHOMEPHO paclpeielnTh Harpys3Ky
Ha MEAWIMHCKUX cecTep (Tadmura 3).

[IpaBuibHas  yKOMIUIEKTOBAHHOCTb  OTIIEJIECHUMN
HITaTaMU MO3BOJISIET ONTHUMANBHO paclpeielnTh Ha-
Ipy3Ky Ha IepCOHall, 4TO, B CBOIO OYEpPEAb, HO3BOJISET
o0ecrneunTh MaIMeHTOB KayeCTBEHHBIM JIEYCHHEM U
YXOZIOM.

Takum o00pa3omM, OCHOBHas JESATEIbHOCTh Ce-
CTPUHCKOTO TI€pCOHAlla COCTOMT U3 obOecredyeHus
BBITIOJTHEHUSI MIPOrPaMM JIeUeHHs, OOECHeYeHus: Cco-
omonenus CanlluH, Benenns noxymeHTanuu. XpoHo-
MeTpakHOE HaOIIoIeHHE MoKa3ao, uto 60% pabouero
BpPEMEHHM 3aHMMaeT OcHOBHas pabora, 30% — Bcmo-
MorarenbHas JesTenbHocTh, 10% — mpodast nesTenb-

Tabnumua 2. KonnyecTso BbINONHAEMbIX NpoLenyp 1 MaHunynsumii B 2018 r.

AL 21 BBIMOMHAEMBbIX | kBapTan Il kBapTan Il kBapTan IV kBapTan
npoueayp U MaHUNYNAUMN
[ManatHow megcecTpow 762 862 870 910
[MepeBs3o4yHON MeacecTpor 648 735 875 998
MepcecTpon kabuHeTa xummnoTepanuu 3520 4250 4651 5323
MpouenypHow mefcecTpon 2142 2444 3547 4125
-
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PAUNOHAINbHAA OPTAHU3ALUNA OKA3AHUA MOMOLLUMU
OETAM, BOJIbHbIM 3JTOKAYECTBEHHBIMU ONYXOJNAMMU

Tabnuua 3. Tpyaosas 4EATENbHOCTb MEAULIMHCKNX CECTEp

ManatHas MepeBa3oyHasn MeacecTpa kabuHeTa MpoueaypHas

MeacecTpa MeacecTpa XMMMHoTepanum MeacecTpa
OcHoBHas AesTenbHOCTb 53% 52% 56% 53%
Eg;‘?g‘nfsgif:”a” 7% 12% 10% 15%
Pabota c gokymeHTamm 15% 4% 4% 12%
Cny»ebHble pasroBopbl 6% 4% 10% 4%
Mpoyas gesATenbHOCTb 14% 23% 15% 10%
JlnyHoe Bpemsi 4% 4% 4% 5%
HesarpyxeHHoe Bpems 1% 1% 1% 1%

HOCTh. DYHKIMOHANBHBIE O0S3aHHOCTH MEJCECTEp IO3BOJISET MPOBOAUTH POTAIMIO HA pabOYMX MECTax B
ObUIM pacrperiesieHbl C PaBHOMEPHOH HAarpy3koi He- —cilydae MPOM3BOJICTBEHHOW HEOOXOIUMOCTH. PebeHox,
3aBHCUMO OT pado4yero MecTa MEAULUHCKONW CECTPbl 1 OOJIBbHOM 3/10KaYE€CTBEHHOM OIyXOJbi0, — 3TO PEOCHOK,
BpeMeHH cyToK. KBanupukanus MEIUIIUHCKUX CECTEP U MBI CTapaeMcsl CAeTaTh ero CYaCTIUBBIM.

Jluteparypa

1. ®enepanpHblii 3ak0H OT 1 mexadps 2014 . Ne 419-@3 «O BHeceHNH W3MEHEHUH B OTACIBHBIC 3aKOHOATEIHHBIC aKTHI
Poccwuiickoit denepaiyu 1o BOpocam COLUATbHOM 3allIMThl HHBAIHUIIOB B CBSI3M ¢ parudukaiueil KonBeHuu o mpasax
UHBAJIUI0BY.
denepanbHbli 3aK0H OT 24 HOO0pst 1995 . Ne 181-P3 «O coumanbHoit 3amunTe HHBAINAOB B Poccuiickoit @enepanmm».
[puxa3 Munznpasa Poccum ot 13.10.2012 Ne 5601 «O0 yrBepxnennn [lopsinka okazaHUsS MEAAITMHCKON TIOMOIITH Hace-
JICHUIO TI0 TIPO(UITIO «JETCKasi OHKOIOTHSD».

4. Tlocranosnenue [IpaBurenncrBa Poccuiickoit @eneparuu ot 1 qexadpst 2015 roga Ne 1297 «O6 yTBepskaecHHA Tocyaap-
cTBeHHOM nmporpammMsl Poccuiickoit denepannu «loctynHas cpena» Ha 2011-2020 roxsn».

5. Pacnopsokenne [IpaBurensctBa PO ot 31.08.2016 Ne 1839-p «O06 yTBep)nennn KoHienmu pa3BUTHS paHHEH TTOMOIIH
B Poccniickoit @enepannu vHa epuox 10 2020 romay.

6. Ilpuka3 Munuctepcrsa 3apaBooxpanenus PO ot 9 HosOpst 2012 . Ne 7150 «OO0 yTBepKIACHUH CTaHIApTa ClICHHAIN31-
POBaHHOW MEIMIMHCKOM MOMOIIN TP HOBOOOPA30BaHUSIX TOJIOBHOTO MO3Ta M MO3TOBBIX 000JIOUEK).

7. Ilpuka3 Munnctepctsa 3npaBooxpaneHus PO ot 7 HosOpst 2012 . Ne 6150 «OO0 yTBep)KASHUH CTaHIAAPTa CIICIHATH3H-
POBAaHHOW MEAMIIMHCKOH ITOMOIIHN IIPH HOBOOOPA30BaHMSIX THITO(H3ay.

8. IIpuka3 MunuctepcTBa 3apaBooxpaneHust PO ot 29 nexadps 2012 . Ne 16851 «O06 yTBep K IeHHH CTaHIapTa CIEIIHAIH-
3UPOBAHHON MEIMIIMHCKOM IMOMOIIH JIETSM MpU HelpodaacToMe (HU3KUI PUCK)».

9. Ilpuka3 Munucrepcra 31paBooxpanenust PO ot 29 nekadpst 2012 . Ne 16881 «O0 yTBepsKAeHHN cTaHIapTa ClIeIHaln-
3MPOBAHHON MEINIIMHCKOM MOMOIIH JIETSIM ITPH TeNaTOLEIUIIOISIPHOM PaKe U TenaTodnacToMe (BBICOKUH PHCK)».

10. IIpuka3 Munucrepcta 3apaBooxpaneHust PO ot 7 HostOps 2012 1. Ne 6021 «O06 yTBep»KACHUH CTaHAAPTa CIICIIHATII3H-
PpOBaHHON METUIIMHCKON ITOMOINHY TIPH 3JI0Ka9eCTBEHHBIX HOBOOOpazoBaHmsax kocteit [I-1V cramum (HeoaaproBaHTHAS,
aIbIOBAHTHAsSI, CAMOCTOSTENIbHASI XUMHUOTEPAITHSA )».

11. denepanbhbiil 3akoH 0T 21 HOsO0pst 2011 1. Ne 323-D3 «OO6 ocHOBax OXpaHbI 30pOBbs IpaxknaH B Poccuiickoit dene-
panuuy.

12. TIpuxa3 MunaTtpyna Poccun Ne 235 «O0 yTBepKIeHIH METOIMYECKAX PEKOMEHAAINH Tl peiepaTbHBIX OPTaHOB HCITON-
HUTEIBHOHN BIACTH MO Pa3pabOTKe TUIIOBBIX OTPACIEBBIX HOPM TPYHa».
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RATIONAL ORGANIZATION OF RENDERING
AID TO CHILDREN WITH MALIGNANT TUMORS

13.TloctanoBnenne [maBHOTO TOcymapcTBeHHOTO caHuTapHOro Bpada P® ot 18.05.2010 Ne 58 (pem. ot 10.06.2016)
«O6 yrBepxaennn CanlluH 2.1.3.2630-10 “CanuTapHO-3MHAEMHAOIOTHYECKHE TPEOOBAHUS K OPTaHU3aLUAM, OCYIIeCT-
BILIOIIAM MEIUIIMHCKYIO AeaTeTbHOCTE » (BMecTe ¢ «CanlluH 2.1.3.2630-10. CaHuTapHO-3HIEMHOIOTHIESCKHE ITpa-
BHJIa U HOPMATHBEL...») (3apeructpupoBano B Munrocte Poccuu 09.08.2010 Ne 18094).

14. TToctanoBnenue [ maBHOTO rocyapcTBEHHOT0 cannTapHoro Bpada P@ ot 09.12.2010 Ne 163 «O6 yreepxkaenun CanlluH
2.1.7.2790-10 “CaHuTapHO-3TTHAEMHOIOTHYESCKHEe TPEOOBAHMS K OOpaleHUIO ¢ METUITMHCKUMHU OTXOAaMu » (BMECTe
¢ «CanlluH 2.1.7.2790-10. CanutapHO-3MTHAEMHOJIOTHUECKIE TTPABIIIa M HOPMATHBBHL...») (3apeructpupoBano B MuH-
tocte P 17.02.2011 Ne 19871).

15.TOCT P 52623.4-2015 TexHOIOTHUH BBIIOIHEHUS MPOCTHIX MEAUIMHCKUX YCIyT HHBA3UBHBIX BMEIIATEIbCTB.

16. [Tpukaz M3 PO Ne 183H ot 22 anpenst 2014 . «O0 yTBepsKA€HUN NEPEUHS JIEKAPCTBEHHBIX CPECTB JJISI MEAUIIMHCKOTO
MPUMEHEHUS, TIOAJIEKAIINX TPEIMETHO-KOTTUYECTBEHHOMY YUETY».

17. puka3z M3 P® Ne 6461 ot 31.08.2016 «O06 yrBepskaenun IlpaBui Haaexamned NpakTHKA XpaHEHHs U TIEPEBO3KH Jie-
KapCTBEHHBIX [IPENapaToB AJISl MEJULIUHCKOTO IPUMEHEHHUSY.

ABTOpBI

LIVKAJIOBUY
Anacmacus Anexceesna

Crapmiast MeTUIIMHCKasl CECTpa OHKOJIOTMYECKOTO OT/AETICHUS

I'bY3 «Hay4Ho-npakTHu€CcKOro EeHTpa CenrnaIu3upOBaHHON METUIIMHCKOM
nomouy aerssM uM. B.®. BoitHo-fIcenenkoro JlenapramMeHTa
3npaBooxpanenus . Mocksepy (HIILL). Ten. +7 (916) 103-55-59

YUCTAKOBA IIpouenypnas MequuMHCKas cecTpa oHKoinorudeckoro oraenenus HITLL.
Examepuna Buxmoposna  Ten. +7 (903) 176-51-61

JIOTAYEBA MenuiHcKas cecTpa KaOMHEeTa XUMUOTEPAITUN OHKOJIOTHYECKOTO OTIACIICHUS
HUpuna Eseenvesna HIILI. Ten. +7 (925) 367-68-89

3ABPO/THAA I'maBuas megummHCKas cectpa HIILL.

Anorcena Baoumosna

Ten. +7 (925) 075-57-58
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OUNHAN HAVYHO-NPAKTHYECKOrD LIEHTPA [ﬂEIlMAﬂH!MPI]BAHHI]M
MEZQHLMHCKON NOMOLLH BETAM UMEHH B. . BOIHO-ACEHELKOrD

Mo pewenno MpaBuTtenbctBa MoCKBbI Ha Tepputopum HaumoHanbHOro napka «J10CUHBIA OCTPOB» MO
agpecy Mocksa, yn. boratblpckuin MOCT, 17 Be4ETCA NOAroTOBKa K OTKPbITUIO nepBoro B Mockse LleHTpa
AoneynBaHus n peabunutayum geTen ¢ OHKONOrMYeCKUMU U HEBPONOrnyecknmy 3abornesaHnAMn BMe-
CTMMOCTbIO 60 Koek. [MnaHnpyeTcs ycTaHOBKa HOBEWLLErO YHUKanbHoro o6opyaoBaHus, He UMeroLero
aHarnoroB B Hawewn cTpaHe. [poekT passutusa LIPL peanuadyeTca BO B3auMMOAENCTBUM CO crieymnanm-
cTamn B 00nacTn OHKOMOrMM U MCUXOHEBPONOrMm geTckonm GonbHuubl «bambuHo [Ixesy» (Utanwus,
Pum), pacnonaratoLlenn yHuUKanbHbIMW TEXHONOrMaMM peabunutaunn geTen.
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YHWUBEPCabHaA cUCTEMA

INEKTPOXUPYPTMA, BOAOCTPYMHAA M NAa3MeHHasn xmpyprvm

rMGpMAHbIe TexHonorun komnanum Erbe nosgonsior NMPUMEHATb BCe TEXHOJ/IOTMU oNnepaTUBHbIX BMeLlaTe/1bCTB
B XUPYPrun ne4eHu — aNeKTpoxXxmpypruyeckan paGoqaﬂ CTaHUuA @ C aproHon/J1asmeHHbIMU MHCTPYMEHTaMHU @
u MOHOHOHﬂprIﬁ anninkaTop @

Mpeumywecrsa APC-annaunkaTtopa NMpenmywiecTtea MOHOMONAPHOrO annanKaTopa
™ BbiaeneHue 1 BCKpbITMe Kancynbl [nccoHa ncnonb3ya M CeneKTMBHOCTb BOAHOM CTPYM 3alLMLLAET TKaHb U COCEAHUE
pacceyeHue C UCNONb30BaHNEM aproHa CTPYKTYpbI
M BbicTpas NOBEPXHOCTHasA Koarynauma obnactv pesekumm M Xopoluas BUAMMOCTb OMepaLMoHHOro nons, 6aaroaapa
M BeckoHTaKTHaa npoueaypa, TKaHb He NpUaAMnaer K BCTPOEHHOMY acnupaTtopy
MHCTPYMEHTY M BbicTpas anccekums, 6aarogapsa oAHOBPEMEHHO Koaryns-
LM COCYA0B, YMEHbLUAET BPEMA OMNepaLmm

000 «3pb63 dnekTpomeamumH»  Mocksa  Poccua  +7 (495) 287-95-39  erbe-russia.com




=. = MERIVAARA
-

KomnaHua Merivaara (OuHnaHams) ¢ 1901 roga
ABNAETCA MNPOU3BOAUTENIEM BbICOKOKaYEeCTBEH-
HbIX, HaZeXHbIX U LOJITOBEYHbIX OMepaLMOHHbIX
cTONOB, HOMBHUYHBIX KpoBaTen K KaTanok. Kaue-
cTBO oObopynoBaHusa Merivaara wn3BecTHO B
Poccun ¢ cepeauHbl 1970-x ropoB u oTBevyaeT
BbICOYaWLLMM CTaHAapTaM KayecTBa.

MerivaaracerogHsnpegnaraeTHOBblIE CBETOAMUOA-
Hble onepauuoHHble cBeTUNbHUKKM Q-Flow™ un
HOBYIO MHTErpPaLMOHHYIO CUCTEMY ANIFOMNepaLMOH-
Hbix OpenOR™.

Merivaara OpenOR™ Lite, Classic & OverlP OPEHORM

OpenOR™ - peBOMOLMOHHAA NHTErPaLMOHHas CUCTEMa OMNepPaLMOHHbIX C €AMHbIM MOJIb30Ba-
TENbCKUM UHTEPGDENCOM, KOTOpas MO3BOSAET XMPYypPram ynpasnsTb U30OpakeHUsSMU U BUae-
o-dannamm, NoNyYeHHbIMU C Pa3HbIX KaMep, M apXMBUPOBATb UX B paMKax eauHOMN CUCTEMbl 0bpa-
60TKM LOKYMEHTaLMKM AN1S Pa3/IUYHbIX YCTPOMCTB, C KOTOPbIX NonyYatoTcsa n3obpaxeHus. MNpea-
naraeM yaobHble MpOTOKOSbl, CO3AaHHbIe CreLmanbHO A8 XMPYPros.

OpenOR™ OverlP ocobeHHO nopxoaut pna 6omblwKx CTauuMoHapoB ¢ 6onee 4yem
5 onepaumoHHbIMK, AN NI060ro KoMYecTBa onepaLMoHHbIX M 06beMa MHboPMaLLMK. DTO MHHO-
BaLMOHHOE pelleHne 419 HOBbIX BOMbHUL, rae TpebyeTcsa BbICOKOE KayecTBO nepenayn Bnaeo
(3D, PiP/PaP, 4k n 1.n.).

000 «MEOAN-TTUHK»
Ten.: +7 (499) 128-84-81, +7 (926) 921-77-81
www.medilink.ru, e-mail: info@medilink.ru

Komnanus SHD ltalia Ha npoTtaxxeHun 20 net
3aHMMaeTca  TeXHWYeckon  pas3paboTkow,
NPOU3BOACTBOM W YCTaHOBKOW obopynoBa-
HWS, BKMlOYatolWero B cebsi MOTONOYHbIE W
CTEHOBbIE MaHeN Co CrneumnanbHbIM MOKPbITU-
eM, pasfinyHble TUMbl ABEepPEeKn, AONONHUTENb-
Hoe obopyaoBaHWe O YUCTbIX MOMELLEHUN
XUPYPrUYECKNUX OTAENEHUM W OTAeNeHun
MHTEHCMBHOW Tepanum.

[MpUMEeHEeHNEeHOBENLLNXTEXHOMOMMN rapaHTn-
pyeTonTUManbHOE NCMOMb30BaHMEMPOCTPaH-
CTBa B OrPaHNYEHHbIX YCITOBUAX OOMbHULLbI, 1

NO3BOJIAET MOSIHOCTBIO UCKIIOUNTL BaKTepu- OO0OO «Jlere Aptuc»
arlbHOe 3arpssHeHWe MnoMeleHnn U Kave- +7 (499) 128-93-20
CTBEHHYIO CaHUTapHyto 06paboTKy. ; ORIMA
y PHYIO 05p y www.legeartismed.ru [

e-mail: lege-artis@bk.ru  =eene eanoioces




