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Ne 3 (03) 2019
CMEUBBINYCK

OT PEOAKLINN

Mapwusa
AnekcaHOpOBHa
LLIKOJIbHNKOBA

J-M.H., npogheccop, HayuHbIl pykogodumesns HUKU
neduampuu um. akao. tO.E. Benemuwesa ®I60Y BO
PHUMY um. H.W. Mupozosa M3 P®, 3asedyrowuli
LleHmpom HapyweHuti cepdeyHozo pumma HUKU
neduampuu um. akao. t0.E. Benbmuweaa.

Yeancaemvole konneau!

Poccutickuii KOHrpecc «/IHHOBAIIIOHHEIE
TEXHOJIOTMH B IIeJUATPUU U IETCKOU XUPYP-
vn» 22-24 oKTA6ps 2019 rozia BHOBb 06BeU-
HUT BOKPYT IIPOOJIEeM JETCKOrO 3[0POBbS
Bpauell pasIMYHbIX CIeIUATbHOCTEeH U IIpe-
rofiaBaTesel MeAMIIMHCKUX BYy30B. Ilexua-
TPUA CeTOAHA IePeXUBaeT OYepPeJHON BUTOK
CBOETO PAa3BUTHA B CBA3U C OOJIBIIIM YHUCTIOM
WHHOBAIIUH. YCKOPWINCH TeMIIbI CHYKEHUA
MJIa/leHYecKo! U IeTCKOM CMePTHOCTH, B TOM
YHCIe 33 CYeT BHEAPEeHMA HOBBIX TeXHOJIO-
TMl, HOBBIX 3()()eKTHUBHBIX METOJJOB Tepallil
U XUPYPTUU.

Ocoboe BHUMaHVe Ha KOHTpecce yzese-
HO HacJIe[ICTBEHHBIM 0O0JIe3HAM U TeHeTude-
CKHUM TeXHONOTruAM. I[ToABUINCh HOBbIE BO3-
MOYKHOCTHU AVIATHOCTUKY U JIEYEHLA TSKeJIbIX
HaCIe/ICTBeHHbBIX 3200JIeBAHUI, COYeTAHHBIX
IIOPOKOB Pa3BUTHA, Pa3pabOTaHbI HOBbIE ITOZ-
XOIbI K IIPOTHO3UPOBAHUIO HA OCHOBE TeHe-
TUYECKUX JAHHBIX (TUIA U JIOKAJIU3ALUH My-
Tanuii) npu OONe3HAX COeIUHUTENILHOMN
TKaHU, IIOYeK, JIETKUX, HelpojereHepaTus-
HBIX 3a60JIeBaHUAX, OOJIe3HAX 06MeHa, Kap-
JVOMMOIIATHAX U Apyrux. Ha moBecTke JHA
rrepexo/ K IepCOHAIN3NPOBAHHON TepaIny,
Ha3Ha4yeHUIO TapreTHBIX IIperapaToB. Bos-
MOXXHOCTH CO3JaHUA CIeIU(DUYHBIX I Ia-
LIMeHTa MoJieJiel C OoIpeJieJieHeM BIUAHUI
Ha OpraHb-MUIIeHU OyAyT PaCIINPATHCA,
U WCIpaB/IeHUe TeHeTUYeCKUX M3MeHEeHUH
IIPY HACIEICTBEHHBIX 3200JIEBAHUAX CTAHET
Gosiee peaIbHBIM. BeleTcsl aKTUBHBIN aHAIN3
HeCTPYKTYPUPOBAHHOM MeJUIIMHCKON WH-
dopmany B pa3paboTKe IPUHIUIIHAIHHO
HOBBIX IMATHOCTUYECKUX ITOZIXOJ0OB U TaKTH-
KU JiedeHUA AeTell — nudpoBusanua GeHo-
THIIOB.

Cpenu Ipyrux BaXKHBIX IpoOIeM K 00-
CY)K/IEHUIO — OT/aJIeHHbIe MeTUKO-OHOJIOTH-
YecKue IIOCJIe/ICTBUA BIUAHUA MAIbIX 03
MOHUBUDYIOIIeH pasuanuy, pepopma Menu-
IIMHCKOTO OOPa30BaHUA U ero KadecTBO.
Ipo¥igyT ceMUHApbl ¥ TPEHUHTH, KOHKYPC
MOJIOZIBIX yYeHBIX, OylyT Bpy4eHbI IIPeMUU
B.A. TaGonuna 1 .M. KoBapckoro.

KoHrpecc — 3T0 BO3MOKHOCTb B KOPOT-
KO€e BpeMs OXBAaTUTh OCHOBHbIE TE€HZEHIINHU
PAa3BUTHS U OIIYTUTD «IIYJIbC» COBPEMEHHOM
neguarpuu!

[lepekTHble
PECHNYKN

Onyxonn He OHKOMIOrMYECKOro
3aboneBaHma (3

[lepexuBlLMe
UepHObObINbCKYO aBaputo Eg
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IHHEJIMATPUA

CEIOLARA

NEKLUMA

BO3pacTa

803pacmHou 2pynne..

AnekcaHap
HukonaeBny
MAMIYPA

[l.M.H., pykosoOumess omoena annepaosoauu

U KnuHu4eckol ummyHonoauu HUKU neduampuu
um. akao. fO.E. Benbmuwesa ®r6OY BO PHUMY
um. H.U. lMupozosa M3 PO, 2nasHebili sHewmamHelt
cneyuasnucm 0emckul annep2os02-UMMyHO/02
Jlenapmamerma 30pasooxpareHus 2. Mockebl

AHauIakcus TPeCTaBIIAeT cOBOoM
OCTPO PA3BUBAIOLIYIOCA AJUIEPTUYECKYIO
PeaxIyio, KOTopas BO3HUKAeT BHE3aITHO
U MOXeT ABUTHCA INPUYMHON CMepTH.
CBefileHHA O PaCIIPOCTPAHEHHOCTH U 4a-
CTOTe SIMM3070B aHAQWIAKCUM Y JeTel
PpaHHero BO3pacTa KpaifHe OrPaHMYEHBI,
U yeM MIajre peGeHOK, TeM MeHbIIIe 10
CTOBepHOU UH(pOpMAaIIUY, IOCBAIIeHHON
3TOM IpobseMe. 3HAHUS 00 AaHADIIAKCIT
6a3upyIOTCA HA ONMCAHUU OTHETbHBIX

KINHUYEeCKUX CJIydyaeB, PeTPOCIIeKTHBHOM
aHaIM3e PeruCTPOB II0 TAKeIbIM ajleprude-
CKMM peakIUAM OT[eJleHUU HeOTI0KHOU
Tepanuu.

PacnpocTpaHeHHOCTh
B 00IIel JeTCKOW MOMyJISIUN [0 Pe3yJIbTa-
TaM MeTa-aHaau30B cocTasiiAeT 0,1 %. [To Ha-
UM JAHHBIM y 40 % JleTell ¢ IIOATBePKIeH-
HOM IHIIeBOM aHapuiIaKcuel IIepBBIU
3Mu1307, aHAQWIAKTUYECKOU peaKIuU BO3-
HUKaeT B BO3pacTe OT 6 MecAleB Ji0 2 JIeT.
Bosnee Toro, ciefyeT yUuTHIBATh, YTO IIPUBE-
JleHHbIe ITOKa3aTeId He MOI'yT B IIOJIHOW Mepe
OTpa)KaThb IIOMJUHHYI0O KapTHHY. B cBA3U
C TeM YTO MHOTHe 3IM307bl aHa(pIIaKTIde-
CKUX pPeakIvii y feTell BOSHUKAIOT BIIepPBhIe,
YacTh M3 HUX IIPOIyCKaeTCA, YTO KpaliHe 3a-
TPYZHAET U UCKa)KaeT PeayIbHYI0 pacIIpocTpa-
HEeHHOCTb. BepoATHO, aHaQWwIaKCUA MOXeT
Pa3BUBAaThCA C IIEPBBIX IHEM KU3HU peOeHKa,
OIHAaKO BepU(UKaIMA I1MarHo3a B 5TOM BO3-
pacTe KpaiiHe 3aTpyJHUTEIbHA U B PEAIbHO-
CTU IIOJTHOLIEHHO YCTaHOBUTD JUATHO3 MOYKHO
y eTel TOJIbKO JIByXHeZeJIbHOTO BO3PacTa.

aHapuUIaKCuu

CHEUMAANSNPOBAHHAS TASETA
AN TIEAVNATPOB

AHadunnakcna y geten paHHero

TepMUH «aHaguUAAKCUA» Ha4an ucNosL308AMbCA Medukamu eule 8 1902 200y. Ha4yuHas ¢ mozo 8pemenu,
ucciedosamesnu Cmanu akmusHoO U3y4dme pas/iudHsle acnekmel 0aHHOU HO30/102uu. V1 ec/iu Nep8oHaYaneHo
borbLIOe Ko/Iu4ecmao pabom NOCBAUYA/IOCE 8 OCHOBHOM 83POC/TbIM NAUUEHMAM, MO 3a NOC/IEOHUE

10.71em 3Ha4UMEsTbHO y8esIuYUIOCs YUC/IO NYybaUKayul, memoli Komopelx cmasna aHagunakcus y demed.

K coxaneHuro, ucciedosaHutl 8 061acmu 3mozo 3a60/1e8aHUA Y NAUUEHMOB NEPBO20 2000 KU3HU
UCK/TIOYUMESTIbHO MAsIo, XomsA pAa0 0cobeHHoCMeU pasgumus aHAaUIaKCUuu XapakmepeH UMeHHO 0718 3mol

MPUYNHBI AHAOUNAKCUN
Hawu6osee gacThiii TpUrrep aHADUIAKCHT
y AeTell paHHero BO3pacTa — IHINeBasd
auteprud. Tak, e y AeTell IoOcTaplie
MIHIIeBas AJUIePris BbICTyIaeT IPUINHON
He MeHee 50 % Bcex aHa(QMIaKTUYECKUX
PeaKIInii, TO y MaJbIIIell MOXKHO C BBICO-
KOU CTeIleHbI0O BePOATHOCTU TOBOPUTH
0 70-90 % ciaydaeB aHaQIIAKCUU.

CraTh IpUYMHON aHADWIAKCHU Y Jie-
Tell MOXKeT IIPAaKTHUYeCKU JII00as ITUINA.
OfHaKO y MalleHTOB IIePBOTO TOfA XKU3HU
B Poccuyi 0cOGEHHO YacTo ee BBI3LIBAET
KOPOBbe MOJIOKO, Ha BTOPOM MecTe — aJl-
JiepreHbI KypUHOTO ANIA. CeHCHOMI3alya
B 5TOM BO3PACTe K Py A/UIePreHOB MOXKeT
PasBUBAThCA MIPU UX MOCTYIUIEHUH B Opra-
HU3M peGeHKa C IPYJHBIM MOJIOKOM MaTe-
PH, ITO B JIbHEMIIIEeM, AaXKe TIPX IIePBOM
yIOTpeOeHn! IPOAYKTa, IIPOBOIMIPYeT
pasBuTHe aHapuiaakcuu. I[lo Hamum
JIAaHHBIM Yy 58 % JieTell C IUIeBoM aHau-
JIaKCHel CHCTeMHbIe DeaKI[UuHn
Pa3sBUBAINCH y)Ke IIPU IIePBOM

HOBOCTD

KOHTaAKT C XKMBOTHbIMW ynydwaetr NMMYHUTET

ViccnedosaHue, nposedetiHoe 8 YHusepcumeme wmama O2adio, NOKA3aso, 4mo cocmas KuLe4Hot Mukpodsiope! y demed, Npoxuarouyux

8 Ce/IbCKOU MECMHOCMU, ZO,DCBaO DCBHOO@')CBHE’Q, quyZODO@CKUX. B ceoem SKCNepUMeHIme OHU NOoJ1y4u/iu 00Ka3amesibCmaa maoeo, Ymo

6os1ee 300p08bIl KULLEYHBIU MUKPOOUOM CNocobcmayem hopMUupoBaHUI0 ycmou4ueocmu UMMYHHOU CUCMEMBb.

YueHble UCCIENOBATINA 00pasnbl (eka-
s 10 metedt u3 mrtata Oratio (CIIIA) B Bo3-
pacte or 6 MmecaueB A0 1 roma. V3 Hux

5 XXKWIN B CeJIaX PAAOM C CeIbCKOXO35H-
CTBEHHBIMU XUBOTHBIMU. OCTaIbHBIE 5 MJIa-
JEHIIeB IIPOXXUBAIM B TOPOACKHMX AOMax
U C IOMAIlTHUMM >KUBOTHBIMU He KOHTAKTH-
poBatn. [ToMrMO 3TOrO, y JIeTell UMeJrCh
Ppa3yuA B XapaKTepe IIMTaHWA: IBOe TOPOJ-
CKUX MaJIBbIIIe HaXOAYUIICHHA MCKYCCTBEH-
HOM BCKapMJIMBaHMU, B TO BpeMA KaK Bce
CeJIbCKYe IeTA — Ha IPYyJHOM.

OG6pasipbl BBISBWINM BaKHbIE Pa3Jid-
YKisi — B YaCTHOCTH, Pa3HOOOpasue Mu-

KPOOGHOTO COCTaBa W OOWINE IOJe3HBIX
GaKTepUil B KUIIEYHUKAX CeTbYaH 10 CPaB-
HEeHUIO C TOPOCKUMU KUTEJIAMU. ABTOPBI
OXKU/IATTU TIO0OHOTO Pe3ysIbTaTa, YIUThI-
BasA MOCTOAHHOE OOIIeHMe JeTel C 3KUBOT-
HBIMU, a TaK)Xe (aKT, YTO «CeJIAHe» He TaK
3aIIMKJIEHBI HA YMCTOTE, KaK OOJIBIIMHCTBO
aMepUKaHIIeB.

[MpenpiAyIyie MCCIEAOBAHUS BhIABIIIN
CBA3b MKy XapaKTEPOM CeTLCKOU JKU3HU
U CHIDKeHVEeM CJIy9aeB aJUIePIUU U aCTMBI,
YTO IIPUBEJIO K MOSABIEHUIO <TUTUEeHITIeCKON
runore3bl». OHa OCHOBAaHA HA IIPEATIONIOKe-
HUY O TOM, YTO «CBePXYHCTasI» COBPeMeHHAs

KV3Hb INIPUBEJIA K POCTY ayTOMMMYHHBIX
U JUTePrUYecKUX 3a60JIeBaHIA.

YuuThIBasg posib MUKPOGUIOPHI KUIIEY-
HUKa B 3/[0POBbE YeJIOBEKa, yIeHbIe IIOCTa-
BIUIY LIeJIb U3Y4IUTH BIVSHUE Pa3IdJalonie-
TOCSI IO COCTAaBy KUIIEYHOTO MUKPOGHOMA
HAa Pa3BUTHE UMMYHHOM CHCTeMBbL. [l 3TOro
(heKaTPHBIMU TPAHCIUIAHTATAMY, IIOJIyIeH-
HBIMU Y JieTell, KOJIOHU3UPOBaH KUIIeIHUK
HOBODOYKJIEHHBIX CBUHeN. Pe3yibraTel Io-
Kasaid, 9To Oojiee Pa3sHOOOPA3HOUM KUIIIeY-
HOU MUKPOQJIOpE CeTBYaH COOTBETCTBOBAIO
Gosee yCTONYMBOE Da3BUTHE WMMYHHbBIX
KJIETOK Yy ’KVBOTHBIX.




JIERLINA
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AHadunnakcma y geten paHHero Bo3pacra

B JKU3HM YIIOTpeOJIeHU! IIPOJYKTA.

Y meTell B TPyAHOM BO3pacTe BO3MOX-
HbI aHAQWIAKTUIeCKIe PeaKIIUK Ha Pa3Ind-
HbIe CMeCH, IIPA 3TOM aHa(PWIAKCUAIO MOTYT
MHAYIVIPOBATh KaK YaCTUIHO, TAK U BBICOKO-
TUApONI3HbIe GOpMyIIbl. AHA(IIAKTUIeCKHe
PpeaKIy BO3MOKHBI 1 HA MeHee TPaJUuLVIOH-
HbIe JI1 3TOM T'PYIIIbI IAIIIeHTOB IPOLYKTHI:
penxue GPYKTBI U OBOIIU, CEMeHa (ThIKBBI,
KYH)XyTa, TOPYHUILIbI), pa3INIHbIe BUABI MACA,
TIPOAYKTHI ITYeJI0BOACTBA U T. [,

OmHOU M3 CaMbIX CJIOKHBIX M HeIpes-
CKasyeMBbIX CUTyalluil fABJIAETCA aHa(IIAK-
cus, 00yCIoBIeHHAs IPOBOKAIel ajuiepre-
HaMM M3 CKPBITBIX MCTOYHUKOB, HHOIZA
He YIOMAHYTBIX B COCTaBe IMPOAYKTa. Jloy
TaKUX aHA(PWIAKTAYECKUX PeaKIUil cpeiu
JleTell IUINeBOM aHa(UIaKCHell COCTaBIAeT
npubnusuTtenbHo 25-30 %. Bosee Toro, B ps-
Jle CJIydaeB POAUTENN HeBHUMATeIbHO YUTa-
10T 3TUKeTKY Ha IPOAYKTaX MUTAHUA, ITO Be-
JeT K DpasBUTHIO IIOBTOPHBIX 3IIH30/0B
aHadiakcuy. He CcTOUT 3a0bIBaTh O BO3MOMK-
HOCTY CJIyYalfHOTO KOHTaKTa peGeHKa C IpU-
YMHHO-3HAYMMBIM TIPOAYKTOM. Hampumep,
BABIXaHUE a3PO30JIbHBIX YaCTUL, MHUIIA
IIpU ee KyJIMHAPHOW 06pabGOTKe, KOHTAKT
KOXKH C aJulepreHoM. Hepesiko sTu peakiun
00y CJIOBIEHBI KOHTAKTOM C PBIGOI/MOpPeIpo-
JYKTaMU, MOJIOKOM, IUIJOM, aPaXHUCOM.

B To ke BpemA JeKapcTBeHHasA aHapu-
JIAKCHA y leTell paHHeTo BO3pacTa BCTpedaeT-
cA pefiKo, ee oA YBeJIMIMUBAeTCA C BO3Pac-
TOM manueHToB. OdYeHb YacTo ee
TIPOBOLMPYIOT AaHTUOAKTEepPUAIbHbIE IIpella-
PaThl, HeCTepOUJHbIe IIPOTUBOBOCIATINTEb-
Hble cpezncrBa (HIIBC). PasmuuyHble Jekap-
CTBeHHBIE cofepxanue
OCTaTOYHBIE KOJIMIeCTBA IIUIIEBOIo ajiepre-
Ha, TaK)Ke MOTYT BBI3bIBaTh aHA(DIIAKCHIO.

He MeHee BayKHOW ITPUYUHOM IIOBBIIIEH-
HOTO PUCKA Pa3BUTHUA aHA(PUIAKCUU, OCO-
GeHHO y leTell MJIaAIIero Bo3pacTa, ABJIAeT-
cA BaknuHanuA. OCHOBHAsA Macca BaKIMH
TIPUXOOUTCS Ha IepBble [Ba Tofia KU3HU,

IIpernaparsl,

KpOMe TOr0, UME@HHO B 3TOT IIepUOJ OCy-
IIeCTBJIAETCA IepBOe BBeJeHHe BaKIUH,
YTO OIpeJeNisieT OTCYTCTBUE KAKUX-THUOO0
aHAMHeCTUYeCKUX JAaHHBIX 00 UX ITepeHOCH-
MOCTH U PUCKe Pa3BUTH HeKeJaTeJIbHBIX
peaxkiiuii. YactoTa aHaWIAKCUY COCTABIIAET
1-1,5 ary4ad Ha 1000000 o3 o1 BCeX BO3-
PacTHBIX IpynIl. B cocTaB BakLIUH BXOAAT
He TOJBKO AHTUTEeHHBbIE JeTepMWHAHTHI,
HO M (JIEIOBOE KOJIMYEeCTBO PA3IUYHbIX KOM-
TIOHEHTOB, KOTOPble MOTYT OBITh IOTEHIIU-
aTbHbIMU ajuiepreHaMu. CeHCUOMTU3ANNA,
KOTOpasi CIocoOHa WHAYIUPOBATh aHadu-
JIAKCUIO IIPU BAaKIJUHALIMU, MOKeT Pa3BUTh-
CA KaK J0 MCIIOJb30BAHUA BAKIIMHBI, TaK
¥ IIPY IIe€pBOM WX OCIEAYIOIIYX ee BBee-
HUAX. K 3HaUUMbIM UHAYKTOpaM aHapWIaK-
CHU MOKHO OTHECTH 0eJIOK KypUHOTO SIHIIa,
TIPOTUBOMUKPOOHbIE areHThI U JKeJIATHH.
K mpumepy, 6e10K KYpUHOTO SHIA TPUCYT-
CTByeT B 3HAUMMBIX KOJIMIECTBAX (MKT/MJI)
B BaKLIWHAaX IIPOTUB XEJTOU JIMXOPAIKU,
TPUIIA, BETPSHON OCIHBI U OeIleHCTBa,
a TaK)Ke B MMIIOPTHBIX BaKLWMHAX IIPOTUB
KOPHY U 3MIUAEMUYECKOT0 IIapoTUTa. DTOro
KOJIMYEeCTBA MOeT OBITh JOCTAaTOYHO
Ji14 pa3BUTUA aHAQWIAKTUYECKON peaKIuu
y MaIleHTOB ¢ aHaUIaKcuel K KypuHOMY
suy. [IpOTUBOMUKPOGHBIE areHThI, TaKue
KaK HeOMUIIMH, CTPEIITOMULIMH, KAHAMUILIMH
U IOJIUMHUKCUH B, MOIyT IIpHUCYyTCTBOBAaTh
B (JIEIOBBIX KOJIMYECTBAX B KUBBIX BUPYC-
HBIX BaKIJMHAX, [I09TOMY ITallU€HTbI, UMeIO-
mye B aHaMHe3e aHapUIaKTU4YeCcKUe peak-

OUY Ha JaHHble AaHTHOAKTepHUAJIbHbIe
TIpeIaparsl, He O/LKHBI ITOIy4aTh BAKIVHEL,
cozepykarmye 3TH KOMIIOHEHTBI.

B omHOI TpeTH CIydaeB IPUYNHY aHaDU-
JIAKCUU WJeHTUGUINPOBATh He YAaeTcsd,
U NpU HAIMYUY KIMHUYECKUX KpUTepueB
aHaWIAKCUH IIPABOMOYEH JJUAarHO3 UHOIIA-
Th4YecKasa aHaQIIAKCHUA.

TEYEHUE AHAOUJTAKCUN

Kak nmpaBwio, aHapMIaKCHA XapaKTepu3yeT-
¢ MOJHHEHOCHBIM pasBUTHEM CHMIITO-
MOB — 33 HECKOJIBKO CeKYHJI-MUHYT, OObIYHO
B TeUeHMe 2 4acoB MOowIe KOHTAKTa C ajulep-
TeHOM. B cBOIO o4epesib, X perpeccus MOXeT
TIPOUCXOAUTD IOCTEIIeHHO.

Pa3jInyaT HECKOIBKO HeOOGBITHBIX
(dbopM aHaPWIAKTHYECKUX peaKIuii: oudas-
Hasd, NTpOAJeHHas, OTCPOYeHHasd, IHIe-
3aBUCHAMasA aHAQUIAKCHUA, MHAYIVPOBAHHAA
(pusmyeckoil Harpy3kou U T.Z. Y JeTell mep-
BBIX JIeT >KM3HM OHU BO3HUKAIOT KpaliHe
penxo. BmecTe ¢ TeM 60JIbIIOe 3HAYEHYIE IMe-
0T aJfUTUBHBIE (PAKTOPBI, KOTOphIE 3ada-
CTYIO HaOJIIOAAIOTCA y)Ke IIPU IIePBOM 3IIH30-
Je aHapwiakcud. CaMbIMH 3HAaYUMBIMU
U3 HUX B 3TOM BO3PAaCTe ABJIAIOTCA BUPYCHbBIE
uHpekuu u npuem HITBC.

THOCTHPOBaTh aHabwIakcuo. OJHAKO B pAzie
CJIydaeB HEKOTODPbIe U3 HUX MOTYT OBITh IIO-
JIe3HBIMU, XOTA U He 0OJIaJAI0T BHICOKOH CIIell-
U(PUIHOCTBIO ¥ YyBCTBUTEIBHOCTHIO. Tak, pa-
CCMaTpHUBAETCA OIpefieleHre YPOBHA OO0IIei
TPUIITa3bl B KPOBU B TedeHUe 1-3 4acoB IocIe
MIOABJIEHUA CHMITTOMOB aHa(wIakcuy. DTOT
MeToz, MH(OPMATHBEH B CJIydae JIeKapCTBeH-
HOU ¥ MHCeKTHOM aHa(IIAKCUH, OFHAKO YPO-
BEHb TPHUIITA3bI PEIKO 3HAYUTEILHO YBEINIY-
BaeTcd B ¢Iydae MUIeBoY aHaQIUIAKCUY, ke
eCTIH B3ATHE KPOBH IIPOBEIEHO B ONTHUMAIh-
HbIe CPOKU. Bostee Toro, y ZieTeii paHHEro BO3-
pacTa UHTepIpeTaya YPOBH: TPUIITA3bI UMe-
eT OoIpeJieJieHHble CIOXKHOCTH, TaK Kak ee
6a3aIbHBIA YPOBEHD ICXOFHO IOBBIIIEH.
JuddepeHuanbHad JUarHOCTAKA aHa-
(umaxcnu y reTei epBeIX JIET XKU3HU B 3Ha-
YUTEIbHOH CTeIlleH! OCIOXKHACTCA HATMIUeM
BO3PAaCT-3aBUCUMBIX U Hecnelu(pUIecKux
cuMITOMOB. Harmpumep, He06XOIIMO YIUTBI-
BaTh BO3MOXKHOCTH INIOKA, BO3HUKAIOIIETO
TIPU TAKEJIOM Te9eHUU PAAA MHPEKITMOHHbIX
3a6omeBaHul (MHQEKITMOHHBIA TaCTPOIHTe-
putT, MeHUHTUT). luddepeHITNATBHBIN JHUa-
THO3 He0OXOIMO IIPOBOZUTE C 3a60IeBaHuU-
AMU, I KOTOPBIX XapaKTepPHBI CXOXKHUe
CHMIITOMBI CO CTOPOHBI PA3IMYHbIX OPIaHOB.

AHTUreH T[nasmatuyeckasa KieTka

B-kneTKa

mctammH

AHad)I/IHaKTI/I‘-IeCKaﬂ peakyuna

Ha ceromHAIHMH IeHb I JUATHOCTUKY
aHa(wIAKCHY He3aBHCMMO OT BO3pAcTa IaIy-
€HTOB WCIIOJB3YIOT KIMHIYEeCKHe KPUTepHH
EBpoItelickol akaieMUy aJUIeproyIoTiy U K-
HIYeCKOM MIMMYyHOJIOTHIHL. BmecTe ¢ TeM crmITTO-
MbI aHaQWIAKCUM Y JleTell paHHero BO3pacTa
YacTo He MHTePIIPeTUPYIOTCA, ¥, COOTBETCTBEH-
HO, IMarHO3 He BBICTaB/IAeTCA. Ero ycraHoBie-
HUe 3aTPyJHsAET PAZ OOCTOATENILCTB: MePBbI
3307, aHADIAKCHY, HUTMYYEe HesAPKO BbIpa-
JKeHHBIX U OBICTPO MCYe3aIOIMYX CHMIITOMOB,
OTCYTCTBHE KOKHBIX ITPOABIeHNI. MaseHbKye
JIeTH He MOTYT OITMCAaTh CHMIITOMBI I aKTUBHO
TIPETBSIBUTS JKATO0OBI, TOTOMY PSI/T CYOBEKTHB-
HBIX TIPOSBTIEHUH (3ya, 6OIb U T.JI.) OLIEHUTH
HEeBO3MOKHO. TKeCTh aHa(MIIAKCHY OITpe/esL-
eTcA 10 Havboslee CTPaJAIoNIeli CHCTeMe Opra-
HOB, OJJHAKO 3Ta OLIeHKa y leTel B 3TOM BO3pac-
Te KpaliHe 3aTPyAHUTEIbHA.

OVNATHOCTUKA

Jlo HacToAIero BpeMeHH He CyIecTByeT YHU-
BepCATBHBIX JIAOOPATOPHBIX ITOKa3aTellel,
CIIOCOGHBIX C BBICOKON BEPOSATHOCTBLIO JUa-
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TyuHana KneTKa

Hampumep, aHaJIOTUYHBIE NTPOABIEHUA BO3-
HUKAIOT: CO CTOPOHBI KO)XHOTO IIOKpPOBa —
IIPY KPaIUBHUIIE[aHTHOOTeKe, MAaCTOLIUTO3€;
PecIpaTopHOro TPAKTa — IIPU aCIIMPALIHI
WHOPOJHOTO TeJa, JAPUHIOOTeKe, IIOPOKaxX
PasBUTHA, GPOHXUATLHOM aCTMe; XKeJTyJOYHO-
KHUIIEYHOTO TPaKTa — IIPU MMJIOPOCTeHO3e,
WHBAarMHAIUY, THGEKIMOHHOM IracTPOSHTe-
puTe; IEeHTPAJIbHOU HEPBHOU CHCTEMBI —
NIpU 3MUIENICUY, WHCYJIbTe, OTPaBJIEHUU;
Cep/IeYHO-COCYANCTOM CCTeMbI — IIPU apUT-
MMUH, Ba30BaraJIbHbIX IIPUCTYIIAX.

NoAXoAbl K JIEYEHUIO

JledeHe aHA(PIIAKCUN y IeTell paHHero BO3-
pacTa IIOJIHOCTBIO OCHOBBIBA€TCA Ha PEKO-
MeHJAUMAX U MPUHIMIIAX Tepaluu aHau-
JIAKTUYEeCKUX DeaKLIUi y MaryeHToB Goiee
CTapIIero BO3pacTa. ANpeHAIUH ABJIAETCA
IIperapaToM IepBOro BbIOOPA, ero peKOMeH-
JyeMas HavaJdbHadA [03a COCTaBIAeT
0,01 Mr/Kr BHYTPUMBIIIEYHO. IIpu OTCyT-
cTtBuHU 3QdeKTa OT IepBor JJ03bI IIOBTOPHOE
BBeZIeH/e BO3MOXKHO 4yepe3 5-10 MUH.

B monomHeHMe K afpeHaINHy IPU KyIIu-
poBaHNU aHAQWIAKCUU B MaKCHMATIbHO KO-
DOTKHE CPOKU CJIefiyeT OGeCIeuUTh IIOAAdy
JIOTIOJTHUTEJILHOTO KHCIOPOJa, Heo6XOmuM
KOHTPOJIb IIPOXOAWMOCTH JbIXaTelIbHBIX ITy-
Tel, JO/DKHA OBbITh YCTAHOBJIEHA U ITOZ/IePyK Y-
BaTbCs BHYTPUBeHHasA KaTeTepU3alys.
IIpu pa3BUTHY TUIIOTeH3UU BBOJAT KOJUIOU/-
HbIe PaCTBOPBI U3 pacyeTta 30 MJI/KT B Te4eHUe
TIepBOTO Yaca (IIof, KOHTPOJIeM ITOKa3aTeslei
apTepUaIbHOIO JaBjieHu). B JaHHOM cuTyarm
Tepamnus MPOBOSUTCA B OTe/IeHUN PeaHUMa-
LMY C ACTIONIb30BaHeM BHYTPUBEHHOTO BBeZIe-
HMA afpeHaIHA WK JoIlaMUHa. [To ToKasaHu-
M TPOBOIAT MCKYCCTBEHHYIO BEHTIJIAIUIO
JIETKUX. ATOHUCTBI 2-afpeHOPeIeITOPOB IIpU-
MEHAIOTCS MHTAIAIOHHO B KadecTBe JOIOJ-
HUTeILHOM Mepbl, YTOObI OOJIErYUTE OCTaTOd-
HOU GPOHXOCITa3M, KOTOPBII He KYITUPOBAICS
TIoCJIe MHBeKIUY afpeHTHA.

[Ipumenenue H1-aHTUTUCTAaMUHHBIX
TIpenaparoB IpU aHAPWIAKTUYEeCKON peak-
LMY MOYKeT 0OJIeTIUTD KOXKHbIe IIPOSABJIeHUS
(KpanMBHUILY, aHTUOOTEK, 3yA). OfHAKO OHU
He BJIMAIOT Ha PeCIIUPaTOpHbIe U KapANOJIO-
TU4YecKHe CUMIITOMBI, II03TOMY He ABJIAIOTCA
TperiapaTaMy BbIOOpAa M HU B KOell Mepe
He CIIOCOOHBI 3aMeHUTD afipeHaINH. [Ipu me-
POPAJIBHOM IIpHeMe JAeliCTBHe YKa3aHHBIX
CPeZCTB HAUMHAETCA IT0 MeHbIIIel Mepe depe3
1-2 yaca. Hl-aHTUTMCTaMUHHBIE IIpenapaThl
TIePBOTO IOKOJIEHUs B OOBIYHBIX J03aX CIIO-
COOHBI BBI3BaTh CeATUBHbIN 3P QeKT 1 HrBe-
JIIPOBATh PAJ, CAMIITOMOB, YTO MOXeT IIpe-
NATCTBOBAaTh YCTAHOBJIEHUIO JUarHosa
a"adwiakcuu. Kpome Toro, y feTeii miazie-
TO BO3pacTa NMpUMeHeHNe dTUX JIeKapCTBeH-
HBIX CPeJICTB MOKeT IIPUBECTU K OCTAaHOBKe
JbIXaHUA. 3HadyeHUe INIIOKOKOPTUKOUZ0B
B Tepanmuy aHAQWIAKCUN OO0 HACTOAIIETO
BpPeMeHU He JJOKa3aHa.

B orydae aHadwIaKcUU WX TIOAO3pe-
HUA Ha aHAQWIAKCUIO JeTAM 3TOM BO3PacT-
HOMH T'DYIIIBI HEOOXOAUMA TOCIUTAIN3ALINS
A TIPOBeJeHUs HEeOTIOKHOW Tepamnuu
Y1 MOHHUTOPMHIA CHMIITOMOB He MeHee
4eM B Te4eHHe CYTOK. AJIJIeProJIOTHYecKoe
o6cie[oBaHNe JOMKHO IPOBOJUTHLCA BCEM
JeTAM C TIOAO3peHHeM Ha aHaQIWIAKCHUIO
B aJUIePrOJIOTUYeCKUX KIMHUAKAX, TMeIOITUX
OIIBIT BeIeHU TAKUX OOJNBbHBIX. BeIABIEeHNE
TIPUYUHHO-3HAYMMOTO aJ/lepreHa aHa(pIak-
CHM — OCHOBHOU IIAT B ITOIBITKE CO3aHUSA
ONTHUMATIbHOMN NMPOQUIAKTUKA Y KOHKPETHO-
ro nanueHTa. [[py4MHHO-3HaYUMBbIe (PaKTo-
PbI (HIIa, TIeKapCTBeHHBIN Ipemapar, yKa-
JleHVe HAaceKOMBIM M T.J.), CIIOCOGHBIe
CIIPOBOIIMPOBATh AaHADWIAKCUIO y KOHKPeT-
HOTO pe0GeHKa, TPOMKCHIBAIOTCA B IACIIOPTe
AJIEPTOJIOTUYECKOro OGOMbHOro. KaxkabIid
poruTenb pebeHKa ¢ aHA(DIIAKTUIECKUMU
PeakuyAMYU B aHAMHe3e JIOJDKeH OBbITh TIa-
TeJIbHBIM 06Pa30M OCBeZOMJIEH O JVIarHO3e
aHaQWIAKCUY, OCOOEHHOCTAX KIMHUIEeCKON
KapTUHBI U IUIaHe DKCTPeHHBIX JeUCTBUH,
BKJIIOUAIOIIUX BBeJleHNe afipeHaINHA.

CymecTByioniie 0COGEHHOCTH U Hepe-
IIeHHbIe IPOOIeMEbI BeleHUs leTell pAaHHero
BO3pACTa, CTPAJAIONIVX aHA(pUIaKChel, 3Ha-
YUTEBHO MOBBIIAIOT UX YA3BUMOCTb. B CBA-
3M C 3TUM B HaCTosAIllee BpeMs O4eBUHA He-
00XONUMOCTh  aFANTAIlUM JUI TaKUX
MalMeHTOB KIWHUYeCKUX pPeKOMeHJAAIui
110 JUATHOCTHUKE U JIeYeHUIO aHA(DIIAKCUH,
a TakK)Ke NOBBIIIeHNe NHPOPMUPOBAHHOCTH
MeIUIIMHCKOTO ITePCOHAIA 06 9TOM ITaTOJIO-
TUIeCKOM COCTOSTHUM.

Cnucok aumepamypul HAX00UMca 8 pedakyul.
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COBbITHE

IHHOBALMOHHbIE TEXHOMOMM B 00NacTy NegmnaTpun

AnekcaHap
OmuTtprnesny
LAPEFTOPOALEB

/J1.M.H., npogpeccop, cosemHuk pekmopa ®60Y BO
PHUMY um. H.W. Mupozosa M3 PO

Bnagumnp
Buktoposuy
JnH

J.M.H., npogpeccop, u.o. oupekmopa HUKU neduampuu
um. akao. fO.E. Benomuwesa Or60Y BO PHUMY
um. H.U. Mupozosa M3 PO

BosbIyio 4acTh fieyieraToB KOHTpecca co-
CTaBJIAIOT MeJUaTphbl U y3KUe CIIeIVaINCThI
no 30 HampapjJeHUAM. B HeM ydacTBOBaIU
TIPeACTaBUTENIN MPAaKTUYeCK! BCeX MeJUIIH-
ckux By30B Poccuiickoii enepariyiy, akTUBHOe
yJacTvie B paboTe KOHIpecca IMPUHUMAIOT CTy-
JIeHTbI MeJUIIMHCKUX By30B MockBbI. KoHrpecc
BXOIUT B CHCTeMy HeIIPepPbIBHOIO MeJWIIVH-
CKOTO 1 (hapMarieBTIIeCKOro 00pa3oBaHUsl, ero
VIACTHUKU TIOTYYAIOT OAJUIBI-KPEUTHI, He06-
XOZIUMBbIe JIJIA IIPOXOXKIeHUA aKKPeAUTAIN.

Poccuiickuii koHrpecc «/IHHOBaIuOH-
Hble TeXHOJIOTUHM B NeJUaTPUM U HEeTCKOU
XUPYPTUM» — OJHO U3 BAKHENIINX COOBITUI
Tofia B ’KU3HU IeJUATPUIECKOU 00IIeCTBeH-
HOCTHU CTpaHbl. KOHI'pecc BHOCUT JOCTOMHBIN
BKJIAQJ B IIOBBIIIeHHe KBIM(UKAIUU AeT-
CKUX Bpadeil U APYTUX CHEIUANNICTOB, Pabo-
TAIOIIKX B 00JIACTU OXPAaHBI 37I0POBBSA JIeTe.

Perncrpauma yyactHukos XVIl Poccuiickoro
KOHrpecca «/MIHHOBaLIOHHbIe TeEXHONOrnn
B nMeanaTpun n feTCKon Xupyprum».

BbICOKMI HayYHBIN YPOBeHb KOHpepeH-
IMH, CHMIIO3UYyMOB, KPYIJIBIX CTOJIOB, TeMa-
TUIeCKOU BBICTABKU 06eCIieyrBaeT yIacTHe
B HUX BeJyIIUX YYeHBIX CTPAaHbI — IIeAMA-
TPOB, AETCKUX XUPYPIOB, OTOJIAPUHTOIOIOB,
CTOMATOJIOTOB Y MHOTUX JPYTHX CIeIHaIb-
HOCTel C IIpUBJIeYeHHEM 3apyOeXKHBIX yde-
HBIX — CIIEIUAINCTOB B OOJIACTU JETCKUX
Gose3Heil. KoHrpecc — IIKosa i Bpadei
00IIel IPAaKTUKY, YIYACTKOBBIX II€AUATPOB,
Bpayel CTAIMOHAPOB U Y3KUX CIEIMaINCTOB:
HEBPOJIOTOB, TACTPOIHTEPOJIOTOB, IIYJIbMOHO-
JIOTOB, KapJM0JIOroB, He()poIoroB, ajuiepro-

JIOTOB, IeTCKUX XUPYPIOB, OTOJIaPUHIOJIOTOB,
CTOMAaTOJIOTOB ¥ MHOTHX JPYTHX. MHOTO HOBO-
IO y3HAIOT Ha KOHIpecce W OPraHU3aTOPbI
3[[paBOOXPAaHEHUA.

Hayunaa nporpamma Poccuiickoro KoH-
rpecca «/ITHHOBaIlOHHBIE TEXHOJIOTHH B IIe-
JUAaTPUM U JeTCKON XUPYypPrUM» BCera BKIIIO-
4aeT B ce6s pe3ysIbTaThl TOCIEHIX HAYIHbIX
JOCTYDKEHU B AMaTHOCTHUKE, JIEUeHUH U IIPO-
¢dwrakTUKe Hanbosee PACIPOCTPAHEHHBIX
GoJe3Hel JeTCKOro BO3pacTa.

Bce 3T romel Ha KOHIpecce paboTaeT
TeMaTU4ecKas BbICTaBKa, HA KOTOPOU IIpefi-
CTaBJIAOT CBOIO NMPOAYKIWIO BeAyIlue Poc-
CHIICKUe U 3apyOe;KHbIe KOMITAHUY — IIPOU3-
BOAUTENNU  JIeKapCTBEHHBIX  CPeJCTB,
MeIUIIMHCKOM TeXHUKU U JeTCKOTO MUTAHMUS.

TpagUIIIOHHO Ha TOP>KECTBEHHBIX OT-
KPBITUAX KOHIpecca BPyJaloTCA IaMATHbIE
3HAKU ¥ MIMeHHbIe IIPeMUHU 3a BbIJAIOINNACA
BKJIQJ, B PasBUTHE OTeYeCTBEHHOM Ilefua-
Tpun. JlaypeTaMu IIpeMU UMeHH aKaJleMUuKa
I0.E. BemprumeBa Obutu mpod. UrHaTo-
Ba M.C., mpod. Bbamesa JI.C., mpod.
OpreBa 3.A., mpod. Pomans JI.M., mpog. Po-
su"oBa H.H., akagemux PAH, mpod. Bapa-
HOB A.A., pod. JdemeHtneBa I'M., mpod.
Opos [0.B., npod. Hatirossuna H.b., mpod.
Baitbapuna E.H., i. M. H. CeMmsaukuHa A.H.

KoHrpecc OTKpBIBaeTCA IUIEHAPHBIM 3ace-
JlaHyieM, Ha KOTOPOM Be/lyIliyie yieHble 1 Opra-
HM3aTOPBI 3/[paBOOXPAHEHUA IIPeICTABIIAIOT
HaIpaBJIeHNA PasBUTHA MeIUIIMHCKON HayKH,
COBpeMeHHbIe TeHZIeHITUY B OPTaHU3aIIN Pabo-
ThI IETCKUX KIMHUK. B paMKax KOHTpecca pery-
JIAPHO ITPOBOAATCSA CATe/UIUTHBIE MEPOIPUATHA:
CHMIIO3UYMBI, HAayIHO-TIPAaKTUYeCKre KOH(pe-
PeHIIVN IO MyJIbMOHOJIOTUH, He(PpOJIOTHH, Ta-
CTPO3HTEPOJIOTUH, KapAUOIOTHY, HeBPOJIOTHH,
KJIMHIUYeCKOU TeHeTHKe U IPYTVIM HallpaBJIeHU-
AIM Me[UIHBI, pa3/IMJIHbIe IT0 TeMaTHKe Hay4d-
HO-TIPAaKTUJeCKYe IIKOJIBI, KPYIJIbIe CTOJBI, Ma-
CTep-KJIACChl, CHUMIIO3UYMBL. Ha KakmoMm
KOHTIpecce Befylye Ipodeccopa IUTalOT JIeK-
UM 10 aKTyaIbHBIM IIPOOIeMaM IIeIaTpPHIL
Oco6oe BHEMaHMe Ha MHOTFIX MEPOIPHATIIAX
KOHTIpecca yZie/fIeTCsl BOIIPocaM AUArHOCTUKA
U JiedeHrsI Op(PaHHBIX 3a00/IeBAHIIA.

Bce 5Tu rozibl B paMKax KOHTPecca Perysrp-
HO IPOXOIUT HayIHO-TIPAKTIIeCKas KOH(pepeH-
1A «OTAAIeHHbIe MeIKO-OHOIOrIIecKye I10-
Ie/ICTBYA BIVETHYA MaJIbIX JJO3 HIOHU3UPYIOLIe
pajyialiii B IOKOJTIEHIEIX JieTell, POXKIeHHBIX
OT OOJIyJeHHBIX pomuTesein. OHa MMOCBAIIeHA
AKTYJIbHOU Ha CErOfHA Ipo6ieMe — BIIVLIHIIO
HMOHU3UPYIOIIETO U3TyJIeHN: Ha 3I0POBbeE JleTeld
I, I u Il mokoseHuit. B pabote KoH(pepeHII
B ITOWIEHYE TOfbI IPUHUMAIOT aKTBHOE yJa-
CTHe KO/UIeTU 13 AnoHun.

B Tedenme 8 sieT mpoBoAuTCA Beepoccuii-
CKasg Hay4YHO-TIPaKTU4YecKasd KOH(pepeHIUA
¢AKTyaJIbHbIe BOIIPOCHI HEPBHO-MBIIIEYHBIX
3a00JIeBaHUIy, HA KOTOPOH 0OCYKIAI0TCS HO-
BelIIne MeTOAbl AMATHOCTUKU U Tepaluu
HePBHO-MBIIIIEYHBIX 3a60I€BaHUN y leTell.

INocrenHye TOABI B paMKaxX KOHTpecca IIpo-
BopuTCcA Bcepoccuiickasd HaydHO-TIPAKTHYe-
cKas KoH(pepeHINA «AKTyaTbHbIe BOIIPOCHI
HeOTJIOKHOU IeINaTPUI», KOTOpas HalleJleHa
Ha COBepIIeHCTBOBAaHUE 3HAHUI Bpadel-Tie-

JIMATPOB 110 OKA3aHUIO IIOMOIITH IeTAM B KPU-
TUYECKUX COCTOSHMAX U BHeJpeHHe COBpe-
MEHHBIX aJITOPUTMOB HEOTJIOXKHOM ITOMOIITI
B IIPAaKTHUKY 3paBoOXpaHeHU:A. TeopeTude-
CKMe 3HAaHUA, IIOJy9eHHbIe Ha 3TOM KoH(e-
PEeHIINY, MOKHO 3aKPEIUTh B PAMKaX CHMY-

JIAMTMNOHHOT'O TP€HWHT'A.

MNpuBeTcTBEHHOE C/IOBO YYaCTHMKaM
KoHrpecca ot gupeKropa fenaprameHTa
MeAULVHCKOI NOMOLUM AETAM U CNY»KObl
poaoBcnomoxeHua MuHsgpasa Poccun
E.H. Ban6apuHoi.

B paMKax KOHTpecca IIOCTOSHHO ITPOBO-
JUTCA HayIHO-TIpAaKTHU4IeCcKasa KOH(pepeHIIN
«JIOP-rtaTosorua B IIpaKTUKe Bpada-liefua-
Tpa», Ha KOTOPO IPeJICTaBIIAI0TCA COBPEMeH-
Hble TeXHOJIOTMHU AVArHOCTUKU U JIeUeHUA
3aboneBanuit JIOP-OpraHOB y JieTeil, B TOM
41cyIe ¥ paHHero BO3pacTa, ¥ Pojb Bpada-Tie-
JUaTpa B paHHEM BBIABJICHUU OCTPBIX U XPO-
HUYeCKUX 3a6oeBanuii JIOP-opraHos.

C 2001 200a 8 coomeemcmauu ¢ npukazamu MuHucmepcmaa 30pasooxpaHeHus Poccutickoti @edepayuu npogooumca
Poccutickuti KoHepecc ¢ Mexx0yHapoOHbIM y4acmuem «/IHHOBAUUOHHbIe MexHOI02uU 8 neduampuu U 0emckod Xupypeuus.

B Hem exe200H0 npuHumatom ydacmue bonee 3000 0ene2amos Npakmuyecku U3 8cex pe2uoHo8 Poccuu, a makxe cmpan
bnuxHe20 U 0aneHe20 3apybexua — YKpauHsl, benopyccuu, Kasaxcmara, Asepbatioxara, Mondosel, boneapuu, Cnosakud,
Benukobpumaruu, Kumas, Vimanuu, JlusaHa, Miouu, QuHngHouu, lepmaruu, CLLA, benveuu, Oparyuu, AnoHuu, M3pauns u op.

B pamMKkax KOHIpecca peryJIpHO IIPOBO-
JUTCA KOHKYPC MOJIOIBIX YIeHBbIX — IeJua-
TPOB M CTOMATOJIOTOB C BPy4eHNeM JUIIOMOB
¥ UMeHHBIX IpeMuii B.A. TabosrHa (110 CIie-
nuanbHOCTU nepuarpus) u V.M. KoBapckoro
(IO cTIeraIbHOCTH CTOMATOJIOTHS).

Marepuanbl KOHTpecca IyOJIMKYIOTCS
B XKypHaJIe «POCCUIICKUN BeCTHUK IIepUHATO-
JIOTAU U TTeAUaTPULD.

Poccuiickuii koHrpecc «/IHHOBaIuoOH-
Hble TeXHOJIOTHMU B IeANATPUU U AETCKOU
XUAPYPIUW» TIPeJOCTaBIAeT IMPaKTUIeCKUM
BpadaM BO3MOXKHOCTb HeIIOCPe[CTBEHHOTO
OOIIeHN C BeNyIUMU CIIeNUATNCTAMY, yae-
HBIMU, OPTaHM3aTOPAaMHU 3/[paBOOXPAHEHN,
TIpeACTaBUTeIAMUA MUHUCTEPCTBA 3PaBOOX-
paseHus PO.

HecomMHeHHO BIHMAHWE KOHIpecca
He TOJMBKO Ha IOBBINIeHNEe KBATM(MUKAIIUNI
BpavyeOHbIX M HAYYHBIX KaZpPOB, IIOBLIIIEHIE
Ka4yecTBa HAayYHBIX UCCIEOBAaHUM, HO ¥ Ha CO-
BepIIeHCTBOBAHNE TEXHIIECKOTIO OCHAIIEHUA
TIeaTpIYeCcKoi CIy»KObI. Bo MHOTHX pervo-
HAax CTpaHbI BHeJIpeHbI HOBbIe MUHH- 1 MaJIO-
VHBa3VBHbIE TeXHOJIOTUH 10 JIeIeHUIO XUPYP-
THYeCKUX, YPOJIIOTMYeCKUX ¥ TPAaBMaTHIeCKUX
3a00JIeBaHUIl y leTell, B TOM YKCjle DAaHHero
BO3pacTa, O3BOJIMBINNE B HECKOIBKO Pa3 Co-
KPaTUTh JJIUTETbHOCTD CTAI[JMOHAPHOIO M BOC-
CTaHOBUTEJIBHOTIO JIeYeHNUs, CHU3UTh YaCTOTy
VHBAINUA3ALNN.

B nowrenHMe rofbl OTMEYAIOTCS TOOXKU-
TeJIbHbIe TeHCHIINY B IIOBBIMIEHNUN KadeCTBa

MneHapHoe 3acegaHue XVII Poccuiickoro koHrpecca «MIHHOBaLMIOHHbIe TEXHONOrn
B nefmaTpun 1 feTckoi xupyprum». Npogeccop M.A. LLkonbHMKOBa NpeAcTaBnAeT faypea-
TOB npemun akagemuka t0.E. Benbtuwiesa 3a 2015-2017 rr.

BaskHOe MecTo B paboTe KOHIPecca 3aHU-
MaeT OpraHM3alys IMKOJ II0 Pa3INIHBIM
ACIIeKTaM IIeIUaTPUH. 32 OTH Fofbl ObUIH IPO-
BeJleHbl IIKOJBbI II0 TelaToNoruy, «JleTcKas
TIAHKPeaToJIOTHA B aAKTYAJIbHBIX BOIIPOCAX),
«HOBBII1 B3DIAZ HA CTapble IPOOJIEMBI B JleT-
CKOM TacTPOSHTePOJIOTUM», «bronorndeckas
00paTHas CBA3b B IIeUATPUIECKOM IPAKTHKE»
U IIKOJIa IIPAaKTAYeCKOTo MeauaTpa «YpreHT-
Hble COCTOSHUA B IIeIMaTPUN», IIKOJIA-CEMU-
Hap KU3Hb ITOCTIe TPaBMbI — IIyTh JOMO».

MEeAVITMHCKOM IIOMOIIY JeTAM, B CHYDKeHUH
JIeTCKOM, 0COOeHHO IepUHATAIBHOM, CMepT-
HOCTU. MOXXHO IyMaTh, UTO HapAxAy ¢ adpdek-
THUBHOU paboToi MUHUCTEPCTBA 3paBOOXPa-
HeHu:A PO, 0praHM3aTopoB 37 paBOOXPAHEHILA
PErvoHOB U CyOBeKTOB PO U leTCKUX Bpadeit
BOKHYIO POJIb B 9TOM UIpaeT U POCCHICKUI
KOHTPeCC, IIOCBAIIEeHHBIA BHEIPEHUIO MHHO-
BAIMIOHHBIX TEXHOJIOTUH B IIPAKTUKY ITeMA-
TPOB, AETCKUX XUPYPIOB M Bpayel MHOTHX
JPYTUX CIIeITHATBbHOCTEH.
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CuHycoBas 6pagukapamna n CCCY y neten

[To cospemeHHbIM NPedCmaseHuam, 8 0CHO8e CUHOPOMA C/IaboCMu CUHYCOBO20 Y3/1a JIEXXAM 0e2eHepamusHbie U3MEHEHUS,
passumue KOmopbix 3a8UCUM Om 2eHemu4eckot NpedpacnonoXeHHOCMU, USMeHeHUU CO CMOPOHbI 8e2emMamusHoU Hep8HOU
cucmemal, UHOUBUOYA/IbHOU 4yBCMBUMEIbHOCMU K PA3/TUYHBIM NOBPEXOAOUUM haKmopam. B 60/ibUuIUHCMBE Cy4aes
nepsbiM NPOoABIeHUEM CUHOPOMA C1aboCMu CUHYCOB020 y3/1a y 0emeli MoXem A8/19mbCA CUHYCO8AA 6paduKkapOUs.

Mapwusa
AneKkcaHApoBHa
LLIKOJIbBHMKOBA

J-M.H., npogheccop, Hay4Hbil pykosodumesns HUKU
neduampuu um. akao. t0.E. Benemuwesa OI60Y BO
PHUMY um. H.W. [upozosa M3 P®, 3asedyrowuti
Llenmpom HapyweHuli cepdeyHozo pumma HUKU
neduampuu um. akao. t0.E. Benemuuwesa.

EkatepuHa
bopuncosHa
MNONTAKOBA

K.M.H., cmapwuti Hay4HbIl compydHUK omoesia demckoli
Kapouos102uu U apummosnozuu, 8pay hyHKYUOHAIbHOU
oduazHoCMuKu LleHmpa HapyweHuti cepde4Ho20 pumma
HWKW neduampuu um. akao. f0.E. Benomuwesa Or60Y
BO PHUMY um. H.N. Mupozosa M3 PQ.

CuHycoBasA GpafIKapAya — 3TO yMeHbIIle-
HUe YacTOThI cepAedyHbIx cokpameHuii (UCC)
OTHOCUTEJIbHO HOPMAaJIbHBIX 3HadeHUU. Ilo-
CKOJIBKY CHHYCOBasA OPafUKapAua y KOKIOTO
4JeJIoBeKa MOKeT NMPOSABIIATHCA KaK HOPMaJlb-
Hasd peaKIys Ha OIpereleHHble COOBITHIA —
COH, OT/BIX, IUVIABAHIE U IpyTre, HeOOXOIMO
PpasmyaTh (PUBMOIOTMIECKYI0 M IaTOJIOoTrude-
CKYIO CHHYCOBYIO Opamukapzuio. Ilaromormde-
CKaA 6pauKap/yis BOSHUKAET IIPY ITOPaKEHH
OCHOBHOTO BOAUTEJIA PUTMA B CepALie — CUHY-
COBOTO y3JIa ¥ yTHeTeH!H ero QyHKIuu. IIpo-
Tpeccupys, HapylleHue JesTeTbHOCTH CUHYCO-
BOTO y3J1a MOXKeT IIPUBECTH K IIOTHOMY OTKasy
OCHOBHOTO BOJUWTENIA PUTMa U aKTUBU3AIIUN
B Cep/IeTHOM MBIIIIIe JOIOTHUTETbHBIX Pe3epPB-
HBIX HCTOYHUKOB PHUTMa — KaK IIPaBWIIO,
B Ipefcepayax. C BO3pacToM HapyIleHue (QyHK-
MM CHHYCOBOTO Y3/Ia MOKeT CTaTb OCHOBOU
O4YeHb CepPbe3HbIX PACCTPOMCTB PUTMA, HAlIpU-
Mep GUOPUIAIUH TTPEICEPIVIA.

CuHycoBasgs OpaguKapaus — mpobiemMa
KpaliHe aKTyaJIbHas B CBA3U C BBICOKOU ee pac-
TIPOCTPAaHEHHOCTBIO B IETCKOM BO3pacTe: ype-
JKeHHe PUTMA CepALia HIDKe JO/DKeHCTBYIOIIX
3Ha4YeHUI OGHAPYKUBAeTCA y 3,5 % 300POBBIX
IIKOJIBHUKOB. 3a4acTyi0 HIMYWe OpamuKap-
v TpeOyeT UCKITIOYeHN BereTaTUBHOTO JIVIC-
GaIaHca C MOBBIIIEHNEM AaKTUBHOCTH OJHOTO
OTZIe/Ia BereTaTUBHOM HEPBHOU CUCTEeMBI (I1apa-
CHMITaTIIeCKOI0) OTHOCUTEILHO JIPYTOrO (CHM-
TIaTUYeCKOTo), YTO HAOTIONAeTCs, HaIpuMep,
y criopTcMeHoB. Ho GpaiKapayia Takke MOKeT
OBITH IIePBBIM ITPOSIBIIEHIEM TaKOTO TSKEIOTO
3a00JIeBaHUsA, KAK CUHPOM CTab0CTH CHHYCO-
Boro ysna (CCCY). B meTckoll HOIyIAIMN
o 30 % Bcex aputmuil cocrasiager CCCY,
TIpYA 5TOM OH COIPSKEH C BBICOKUM PHCKOM
BHE3AITHOM CepAeYHOl CMePTHU 3a CYeT TUTeTb-
HO aCHCTONNY WIM OPafKapAWY, COIIPOBO-
JKIAIOIIVIXCA CHYDKEHVIeM CepIieqHOro BhIGpoca
¥ Cep/ieYHON HefOCTaTOYHOCTHIO. PasimmaHbie
npusHaku CCCY Ha CTaHAAPTHOU IeKTPOKap-
JIIOTpaMMe MOTYT ObITh BBIABIEHBI Y 2 % IIPaK-
TUYeCKU 3[0POBBIX JeTel.

HauGonpImuii vHTepecC B HaCTosAIIee Bpe-
MsI BBI3BIBAIOT FeHeTUYeCKY 00yCJIOBIIeHHbIe

6pasuKapauy, KOTOpble BO3HUKAIOT IIPU Ha-
PyLIeHNH paboThI HOHHBIX IM MEXKJIeTOY-
HBIX KaHAJIOB B pe3y/IbTaTe Pas3TNIHbIX MyTa-
nui. BTOpbIM HampaBleHHeM aKTyaJbHbBIX
Hay4YHBIX UCCIIeIOBAHUI SBJIACTCA U3ydeHUe
AyTOMMMYHHBIX MeXaHu3MoB pa3Butusa CCCY.
K moTeHIMaJTbHBIM aHTUTeHAM-MUIICHAM
JUIl aHTUKapAWATbHBIX aHTUTENI OTHOCATCS
BHYTPUKJIETOYHbIE CTPYKTYPHBIe GeIKY (Kap-
JUOMMO3WH L, aKTWUH U [Ap.), KJIETOYHBIe
peuentopsl (bl-agpeHopenentopsl, M2-
XOJIMHOPEeILeNITOPhI) KapANOMUOIUTOB.

Yacro 6pamukapaus y geteit ¢ CCCY BbI-
ABJIAETCA CIyYaliHO WIN TIPU OOCTIeNOBAHUYU
TI0 TIOBOTy OOMOPOKOB (CUHKOITE), SBJISOIIIXCS
CaMbIM YaCThIM KIMHUYECKUAM IIPOSBICHAEM
CCCY. IlpencuHKONIAIbHBIC U CUHKOIIAJIbHBIE
COCTOSIHMSI 3HaYUTEIbHO CHIDKAIOT KadecTBO
KU3HU IIAI[MEHTOB, 3a00JeBaHNe MOXKeT II0-
Tpe6OBaTh NMIUIAHTAIH MIEKTPOKAPIIOCTH-
MyJIATOPA. JJONOTHUTETbHbIE (JIOKHOCTH ITpefl-
CTaBIAeT TOT (AKT, YTO CHUHKOIAJIbHBIE
COCTOSTHMIAL Y OJHOTO 1 TOTO >Ke MaIfiieHTa MOTyT
OBITh 00YCIOBIEHBI PATIMYHBIMU IPUIMHAMIU.
HecMmoOTps Ha TO 4TO y JieTell Haribosiee 9acTo
Pa3BUBAIOTCA peduIeKTOpHbIE CUHKOIIE, Ge30-
TacHbIe B IMTPOTHOCTUYECKOM IUIaHe, apUTMO-
TeHHBbIN TeHe3 OOMOPOKOB TAaKXKe BepOATeH
U TpeOyeT UCKITIOUEeHVIA.

AONATHOCTUKA

Ha HayayIbHOM 3Tare JUAaTHOCTHKY BbLABJICHHE
OPafUKapANY BO3MOXKHO IIPY AyCKYJIBTAIUN
win perucrpauyu craigaptHond DKI. Bpamu-
KapAyell B pasJIMIHbIX BO3PACTHBIX IPyIIIax
TPaAULIMOHHO cyuTaeTca cHmkeHne YCC
Ha cragzaptaHor DKI' Hipke 5-To wiv 2-To Iiep-
LeHTWIA BO3pacTHOro pacmpezaeneHua 4YCC.
Taxoxe 3¢ (PeKTUBHBIM MeTOIOM JUArHOCTUKN
CCCY anaetca XoJITepOBCKOe CYyTOYHOe MO-
"HutopupoBaHue (XM) DKI. BaxkHasa poib
B paHHeU AUarHOCTUKe U IIPOTHO3UPOBAHNN
CCCY mnpuHAJIEKUT OLEHKE JOIIyCTUMbIX
3HaueHU! MuHNMaibHON YCC nipu XM. Cre-
neHb CHIKeHHA cpepHerd YCC B JHeBHOe
U HOYHOe BpeM: N03BoJIsAeT Aud depeHIpo-
BaTh MATOMIOTUYECKYI0 U (PU3UOJIOTUIeCKYIO
Opaaukapauio. s GU3NOIOTHIeCKON Opa-
JUKapAVU XapakTepHo cHkeHue YCC Tosb-
KO B HOYHOE BpeMs, B TO BpeM: KaK CpefHAA
JHeBHaA U cpefHAA cyrouHas YCC ocrarorca
B IIpezesiax HOpMBL. Y geteir ¢ CCCY maysbl
CepAevyHOro PUTMa INpU IpoBefeHHU XM,
KaK IIPaBWIO, IIPeBBIMIAIOT JOIyCTUMBbIe 3Ha-
YeHM, YTO SABJIAETCA BOKHBIM JUATHOCTUYe-
CKAM W TIPOTHOCTUYECKHUM KpUTepHeM.
Tax »xe kak 1 YCC, Ipogo/DKUTEIBHOCTD I1ay3
puTMa 10 JaHHBIM XM ABJIAETCA ONpefiesieH-
HBIM JUAarHOCTUYeCKUM OPUEHTHPOM U Olle-
HUBAETCA C yIeTOM BO3pacTa peOeHKa.

Ha DKI geteit ¢ CCCY MOMMMO CHHYCO-
BO¥ GpafUKapAUY MOTYT OBITE IMHPOKO IIPe-
CTaBJIeHbl pA3IWYHbIE HAKeIyZOYKOBBIE
TaxMapUTMUN (Ha[KeTySOIKOBbIe TaXUKap-
v, GUOPWUIAIUSA TIPeACepANii), OTUHOY-
HbIe WU ITapHbIe S9KCTPACUCTONbL. CodeTaHne
6pagukapauu ¢ GeHOMEeHOM YKOPOYeHHOTOo
uHTepBata PQ, 0OMOpOKaMM U HATAIUEM
B CeMelHOM aHaMHe3e CJydaeB BHEe3aITHOU
CMepTH B MOJIOZOM BO3pacTe TpebyeT NCKITIO-
YeHHUA JPYIMX BUZOB >KU3HEYTPOKAIOIINX
TaxyaputMuii. [lnda ruddepeHIaIbHON A1a-
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THOCTUKUA IPUMEHSIOTCA AONOMHUTEIbHbIE
OKI-ipo06sL. [TpocTeiiiieir Harpy304HO MPo-
6OI1 ABJIAETCS AaKTUBHBIA OPTOCTa3 U\
10 mpucefaHUI NMPU CHATUU CTaHAAPTHOMN
OKI' mokos. B HOpMe IIpU IpOBeleHUYU MUAHU-
MabHOH ¢usndeckor Harpy3ku YCC yBenu-
yuBaeTcsa Ha 10-15 % OT MCXOTHBIX 3HAYEHUI.
[t IpoBeieHYsA y JieTel MPOObI ¢ JUHAMU-
YeCKoU (JO3MPOBaHHOM) (pU3MYeCKOU Harpys-
KOH IIpefIIouTeHNe OTJaeTcs Hauboee Gu-
3UOJIOTUYHON Ipo6e — TpeIMIUI-TeCTY.
MaxkcumanbHag YCC B OTBeT Ha HArpysKy
Y 3[I0POBBIX JileTell 1 MOAPOCTKOB JOCTUTAeT
180-190 yz. B MuHyTy. ECti cuHycoBas Gpa-
JUKapAWA CBA3aHA C IOBBIIICHHEM aKTHUB-
HOCTH IIapacHMIIaTUYeCKON CHUCTeMBI,
To pupoct YCC Gostee BripakeH. Kpurepriem
Hamausa CCCY mpu IpoBeieHUH IPOOHI C JI0-
3UPOBAaHHOU (PU3MUECKOU Harpy3Kou y JeTei
MOXKeT OBITh MaKCHUMaTbHOe 3HadeHre YCC
B OTBeT Ha Harpy304yHyto npoby MeHee 180 y/I.
B MUHYTY, a TaK:Ke HeafleKBaTHOe CHIDKeHUe
YCC nipu ee nIpeKpamieHuu.

JIOTIOTHUTEIBHO AJIA OLeHKU BIIMAHUA
BereTaTUBHOW HEePBHOM CHCTeMBbI IIPUMeHS-
eTCA aKTUBHAA KJIMHOOPTOCTaTUIeCKasI IIPO-
6a. HopmanbHas peaknuss YCC Ha JyiuTeNb-
HBI OPTOCTAa3 MPOABJIAETCA IOBBIIIEHNEM ee
Ha 20-40 % ot ucxoxHou. Ilpu npoBeneHUN
IIPOOKI C AaTPOIIMHOM JyIA YCTPAHEHUA U30bI-
TOYHOTI'O BJIMAHUA IAPACUMIaTHIeCKUX BIIU-
AHUU Ha PUTM CepAilla OTHOCUTEeIbHBIN IIPU-
poct YCC fomKeH coCTaBIATh He MeHee 30 %
OT UCXOHBIX 3HAYCHUN.

caiiTe Accormuanmuy IeTCKUX
Kapzauosoro Poccuu https:[[cardio-rus.ru/ B ox-
HOMMEHHOM paszfieJie.

HbI€ Ha

JIEYEHME

IIpu BBICOKOM TIPeACTAaBICHHOCTH 3aMeCTH-
TeJIbHOTO IeTepOTOITHOTO PUTMAa C BBICOKOU
YCC u nnpucoeJUHeHUY apUTMOTeHHOM JYC-
(yHKIIMY MHOKapza y fAeTell C OfHUM U3 Ba-
puanToB CCCY — CUHAPOMOM Taxu-, Opajy-
Kapiuu — MOXeT IIOTpeboBaThCA
NIpOBe/leHNe aHTUAPUTMHUYECKON Tepanuu
oz kouTposeM DKI'u XM. B reyenuu nanu-
enToB ¢ CCCY MokeT ObITh TpUMeHeHa CTU-
My/IMPYIOIIAA BeTeTOTPOIIHAA TepaIus C -
POKHUM CIeKTPOM JelcTBusA. [IpuMeHsaeTca
KOMILIEKC IIPeIapaToB afalTOTeHOB U Jie-
KapCTBEHHBIX CPEACTB C HOOTPOIOIIOZO6-
HBIM JIeICTBHEM, UMeIOIIMX TaKKe Iepude-
pUYeCcKU CUMIIaTOMUMeTUIeCKUi 3pPeKT
(HacToMKa KeHbIlIeHs, 3JIeyTePOKOKKA, IH-
PUTHHOJ, MeTaboIIyecKye 1 MeMOPaHOCTa-
OuIu3upylolmye JeKapCTBEeHHbIe CpeJ-
Ko3H3uM Q10), mnpemapaTsl
KapHUATHUHA. Kak pe3ynbTaT — CTUMYIUpPYIOT-
€1 OKMUIATEIbHO-BOCCTAHOBUTEIbHBIE TIPO-

CTBa —

IIeCChl, TOBBIMIAETCA YCTOWIUBOCTD K THITOK-
cun. CTUMYIAIMA CUMIIATUYeCKOTO OTena
BereTaTMBHON HEPBHOU CHCTEMBI BereTo-
TPOIHBIMU IIpellapaTaMyi TOPMO3UT IIPOrpec-
CUPOBaHVe CUHAPOMA U B GOJIBIIIOM KOJIITIe-
CTBe (JlydyaeB Ha paHHuUX aramax CCCY
COTIPOBOXK/IA€TCA BOCCTAHOBJIIEHHEM HOP-
MaJIbHOTO PUTMa.

CCCY coctaBnseT go 30 % Bcex apuTMnIA B AETCKOW NONYSALMN,
COMPAKEH C BbICOKNM PUCKOM BHE3arnHou cepgevyHon cMepTin
3a CYET ANNTENBHOM aCUCTONNN U BpaanKapanu,
COMPOBOXAIOLLUMXCA CHUXKEHNEM CepeYHOro Bbibpoca

N cepaeyHoOn HeJOCTaTOYHOCTbIO.

Dxokapauorpadus ¢ JOIUIEPOBCKUM aHa-
JIN30M U IIBETHBIM KapTHPOBaHUEM y Ialu-
eHTOB ¢ CCCY NnpoBOAUTCA 1A UCKIIOYCHUA
OpraHNYeCKOU IIaTOJIOTUY CepALla U BhIABJIe-
HUA IPU3HAKOB apUTMOTeHHOM AVCOYHKINN
MUOKapza.

B puarHoctuxke CCCY TakXe MOTIYT
OBITH TPUMEHEHbI 3JeKTPOPU3NOIOTUYE-
CKUe HCCIeIOBAHUA: MAJIOMHBA3UBHOE HC-
cle0BaHUe — YPeCHUIeBOAHAA 3JIeKTPo-
CTUMYyJALIMA U WHBAa3WBHAA MeTOAUKA
BHYTPUCEPAEYHOT0 3J1eKTPOopU3UOoIoruye-
CKOTO uccyefoBaHuda. OgHaKO HaIu4due HOp-
MaJbHBIX 3HAUeHUU 2JIeKTpo(pr3noIoruye-
CKUX IIOKaszaTejiel, IIOJIy4YeHHBIX Jake
C IOIIOJTHUTEIbHBIM YCTPaHeHeM BereTaTUB-
HBIX BJIUSAHUN, He IT03BOJISIET OKOHYATETbHO
uckmounTts Hamuyue CCCY. B HEKOTOpPBIX
HUCTOYHUKAX U3MeHeHUe IeKTPOo(U3UOIOr -
YeCKUX CBOMCTB CUHYCOBOTO y3J1a II0 JAHHBIM
3JIeKTPOQU3NOIOTUIECKOTO MCCIeJOBAHUA
y meTeil ¢ 0GMOPOKaMU TaKyKe OTHOCWIOCH
K IIOKasaHUAM 11 uMivianTanuu DKC, ogHa-
KO B HacTodllee BpeM:A B PeKOMeHJAIIUAX
OHO He YIIOMUHAaeTCA.

Bce BplmIlenepeynceHHble MeTOAUKU
JUarHOCTUKY Opaxukapavnu u CCCY BKIOUe-
HbBI B KJIMHUYeCKVe PeKOMeHAIINH, YTBePXK-
JeHHble M3 P® 1 MOTHOCTBIO IIpeACTaBIeH-

Tepamnus, cTUMYIHpYyIOIIAasa HEHpPOTryMo-
PpaIbHBIE CUMIIaTHYeCKYie BIVAHNA Ha ceped-
HBII PUTM, OIIpaBJaHa y MallieHTOB C COIyT-
CTBYIOIIMU BeTeTaTUBHBIMY JUCHYHKIVAMU,
KOTOpBIe IIOLTBepXKAeHBI IlepedrCIeHHbIMU
BBIIIIe METOAAMU MCC/IeTOBAHIS.

Db deKTUBHBIN MeToJ, KOPPeKIIY pUTMa
y IaIJMeHTOB C BBICOKOM CTeIlleHbI0 Hapyllle-
HuA QyHKIuu CCCY — UMIUIaHTaIUA dJIeK-
TpokapauoctumynaTropa (DKC). Pemenue
0 HeOOXOMUMOCTA U CPOKAaX MMILIAHTAIIMHU
KapJMOCTUMYJIATOPA, a TAKKe O BhIGOpE pe-
JKMMa CTUMYJLALIAY IPUHAMAaeTCs UHANBUY-
aTbHO, 3HAYEHUe MeeT U BO3PacT peGeHKa.
IMokasaHuamu K uMmiuvtantanuu DKC y geteit
¢ pokaszagHpIM CCCY B HacrodAmee BpeM:A
SIBJISIFOTCSA CHMITTOMHAsI CIHYCOBast GpaiuKap-
nus ¢ YCC B mokoe MeHee 40 y71./MUH U T1ay3bI
cepeaHOro putMa 6osee 3 ceK. (BO3HUKAIO-
Iye CIOHTAaHHO 1 COIIPOBOXKAAIOIIMECS TOJIO-
BOKDY)XeHUAMHU WIMU IIoTepel CO3HaHWUA),
a TakKe HapyllleHre BpeMeHU BOCCTaHOBIIe-
HUA QYHKIIUY CUHYCOBOTIO y3JIa, BbIABJIEHHOE
TIPU IIOMOIIM YPeCIIUIeBOJHON CTUMY/IALIN
IpesicepAuii WY IIPpU IIPOBeJeHY NHBa31B-
HBIX MCCIeAOBaHUM cepzua. VMIutaHTanua
DKC nokaszaHa BceM feTaAM ¢ CCCY, nmepeHec-
MM BHe3aIIHYIO KM3HEeyIPOXKaIoIlyl0 OCTa-
HOBKY CepZIeYHOI'0 PUTMA.
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[eHbl noAa npuLlenom

[ossrieHue HoBbIx MeMOO08 OUAZHOCMUKU U UHHOBAUUOHHbIX MAp2emHblx Npenapamaos pacuiupaem
BO3MOXHOCMU hepcoHanu3uposaHHol mepanuu. O NooXo0ax K sieqeHuUro ConUOHbIX onyxosied y demel
pacckaselgaem 0.M.H., 3a8edyouiuti omaoeneHuem KuHUYeCcKol OHKoM02UU, 3amMmecmumesis OUpekmopa
VIHcmumyma oHkonoeuu, paduosio2uu u A0epHol meduyuHsl OIBY «<HMUL LITOV um. []. Poeadesa» M3 PO

JeHuc lOpbesuy KadaHos.

— Kakue Ha cerofHANTHUM JIeHb CyIiie-
CTBYIOT IIOAXOABI K JIEYEHUIO COTUITHBIX
oIyxoJsiel y eTei?

— ConupHble OMyXOlMu y AeTell — 3TO
KpaifHe Pa3HOPOIHAs TPyIIa 3a60TIeBaHUA,
BKJTIOYAIOIIAsE OOJIBIIOE KOJTMYECTBO Pa3Iny-
HBIX HO30JIOTMYeCKuX (HopM. [t GONBIIH-
CTBa U3 HUX NIpeIoKeHbl KIMHUYeCKUe IIpo-
TOKOJIBI JedYeHUA, KINHUYeCKre
pexkoMeHzanuu. HalmoHaIbHOE OOIIeCTBO
TeTCKUX TeMaTOJIOTOB OHKOJIOTOB Poccum
10, PYKOBOJCTBOM IIpe3ufieHTa OO6ImecTBa
akageMuKa A.I. PymsaHIleBa 3aHMMaeTcsa pas-
PaboOTKOU KIMHUYECKUX PEeKOMEeHJAIIUI
10 OCHOBHBIM Han00JIee YaCTO BCTPEYAIOIIIM-
CsI BUZIAM COJIUAHBIX 3JIOKaYeCTBeHHBIX HOBO-
06pa3oBaHUIi IETCKOTO Bo3pacTa. Kak mpaBu-
JIO, OOJIBIIMHCTBO CXEM JIEYEHUS BKIIOYAeT
KOMOWHUPOBAHHBIA IOAXO, TIOJ, KOTOPHIM
ToApasyMeBaeTcs CcodeTaHUe CTaHAAPTHBIX
U XOPOIIIO M3y4eHHbIX MeTOJIOB, TAKMX KaK XU-
MUOTepanua C UCIOIb30BaHUeM LIUTOCTaTH-
YeCKUX IIpernaparoB, XUpypruieckoe JedyeHre
U B pAfe CIydaeB — JIydeBad Tepamus.

— C KaKVIMU CIOYKHOCTAMU IIPUXOJUT-
Cf CTAJIKUBATBCA, 3aHUMASACH JIeYeHHEM
GOIBHBIX?

OCHOBHAsI CJIOXKHOCTh COJIVIHBIX OITyXO-
JIel 3aKJIF0IAEeTCS B TOM, YTO CYIIeCTBYeT MHO-
KECTBO HO30JIOTMYECKUX (JOPM U PEIKUX OITy-
XOJey, IIsi KOTOPBIX CTAHIAPTHI JIEUEHVIS
He paspaboTaHbl. CHENaTh 3TO MPAKTUIECKU
HEBO3MOKHO, YYUTBHIBAsI BeCbMa HeGOJIbIIoe
YUCTO CTyIaeB 3a00JIeBaHMiA. JledeHrie HOBOOO-
PDa30BaHMI1 TpeGyeT IIPHUBIEIEHVIST MyJIBTHIVIC-
LUIUIMHAPHON KOMAH/IbI BBICOKOKBTH(HUIIV-
POBAHHBIX CIIEIUATVCTOB. B ee COCTaB JOJDKHBI
BXOZIUTD OIIBITHBIE IIATOJIOTH, MOJIEKYJISIPHBIE
TeHETVIKY, IeTCKUe XUPYPIH, JIyIeBbIe Teparies-
TBI, CIIEIUAIVICTBI IT0 BU3YTU3ALVIH, JEeTCKIEe
OHKOJIOTH. K COMKaIeHMIO, IIPU MHOTHIX COJIVZ-
HBIX HOBOOOPA30BAHISIX OTNATIEHHBII IIPOTHO3
OCTaeTCsl HeBJIArOIPYSITHHIM.

— Ho B nocsiegHuie rogbsl BO3MOXKHO-
CTH OHKOJIOTHUH CTAJIX 3dMETHO IIUpe.

B 1epByI0 OYepenn 3TO CBA3AHO C COBEp-
IIIeHCTBOBAHMEM METOIOB MOJIEKYJIIPHO-TeHe-
TIYECKOTO ITPO(YUIMPOBAHYIA OIyXOJIH, HOsIBIIE-
HIIeM BO3MOYKHOCTH Ha Goyiee IIyDOKOM YPOBHE
TIOHMMaTb MEXaHU3MBI, JIeKAlye B OCHOBE
KaHIleporeHe3a IpU KLKIOM BHJE OITyXOJIML
Heo6xomrMo 0co00 OTMETWUThH MpUMeHeHue
VHHOBAITVIOHHBIX METOJOB JIEYeHUA, KOTOpble
CTaIN JOCTYIIHBI OyIarofapsi mepCoOHUUIIPO-
BaHHOM MeJUIMHe U TapreTHOM Tepanumu.
Tloz 3TUMU TepPMUHAMHU TIOAPA3yMeBaIOTCA CO-
BpeMeHHbIe MeTOJIbI, B OCHOBe KOTOPBIX JI)KUT
MEXaHU3M BBIABJIEHUA B OIYXOIU OIIpesiesIeH-
HBIX MUIIIEHEeH, KOTOPbIE MOTYT ObITh 3a0JI0KH-
POBAaHBI C UCIONIB30BAHMEM, KaK IIPABIUIO, Ma-
JIIX MOJIEKYJI, CIIen(IIeCKIX HHTHOUTOPOB.
DTH METONVIKY O3BOJIAIOT JOCTUYDb HECKOITBKO
nesiefi. Bo-TiepBbIX, IOMOYb B IIOCTAHOBKE JVa-
THO3a. [Ipy MHOTHIX OIyXOJIAX B HAIIIY THU ITPO-
BeJleHe MOJIEKY/LIPHO-TeHeTIIeCKUX NCCTeo-
BaHMWH CTaI0 crapgaproM. OHU  MOIYT
TIONTBEPIUTh MHEHYE IIAToIora U IaTh JETCKO-
My OHKOJIOTY GOJIBIIYIO YBePEHHOCTD B IIOCTaB-
JIHHOM JUarHO3e. BO-BTODBIX, BBLIABIEHHBIE
V3MeHeHUA MOTYT CTaTh MUIIEHAMU JUIA Ha-
TIpaB/IeHHOW TapreTHOM Teparmu. Ceityac cTaim
IIIMPOKO IIPOBONUTECS HCCIENOBAHSA, KOTOPbIe
TIO3BOJLIOT OXapaKTepPH30BaTh MOJIEKYJLIPHO-
TeHeTU4YeCKUI ITPo(Ib KOHKPETHOIO ITalfiieH-
Ta IIPY peliivBe 3a00IeBAHISL. DTO HeOOXOmu-
MO JUI BBIABJIEHUA y HEro IOTeHITUATBbHBIX
MUIIIeHe! [y TapreTHOM TepaIiii.

— HacKOJIBKO yCIIeIHbl 3TU UCCIIeI0-
BaHUA?

— B negmaTpuyeckoil IpaKTHKe 3TH UC-
CIefloBaHUA TONMBKO HadaThl. CyInecTBYIOT
oIpefieJieHHbIe OITyXOJIH JeTCKOTO BO3PAaCTa,
TIpU KOTOPBIX MOJIEKYJIIPHOe MPOQMINPOBa-
HUe MOXKeT IIPUBOIUTh K 3HAYUTEIbHOMY
yCIexy TapreTHOU Tepaluy. B 4yacTHOCTH, Hain
LIEHTP y>Ke HEeCKOJIBKO JieT coBMecTHO ¢ HMUL]
oHkosiornu uM. H.H. IleTpoBa mpoBogut uc-
CJIefioBaHVe BOCIATUTEIBHBIX MUOGUOPOOIa-
CTAYeCKUX OIlyxosied. IIpu aToil maTosoruu
MOLYT ObITh BLLABJIEHBI OIIpeZieJIeHHbIe MUIIle-
HU YW WCIONMb30BaHbl BAPMAHTHI TapreTHOU

Tepanuul i OOMBHBIX, KOTOPBIM IO 3TOTO
WIN TPeGOBAINCh PaCHIMPEeHHbIe, TOTeHIIV-
QIPHO Kajleyallye XUpPyprudecKue BMeIla-
TeJIbCTBA, HAIIpMep yZaleHue BCero JIETKOTO
LIeJTMKOM IIPU €T0 IIOPKeHUH, WY Ollepaliia
OBbUIa BOOOIIEe HEBO3MOXKHA. JIJIf IIaI[ieHTOB,
Y KOTOPBIX HeT APYTUX JOKa3aHHbIX BapHaH-
TOB KyPaTUBHOTO JIEYeHVs], TTOO0OHBII TTOAXO
MOJKeT OBbITh ONpaBAaH. B HacTosIIee BpeMst
u B CoennHeHHbIX [lITaTax AMepUKH, U B psAzie
cTpaH EBpomnbl HayaThl KIMHAYECKUe HCCTIe-
JIOBaHUA, B PaMKaxX KOTOPBIX y IalllIeHTOB
C penuguBaMy, ¢ pedpakTepHbIM TedeHUeM
3JI0KaYeCTBeHHBIX HOBOOOPA30BAHUIA JIETCKO-
TO BO3pacTa IPOBOAAT YIIYOJEeHHBIN MOoJe-
KyJIADHO-TeHeTUYeCKUI aHalu3 C IeIblo
BBISBJIEHUA IIOTeHIIMAJIbHBIX MUIIeHen
JUIA TAPTETHOM Tepanuu. HeKoTopble paboThI
TIOKa3aId, YTo Oosiee yeM y 50 % ManueHTOB
BBIABJIAIOTCA Te WIN MHbIe MUIIIeHU, KOTOpbIe
MOIYT IIOTeHIIUAIbHO CIYKUTh OCHOBAaHUEM
JUIA Ha3HAYeHVsI TOA06HOM Tepamnvu. Pazyme-
eTCsl, IeNIaTh JOJITOCPOYHBIE BBIBOABI 06 -
(QeKTUBHOCTH 3THX IIPOrpaMMaM paHo, IIO-
CKOJIbKY OHU TOJIBKO HavaThl.

— Ilouck AedeKTHOro reHa IOMOKeT
HAWTU MUIIIEHB, HA KOTOPYIO MOYKHO GyZeT
BO3/IeICTBOBATE?

— Bce 3aBUCHT OT BH/IA OIIYXOJIX U OT TOTO,
YTO KOHKPeTHO TpebyeTcs HaiTu. EcTh omyxo-
JIYI, HaIIpYIMeD, IIPY KOTOPBIX MOLYT OBITh BbI-
SIBJIEHBI M3MeHeHU XPOMOCOM. VIxX oGHapyke-
HUe MOXKeT ITOATBePIUTD AUArHO3 U CIYKUTh
OCHOBaHMEM JIJI1 Ha3HAYeHUA TePaIvi.

CyInecTByeT HECKOJIBKO J1abopaTopuii,
KOTOpBbIe 3aHUMAIOTCA U3y4eHHeM MOJIeKYILAp-
HO-TEHeTUYeCKOro MIpodWIA IPH 3J0Kade-
CTBEHHBIX HOBOOODPA30BaHUAX y JieTell. B Ha-
meM IleHTpe CO3JaHa CIlelfHaJlbHadg
JabopaTopus, KoTopas OyzeT chOoKycHpoBaHa
Ha CONIM/IHBIX OIYXOJIAX IeTCKOTO U IIOAPOCT-
KOBOTO BO3pacTa.

OmHUM 13 KIIOYeBBIX HAIIpaBIeHUN Jied-
TeJIBHOCTY HAIIIeTO IIeHTPa ABJLAeTCA U3yJeHre
OIyxoJIell y ileTell paHHero BO3pacTa. Y Hac eCTb
VHUKQIbHbIE BO3MOXKHOCTH TOCITATATA3AIN

VIHTEPBbBIO

1 JIe9eHNA IeTeli C MOMeHTa POXKAEHI, ITO ITo-
3BOJIIET OCYIIECTBIIATD JiedeHre LIQJIOr0 PAna
HOBOOOPA30BaHUII C OCTATOYHO XOPOIIO K3y-
YeHHBIM MOJICKY/IIPHO-TeHeTUIeCKM podu-
JieM. B 4aCTHOCTH, K 3THM OITyXOJIIM OTHOCHTCA
vHpaHTWIBHAA GUOPOCAPKOMA U BPOKIEHHAS
Me3006s1acTHaA HehpoMa. DTH [1Be OIyXOJIH FIMe-
10T WAEeHTUYHbIE MOJIeKyJIAPHO-TeHeTUIeCcKHe
CobBITHA C TTepecTporikamul reHoB NTRK. Yacto
3a60JIeBaHIA IPOTEKAIOT arpeCCHBHO, B TO Bpe-
M KaK KX JIedeHre MOXKeT OBbITh 3aTpyZHEHO
PacIpoCcTpaHeHHOCTHIO OITyXOJIEBOIO IIPOLIeCCa.
B HacToAMmIee BpeM:A B MUPe MOSBIIACH BOSMOMK-
HOCTb ITPOBEJICHN TAPTeTHOM Tepalii y 9TUX
TIaIieHToB. [10 MMeIoIyMcA JaHHBIM, ITPU ITOA-
TBepXKIeHHOU ItepecTpolike reHoB NTRK Bepo-
ATHOCTb OTBeTa Ha JiedeHHe MOXKeT BapbHPO-
BaTh OT 75 7m0 90 %, 4TO JmelaeT ero KparHe
TIpUBJIeKaTeIbHBIM, B YaCTHOCTH, /I TTaleH-
TOB, He OTBETUBIIINX Ha CTAHAAPTHYIO TePAITIO.

— Kakue BbI BUIUTE II€PCIIEKTUBBI
TePCOHATM3UPOBAHHOIN MEIUITIHBI?

— Tlonarato, YTO B Hallell CTpaHe — 3TO
TIOBBINIEHNE OCTYITHOCTA MOJIEKYJIIPHOTO
poWINPOBAaHUA NeTCKUX omyxosneil. Hamr
LEHTP SABIAeTCS GUIarMaHOM B 3TOM HATIpaBJie-
HUW, VMeeT YHUKAJIbHbIE AUArHOCTUYEeCKUe
BO3MOKHOCTU /IS TIPOBEIEHVST TIPAKTUIECKHU
JIFOOBIX MOJIEKYJISIPHO-TEHETHYECKUX VCCIIeN0-
BaHUi1. Taxske He0OXOIMMO OorTee TIIATEIEHOe
U3yvYeHre MEeXaHU3MOB IIPOTHUBOOILYXOJIEBOTO
WMMYHHOTO OTBeTa. [IoMIMO 3TOTO, Oy/ayIiee,
BEPOSITHO, CBSI3aHO C UCIIOIh30BAHEM KOMOU-
HUPOBAHHBIX MTOJIXO/IOB. DTO IPOIEMOHCTPHPO-
BaHO, HAIIPUMeD, TIPU MeJIAHOME KOXKU Y B3POC-
JIBIX, HO TOZOGHBIE MOJETH, BUAUMO, OyIyT
KCIIONB30BAThCA IIUPE, TTOCKOIBKY OITyXOJIH —
CJIOKHO YCTPOEHHBbIe MEXaHU3MBI, U 3a4aCTYI0
GJIOKMPOBaHHE KAKOTOJINOO OJHOTO CUTHAJIh-
HOTO ITyTH a6COTIOTHO HEOCTATOYHO JIJISI TOTO,
YTOOBI OCTAHOBUTD OITyXOJIEBBINA POCT.
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Tpancnokauun NTRK obHapyskeHbl NPy MHOTMX TUMNax
ornyxofiei, B TOM Y1Ce B LETCKOW OHKONOrnm?

«PoLu» oTKpbIBaeT BO3MOXHOCTM TapreTHOW Tepanum onyxonen
c TpaHcnokaumamu NTRK B getckon oHkonormm®

Tpancnokauuu NTRK MoryT BbiTb BbiSIBIIEHDI
NPV NCNOJIb30BaHUN CTaHAAPTHbLIX METOLOB TECTUPOBaHMS
1 KOMMEKCHOrO reHOMHOTO MPOGUINPOBaHHS

NEPCOHAJIM3UPOBAHHbIN NOAOXOA
B IETCKOW OHKOJIOTUU

TpaHcnokaumm ¢ yqactnem reHos NTRK MoryT npueoanTb
K CMHTE3Y XMMePHbIX BESIKOB 1 aKTUBALMN OHKOreHHbIX

1.Amatu A, et al. ESMO Open. 2016; 1:e000023. 2. Cocco E, et al. Nature Reviews Clinical Oncology
2018;15:731-47.3.NCT02650401. 4. Sigal D et al. Oncotarget. 2018 Nov 9;9(88):35809-35812
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Ty6epo3HbI CKNepos

Hecmompa Ha mo ymo mybepo3Hsil CKepo3 cam no cebe He OMHOCUMCA K OHKO/I02UYECKUM
3a601e8aHUAM, O/1A HE20 XapAakmepHO pa3sumue pas/uyHslx HO8006pPaA308aHUU. VIMeHHO 3Mo
CMAHOBUMCA NpU4UHOU Heb1a2oNpPUAMHO20 UCxodd 3ab01e8aHUA.

MapwHa
lOpbeBHa
OOPOO®EEBA

K. M. H., 8edywuli Hay4HbIli compyOHUK omoena
ncuxoHesposoauu u 3nunenmosnoauu HWKW nedua-
mpuu um. akao. k0.E. Benemuujesa, ®r60Y BO
PHUMY um. H.W. lupozoea.

Ty6eposubiii ckiepo3 (TC) — monucu-
CTeMHOe, TeHeTHIeCKH JeTepPMUHNPOBAHHOE
3abosieBaHNe C AyTOCOMHO-TOMHHAHTHBIM
THIIOM HaCJIeOBAHUA U C BapHabesIbHOM dKC-
IpeccuBHOCTHI0. MyTanuu B reHax TCS1 (ko-
nupyet Gestok eamapmun) u TSC2 (Komupyet
6eJIOK My6epuH) BHI3BIBAIOT AKTUBAIUIO Iy TH
curHanbHOU nepefauri mTOR (MumeHs pamna-
MMITFHA MJIEKOIIUTAIONMINX, aHIVI. mammalian
target of rapamycin). B pesysibraTte akTuBa-
puun mTOR mpoucxoguT ycuieHue pocTa
¥ nponudepanuy KIeTOK, a TaKKe aKTHBa-
1Ml aHTUOTeHe3a, YTO IIPUBOAUT K Pa3BUTHIO
OIyXOJiel (raMapToM).

TC He ABJIAETCSA OHKOJIOTHYECKUM 3260-
JIeBaHMeM, OJHAKO JUIs HEero XapaKTepHO 06-
pasoBaHMe OIlyXOJed B PasHBIX OpraHax
¥ TKaHAX YeJI0BeYeCKOro Tea. IMeHHO pocT
OIyXOJIel1, HeCMOTPA Ha UX JOOPOKaYeCTBeH-
HBII XapaKTep, BbI3bIBAT MHBATUAMN3ALINIO
TaIlIeHTOB U IIPUBOJIUT K JIeTAJIbHOMY HCXO-
Iy 3a6oseBaHyA. JJOGpOKauyeCTBeHHBIE OITyXO-
JIA (faMapTOMBI) MOTYT ITOSIBUTBCS B Pa3INy-
HBIX OpTraHax, BKIIOUasA rOJIOBHOM MO3T, IV1a3a,
KOy, cepZilie, TOYKH U IedeHb. Pexxe B IIpo-
IlecC BOBJICKAIOTCA JIETKHe, SHAOKPUHHAA
CHACTeMa U >KeJyJOYHO-KHUIIEeYHbIN TPAaKT.

Oxkomo 96 % manueHTOB ¢ TC MMeIOT OIUH
WIN HECKOJIbKO KOKHBIX MIPU3HAKOB (oJies-
HU, Y 90 % — BBIABJIAIOTCA U3MEHEHUA B IO-
JIOBHOM Mo3re, 80-85 % — CTpafaloT SIWIen-
cued, y 80 % — BBIABIAETCA NATOJOTUA
ToyekK, y 50 % — raMapToMbl CeT4aToi 060-
JIOYKU U IMCKA 3PUTEJIBHOIO HepBa.

Yactorta TC cocrtaBmiseT 1:10000 HaceJie-
HUA (y HOBOPOXIeHHbIX — 1:6000). B mupe
HacynThIBaeTcsa 6oee 1 MuTH mmanpeHTos ¢ TC.
B Poccuu pacyeTHOe ynciIo nanueHToB ¢ TC
cocTtasiaeT 17000.

NnoAaxoabl K ANATHOCTUKE

Juarsoctuka TC He IIpeACTaBIAECTCA CJIOXK-
HOW, eI Bpad MMeeT YeTKUe IIpeZCcTaBile-
HHA 0 er0 KJIMHUYeCKUX MPOABJIeHUAX U OC-
HOBBIBAeTCA Ha COYETAHUU KIMHUYECKUX
CAMIITOMOB U CHMIITOMOB, BBIABIAEMBIX
TIPY IOTIOJTHUTEILHOM JIAO0PAaTOPHOM 06CIe-
JoBaHuu. ®enorun nanuenTa ¢ TC 3aBuCUT
OT YN(JIA, IOKIN3AINY U PadMepa FaMapTOM.
BospacT manueHTa TaK)Ke WUTpaeT BAXKHYIO
POJIb, T.K. Pa3Hble CUMIITOMBI GOJIe3HU IIPO-
ABJIAIOTCA B Pa3JIMYIHbIe BO3PACTHBIE II€PHO-
Ibl. OIHAKO GOJIBIIOe KOJIMIEeCTBO KIMHUYe-
ckux npusHakoB TC, BapuabeIbHOCTDH
(penorumna, Tor (QaxKT, 4YTO MaHUPeECTAIUA
TIPU3HAKOB 3aBUCUT OT BO3pacTa IallheHTa,
3aTPYAHAIOT JUATHOCTHUKY 3a00JIeBaHILA.

B 2012 rogy Ha MeXXIyHapOogHOI KOHCeH-
CYCHO¥ KOH(epeHITVH II0 Ty6GepO3HOMY CKJTe-
P03y GBLIH ITepeCMOTPEeHbI KPUTEPHH ITOCTa-
HOBKWU Juartosa 3adosesanus (Northrup H.,
Krueger D.A., 2013). B cOOTBeTCTBUU C KOH-
CEeHCyCOM MOXXHO C()OPMY/IMPOBAaTh AUarHO3
TC Kak «HeCOMHEHHBIUN» WIN «BO3MOXKHBII»
B 3aBUCUMOCTH OT HAJIMIMA WINA OTCYyTCTBUA
TaK Ha3bIBa€MbIX IIePBUYHBIX (OOJIBIINX)

KnuHuyeckue grnarHoctuyeckme Kputepum Ty6epo3Horo ckneposa (no gaHHbim 2012 r.)

KnnHmnuyeckne cornacoBaHHble pekoMmeHaauun no AMarHoCTuke Ty6ep03|-|oro
CKnepo3a: 6onbluve u Mmanbie Kputepun
HecomHeHHbI ArarHo3: 2 6onblumx Kputepua unm 1 6onbLION 1 2 ManbiX KpUTepuA.
Bo3MOXHbIli AriarHos: 1 60nbLon 1 1 Manblil KpUTEPUIA.
/Ana HecomHeHHO20 OudzHoO3a 00CMAMOYHO Halu4yue MoJibKO 8bioesIeHHOU
mymayuu TSCT unu TSC2.

Bonbuwue kKputepun'-?

MnonurmeHTHbIE NATHA (=3) HEe MeHee 5 MM

AHrnodunbpombl nuua (=3) nnu Grubpo3sHble GAALLKY Ha ronose

OkonoHorTteBble GrbPOMbI (>2)

YuacTKu «LarpeHeBow KOXM» U MHOXECTBEHHasA

KonnareHoma
MHo>KeCTBeHHble rama PTOMbI CETHATKA

KopTrkanbHasa grucnnasus (>3) *

Cy63neHavimanbHble y3nbl (>2)

Manbie kputepun'?
MATHa TUMa <KOHHETTW» Ha KOXKe
[edekTbl amanu 3y60o8 (=3)
®ubpombl nonocTu pra (=2)

ﬂenVIrMeHTVIpOBaHHbIE NATHa
ceTyaTku

MHO>KeCTBEHHbIE KUCTbI MoYekK

HenoueuHasa ramapToma

Cy63neHnmmaanaﬂ FTMraHToOKNeTo4YHaA acTpoyMTOMa

Pabpomnoma cepgua
JIumdaHrnonenommomatos nerkmx (JTAM) **

AHIMOMNONNMOMbI MoYeK (=2) **

*Cro0a 8x00am mybepel U paouasbHsle MUspayuoHHble mpakmel.

** CoyemaHue smux 08yx 60/1bwux kpumepues, JJAM u aHzuomuonunomsl 6e3 opyaux npusHakos TC

HeA0CMamoy4Ho 0715 OKOHYAMeJslbHO20 OUd2HO3d.

'Roberds S.L. TS Alliance Magazine: Perspectives. 2013; 129: 6-8.
2Krueger D.A. and Northrup H. Presented at: American Epilepsy Society Annual Meeting, Nov 30 — Dec. 4,

2012. San Diego, CA.

WIN BTOPUYHBIX (MAIbIX) KIMHUYECKUX CUM-
nrroMoB. HecomHeHHbIN AuiarHo3 TC ycTaHaB-
JINBaeTCA Ha OCHOBAHUU HAIWYHUA 2 IIepBUY-
HBIX IIPU3HAKOB WJIM 1 IepBUYHOIO
u 2 1 60Jiee BTOPUIHBIX TIPU3HAKOB; BO3MOJK-
HBIN INMAarHO3 — HAa OCHOBAHWU HATMYMA 1-TO
TIepBUYHOIO IpU3HaKa WIK 1 IepBUYHOTIO
¥ 1 BTOPUYHOIO IIPU3HAKOB WX 2 (1 Ooitee)
BTOPUYHBIX IIPU3HAKOB. [loxTBepKIeHHaA I1a-
ToreHHasa mytauma TSC1 wm TSC2 Asisgerca
IJIABHEWIIIIM KpUTepUeM, JOCTaTOUHbIM JJIA II0-
craHOBKM guarHoza TC. Hipke mnpuBeneHbI
TIepBUYHbIE 1 BTOPUYHBIE IPU3HAKHY (CM. Ta0JL.).

IIpu BeIABIeHMU y nanueHTa TC peko-
MeH/lyeTc IIPOBOJUTH OIpeJieIeHHble Aua-
THOCTHYeCKUe IIPOLeyPhl UL IIOJIHOTO IIpefi-
CTaBJIeHUA O CTeIeHU BBIPAXKeHHOCTU
3a0oseBaHusA. B 00s3aTe/IbHBIN TIepeYeHb Ta-
KUX UCCIIeIOBaHUH IIPY BbIABIEHUU IIPU3HA-
k0B TC BKIIOYEHa MarHUTO-pe30HaHCHAA TO-
MorpaduA Mosra. DyIeKTposHIedarorpaMmma
00513aTeIbHO TPOBOAUTCS IPU HATMYUU Y TIa-
[IMeHTa SIWIENITUYEeCKUX CyAO0pOor JHO0
TIPU BbISIBIEHUU PabOMUOMBI CEPIIIa TpeHa-
TaJIbHO WIA y HOBOPOXKIEHHBIX, YTOOBI
He IIPOILYCTUTD SIMIWIEIITUIECKYI0 aKTUBHOCTb.
VIBTpa3ByKOBOe HCCIeJOBAaHUE OPraHOB
OGPIOIITHOI ITOJIOCTH U TIOYEK ITPOBOTUTCS BCEM
TaIyieHTaM C BIIepBble AUarHOCTUPOBAHHBIM
TC. HapymieHus puTMa cepAlia MOIYT peru-
CTPUPOBATHCA IIPU POXKIEHUHN WIN TOABJIAT
CsI B TeYeHUe YKU3HU ITAITeHTOB M3-3a HUTIA
pabmomMuoM cepaia. DIIeKTPOKaApAUOrpaMMa
U 9XOKAPAUOrPaMMa 005I3aTeTIbHO TIPOBOISTCS
IIPY TIEPBUYHOM 06CTenoBaHuu. [IOTHBIN OC-
MOTP KOKHBIX TIOKPOBOB HEOOXOUM IIPU TIep-
BUYHOM OOC/IE€NOBAHUU IS BBIABIEHUS KO-
HBIX TIPU3HAKOB 3a00JI€BAHUA U JUTHHEIIIeTO
JMHAMITYeCKOTO HaOIIONeHA 3a HUMU. TTocre
TIONTBEPIKIEHUS IMATHO3a TYOEPO3HbII CKIIepO3
B JIETCKOM BO3pacTe 00sI3aTe/leH TOCTOSHHBIN
KOHTPOJIb 332 HEeMPOIICUXOJIOTHYeCKUM U YM-
CTBEHHBIM Pa3BUTHEM peGeHKa.

IMTanuenThl ¢ TC AOMKHBI HAXOAUTBHCSA
10T, TOCTOSTHHBIM JIUCIIAHCEPHBIM HabJTrofTe-
HUeM. AHTHUOMUOJIUIIOMBI IIOY€K, TUTAHTO-
KJIeTOYHbIe aCTPOLUTOMBI, OCJIOXXHeHU:A
CO CTOPOHBI JIETKUX U CepAlia MOTYT IIPUBO-
JIUTh K TSHKEILIM IOCIENCTBUAM U TMOeIn
GONBHBIX. BAYKHO OTMETUTh, UTO IIPU IIOJ0-
3penur Ha TC HaI[UeHT A0/KeH ObITh 00CTe-
JIOBaH y PasJIMYHbIX CIEINaJINCTOB I HC-
KJIIOYeHUs [TIOATBEePKAeHUA  I1aTOJIOTUU
Pa3IMYHbIX BHYTPEHHUX OPraHOB. PekoMeH-
JlyeTcA IPOBOSUTH MarHUTO-Pe30HAHCHOE UC-
cJIeToBaHMe TOJIOBHOTO MO3Ta BCceM MHaIlreH-
TaM B BO3pacTe 0 2 JIeT U jajiee eXerogHo
IIpYM HaJUYUM KIWHUYECKUX CUMIITOMOB
WIU CyO3TEeHIUMAIBHOTO Y3714 WU TUTaHTO-
KJIETOYHOU aCTPOLIMTOMBI y OTBepcTuAa MoH-
po. IIpu OTCyTCTBUY KIMHUYECKUX IIPOABJIe-
HUU WIX HeUPOPaJyoIOTHIeCKUX IIPU3HAKOB
pUCKa pasBUTUA TMTaHTOKJIETOYHOU acTpo-
nutoMbl MPT-MicCiIenoBaHMe rOJIOBHOIO MO3Ta
PeKOMeHlyeTCs IIPOBOAUTH KaXkAble 2 rozia
Jlo jocTikeHud 20 jeT. B crapirem Bospacre
pasBUTHE TUTAHTOKJIETOYHBIX aCTPOIUTOM
MeHee BepOATHO, HO BO3MOXKHO, B CBA3U
C 4eM HCUIe[JoBaHUe CJeflyeT IIPOBOAUTH
C MHTEePBaJIOM B 3 rofa.

YIpTpasByKOBOe HCCIeJOBAaHUE ITOYeK
PeKOMeH/IyeTCs IPOBOSUTD MallieHTaM KaK-
nbie 1-3 roma. MPT u KT-uccnemoBaHUs IIoUeK
NIPOBOJATCA TPU DPAa3BUTUU OCIOKHEHUU
CO CTOPOHBI ITOYeK (KPOBOTeUeHNe, IIO03pe-
HUe Ha MaJurHesanuio omyxonei). Ilocrie
6 JIeT 5XOKapAXOrpaMMa MPOBOAUTCA TOIBKO
10 KJIMHUYECKUM ITOKA3aHIAM, T. K. PabIoMU-
OMBI CepAIia UMeIOT TeHAEHIINIO K perpeccy
B Te4eHMe IepBbIX JIeT XU3HU. KoMmbioTep-
Has TOMOTpadu JIETKUX IIPOBOAUTCS B3POC-
JIBIM ’KeHIHAM IIPU HapylleHN! QyHKINN
JIETKUX.

OT ANATHOCTUKN — K NTPOOUITAKTUKE

B MHpOBO#1 IpaKTHKe MPOMIIAKTHKA 3260~
JIeBaHUsA CBOAUTCA K IMIPeHATATbHOU JUATHO-
ctuke TC. Ilpu ciopaamyeckoM TC pucK 1o-
BTOPDHOTO DOXJeHUs OOJBHOrO pebeHKa
cocTaBiAeT 2 %, NMPU HaUIeACTBEHHOM —
50 %. IToaToMy IIpY IOAO3PEHUM Ha HaIe[-
CTBeHHBIN xapakTep TC (Ipy HATMINY IOAO0-
3peHuA WIN MOATBeP:KIeHHOro Auarnosda TC
y OyZAyIneil MaTepH, OTIja WIN POICTBeHHU-
KOB) TeHeTUYeCKYIO AMArHOCTHKY Ty0epO3HO-
r0 CKJepo3a HeoOXOAUMO IIPOBOAUTH
ellle NpYU IUIAHUPOBAHUYU OepeMeHHOCTH.
[MoxTBepKAeHHBIN HacaeACcTBeHHBIN Tull TC
ABJIAETCA OCHOBAaHMEM I IPOBeIeHUA WH-
BasUBHOM NIPeHATAIbHOM AUAarHOCTUKU. Tak-
’Ke IpU nofo3peHny Ha TC y Iioa peKOMeH-
ayerca nposezsieHre OXoKI' Ha cpokax 20-24
HeJiesTb 6epeMeHHOCTH 1A UCKITIOYe N pad-
JOMHOMBI CepAIia.

TPU NMPUYNHBI ®ATAJIbBHOITO NCXOOA
CyIeCcTBYIOT TPH OCHOBHBIX NPUYMHBI Jie-
TILHOCTH IpU TC-IpOrpeccupoBaHmy Cy6a-
TIeHIUMAIbHBIX TUTAHTOKJICTOYHBIX aCTPOIH-
TOM B TOJIOBHOM MO3Te€ U aHTHMUOJIMIIOM
B [TOYKAX, a TAKXKe Pa3BUTHe CIeIA(PIIeCcKo-
TO TOPKEHUA JIeTKUX — JIMMQaHTHOIelo-
MHOMAaTO3a.
CybaneHIMaIbHbIe TUTaH-
TOKJIETOYHbBIE aCTPOIUTOMBI
(CDIA) BcTpeuatoTca y 20 %
TMaIeHTOB, JIOKAIU3YIOTCA
y oTBepcTuA MOHPO, pacTyT
MeJUIEHHO, HO IIPY POCTe BHI3BIBAIOT OOJIUTe-
PaLMIo OTBePCTUM U Pa3BUTHE IIPOrPeccupy-
1o1el ruapouedaany, OT KOTOPOU HalleHT
MOYKeT ITOTMOHYTh. ONTUMAIEHEIM METOIOM
JIedeHUs fABJIAETCA PAJUKaIbHOE yAaleHHe
COTA. Omyxoiu OBIBAIOT ABYCTOPOHHUMU,
VHOIZA OHM JIOKIM30BAHBI IIYOOKO U He-
VEOOGHBI ISl HeHPOXUPYPrIIecKoro BMeIa-
TEJIbCTBA, B pAfe caydaeB COI'A MOryT penu-
JUBUPOBATh MowIe peseKuu. CyIlecTBYIOT
nanueHTsl ¢ COIA, y KOTOPBIX HeMPOXUPYP-
THYecKoe JiedeHue 00 He ITOKa3aHo, IN60
He OCYINeCTBJIAeTCA PaUKAIBHO B CIIY TeX
WJIN UHBIX IPUYVH.
AHTHMUOJIUIIOMbI
(AMJI) BcTpevaroTcs Ipumep-
HO y 80 % manueHTOB. OHU
MMeIOT OGYUIbHYIO AaHOMATb-
HyIO BaCKYJIIPU3AIINIO U Ype-
BaThI PaspbIBOM COCYZIOB M peTpPOIIepUTOHe-
anbHBIM KpoBoTedeHHeM. CTaHAAPTHON
TPOPUIAKTUIECKON MepOU SBISIeTCA 3MO0-

II0OYEK
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Puc. 1. Cy6aneHanmanbHasa ryraHToKNeTouHas acTpoLUMTOMa: d — [0 NeUeHs 3BepOMYCOM
(EXIST-2, 1-11 BU3WT); 6 — Ha doHe Tepanum aseponrmycom (EXIST-2, 3aBeplialolinii BU3mT).

JIM3aIyA CoCyZia Haubosee KPYIHOM aHTHO-
muonuiioMsl. [Tpu TC AMJI MHOKeCTBeHHBIEe
U BBIABJIAIOTCA B 00€UX ITOYKaX, IpoIeaypa
SMOOJIM3AINH GOJIe3HEHHA U 4aCTO IIPOTeKa-
eT ¢ ocIokHeHuAMU. Kpome Toro, am6ou3a-
LIV IPAaKTUYeCKU He UCIIOMb3YyeTCA C JAHHOU
nenbio B Poccutickont ®epepanyu. IIpu pas-
BUTHUY KPOBOTeUeHUA OOIIEIIPUHATON TaKTH-
KOH fABJIAETCA pe3eKIUA Io KpaliHel Mepe
YaCTHU MOYKHU (MHOIJA YAAIAIOT U BCIO ITOYKY
nenukoM). Ho mocie mpoBeieHHOM ollepaiin
TIPOJODKAeT yXyAIIAaThCA (YHKLIUA IIOYeK,
a TakxKe IpopomkaeTcsa poct AMJI B ocTas-
IelicA ee 9acTH, YTO MOXKeT IIPUBeCTH K He-
06XONVIMOCTY TPAaHCIUIAHTAIIVY TOYKU.

ToT e HEyKJIOHHBIA IIPO-
Iecc IMpOTPecCUpPOBAHUA
C morepeil QyHKIIUN U He-
00XOAVMOCTBIO ITIepecamKu
opraHa B UTOre XapaKTepeH
U Aid CHenu(UIecKoro IOpakeHUA Jier-
Kux — JjuMdaHreoneriomuomarosa (JIAM),
KOTOPBIM BCTpedYaeTCs IPerMYyIIeCTBeHHO
y B3poaibix ¢ TC. [Ipeamnonaraercsa, 4To aHO-
MaylbHble KiIeTKH u3 AMJI mo jmumdarmde-
CKUM IIyTAM MUTPHUPYIOT B JIeTKHe IallieH-
T0B ¢ TC M, ocemad B HUX, BBI3BIBAIOT
pas3BUTHe KUCT U (POPMUPOBAHUE AbIXaTellb-
HOU HeIOCTaTOYHOCTH.

BO3MOXHOCTW TEPATINNA

C 2009 roza corpynHUKU MHCTUTYTA Neaua-

Tpuu uMmeHu [O.E. BenpTHuinesa HellpepbIBHO

Y4acTBYIOT B MYJIbTHUIEHTPOBBIX MeXAyHa-

POIHBIX KIMHAYECKUX MCCIIeIOBAHUAX IIpe-

mapara 3BepOJIIMYC, OJarofaps KOTOPBIM

B 2012 rozy OH ObLT 3apeTuCTpUpPOBaH B Poc-

Cuy, 1A JIedeHUA OCIOXKHEHUH Ty6epO3HOTO

ckieposa. IIpoBefeHHBIe WCCIeLOBaHUA

EXIST-1, EXIST-2 u EXIST-3 mmokazanu:

— 3BepoJIMMYC IPOAEMOHCTPHUPOBAI XOPO-
IIyI0 JOJTOCPOYHYI0 3((EeKTUBHOCTh
U IIpreMJIeMylo IepeHOCUMOCTD B Jiede-
Huu COTA u AMJL, a Takxe 3d(eKTuB-
HOCTB B JIedeHUHU (papMaKOpe3UCTeHTHON
SIWIENICUY, aCCOIMUPOBAHHBIX C TyOe-
PO3HBIM CKJIEPO30M;

- KpoMe cokKpammeHuss o6bema COIA
u AMJI, CHM>KeHUA YUCIa SIWIeIIThYe-
CKUX IIPUCTYTIOB WIX IIOJHOTO UX KyIIU-

POBaHMA 3BePOIMMYC BBI3bIBaeT COKpa-
IeHMe IUIOMAAY KOXKHBIX IIPOABIeHUN
3a00JIeBAHUS;

— YacTOTa HOBBIX IOGOYHBIX 3(h(deKTOoB
CO BpeMeHeM YMeHbIIAeTCH.
DBepoIrMyC 3aperucTpupoBaH B Poccuii-

ckont ®efmepanmuu 1A HCIHOJIb30BAHUA

TI0 TPeM ITOKa3aHUAM:

1. CyOomeHgUMaTbHbIE TUTAHTOKIETOYHbIE
aACTPOLIUTOMBI, aCCOITUMPOBAHHBIE C TY-
6epO3HBIM CKJIEPO30M, y IAI[eHTOB
cTapie 1 roga Npyu HeBO3MOXKHOCTHU BBI-
TIOJTHeHUsI XUPYPIUUeCKOU pe3eKIUN
OILyXOJIM JYaMeTPOM = 1 cM.

CommacHO MeXAyHapOJHOMY KOHCEHCYCY
(Consensus Meeting for SEGA and Epilepsy
Management) HasHadYeHHe 3>BePOJIMMYCa
npu COT'A IOKa3aHo IIpu:
®  HAINYWU NPOTHUBOIOKA3aHUU K XUPYD-

TUYeCKOMY JIeYeHUIO (IIPOTUBOIIOKa3aHa

aHeCcTesUsA WIN CaMO XUPyprudecKoe

BMeIIaTeIbCTBO);
®  HEBO3MOXXHOCTU PaUKaJIbHOIO yjae-

HUA OIyXOJH;
®  ATUNHWYHOM JIOKAJINU3AIUN OITyXOJIH;
®  0cOBOM PaCIONIOXKEeHUY OIyXOJH, KOLAA

orepanyA MOXeT IIPUBECTU K OCTIOXKHe-

HUAM;
®  arpecCUBHOM POCTe OITyXOJI;
®  BO30OHOBJIEHUM DPOCTA OIyXOJIH IIOCTIe

yKe IIPOBeIeHHOU Pe3eKIINH;

OTKase OT IIPOBe/IeHNA Ollepallu.

2. AHTHOMUOJHMIIOMBI IOYeK, aCCOLUUPO-
BaHHBIE C TY0ePO3HBIM CKIEPO30M, AMa-
MeTpoM 3cM U Gojiee y IIallIeHTOB
18 et u crapiue.

3. DOnunencua (dapMakopesuCTeHTHas),
ACCOIMMPOBAHHAA C TyOEPO3HBIM CKIIe-
PpoO30M, y IaIlUeHTOB CTapIie 2 JeT.

B HayuHo-ucC1eoBaTeIbCKOM KIMHUYe-
CKOM MHCTUTYTe NMeANaTPUU UM. aKaJeMUKa
I0.E. BenpruineBa MyJbTUIULUILIMHAPDHAA
KOMaHzia Bpadeil Gosee 20 jieT HaGIIOZAeT
nanueHToB ¢ TC U3 pa3sIWIHBIX PEeTrhOHOB
Poccun.

JuarHoctuka TC 3a IIowIeIHWE TOAbI
npeTepliesa 3HaYUTeIbHbIE U3MEeHEeHHU: MO-
JIKYJIIDHO-TeHeTU4eCKre UCCIeNOBAaHNA Ja-
10T BO3MOKHOCTh CEMBSIM ITIaI[eHTOB C TyOe-
PO3HBIM CKJIEPO30M IUIAHUPOBATh POXKACHHE

i

Puc. 2. Markne ¢nbpombl B 0bnacTtu wew y naymnerta 0401-00007: a — [0 NeUYeHUsa 3BEPONMYCOM
(EXIST-2, 1-11 B13uT); 6 — Ha doHe Tepanuu aBeponmmycom (EXIST-2, 168-a Helens neyeHns).

3OPOBBIX ZieTel; IIpeHaTalbHasA JUATHOCTHU-
Ka 3a60JIeBaHYsA, II03BOJIAET IIPOBOSUTE IIpe-
BEHTHUBHYIO TePaIUIO IPOTUBOCYAOPOKHBIMU
TIperapaTaMu Jo 1e6I0Ta SIWIEIICHN Y AeTeil
C Ty6epO3HBIM CKJIEPO30M, UTO IIPeAYIPeKIa-
eT pa3BUTHe KOTHUTUBHBIX HapyIIeHU. 3a-
pybexHbIe ucciaenoBanus (Jozwiak S. u co-
aBT., 2011; Cusmai R. u coaBT., 2011)
U HWCCIIeIOBAaHMA, NMPOBefeHHbIe B HaIleM
uHcturyte (I'puropreBa A.B., opodee-
Ba M.IO. u coaBT., 2017), CBUAETEIbCTBYIOT
0 TOM, YTO Ha3Ha4YeHUe aHTUIIIeITUIeCKON

HOBOCTb

OlbIT

Tepanuy TManyeHTaM IepBOro rofia KU3HH,
ele He CTPAfAIONIUM SIIWIENICHeN, HO yxKe
UMEOIUM 3IMIWIeNTU(QOPMHBIE Pa3pAAbI
Ha D3I, IpUBOAUT K TOMY, YTO SIMJIEIICHAA
He pasBUBAaeTCA M JAeTU B JaJbHeWIIeM
He CTPaJaloT yMCTBeHHON OTCTAIOCTHIO. IIpu-
MeHeHUe 3BepOoIMMyca JaeT BO3MOXKHOCTb
NIPpOQIIAKTUPOBATh PAa3BUTHE KU3HEYTPOXKa-
IOIUX OCJIOKHEHUM CO CTOPOHBI LIEHTPAJIb-
HOI HePBHOM CHCTeMBI U IIOYEK, YTO AaeT
HaJeXXIy Ha IOJHOLEHHYIO >XM3Hb HaIUX
TIaIlIeHTOB.

OcCTaHOBUTb UHPEKLINIO

CTpenToKOKKM rpynbl B— ofyH 13 MUnnnapAoB MUKPOOPraHN3MOB, HaCeNAIOLMX KeJTyA0UHO-KILLYHbIN
TpaKT YesoBeka. He noxoxe, 4tob 1x posb Gbla 0CO60 NONOKUTENBHON 1A HaLLEero 340poBbsA. OaHaKo
npy HaMYMK 3OPOBOI KULLEYHO $GNIOPbI OHY HE HAHOCAT OPraHN3My BPeAa, B TOM Yncie npu 6epemeH-
HOCTW. 3A0poBas GepemMeHHasn »KeHLVHa MOXeT YyBCTBOBATb cebs Mpu 3ToM npekpacHo. OAaHaKo aetw,
POXAEHHbIE 0 CPOKa, NP CTPENTOKOKKOBOI MHGEKLN NOABEPKEHDI MOBbILLEHHOMY PUCKY.

AMepUKaHCKas akagemua neavaTpyv onybimkoBana KIMHUYECKMiA OTUET MO SleUeHMto AeTeli C MOBbILLEHHbIM
PUCKOM Pa3BUTUA CTPEMTOKOKKOBOW MHGEKLMM rpynnbl B. AKLEHT B HeM cAienaH Ha BbIABNEHN UHGeKLN
y 6epeMeHHbIX, YToObl BO BPeMS POLOB MPOBECTU NIEYEHVE aHTUOMOTVKaMI ANA 3aLLWTbl HOBOPOXKAEHHOTO.
3aboneBaHue, BbI3BaHHOE CTPEMTOKOKKOM Fpynrbl B (3T0 MOXET 6bITb MHEBMOHUS, MEHVHIUT WA CEMNCHC),
|pa3BuMBaeTCA B NepBble 6 AHEN NOC/e POXKAEHUA U Yalle BCTPEYAeTCA Y HEAOHOLEHHbIX AeTeid. 1o AaHHbIM
Akagemun 3ddeKTViBHbIE METOLbl MPOPUIAKTUKY MO3AHEro 3aboneBaHNA, KOTOPOe MPOABMAETCA Y AeTel
B BO3pacTe ot 7 o 89 AHel, oTcyTcTBYHOT. C yUETOM 3TOro pekoMeHAyeTCA BbINONHATL pAf Mep. B kauecTse
npviMepa HUXe NPUBEAEHbI BbIAEPKKIM U3 MONOXKEHUI OTYeTa:

« MPYMEHEHME aHTVBVOTVIKOB BO BPeMS POLOB ANTA 3aLLMTbl HOBOPOXKAEHHOTO OT MHGULIMPOBAHNS;
- OLIeHKa pricKa 3apaXkeHA — [EeTV, POAUBLLMECH paHee 34-1 Hefien 6ePEeMEHHOCTY, CYNTAIOTCA HEAOHOLLIEH-

HbIMW N HAXO[ATCA B rpynne pucka;

« NPoBefeHVie paHHEN ANarHOCTUKN (c onpeaeneHnem no Kynbtype Kposu Nnun CMYHHOMO3rOBOW XXNAKOCTN);
* OLieHKa No3Hero pa3snTnAa 3a60/1eBaHVis,, CBA3AHHOIO C npexaeBpemMmeHHbIMU poAamMmn (ocHOBaHa Ha KNHW-

YECKMX MPOABIEHMNAX 6onesH n).

Takyke 06HOBJIEHbI JaHHbIE MO AO3VPOBKaM JIEKAPCTBEHHbIX CPEACTB AJ1A IEYEHNA CTPEMTOKOKKOBOM 60Me3HI
rpynnbl By HOBOPOXAEHHbIX 1 MiageHLeB. MpeanoyTUTeNIbHbIM aHTUOMOTUKOM MNP MOATBEPKAEHHOM Ana-
rHO3€ ABMIAETCA NEHULMIH G, 32 KOTOPbIM ClieayeT aMmULUIIVH.

i a d P

Mbl BMecCTe paboTaem
AAfl MALUEHTOB

CBOEW MMCCHEM OTKPbITHE,

MHHOBALIMOHHbIX MPENApPATOB,
MOMOTCIOLLMX MALMEHTAM
MPEOAOAEBATh CEPbE3HbIE
3000AEBAHMS.

3TO TO, 4TO Mbl AEACEM.
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Hetn YepHoObbina: npolunoe n éyayuiee

[Tocnedcmeud paouayuu, Komopou NO0BEP2CA HesI08€eK, He 8ce20a 04e8UOHbI. Maseie 0036l 00/1yHeHUA CNOCOOHbI «3anyCmume» He
00 KOHUA eue yCmaHoB8IeHHYIO yens cobbimut, NpUBOOAWYIO K 2eHEMuUYecKUuM nosnomkam. OHKoIo2u4ecKue 3ab0n1e8aHus,
BDOXOEHHbIE NOPOKU pa38UMUA U Opy2ue HAC/1e0cmaeHHble GO/IE3HU, BbI3bIBAEMbIE NOBPEXOEHUEM 2eHEMUYECKO20 annapamd,
MO2ym NPOABUMBLCA JTULLb 8 C/IEOYIOLEM LU 8 NOCIEOYOUJUX NOKOIEHUSAX: Oemel, BHYKO8, bosiee 0moasneHHbIX NOMOMKOS.

JlTapuca
CrenaHoOBHa
BAJIEBA

J-M.H., npogp., pykogodumerns [lemckozo Hay4HO-npak-

muyecko2o yeHmpa npomugopaduayuoHHol 3awumsl
HWKW neduampuu um. akao. 0.E. Benemuwesa OI60Y
BO PHUMY um. H.U. Mupozosa M3 PO

PapguaniioHHOe 3arpsi3HeHYe YaCTU Teppy-
Topuil Poccuu mocste aBapuu Ha YepHOOBUTE-
CKOM aTOMHOM 32JIeKTPOCTAHIINM IIPUBEIO K
CyIIeCTBEHHOMY POCTY Y9aCTOTBI OHKOJIOTHYe-
CKUX 3a00yeBaHUiA. B pesysbrare 0COOGEHHO
TIOCTPafaIy AeTy, IIpUIeM He TOIBbKO Te, KTO
HeIOCPe[CTBeHHO TIOBEPICs BO3AEUCTBUIO
PpasyaIyy, HO ¥ pOoAUBIIMeCc Mo3xe. BosHuKa-
IoIye TIPU 9TOM TeHeTWdecKue HapylleHWs
CTAaHOBATCA NMPUYIMHON BBICOKOTO PHCKA pas-
BUTHUA Yy JieTell KaK BPOXKIEHHBIX aHOMATNI
(TTOPOKOB) Pa3BUTHA, XPOMOCOMHBIX U TeHHBIX
3ab0JIeBaHMIL, TAaK 1 HOBOOOPA30BAHUIA, B TOM
YHCIIe 37I0Ka4eCTBeHHBIX.

ABapus Ha YepHOOBLIHCKOUW ATOMHOI
anekTpoctaHnum (YADC), mpoumsomienmas
B 1986 rozy, IpuBeia K 3arpA3HEHUIO PAAa
TeppuTopuil Poccuu pagjuoHyKINIaMu. DTO
TIOCTaBWJIO IIOZ, yTPO3Y 3/I0POBbE, POCT U pas-
BUTHE [AETCKOro HacejleHMA. JIMKBUAAIUA
TIOCJIEICTBUI aBapyuM IOTpeGOBasia BHECTH
HM3MeHeHHUs B IIPOIeCChl TOCYAapCTBEHHOIO
PeryJupoBaHUA U 3aKOHOJATENILHON 6a3bl
TapaHTUM HaCeJeHUIO, II0[BepriIerocs
BO3[eMICTBUIO pafyialiviyl. BO3HUKIIA He0OXo-
JVIMOCTD TIPOBeleHUsI TeXHUIeCKUX, GHOIo-
TUYeCKHUX, MeANKO-COLIA/IbHBIX, CAHUTAPHO-
TUTHEeHNYeCKUX Mep 3aIlUThI OT BO3AECUCTBUA
paguanyy Ha OKpy:Kalolyio cpeny. Hagamace
Pa3paboTKa HOBOTO HAIPABJIEeHU HAYYHBIX
VICCJTEOBAHUIM, CBA3AHHBIX C U3y4eHNeM O1o-
COIMATBHBIX IIPOLIECCOB AANITAINY PeGeHKa
K YCJIOBUAM PafUallIOHHO 3arpsA3HeHHOU
cpefipl, — PagUAIlMOHHON B5KOIIATOJIOTHU
JIeTCKOTO BO3pacTa.

HaydHbIe ncarenoBaHyA CTAIN IPOBOIUTE-
cs1 B 1986-1987 1T. B MockoBckoM HM niemua-
TPpUU U JeTCKOM Xxupypruu Munszapasa Poccun
CIeNUaICTaMY BO IVIaBe C BBIIAIOIINAMCA yae-
HbIM — akageMukoM IO.E. BenbruieBsiM. Tor-
Jia ObUta orpaboTaHa cucTeMa OTOOpa JeTel,
TIOBEePITIIXCA BO3AEUCTBUIO Pafyallii B pe-
3ysbTaTe aBapuu Ha YepHOOBUTbCKON ADC,
B pedepeHTHbIe KOTOPTHI [JIA JIUTEILHOIO
JIVICTIAHCEPHOTO HAG/IIOIeH A (MOHUTOPYHT CO-
CTOSHUA 3[J0POBb).

IIpu ¢popmupoBaHuy pedepeHTHBIX KO-
TOPT HaOJTIOZIeHYIA JIeTel CIIelAaICThI FICXOIV-
JIA U3 BO3MOXKHOCTe! (pOpMUPOBAaHUA IIAaTOJIO-
TUU B OMIDKANAIINIA U OTHAIEHHBIN TePUOIbI
mocste aBapuy Ha YepHOOBLUTHCKOM ADC.

ToxTBep:xaeHre GaKTa PagualliOHHOTO
BO3IEMCTBYA Ha OPraHM3M peGeHKa, obecIe-
4YeHHe COOTBeTCTBYIOUEN MeQUKO-COMaIb-
HOM 3amUThl ¥ DPeabIUINTAIlM OCHOBAHBI
Ha COBPEeMEHHBIX IIPe/ICTABICHUAX O [el-
CTBMU MOHU3MPYIOMIETo MU3IydeHNs Ha opra-
HU3M YeJIOBeKa U Ha 06asoBBIX NPUHIMIIAX
PafgMaIiOHHON 3aIUThI, U30KEHHBIX B IIy-

onuKanuax HammonanbHOro komurera OOH
70 JIleCTBUIO aToMHOU pazuaruu (HKIAP),
MexnyHapOoZHOM KOMUCCUY ITO PafAXOIOTHIe-
ckou samure (MKP3), pe3dynpraTax HayqHBIX
HCCIIeIOBAHUM.

YauTBIBasA 0COGEHHOCTH PAIUOHYKIVTHO-
TO CTeKTPA, BBIXOZ, KOPOTKOKUBYIINIX PaION-
30TOIOB '] ¥ JONTOKUBYIINX PaANION30TOIIOB
137Cs 1 *°St, pa3HOOGPa3HbIe My TH IOCTYIUIEHUS
M30TOIOB (IMMEHTApHbIM, UHTAIAIVIOHHbIM,
TpaHCIUIAlleHTapHBIN, KOHTAKTHBIN), JTNTE b
HOCTb MX BO3ZIeWICTBYA (OCTPOe U XPOHIYECKOoe
obiydyeHue), B pedepeHTHbIE KOTOPThI ObLTH
BKJIIOYCHBL:
®  JleTH, NPOXKMBAIOIIMe HAa TePPUTOPUAX

C ypOBHeM 3arpsA3HeHU:A Io4uB 1o *’Cs

oT 556 /10 1665 KBbK/M?;
®  JleTW, 5BaKyHPOBAHHBIE U3 30H OTIyXKJe-

HUA U OTCeJICHNUS;
®  JleTH, IOABepIIINecs BO3AeICTBUIO NOHU-

3UPYIOIIeN Pafiualliy B IIepHOA, BHYTPU-

YTPOGHOTO PA3BUTHS;
®  JleTW YYaCTHUKOB JINKBUAAIIUN IOCJIeN-

crBul aBapuu Ha YADC (1986-1987 rT.);
®  JleTH, HeNOCPeACTBEHHO IO/BePIIINecs

obydeHno (1969-1987 TOHOB PpOXK7e-

HIA — IIepBoe IOKOJIeHHe);
®  JleTU BTOPOTO IOKOJEHMA (POXIeHHbIe

JIleTbMU IIepBOTO TIOKOJIeHM) U TPEThero

TIOKOJICHU:I (BHYKH JleTel IIepBOTo IIOKO-

JIeHUA).

B pesynbTaTe aBapyy, IOMHUMO KOPOTKO-
JKUBYITUX PaJUOU30TONOB MO/, TIPOU3OIIeT
TaKXKe BBIX0J, B 6rocepy JONTOKUBYIIHX pa-
JVIOU30TOIOB Lie3WsA M CTPOHLIMSA C IIepHOAOM
Tonypactiazga fo 30 jeT. PaguonsoTons! Hoga
BIIAAIOT HEIOCPEACTBeHHO Ha TUPeOUITHYIO
TKaHb IIUTOBUIHOM >Kejle3bl BCJIENCTBHE €T0
TPOITHOCTH (TeM 6oJiee, YTO TEPPUTOPHH, 3a-
TpsA3HEHHbIC PAAVOHYKINIAMU, DSHAEMUIHBI
110 tiomomepuInTy). I30BITOMHOE TIOCTyIUIeHYIe
1311, 17Cs 11 *°Sr MOKeT ITOBJIeYb MUKPOIEMeHT-
HBIN JVCOQIAHC, AKTUBAIMIO IIePeKVCHOTO
OKUCIEeHUA JIMNWJOB, yTHeTeHUe aHTUOKCH-
JTAHTHOM 3aIUTEL

3a 33IeTHUII OTBIT PAGOTHI 110 KIIMHUIE-
CKO PaINOGHONIOTIY CITEINAIICTaM J[eTCKO-
TO HayIHO-ITPAaKTUIECKOTO IIeHTPa IPOTUBO-
pazuaruonHou 3amuTsel HUKU neguatpuu
uM. akaz, I0.E. BesrsTuiesa yasochk He TOJIb-

KO OIIpefe/INTh KOHTUHTEeHThI JIUII, TIOABEPT-
IMUXCA BO3AEMCTBUIO PAIUALIH B pe3yJibTaTe
aBapuu Ha YADC, 1 OpraHmM30BaTh CUCTEMY
JUTUTeIbHOTO MOHMUTOPUHTA 32 3IN,EeMUOJIO-
TUTYeCKUMU TIPOIeCCaMU U COCTOSTHHAEM 370~
POBBA AETCKOTO HaCeJIeHUs, HO U IIPOBeCTU
IMUPOKUY KOMIUIEKC HayYHbIX UCCIeNOBAaHUN
II0 GUOJIOTMYECKUM MeXaHW3MaM BIIUAHUSA
MaJIbIX 03 Pafyalliy Ha JeTCKUI OPTaHU3M.
Jlo aBapuu Ha YepHOOBHUTECKOM ADC 110106~
HBIX MCCIeJOBAaHUI IPAaKTHYeCKU He CyIre-
CTBOBAJIO.

B urose 2014 rozma B BeHe cocTosttack 61-a
ceccuss Hayanoro komurrera OOH 110 IeliCTBHIO
aromHoi pauanyu (HKIAP), K KOTOPO# 6bLUIO
IpUypoYeHo obHapomoBaHue ordera HKIIAP
OOH «Hay4HbIe OCHOBBI Je}ICTBYA NOHU3UPYIO-
VX U3IyYeHUi Ha JieTeih. B uucre o6mx
BBIBOZIOB YKAa3aHO, YTO «IIPOOJIeMa BIIVISHYS
HMOHMBUPYIONIVIX U3/Ty9eHNI Ha YeJIoBeKa B I1e-
PYIOZ, IeTCTBA 1 IOHOIIEeCTBA JOCTATOYHO CJIOM-
Ha U B [IeJIOM MaJIO U3yJeHay.

PacripocTpaneHo MHeHUe, 4TO JIeTH B [Ba-
TpU pasa Oojlee PaMOIYBCTBUTENbHBI,
4eM B3POUIbIe, U YTO OTHOCUTEIBHBINA PUCK
KaHIleporeHesa y fieTell BbIlle. [IoaToMy Baxk-
HeWIMMMM BOIIPOCAMH, BO3HUKIIMMM IIOCTe
aBapuu Ha YADC, ObUTH CJIeIYIOIIe: HACKOIh-
KO OHA OTPAasUTCA Ha TeHeTHIeCKOM allapare
4JeJI0BeKa, HACKOIBKO BBICOK PUCK yBeIMICHI
OHKOJIOTTYECKOH 3a00/1eBaeMOCTH, TIOSBIEHUA
HOBBIX 3a00JI€BAaHUI U M3MeHeHUH XapaKTepa
Te4eHU y»Ke N3BeCTHBIX.

M3MEHEHWSA, BbI3BAHHbIE PAOVALIENA
[MpoBomuBIIMIICA B TedeHUe 33 JieT MOHUTO-
PYHT COCTOSHUA 3[[0POBbSA JleTel, TOABEePITIIIX-
€A BO3JEMCTBUIO MAIbIX 103 Pafliallyy, ITOKa-
3aJ, YTO PaAUAlMOHHO-MHAYLIMPOBAHHBIE
U3MeHEeHUs B OpraHu3Me MMeIOT (asHbIN Xa-
PaKTep Te4YeHU:d, YTO OTPKAET AKTUBALIMIO
WIY yTHETeHMe aJallTAlIMIOHHBIX, KOMIIeHCATOp-
HO-BOCCTaHOBUTEJIBHBIX U, CaMOe IIaBHOE, pe-
TapaTUBHBIX IIPOLIECCOB HA Pa3HBIX BpPeMeH-
HBIX dTalax.

CucreMa pelapanyy OTHOCUTCA K OTHUM
V3 CaMbIX MOIITHBIX MEXaHN3MOB 3aIITUThLI T€HO-
Ma opraHuaMa. Pervctparivist ocabieHus pera-
PaTUBHBIX IIPOLIECCOB KAK CIIOHTAaHHBIX, TAK
U UHAYLIIMPOBAHHBIX CBUJETEILCTBYeT O CHU-

Mpuem nauveHToB 6puragoii negnaTpoB [eTCKOro Hay4YHO-NPaKTUYeCKoro LeHTpa npoTu-
BopaguaymnoHHon 3awmtbl HUKU negnatpum nm. akag. t0.E. Benbtuiiesa B ogHOM
13 3arpA3HeHHbIX PagNoOHYKNNAAMU PErioHe.

’KeHHOM 3alJUTHOM IIOTeHIIMasle U, CJIeIoBa-
TeJIbHO, TIOBBIIIEHHON WHAVBUAYATHHON UyB-
CTBUTEJIIBHOCTH K BO3JEHCTBUIO PafVallMML.
IIporiecchl perapanyy 06ecIIeqnBaoT BOCCTa-
HOBJICHVe HAapYIIeHHbIX H[WIN YyTPayeHHbBIX
nernovek JIHK, Takum 06pasom, COXpaHsAs CTa-
GWIHLHOCTh TEHeTHYECKOTO aliapaTa pebeHKa.
OctaGiieHyie perapanyiOHHbIX IIPOIIECCOB YKa-
3bIBaeT Ha HeaJIeKBATHOCTD aIAIITUBHBIX ¥ KOM-
TIeHCATOPHO-BOCCTAHOBUTEIHHBIX MEXaH3MOB.

CHenasIvCThI, TIBITAACh HAUTH OOBACHe-
HUe (eHOMeHa CHIDKeHHOH penapauyu JHK
o wu3MeHeHWIO akTuBHoctu Ca%[Mg*-
3aBUCUIMOU SHIOHYKJIeasbl — OCHOBHOIO (pep-
MeHTa IIepBOro dTalla SKCIIM3MOHHOM perapa-
muu JIHK, OOHapy:KWwid y 4YacTu JeTeit
KaK IIOBBIIIeHNe, TaK U IOHIDKeHHe aKTUBHO-
¢t (pepMeHTa.

BaprabesbHOCTh AKTUBHOCTU (hepMeHTa
MOYKeT CBU/IETeIbCTBOBATH KaK O PA3HOHAIIPAB-
JIEHHOCTU JIeWICTBUA MAIbIX JI03 DPafiUaIiyuy
Ha OPraHu3M, TaK ¥ 06 0COGEHHOCTSX PeaAKITUN

OpraHmsma:
° BUICACTBHE HMCTOLICHMA BO3MOXKHOCTEM
perapanyu — JAerpaganyia XpoMaTUHA

¥ TIOBbITIeHMe akTuBHOCTU Ca?*[Mg?* -3a-

BUCHMOM HJJOHYKJIeasbl;
® U (TP CHYDKeHUU aKTUBHOCTH UCCTIeHy-

eMoro ¢epMeHTa) K HeOCTaTOYHOM peria-

pauyu nospexxaenuii JTHK.

IMapautebHO ¢ 3TUMU (PeHOMEHaMU BBI-
SIBJICHO JOCTOBEPHOE MOBBIIIeHNe YPOBHA XPO-
MOCOMHBIX abepparuii, BhIIBIIEMBIX B TUMQO-
nuTax Iepudepruyeckol KpOBU Y JeTeld
¥ popyTesIeld, MPOXKUBAIOIMINX Ha TEPPUTOPHAX,
3arpsA3HeHHbIX PaAVOHYKIVIAMIL B 060X 1mo-
KOJIEHUAIX HAOMIO[AIOTCA OTKJIOHEHU: B pella-
pauuu JIHK.

TloBBIIIIeHIe YPOBHA XPOMOCOMHBIX aGep-
Ppauuii — OfHO U3 IPOABJIeHNI TeHOMHOM He-
CTaGWILHOCTH. [0 JAHHBIM JINTEPaTypPhI U pe-
3yJabTaTaM MCCIe[OBAaHUM  CIIeIHAINCTOB
JIeTCKOTo LIeHTpa OHO IIpeJIeCTByeT MHOTHM
KIMHUYeCKAM IIPOSABJIEHUAM, PeIPOLyKTHB-
HOU IUCQYHKITUY, MAIUTHU3ALNIY, ayTOUMMY-
HU3aIVN.

FTEHOMHAA HECTABJTIbHOCTb
IIpoBeneHHbIe crieIaIMCcTaMu Hatrero LlenTpa
WCCIENOBAHYSA IOKA3UIA PeTbHOCT (peHOMeHa
TeHOMHO HeCTaOWILHOCTHU B IETCKOM OPTaHU3-
Me, TIOJBeprammeMycd HU3KOMHTEeHCUBHOMY
BOBIENMCTBUIO PAJUALINN B MATIBIX /I03aX. B 06-
IelyeMbIX KOIOpTax JieTell, KOTophle IIofBep-
DIMCh HU3KOUHTEHCHBHOMY BO3JEMCTBUIO pa-
JUalloHHOro ¢akropa U B IepUOZ,
BHYTPUYTPOOHOTO Pa3BUTUSA, U B TOCTHATAD-
HbBII Iepuof], BCTPEYAIOTCA B TOM WM WUHOU
KOMOMHAIIMY BCe TUIIHI XPOMOCOMHBIX HapyIIre-
HUU, XapaKTepHbIe KaK /LI IPAMOIrO MyTareH-
HOT'O0 JIeVICTBUA Pafiyialliiy, TaK U IIOCTpafyiaIiy-
OHHOW WHAYKIIUY TeHOMHOM HeCTaGMIbHOCTH.
Tak Kak cocTossHUe reHoMa — QyHJaMeHTaIb-
HOe CBOMCTBO KJIETKU, KOTOpOe OllpefiesiAeT ee
HOPMaIbHOe (PYHKIIIOHMPOBaHYe, TO €T0 JieCTa-
OUIM3AINSA IPUBOAUT K (PUBMOTOTTIEeCKOH He-
JIOCTaTOYHOCTY Pa3BUBAIOIIErOCs OpraHU3Ma.
AHaJIOTMYHbIe HapyllleHUA XpPOMOCOMHOIO
ammapara BhIABJIAIOTCA U Y leTel — IIOTOMKOB
00JTyIeHHBIX POIUTENIEH, KOTOPbhIe IIPOKUBAIOT
Ha 3arpA3HEeHHBIX PaJUOHYKINIaMU TepPUTO-
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pusax. Takue aricreHOMHBIe 3((eKThI COIIPOBO-
YKIAIOTCA HUIIMEM BTOPUIHBIX IMMyHOOe by
LIUTHBIX COCTOSTHUM, TIOBBIIIEHHON
COMaTHYeCKOH 3a60JIeBaeMOCTBIO0, XPOHU3AIH-
el GojIe3Hel, ayTOMMMYHU3aIel, BO3HUKHO-
BeHVeM 3I0KaYeCTBeHHbIX HOBOOOPA30BAHUIA.

JanbHeliee u3ydeHue (peHOMeHa TeHOM-
HOYl HeCTaGIWIBHOCTH B KJIETKAaX OpraHW3Ma
JleTeld, KOTOpble IIPOKUBAIOT HA TePPUTOPHAX,
3arpsA3HEHHBIX PAJVOHYKINAAMHU, JAIO0 BO3-
MOXKHOCTb, C OFHOI CTOPOHBI, BBIACHUTD (yH-
JTAMEeHTATbHbIE PafrOOHOIOTIYeCcKye 0CO0eH-
HOCTH HU3KOMHTEHCHBHOIO JEUCTBUA MaIbIX
J103 MIOHU3UPYIONTVX UTyIeHUH, a C IPyroi —
OLIEHUTH pOJIb TeHOMHOIN HeCTaOWIHLHOCTH
U TIPOLIeCCOB MyTareHe3a B IIaTOreHe3e Pasiid-
HBIX 3a60JIeBaHUI, BKIIIOYAsA OHKOJIOTITIECKIe,
JUIA CHYDKEeHUA PUCKA Pa3BUTHA PaJUallIOHHO-
HHYIIPOBAHHBIX 3a00I€BAHIUI y HACTOSIIETO
¥ OyZIyIIHX TOKOJIEHUI.

JlelicTBre pafyialliy BbI3bIBAET CTPYKTYp-
HO-QYHKIMOHATbHBIE HApPyIIeHNA TeHOMa UM-
MYHOKOMITETeHTHBIX KJIETOK, Beflylllee K MeM-
6GpaHOpeLleTTOPHBIM AUCHYHKIIVIAM, aIloITO3Y,
JCOIAHCY MMMYHODETY/IALIY C Pa3BUTHEM
UMMyHOZepUITHTA.

[Npu gelicTBUM pafralli IPOUCXONUT Ha-
KoIruleHre pa3pbiBoB JIHK, KoTophle He ycTpa-
HAIOTCA CUCTeMOH peniapauyy, JUMQoniHbIe
KJIeTKU CTaHOBATCA JedekTHbl 1o JHK
U He CTIOCOOHBI yIaCTBOBATH B PEAKITVIAX UMMY-
HUTeTa. BHyTpuAfepHble M3MeHEHUA MOIYT
TIPMBECTH K HapyIIeHUIO IMMyHOIeHe3a 1 pas-
BUTHIO UIMMYHOJIOTHTYECKOM HeJJOCTaTOYHOCTH.

NMMYHHbIN CTATYC
MOCJIE PAONALMOHHOIO
BO3AEMCTBUA

IIpoBenenHbIe B HamleM LleHTpe uccienoBaHUA
TIOKA3IX, KaKye HAapyIIeHN U 0COGeHHOCTH
MMMYHHOTO CTaTyCca Pa3BUBAIOTCA B PA3ITIHBIX
KOTOPTax PafMalliOHHOTO HAGIIONEHUA B OT-
JAJIeHHbIe CPOKM mocie aBapuu Ha YADC,
KaK OHM CBA3aHBI C XapaKTePOM PaIaI[IOHHO-
TO BO3JEMCTBYA U KaKyI0 POIb MOLVIM CbITPaTh
B BOBHUKHOBEHUHU Y JeTel XPOHWYeCKOU Co-
MAaTHU4eCKOM TTaTOJIOTHAN.

JlumorneHus, HapyleHUuA T-KIeTOYHOro
3BeHa MMMYyHUTETA B BHJE CHIDKEHUA InCIa
KJIeTOK ¢ Mapkepamu CD3, CD4, CDS8
U B-KIeToyHoro sBeHa MMMYHHUTeTa B BUIE
CHW)XeHUA YMCIa KIeTOK ¢ Mapkepamu CD10,
CD23 3aperucTpypoBaHbl y AeTel, IOABepI-
IINXCA XPOHMYECKOMY KOMOWHHPOBAHHOMY
obiyueHMIo paguousoTonamu P, ¥7Cs, °Sr.
Y HOTOMKOB OOJIy4eHHBIX POJUTeNIel (lepBoe
TIOKOJIeHYe JleTell IMKBUIATOPOB ITOCIeACTBUI
aBapuu Ha YADC, fieTeil poruTesiel, IpoXKUBa-
IOIIVIX Ha PafMalIIOHHO 3aTPA3HEeHHbBIX TePpU-
TOPUAX C PA3IMIHBIM YPOBHEM 3arps3HEHIST
137Cs) HapyleHUs UMMyHWTeTa HOCWIN MHOMN
XapakTep. I3aMeHeHVe aGCOIIOTHOIO KOJIMYe-
crBa NK-xiretok (CD16 T-mmmdorroB) — 06-
LU IPU3HAK LA BCeX IPYIIIT PaJUaIOHHOTO
pucka. OmHaKO y JIWII, TOABEPIIINXCA HeIo-
CPeICTBEHHOMY OOJIy4eHUIO, 3aPeTrHCTPUPOBa-
HO CHIDKeHHe, a y TIOTOMKOB OOJIyIeHHbIX —
aKTUBAIWA (PAKTOPOB NPOTHBOOILYXOJIEBOI
3aIIUTHI C XapaKTePHBIM YBeIMIeHUEM IHCIa
CD16 TotmmdonuToB. Bo Bcex KOroprax paaua-
IIMOHHOIO PHCKA 3aperrCTPUPOBAHA TEeHAEH-
IV K CHIDKEHHIO KOJMYeCTBa KIIETOK, BOBJIe-
YeHHBIX B JIMKOLMTApHYIO aKTHBALMIO
C MapKepoM IIOJIMIIOTeHTHOM aKTHBALVY (KJTe-
TOK ¢ MapkepoM CD38), mpommgepupyronmx
KJIETOK (KJIeTOK ¢ MapkepoM CD71) u yBemirde-
HIIe OTHOCUTE/ILHOTO KOJIMIeCTBa KIeTOK C Map-
KepoM TOTOBHOCTHU K amnomnTo3y
(CD95 T-mimp o ToB).

TeHgeHIIMM K yBeIMYEHUIO KOIMYECTBA
CD95TyiMQOIUTOB Y IpeACTaBUTeNIel BCeX
KOTOPT PafyalliOHHOIO PHCKA MTO3BOJIACT pac-

CMaTpUBATh STOT IMOKAa3aTellb B KadecTBe Hau-
6osee MHGOPMATUBHOTO MapKepa KaK IIPSIMO-
TO, TAK ¥ OIIOCPEIOBAHHOTO PaUAIIOHHOTO
BO3JIeHICTBUA.
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OCHOBHbIe N30TOrbl, BbI3BaBLUME pPajMoaK-
TUBHOE 3arpasHeHue nocie asapum Ha YASC

Tonarasch Ha COGCTBeHHbIe NCCIETOBAHA
U JaHHBIe JINTePaTyphbl, MbI BIIPaBe IIPeJIIOoNo-
JKUATD, YTO B JATbHEUIIeM BCIE], 3a TIOBPEXKe-
HueM JJHK IporncxonyT BKIIOYeHYe 3allUTHOTO
MexaHM3Ma, KOTOPBIN IIPelyCMaTPUBAeT aKTH-
BaIuio 6eKa p53, KOHTPOIUPYIOIIETO HEeI0CT-
HOcTh reHoMHOoU [IHK, apecT aHOMasbHBIX
KJIETOK (C IIUTOreHeTMYeCKUMU HapyIlIeHAMM)
B G-¢asze e c mouteyIomel MHAYKIMeH aIlloIrTo-
3a. Takol MeXaHN3M, C TOYKH 3PeHUA CIIelIN-
CTOB-MICCJIeioBaTesIel JIeTCKOro IeHTPa, TI03BO-
JIAeT COXPAaHUTh KJIETOYHBIM TOMeOCTa3
¥ n3bexats (GOPMUPOBAHMA KIOHA KIIETOK
C oIyxosyieBo TpaHchopMariyieli, To eCThb IIpemy-
NpefUTh DPa3BUTHE OHKOTeHHOIo 3(ddeKTa
KaK y HaceJIeHV, TIOABEPIIIeTrocs XPOHITIEeCKO-
My OOJIyJeHUIO B MJIBIX I03aX, TaK 1 Y IIOTOM-
KOB O0JTIyJIeHHBIX (BTOpOE ITOKOJIEHNE).

Panee mpoBefeHHBIE HCCIENOBAHUA
(B 1987-1996 IT.) CBUIETEIHCTBOBAIN, YTO OT-
KIOHeHNA MMMYyHOJIOTMYeCKHX IIOKa3aTesei
JaCTo He IOCTUTTY GOJIBIINX BEIYUH, HO (ObI-
JIV IOCTaTOYHO 3aKOHOMEPHBI C TPAJUIOHHON
TOYKY 3peHsDy. [[py 5TOM Hapsiy ¢ MHTUOUpY-
IOIVIMU BBIAB/LUINCH M CTUMYJIMPYIOIIre (-
(beKThI, TO eCTh BO3/EICTBYIE PAIHAITUH He ObI-
JIO OFHOHAIPaBJIeHHbIM. [Io MHeHHIO IPOQd.
AA. fIpwIrHA U 110 JAHHBIM, IIOJy4YeHHBIM B XO-
Jle HalllX ACCIeNOBAaHNM, BbIABICHHBIE U3Me-
HEHU 3aTParvBaI B OCHOBHOM IIOIYJLALIIO
TommdonuToB.

B HacrosAmee BpeMms, cirycta 33 roga nocie
aBapuH, BUAVMO, CJIeflyeT TOBOPUTH O IIOJIUIIO-
TeHTHOCT OKasbIBAEMOIO BO3/ICWICTBUSA, IIO-
CKOJIbKY OOHapy»KeHHbIe HAMY N3MeHeH! Ka-
CarOTCA He TOMBKO U He CTOIBKO ToIM(OonUToB
(CD3*, CD4*, CD8", CD25"-KJIeTOK), CKOJIBKO
«He3PeJIbIX» KJIeTOK, IPOI(ePUPYIOIINX KiIe-
ToK (CD71*KJIeTOK), IIpeZllecTBeHHUKOB
B-mim@orytos (CD10"-KIETOK), KJIeTOK IIOJIH-
TIOTeHTHOM akTuBany» (CD38*-KJIeToK), a Tak-
’Ke KJIeTOK C MapKepaMy TOTOBHOCTH K arlomTo-
3y (CD95*kuteToK). Kaxxyiyeca mpoTuBopeyns,
BEPOATHO, CBA3AHBI C MHOTOOOPa3yeM IPUYUH
PaMaIlIOHHOTO M HepafInalliOHHOTO TeHe3a.
DTOT (aKT HEOGXOMMIMO YIUTHIBATh B IIEPBYIO
ouepe/b IPY Ha3HAYeHUY NTMMyHOKOPPUTHPY-
IOIIel Tepaluy.

HeomHOpOZHOCTE XapakTepa M3MeHeHHI
MIMMYyHOTPaMM JieTell pasIMIHbIX TPYIII Pafy-
AIVIOHHOTO PHCKA, 110 HallleMy MHEHMIO, 00y-
CJIOBJIeHa NPUHIMIHNAIBHBIMU PasIINAMA
PaIVAIIOHHBIX XaPAKTePUCTUK KaXKIOU U3 KO-
TOPT DPAJUALIOHHOIO PHICKA (pasHooOpasue
PAIVIOHYKJIUTHOTO CIeKTPa, JIUTeILHOCTD Pa-
JVIAITIOHHOIO BO3EVCTBYSA, PA3/ININA BeIIN-
HbI ¥ MOIITHOCTH 03Bl U IIP.).

Y JeTeli, IOABEPITIIXCA PaJUAlIOHHOMY
BO3/ICVICTBUIO, ITOBBIIIeHA BEPOATHOCTD Pa3BU-
THA OITyXOJIEBOTO IIpOIiecca. DTO BOKHBIN MO-
MeHT, Ha KOTOPBII CJIefiyeT 0OpaTUTh ocoboe
BHMMaHMe 1 KOTOPBII He BCeIZla yIUThIBACTCA

TeyaTpaMy U KIMHUYeCKIMY MMMYHOJIOTa-
MU, HaOJTIOAIOIIVIMU TAKUX JieTel. VI3BecTHO,
YTO HapyIIeHUA Pa3/IMYHbIX 3BeHbeB UMMYyHU-
TeTa OTHOCATCA K IIaTOTeHeTHYeCKIM MeXaHH3-
MaM (OPMUPOBAHUA 3TOKAYECTBEHHBIX HOBO-
obpaszoBanuil. Ocobasi poib B Pa3BUTHU
OIIyxOJiel OTBOIUTCA Ie(pUIIUTY eCTeCTBeHHbBIX
KwuiepoB (NK-KJIeTOK) ¥ pas3IyHbIM Hapylie-
HusM aronuTapHoi QyHKIimu. Takum o6pa-
30M, UIMMYyHHBbIe HapyIlleH!A, BbI3BaHHbIE BO3-
JeVICTBHeM pafualiiy, MOTYT OKa3aThCA
TPUITEPHBIM MEXaHU3MOM Pa3BUTHUA OITyXOJIeH
U aQyTONMMYHHBIX 3a00JIeBaHUI, IIPeXK/e BCero
IITATOBUTHOM 7KeJIe3bl.

PAAVALINA N OETU
Asapus Ha YADC TIOCTaBIIIA TIEPeT PATUOOHO-
JIOTVIeH YesIoBeKa ¥ COBPeMEeHHOM paiallioH-
HOW TeHEeTUKOHN U PaZiioOHOIOTHEH YeToBeKa
LeJIbIN pAZ 337134, paHee He 00CY)KIABIIIIXCS
MUPOBBIM CO00IIecTBOM. Cpelyt HUX: 0COOeH-
HOCTH PeAKIIMH JIeTCKOTO OPTaHW3Ma Ha JIH-
TeJIbHOe PAJMalliOHHOe OOJIydeHre B MaJIbIX
J103aX, peaIbHasA OlleHKa TeHeTHYEeCKOTO PICKa
B BH/le He TOJIbKO TaMeTUYIeCKUX (TeHHBIX/XPO-
MOCOMHBIX) MyTall¥ii, HO Y OTHUIeHHBIX 3 dek-
Tax pafyaIiy — WHIYKII TeHOMHOM HecTa-
OWIBHOCTY B COMAaTHYeCKHX KJIEeTKax
OpraHM3Ma JieTel, TIOCTOSHHO ITPOKUBAIOIITIIX
Ha TePPUTOPHX, 3aP;KeHHbBIX PAIOHYKIIN/IA-
MU, a TaK)Ke JieTell — IOTOMKOB OGJIy4eHHbIX
Ha PaxINYHbBIX CTA/IMAX OHTOTeHe3a POIUTeNeH.
B CBA3M €O 3HAYUTEIIBHBIM (TIOB3POCJICHU-
eM» ITIepBOY I'PyHIIbI feTel (19691987 IT. pox-
JleHUs) OCHOBHAsA 4YaCTh ee IIpefCTaBUTesIel
B HAaIlM JHU Ilepeliyla B TPYIILy MOJIOZOTO
B3POCJIOTO BO3pacTa. [ToTeHIyambHbIe PajaIii-
OHHBIE PHCKU 3TOM KOTOPTHI — BBICOKUI PUCK
KaHIleporeHe3a (pak IIUTOBUJHOM >KeJe3bl),
JleTepMIHUPOBAHHAA TIATOIOTH ITUTOBUTHON
»KeJIe3bl ayTOMMMYHHOTO TeHe3a.
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[NoBBIIIEHHBIN PUCK PAa3BUTHA OHKOIIATO-
JIOTMIM OCTaeTCsI OFHUM M3 BKHEUIIX CTOXa-
cTrdgeckuX 3QQeKToB U SABJISeTCI Hanbosee
Cepbe3HbIM OTHAIEHHBIM IOCTICACTBUEM Jel-
CTBUA pPafyiallii. BeI3bIBaeT TpeBOTY BEICOKHI
YPOBeHb OHKOJIOTHYECKOH 3a601eBaeMOoCTH
U B TIEDBOM, ¥ 0OCOGEHHO BO BTOPOM ITOKOJIEHHIH
JleTeld, KOTOPBIN ITOYTH B [IBA pasa IIPeBbIIIaeT
TIOKasaTeyiy o Poccrm.

Ecmi B IepBOM ITOKOJIEHMY POCT pagyianiy-
OHHO-MHIYITIPOBAaHHOM IIaTOJIOTMH IIPOU30IIeNT
32 C4YeT paka IIUTOBUAHOU Xeje3bl (63 %
OT BCeX CJIy4aeB 3TOKAYeCTBEHHBIX 0OPa3oBa-
HUH y JeTeii 1o 18 jieT), TO BO BTOPOM IIOKOJIe-
HUY — 32 CYeT JT0KaYeCTBeHHbIX HOBOOOPa30-
BaHUM  JUMQOUAHONW, KPOBETBOPHON
U POICTBEHHbBIX IM TKaHel (43 % COOTBeTCTBeH-
HO), 8 pacIpOCTPaHeHHOCTh PaKa IUTOBUIHON
JKeJIesbl BO BTOPOM IIOKOJIEHMHM He BBIXOTUT
3a MIOMYJIALIMOHHYIO YaCTOTY.

CremyeT OTMeTHUTb, UTO B CTPYKType IIpU-
YIH 3T0Ka4eCTBeHHbIX HOBOOOPA30BAHUI Y Jie-
Tell BTOPOTO TIOKOJIEHNA MOABIJINCEH 3JIOKade-
CTBeHHBIE HOBOOOPa30BaHUSA OHC,
TIOMKEITYJOYHOM JKesle3bl. Ha sarpssHeHHBIX
PaIVOHYK/IAIAMU TePPUTOPHAX, OTHOCAIIUXCA
K 30HAM oOTceyeHUs (cBbIme 1660 KBk/m?
110 '¥’C$), 3/TOKa4eCTBEeHHBIX HOBOOOPa30BaHUI
IIOYTH B JIBa pasa OoJIbllle, YeM B 30HaX C Ipa-
BOM Ha OTCeJIeHHe.

CyllecTBeHHBIM MOMEHTOM B IIOHMCKax
OTBETOB HAa BO3HUKHOBEHNE PafMalliOHHO-
WHIYIIVPOBAHHbBIX (OHKOJIOTUTIECKUX, HacJIe -
CTBEHHBIX), a TaKKe MyIbTU(PAKTOPHBIX 3a-
GOJIeBaHMI, VMEIONTNX CBOU OCOOEHHOCTH
B YUIOBUAX MAIBIX 103 PAAUALIY, CTAHOBUTCA
HeOOXOAMMAs MHTeTPAIUS 3HAHMIA B 0OIACTH
PaIIOGHOIOT MY, IMMYHOJIOTHIY, KJITHIYECKOM
TeHeTHKU U ITeJUaTPUN.

Cnucok Jumepanmypbl HAX00UMCS 8 Pe0aKUULL.

AKX

MOBWJTbHOE MPUNOMEHE

«ABB-TTPECC»

CNELWANTN3UPOBAHHBIE MEAULINHCKUE U3 AAHUA

+ [azeTbl «OHKONOMMA cerogHAs, «Yponorua cerofgHas,
«CoBpeMeHHan Kapawonoruas, «<Hesponorna ceroguas;
+  KNMHWYECKWE peKoMeHOaLnKM oT MedWLNHCKWX o0LecTB —

NapTHeEPOE N3gaTenbCTEa;

+ CNpaBOYHWMKW ANA CNneunanucToB.

+  YOoOHbIiA QYHKUWOHAMN: BO3MOMKHOCTb UTeHKA off-iine.

BecnnatHo —
ANA cMapTHOoHOR W NNAHWETOR
105 n Android.

«ABB

nspateny

o AppStor

Coole play

COBPEMEHHbLIA M ¥A0EHEK CNOCOE MTEHWA — MHDOPMALIMA BCEFQA NOL PYKOM!
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Pepnkoe 3aboneBaHue: nepBnYHas
LIMNAPHaa ANCKUHE3NS

MCmOIDquCKU CJIOXKUJIOCb MAK, 4mo HA couud’sTeHO 3HA4YuUMeble pacnpocmpdaHeHHble 3a60/1e8aHuUS M@@UL{UHCI gcee0a

6bl1a HauesieHd bosblue. B mo xe spemMA I’)DO6J7€Mb/ nauueHmos C[)E’@KU/\/IU 60/1e3HIMU OCMABAIUCH 8 meHu,

U MOJIbKO cetyac amu 860NpOCol Ha4asiu wupoKo oécym@ambm cneyuaziucmamd.

tOpun
JleoHnpoBny )
MN3EPHULUKWUWN

. M. H., npocp., 3asedyrousuti 0moes1oM XpoHUYecKux
80CNA/IUMENbHBIX U aiepaudecKux 6osesHel neakux
HWKW neduampuu um. akao. tO.E. Benemuwesa Or60Y
BO PHUMY um. H.Y. Mupozosa M3 P®, pykosodumens
Jlemcko2o Hay4YHO-NpaKMuyeckozo nysbMOHoOI02UYe-
cKo20 yeHmpa M3 P®.

e AHHa
h EBceeBHa
BOIrOPALL

K. m. H., 8pa4 omoeneHus nynemoHonozuu HAKN

neduampuu um. akao. fO.E. Benemuwesa ®60Y BO
PHUMY um. H.A. Mupozoea M3 P®.

B MupoBO# MefuLIIHe CyIIeCTBYIOT pa3Hble
TIOZIXOZIBI K TOMY, KaKue 3a60/IeBaHUA CIeyeT
oIIpezesiATh KaK pefkue. Poccuiickas HopMa-
THUBHO-IIPABOBAasA CHCTeMa peryjaupyeT 3TOT
BOIIPOC C IMTOMOIIBIO 3aKOHA «O6 OCHOBAX OX-
PaHbBI 370pOBBA TpakziaH B Poccuiickoil Pefe-
pamum» ot 21.11.2011 N°323-@3. CoracHo
cTaTbe 44 YKa3aHHOTO 3aKOHA PeIKUMHU (Op-
(anHBPIMU) 32607I€BAHUAMU CUUTAIOTCH 3a-
GosteBaHus, KOTOPbIE NMEIOT PACIIPOCTPAHEH-
HOCTh He Oosee 10 CydaeB 3a60IeBaHUS
Ha 100 ThICAY HaCeJIeHUA.

HENErKOE MOPAMEHWME NErKUX
Ha nmoprase ORPHA. NET cpenu 5954 penkux
Gosie3Hell Tpe/cTaBiIeHo 187 3aboseBaHUI,
TIPU KOTOPBIX MOpa)keHue JIeTKUX — eIUH-
CTBEHHBIN WIN BeLyITUll CUHAPOMOM. OfHO-
BPEeMEeHHO II0 CaMbIM OCTOPOKHBIM OLICHKaM
€BPOIeUCKUX DKCIePTOB Te WIMW HUHbIEe IIO-
POKeHUA JIETKUX BCTPeYaloTca y 5 % 60mb-
HBIX C peaKuMu 3a6omeBaHuAMY (VI Mexy-
HapoJHOe COBellaHWe II0 peJKUM
3a00JIeBaHUAM OPOHXOJIETOYHOU CHCTEMBL.
Utanua, MwnaH, 27-28 ¢eBpana 2015 r).
B wimHuke myinbmoHonorun HUKW memua-
Tpuu uM. akai. IO0.E. Besprumesa PHUMY
um. H.W. TluporoBa BefeTcsi pervucTp 60Jb-
HBIX C DeIKUMU 3a00JIeBaHUAMU JIETKUX,
Ha OO0 KOTOPBIX, IO JAHHBIM YKa3aHHOIO
VICTOYHUKA, TIPUXOJUTCA 10 2-3 % OT 001Iero
YHCJTA TOCIIUTAIM3UPOBAHHBIX OOIBHBIX C XPO-
HUYECKON GPOHXOIETOYHOM MATOIOTHEH.
Cpenut opdaHHBIX 60JIe3Hel JIETKUX CIe-
JiyeT 06GpaTUTh BHUMAaHe Ha peiKoe HacIe]-
CTBeHHOe 3a60JIeBaHye — MePBUIHYIO IVUIN-
apHylo auckuHesuio (IIIIJ]), xoTopoe
OTHOCHUTCA K TPyIIIle NWINOIATUIL. B ero oc-
HOBe JIOKUT TeHeTUIeCKH JeTepPMUHUPOBAH-
HBIA JedeKT yIbTPacCTPYKTYypbl DeCHUYeK

3MUTENINA PeCIIPATOPHOTO TPAKTA U AHAJIO-
TUYHBIX CTPYKTYP (KIYTUKU CIIEPMATO30U-
JIOB, BOPCUHBI (DUIONNEBLIX TPYO, SIeHIN-
MBI JKeIyZOYKOB M Jp.), IPUBOSAIIUN
K HapylmIeHUIO UX ABUTATEIbHON (QyHKIUM.
3aboeBaHMe XapaKTepU3yeTCsA IOPAKeHeM
BCeX OT/eJIOB PeCIIMPATOPHOrO TPAKTa C ¢op-
MUPOBAHMEM XPOHIYECKOTO BOCIIATTUTETHHO-
To IIporecca, HapymeHueM GepTUIbHOCTH
(Becrionyie, IpeNMyIIeCTBEHHO MY)KCKoe,
9KTOIIYeCKUe GepeMeHHOCTH Y JKeHIIVH).
[IpUOIM3UTETIHPHO Y IIOJIOBUHBI ITAI[IEHTOB
c TII1J HaGmonaeTcss 06paTHOe PACIIONIOKe-
HYe BHYTPeHHUX OPTaHOB WJIN U30JIMPOBAH-
HasA JeKCTpokapaua (cunapoM Kaprarenepa
(CK)); Hepenxo UMeIOT MeCTO pa3jIMyHbIe Ba-
PHAHTBI TeTepoTaKcHuu. I10 JaHHBIM pa3iny-

Rare diseases are rare, but rare disease patients are numerous®.
* Pedxkue 3abonesanus pedku, Ho nayueHmsol ¢ pedkUMU 3a001e8AHUAMU MHOLOUUCIEHHbL.

Py PasIMYHBIX KOMIIOHeHTOB aKCOHEeMBI. Tak,
ot 15 110 60 % ciy4aeB 3a6oeBaHUA 00YCIOB-
JICHO MyTallifIMH B TeHaX, KOHTPOJIUPYIOITIX
OCHOBHOU 0€JIOK aKCOHeMbl — JUHEUH
(DNAI1, DNAHS), BXOZAIIMY B COCTaB HAPyX-
HBIX Y BHYTPeHHUX JUHENHOBBIX Py4eK; ITOJT-
HOe WM YaCTUIHOE MX OTCYTCTBHE IPUBOAUT
K 3HAYUTEIbHOMY HapyIIeHUIO ABUTAaTeTbHONU
(PyHKIIMY MY TIOTTHOM HeIIOABYDKHOCTH pec-
HUYKU. YTpaTa LeHTpaJIbHOU 1mapsl (RSPH4A,
RSPHY) IpyuBOAUT K HApyIIEeHUAM OCU IBIKe-
HUsA DeCHUYKY, OOYCIIOBIMBAA XaOTHIHBIN
Pa3HOHAIPABJIEHHBIN eTo XapakTep. Bmecre
C TeM MyTalli1 B OTAeIbHBIX TeHaX, JOCTaTO4Y-
HO YacTO BbIABJIsIeMble y 6GombHBIX 1L
(DNAH11), He COIIPOBOXIAIOTCA YIBTPACTPYK-
TYPHBIMH HapyIIeHUAMMU.

B Mmpe co3paH uenbi pag opraHn3aLunin no n3yyeHuo pegkmx
(opdaHHbIX) 3a60neBaHMA. ANA perncTpaumm 3Trx 3abonesaHuni
pa3paboTaH MmexxayHapoaHbI noptan http://www.orpha.net,

rae HapAagy ¢ wmidpom MKB10 n OMIM (http:/www.omim.org) Kaxkgomy
penkoMy 3abonesaHuto npucsoeH ceoi ORPHA-Homep. Tam ke
NPVBOZATCA AaHHbIE, KaCaloLLMECA OCHOBHbIX KNMHUYECKMX NPU3HAKOB
3ab0neBaHuA, ero PacnpPOCTPaHEHHOCTH, TUMNa HacIeJOBaHNA.

HBIX UCTOYHUKOB YaCTOTa 3a60JIeBAaHs KOJTe-
oyeTcsa B mpefenax ot 1:15000 mo 1:30000;
puyeM U PhI CTATUCTUKY 3a00/1€BA€MOCTH
CyIIeCTBEHHO BBIIIEe B M30JUPOBAHHBIX IIO-
MyJIAIUAX U CPEAY HAPOTHOCTEH, B KYJIBTYP-
HBIX TPAAUIUAX KOTOPHIX PACIPOCTPAHEHBI
KPOBHODPOJICTBEHHbIE OPaKU.

HecMoTpst Ha APKYIO0 KIMHUYECKYIO Kap-
TUHY, TIATOJIOTUS B HACTOsIIEee BpeMs Heo-
CTaTOYHO M3BECTHA IIMPOKOMY KPyTy Iefua-
TPOB, YTO 3aTPyAHsAET CBOEBPEMEHHYIO
JMUarHOCTUKY. OcOB6eHHO He XBaTaeT uHGOpP-
Manuu 1o 3abosneBaemoctu I111J] 6Ge3 obpat-
HOTO PACIONIOKeHUS BHYTPEHHUX OPTaHOB.
C 1IeJIBIO TIOBBIIIEHNA OCBEIOMIEHHOCTH TIe-
JIUATPOB B 0BJIACTU 3TOU MATOJIOTUU MEK/Y-
HApOJHBIM HAYIHBIM COOOIIECTBOM CIIelHa-
JIUCTOB 10 PEeCIUPaTOPHOU MeIUlHe
Pa3paboTaHO HECKOJIbKO KOHI[EITYaIbHbIX
COIJIACUTETHHBIX JOKYMEHTOB, B KOTOPBIX
TIpe[ICTaBIeHbl OCHOBHbIE KPUTEPUU TUATHO-
CTUIKY, TIPUHITUIIBI TePATUY U HAOGTIOEeHUS
3TUX OOJBHBIX, YTO OCOOEHHO AKTYaJIbHO
B CBSI3U C MHOTOOOPa3rieM KIMHIIEeCKUX TIPO-
SABJIEHUH 3a00/IeBaHUSL.

FTEHETUYECKME OCOBEHHOCTW NMuA

Kak reHeTr4ecky ieTepMIHAPOBAHHAA I1aTO-
sorus ITIJ] xapaKTepuUsyeTcs ayTOCOMHO-pe-
IIeCCUBHBIM THIIOM HaCIe[OBAaHMUA C BbIpa-
’KeHHON TeHeTUYeCKOM TeTepOreHHOCTBIO.
Ha noprane OMIM (244400; 242650) K HacTo-
AIeMy BpeMeHU yKa3aHo 6osee 30 reHeTHde-
CKHX JIOKYCOB, MyTallil B KOTOPBIX yIaCTBY-
10T B peanmusanuu IIIJ[. OTU reHbl MOTYT
KOHTPOJIUPOBATH PYHKINIO GEIKOB, CTPYKTY-

CoBpeMeHHbIe MeTOAbI TeHeTHYeCKOIro
o0cIenoBalHyA manyeHTos ¢ I11IJ] BKIIoYamoT
TIOJTHO9K30MHO€e CeKBeHUPOBaHMe C HCIIONb-
30BaHUeM (YHKIMOHAIBLHOIO TeCTUPOBAHUA
¥ TO3UITMOHHOT'O aHAIM3a TeHOB-KaHAUIaTOB,
TOMO3UTOTHOTO KapTUPOBAaHUA U IPyTHe TeX-
HOJIOTMM. B mociaenHye rogbl HamOoJbIIee

pacmpocTpaHeHue Toaydw1 MeToz NGS (next
generation sequencing), HCIIOJb3yeMbII
JUIl TIOTHO3K30MHOTO Y IIOTHOT@HOMHOTO
CeKBEHUPOBAHM; C €T0 IIOMOIIBIO y ITallieH-
ToB ¢ I/l 6bUTH OGHApPYKEHBI HEKOTOpPbIe
paHee He BbIABJIAEMbIe MyTalluW. bOIBIIMH-
CTBO M3BECTHBIX MyTaIllll OTHOCATCA K HOH-
CeHC-MyTallUAM, MyTaIlllsAM CO CABUIOM paM-
KM CYUTBIBAHMA, MyTallUAM, HapyIIAIOIAM
CAWT CIUIAMCUHTA; MICCEHC MyTaI[u OOHapy-
JKMBAIOTCA CYIIeCTBEHHO peXxe.

KIMMHNYECKAA KAPTUHA

VisMeHeHUe CTPYKTYpbI U (DYHKIIUU PeCHH-
4YeK peCIIMpaTOPHOIO TPAKTa IPUBOAUT K Ha-
PYLIEHUIO MYKOLMJIMAPHOTO TPaHCIIOPTA.
[Tocnenytomee HacloeHWe WHGEKIUU 00y-
CIOBIMBaeT (POPMUPOBAHNE XPOHUIECKOTO
BOCITAJIMTEIBHOTO IIpoIiecca B OpraHax JAbIxa-
Hys1. TakuM 06pa3oM, B KIIMHUIeCKON KapTH-
He 3a060JIeBaHMA OCHOBHYIO POJIb UTPAIOT Ha-
pyumeHua GYHKOUU  peclIUpPaTOPHOU
CHCTeMBI, XapaKTepU3yIOIecs paHHUM Ha-
YaJIoOM U TOTAJIBHOCTBIO IMOpaKeHMA. Tak,
U3MeHEeHUs CO CTOPOHBI JIETKUX B GOJIBIIH-
CTBe (JIy4aeB IIPOABJIAIOTCA yXKe B IIepBbIe
JHU JKU3HU peOeHKa B BHZie ITHEBMOHUU,
MHO>XeCTBeHHBIX aTeJIeKTa30B, PeCIIIpaTop-
HOTO JIVICTPEeCCa, HepelKo TpeOyIoIUX HHTeH-
CHUBHOU Tepalnuu, ATUTeIbHOU OKCUTeHOTe-
panuu. Y TNanueHTOB C CHUHIPOMOM
KaprareHepa BbIABJIAETCA 06PaTHOE PACIIONO-
’KeHHe BHyTPeHHUX OPTaHOB; HepPelKo y HO-
BOpOXAeHHBIX ¢ [T/l AMarsocTupyIoT Iopo-
KU cepAna. C IepBbIX AHEH KU3HU OTMEYaloT

OCHOBHbIE KITMHUYECKUE NPU3HAKHM Nu A C YYETOM BO3PACTA MNMALIMEHTA

Mepuod HoBopOXXOeHHOCMU:
« BpoHxonerouHble 3a6oneBaHUs (MHEBMOHUS, aTeNeKTasbl Ha PeHTre-

HorpaMmax).

+ PvHUT HOBOPOXAEHHDIX.

0 PecnmpaTopHaﬂ noaaep»kka  UHTEHCMBHAaA TepanunA B CBA3U C pecnn-

PaTOPHbIMW HapyLLUEHUAMMN.

+ AHOManuu pacrnosioXKeHUsi OpraHoB, MOPOKU cepaLia.
- CemeiiHblli aHamHe3s (MU B ceMbe, Hannune y poacTBEHHUKOB GPOHXOKTa30B,

noTepw ciyxa, CUHYCUTOB, OTUTOB).

Jemckuti go3pacm:

+ KpyrnorogunuHbii pUHuT.
o + XPOHMYECKMI 11 peumanBupyoWnin CpeaHniA oTuT, nepdopauums
b

6apabaHHOV NePENOHKN.
+ CHmKeHwe cryxa.

» XPOHMYECKNI U PELIANBUPYIOLLNIA CUHYCUT, MOMO3 HOCA.

« KpyrnorogunuHbii NPOAYKTUBHbIN KaLlesb.

« [oBTOpPHbIE BPOHXMTbI, THEBMOHUN.
+ BpOHX03KTa3bl.

lModpocmkoswblili u cmapuwiuli 8o3pacm:
+ Bce cumnTombl, XapaKTepHble Ana AeTCKOro Bo3pacTa.
+ HapyweHue deptunbHOCTI.
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KNMMHWYECKMUE OCOBEHHOCTWN,
XAPAKTEPHbBIE AJ1A PEOKUX
3ABOJIEBAHUIA

« [lepBble Npu3Haky 60ne3HN B 60sb-
WMHCTBE C/lyYaeB MOABMAITCA YXKe
B paHHEM Bo3pacTe.

« [Ina GonesHn XxapakTepHO XpOHUYe-
CKOe MPOorpeccupyoLLee TeYeHe, He-
PenKo NPUBOAALLEE K HBANUAM3ALIMN.

+  Bblpa)keHa pe3ncTeHTHOCTb K Tepaniiu.

MIePCUCTUPYIOIIYIO PUHOpeIo. Y leTeil Goiee
CTapIIero BO3pacTa W IIOAPOCTKOB HapALY
C IIOCTOSHHBIM BJIQKHBIM KallJIeM OTMeYaloT-
¢ TIOBTOPHBbIE BOCIAJIUTETIbHbIE 3a607IeBa-
HusI (OPOHXUTHI, THEBMOHUM), HEPELKO IIPO-
IIecc IMeeT HellpepbIBHO PelUUBUPYIOIIee
TedeHHe. PU3NKaTbHBIE N3MEHEHUA APKO
BBIPKEHBI: KK IIPABIJIO, C IBYX CTOPOH IIPO-
CIyIINBAETCA MHOYKECTBO PAa3HOKAINOEPHBIX
XpUIIOB. IIepKyTOPHBIH 3BYK HAaJ IIATOJIOTHYe-
CKH M3MEeHEHHBIMH yYaCTKaMU JIETKUX YKO-
poueH. I'pyzHad KJIeTKa MMeeT pasIMYHbIe
nmedopmariuy, y nmanyeHToB ¢ CK gacto BbI-
OyxaHue CIpaBa — B OOJIACTU PACIIONIOKEeHUS
cepzIa, TaM Jke IPOCIYIIUBAIOTCA TOHBI CeP-
na. [Ipy MoJTHOM O6GPAaTHOM DPAaCIIONIOKEeHUH
BHYTPEHHUX OPTaHOB IIe4eHb MaIbIINPYeTC A
cIeBa.

MHorue eTy OTCTAIOT B (U3MYECKOM
pasBuTuu. Y Hauboiee TKENbIX GONBHBIX
OTMeYaeTCsA YTOJIIeHHe HOTTeBBIX (araHT
majblieB («0apabaHHbIE TATOYKN»), U3MeHe-
HUe (OopMbI HOITeH («4acoBble CTeKsay). Ta-
’KeCTb COCTOAHMA B 3HAYUTEILHOM CTelleHU
OIIpeZieAeTCA BBIPAKEHHOCTHIO CUMIITOMOB
JIbIXaTeIbHONW HEeJOCTATOYHOCTU. Y MHOTUX
GOJIBHBIX C TOM ITATOJIOTHEl MMeeT MeCTO
OZPBIIIKA B IIOKO€ WV IIPY HeGOJbIION HU3n-
YeCcKOU Harpyske.

XapaxTep U PacpoCTPaHEeHHOCTb GPOH-
XOJIETOYHBIX W3MEHeHWI OIpeendioT Tsd-
’KeCTh 3a00JIeBaHUA, AKTUBHOCTb TeYeHUs
BOCITJINTEIBHOTO IIporiecca. [Ipu AByCTOPOH-
HeM IOpaKeHWU 3a0oyieBaHUe IIPOTeKaeT
10 TUILY TSKENION GPOHXOIKTATUIeCKO 60-
JIe3HY C YaCTBIMU 000CTPEHUAMY, OTHeIeHN-
€M 3HaYUTeIbHOTO KOJIMYeCTBa THOMHOM MO-
KPOTBI, OPJIbHOM KpelnuTalye, ObIIIKOM.
Y GONBHBIX ¢ GPOHXUTOM 6e3 GPOHX0IKTA30B
060CTpeHUsI BOCHAIUTETHHOTO IIpoliecca
B GDPOHXOJIETOYHOI CHCTeMe He CTOJIb YacThle,
SHZIOCKOIIMYeCKHe U3MeHeHUA HOCAT IIpeu-
MYIIeCTBeHHO KaTapaJIbHO-THOWHBIN Xapak-
Tep, OZBIIIKA OTCYTCTBYeT.

Bompiroe 3HaYeHNE B KITMHUYECKOH Kap-
TuHe I1I1J] 1 cuaapoma KaprareHepa nmeet
TIOpaKeHe HOCOITIOTKYL. Y GOJBHBIX HEPeIKO
C IIePBBIX JHEH )KU3HU OTMeYaeTCA 3aTpyLHe-
HYe HOCOBOT'O ABIXaHUA (colleHue). becrioko-
AT THOIHBIe BbIieleHUA U3 Hoca. HauGoree
YaCTo IMOPAKAIOTCA BepXHEUYeTIOCTHbIE I1a3y-
xu1. IlopaykeHre HOCOIJIOTKY GbIBaeT HaCTOMb-
KO TSKeIbIM, 4YTO HEpPeOKO BBICTyIAeT
Ha TIepBbIY IUIAH B KJIWHUYECKOM KapTUHe
6o0se3Hy. OTHUM U3 XapaKTepHBIX IPOsIBIIe-
HUUA 3TOM TIIAaTOJIOTUU ABJIAETCA OTHT.
Y MaJIeHbKUX JleTel 0TMe4yaloTCs HIOBTOPHbIE
PeIuauBEI OCTPOTO OTUTA, Y CTAPIINX — XPO-
HUYecKoe BOCTIaJIeHHe CpefHero yxa. Jluarso-
CTUPYeTCS TaKXKe OOCTPYKIVA eBCTaXMeBOM
TpyObl. Hepenko BCTpedaeTcs CHIDKeHUeE,
a MHOIJA W IIOJIHaA IoTepA CIyxa. Y pAja
GOJIbHBIX BBIABIIAETCA IOJINIIO3 HOCA.

Hapsagy c nmopaskeHreM pecIrpaTopHOU
cucTeMbl y 60bHBIX T[] HEpeKO OTMeva-
I0TCAI Pa3HOOOpa3Hble BAPUAHTHI ZedeKToB
JIaTepaIn3anyiy OpraHoB. Hapsany ¢ Hopmasib-

HBIM PacCIIOJIO’KeHUeM BHYTPEeHHUX OPTaHOB
(situs solitus) mpumepHO y 50 % HalllieHTOB
VIMeeT MeCTO IIOJTHOe OOpaTHOe PAaCIIoIoXKe-
HUe BHYTPEHHHMX OpPraHoOB (situs viscerum
inversus) WIN M30JMPOBAHHAA JEeKCTPOKap-
nus (CK), y wactu maruenTos ¢ /T HaGitio-
JaroT situs ambiguous, BapuaHT MeXay oI
HBIM HOPMAaJIbHBIM
pacronokeHnueM, HepeiKO COYeTAIoNTUNCA

3€PKAJIbHBIM n

C TDKeJIBIMU KOMOMHUPOBAaHHBIMU IIOPOKa-
MU CepALa.

Ocoboe BHUMaHMe CjeyeT OOpaTUTh
Ha COCTOSHUE DeIpPOAYKTHUBHON (GYHKINHI
y HAI[MeHTOB, JOCTUTIINX AeTOPOLHOTO BO3-
pacra. [IoCKONBbKY CTPYKTYPHbIE U3MeHeHUs
B KTYTHKAaxX CIIEPMATO30UZOB WUIEHTHYHBI
TaKOBBIM B PECHUYKAX DPeCIIPATOPHOIO
TPAKTa, y GOJILIIMHCTBA ITALIIEHTOB MY>KCKO-
TO II0JIa CHYDKEeHA IOZBIDKHOCTD CIIePMAaTo-
30HJI0B, BMeCTe C TeM Y OTHEeIbHbIX OOJIBHBIX
TOABMKHOCTh MOJXKeT OBITh COXpaHeHa.
B CBA3M ¢ 3TUM HEOOXOAUMEI HCCIIeJOBAHUE
CIIepMOTPaMMBbI U H3ydeHUe MOPQOIOTUH
CIIepMaTo30uJ0B. Y xKeHIIuH ¢ [111/] moBbI-
IeH PUCK SKTONMWYECKUX (BHEMAaTOYHBIX)
GepeMeHHOCTeT.

loBToOpHbIE
TeCTbl
He Lene-
€006pa3Hbl

KIMHWYECKUE
NPU3HAKN

Knuuueckue npusHakn
11aHaMHe3 He0CTaTouHo

yOenuTenbHbI; (—

TecTbl B HOpMe

[varxo3
nun
ManoBeposATeH

%

nNo;
HSVA TpexkpatHo

TIPU UCTIOJIb30BAaHUM COBMECTHO C OII@eHKOU
KIMHUYeCKUX CUMIITOMOB U IDYTUMH CIIeIIN-
AJIbHBIMU MeTOZaMU. B KIWHVKe IIyJIbMOHO-
sgorun HVMKU nepuaTpum B HaCTosAIee BpeMa
HUCIONb3YeTCA MOAUGUIIMPOBAHHBI METOZ,
CBETOBOY MHUKPOCKOIINY «B TEMHOM IIOJIe».

e TEM (TOM) — TpaHCMUCCHOHHAA
3JIeKTPOHHAA MUKPOCKONIMA. MeToz IT03BOJIA-
eT BbLABUTD YIBTPACTPYKTypHbIe HAPYIIeHUA
pecHuYeK, IUarHoCTUIecKoe 3HayeHue NMeeT
BBIABJIEHIIE (3HAYNMBIX» CTPYKTYPHBIX aHOMa-
guii. VccnemoBaHue JOMKHO IIPOBOAUTHCA
BCceM OOJIBHBIM C Tofio3peHrieM Ha IILIJI, 06-
JIafaeT BBICOKOM CeIu(pUIHOCTHIO, HO Orpa-
HUYEeHHOU YyBCTBUTEJBHOCTBHIO. Hammuua
VIBTPaCTPYKTYPHBIX Jle(PeKTOB [JOCTaTOYHO
IS TIOCTAHOBKHY JUATHO3a U JOTIOTHATETbHOE
obcIejoBaHe Helesrecoo6pasHo.

e TeHomunuposanue — JAHArHOCTHYe-
CKU 3HAYMMBIM CYUTAIOT BBIABJIEHHE OMUa-
JIeIbHOU MyTauuu. B HacroAmiee BpemMA Ha-
Jim4yie MyTalluii BBIABJIAETCA JIAIIb y 50-75 %
nanueHTos c [IIJI. BMmecte ¢ TeM Ipu HaIu-
YMU TeXHUYeCKUX BO3MOXKHOCTeU IIpoBefe-
HIe TeHOTUTTUPOBAHUA 11eJIecO06Pa3HO BCeM
marerTaM c T/,

[varno3

nNo cHuxeH,
HSVA nonoxutenbHbiii
TPEXKpaTHo

MNLA BbicoKo
BepoATeH

Ecnu poctynto

KnuHnyeckve
NpU3HAKN 1 aHaMHE3
y6eauTenbHbI 160
TeCTbl MONOKUTENbHbIE
WY COMHUTENbHbIE

¥

Knuxnueckne

nNo CHitkeH,
HSVA 8 kynbrype knetok

NpU3HaKN 1 aHAMHeE3
He[l0CTaTouHO yOeanTeNbHbI;
nNo, TEM B Hopme, HSVA B Hopme
B KyNbType KNetok

TEM u kynbrypa
Knetok HSVA

Knurnyecke
NpY3HAKM 1 aHaMHe3
yOeauTeNbHbI;
TeCTbl MONOKUTENbHbIE
WY COMHUTENbHbIE

¥

N

JIbHbIN,

TEM B Hopme

Hannume gedektos
YALTPACTPYKTYpPbI

Juaruo3
nua

Ecnu poctynto

1

Hanuuwe natorexHoit

TeHeTuyeckoe
TeCTUpoBaHue 9

A4

6uannenbHoi MyTauu

Pesynbrarbl
TecTa HopManbHble

Anroputm guarHoctukn MU g

Takum o6pazom, 1] iMeeT APKYIO KIU-
HUYeCKyI0 CHMITOMATHKY, IO3BOJIAIOIIYIO
3arol03PUTh UCTUHHBIN XapaKTep MpoIecca,
YTO JUKTyeT HeOOXONUMOCTD CIeNATIHLHOTO
00C/Ie[0BaHMS.

AOVNATHOCTUKA: COBPEMEHHbBIE METO/bI
B HacToAImee BpeM: IO peKOMeHAAnuAM Pa-
6oueii rpymmbl ERS mo gumarnoctuke T,
TPYyHIIIBl DKCIEePTOB AMEpPHKAaHCKOIO Topa-
KaJIbHOTO 0611iecTBa (ATS) IpU HATMYIUY KITU-
HUJYecKnXx npusHakoB [111]] ¢ menbo yrouHe-
HUA AWArHosa NPUMEHAITCA Clefylolne
CrenyagbHble UCCIeNOBAHUA.

e nNO — omnpegeneHue ypoBHsA Ha-
3IBHOTO OKCHZA a3ota. [lokasaTenb y 6OIb-
IMUHCTBA NanueHToB c I/l 3HaYUTeIHLHO
CHITKeH, COCTaBJIAA B cperHeM 1/10 oT HOpP-
MaJIbHBIX 3HAY€HUI. DTOT MeTOJ, UMeeT BbI-
COKHe YyBCTBUTEIBHOCTD U CIIeITU(PUIHOCTE.

e  HSVA, wiu HSVMA — BBICOKOCKO-
POCTHOU BH/ICOMUKPOCKOITMIECKUI aHAJIN3.
ITpoBoguTcA oueHKa (QyHKIMOHAIBHOU aK-
THBHOCTH PeCHIYEK B IIEeTOYHBIX OHONTaTaxX
CJIMBUCTON HOCA/6POHXOB. MeToz OT/IIIaeTcsa
BBICOKOW IyBCTBUTEIBHOCTBIO, OMHAKO HU3-
KO CIeIM(UYHOCTBIO. VI30IMpPOBaHHO OH
He MOKeT OBbITh WCIIOJIb30BAH HU IJIA IIOA-
TBePXKIeHUsA, HA JJIA UCKIIOYeHNA JUarHo3a
[l 1 nMeeT AMATHOCTUYECKOe 3HadeHUe

PaccvotpeTb sononHu-
TeflbHble TeCTbl —
nauueHT A
B JanbHeiilem

WK CC Hble
My Hannyum ybeam-
TeNbHOI KNMHNYeCKOi
KapTUHbl

o6cnefoBaHun

e mmyHodmoopecyeHyus — UCIIONb30-
BaHMe MeYeHbIX aHTUTeJ LI uAeHTUhUKa-
IIMY OTCYTCTBUSA YIIBTPACTPYKTYPHBIX OETKOB,
00€eCTIeYnBAONINX HOPMAIBHYIO (YHKITUIO
PeCHUYKU. DTOT MeTOI, yI0OeH OIepaTUBHO-
CTBIO ITOJIy4eHUs pe3y/IbTaToB ¥ KOHKypUpPyeT
¢ TOM, omgHakKo B HacToAILee BpeMsA Ha eBPo-
TIeiICKOM PBIHKe OTCYTCTBYIOT KOMMepYecKue
aHTUTeNIA I BCEX UCCIIeyeMbIX OETKOB pec-
HUYKH.
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LUKOJTA

POJIb KaK Ha 3Talle IepBIYHON JUAaTHOCTUKY,
TaK ¥ IPU JJIUTEIBHOM AMHAMUYECKOM Ha-
OJIIOZEeHUN.

e Penmeenozpadus u KoMnwlomepHas mo-
Moepadus OPraHOB I'PYJHOM KJIETKH U IIpU-
JIATOYHBIX I1a3yX Hoca. [Ipy 5TOM BBIABIAIOT-
¢ TPU3HAKU XPOHUYECKOTO OPOHXUTA,
aTeJIeKTa30B, OPOHX0KTA30B (PHUC. 2); IIPU 06-
CIeIOBAaHUY HOCOIVIOTKH, IIPUJATOYHBIX I1a-
3yX — IPHU3HAKU IAHCUHYCUTA, HAa3aIbHBIN
11ouIo3. [Ipy IMoMoIy peHTTeHOJIOTYeCKO-
ro 00CIeOBAaHUA ONPeJesIAIOTCA TaKKe Jie-
(heKTBI 0OCEBOTO PACTIONOKEHNA BHYTPEHHIX
OPraHOB IPYJHOM U GPIOLTHOH ITOJIOCTH.

e Hccnedosanue gyHkyuu HetuHezo 0bl-
xauud. IIpy IpOBeIeHUN CIIIPOMETPUH (fe-
TAM CTapIle 5 JIeT) BBIABIAIOTCA 00CTPYKTHB-
Hble WJIM CMeIIaHHble HapyIIeHUT;
II0 ITOKA3aHIAM IIPOBOAAT IPOGY ¢ GPOHXOIK-
THUKOM IS OLleHKH OOPaTHMOCTH OGCTPYK-
nun. boguruieTusmorpadus IPOBOAUTCA I1a-
[IMeHTaM CTapiie 6 JeT.

e Bakmepuonoeuueckoe ucciedoganie Mo-
KDPOTBI, XKUIOKOCTU GPOHXOATbBEOISIPHOTO
JIaBa)Ka IIPOBOAUTCA C LIeJIbI0 OIITUMH3AIIUN
AQHTUONOTHUKOTEPAIIHUHL.

e Dnexmpokapduoepadus u IXokapouo-
2padiug HeoOXOAIMBI BceM IaryeHTam ¢ 11171
KaK /I OLIeHKH COCTOSAHUA Cep/IeqHO-COCYAU-
CTOM CHCTEeMBl, TaK U JUIA BBLABJIEHHUA BO3-
MOKHBIX IIOPOKOB CepJIa, IIPU HAIMYUHI
JIeKCTPOKaUIN.

e BpoHxockonus UMeeT KaK JUarHOCTH-
JecKoe, TaK U JiedeOHOe 3HaUeHUe, II0CKOJIb-
Ky II03BOJIAET OLIEHUTDH CTeIleHb BbIPaXKeH-
HOCTU SHJOODOHXHATbHBIX HM3MeHeHUH.
BpoHXOCKOIIMYeCKue MCCIelOBAaHUA BbIAB-
JIAIOT YHOPHBIM AUMQY3HBIM THOWHBIN
9HZOOPOHXUT KaK C HAININEM OPOHXOIK-
Ta30B, TaK U 6e3 HUX ¢ IPU3HAKaMu Jedop-
MUDYIOIIEero GPOHXUTA WUIM XPOHUYECKOTO
6pouxuTa 6e3 medopmanuu 6pOHX0OB. BpoH-
XOCKOIIMA HeoOX0AUMa JIA IOTyde U Iiie-
TOYHOTO OHONTATa CIMU3UCTON OGOJIOYKH
JUIA OLleHKHU (PYHKITMOHAJIBHOTO COCTOSHUA
PeCHUTYATOTO SIIUTEINA JbIXaTeTbHbIX ITy-
Tell 1 GAKTEePUOJIIOTIECKOTO HCCIIeJOBAHUA
JIABAXKHOH KUIAKOCTY IJIA IT0f60pa afeKBaT-
HOH aHTUMUKPOOHOH Tepanuu. C AuarHo-
CTHYECKOM IeJIbI0 BO BpeMA GPOHXOCKOIINH
IIPOBOZAAT TaK)Ke B3fATHE LIUIIKOBOTO OHO-
IITaTa C MOCaeIyIoIUM IIPOBeZeHUeM dJIeK-
TPOHHOM MUKPOCKOIIUM I BBIABICHUA
IIePBUYHOTO YIBTPACTPYKTYPHOTO AedeKTa
AKCOHEMBI.

JuddepenunanpHbli suarao3 [I]] Tpe-
OyeT TaKkKe NCKITIOYeHye IIPOKOT0 CIIeKTPpa
IIaTOJIOTHHY, TAKUX KaK:

— BPOXXIeHHBbIe TOPOKY Pa3BUTHLA GPOHXOJIe-
TOYHOM CHCTEMBI;

— MYyKOBUCIIHJIO3;

— UMMyHOZe()UITUTHBIE COCTOAHUA;

Ha noptane ORPHA.NET cpeam 5954 penkix 6onesHel npeactaBneHo

187 3aboneBaHuit, NP KOTOPbIX MOParKeHNE NErKMX ABMAETCS eANHCTBEHHbBIM

W BeLYLLMM CUHAPOMOM. [0 OLieHKam eBPOMEeCKIX SKCMEPTOB Te I UHble

nopaKeHUaA Nerkrx BCTpeyatotca y 5 % 601bHbIX ¢ pefkummn 3abonesaHamMu.

Mo OaHHbIM PerncTpa OOJbHbIX C peakmmn 3a60neBaHNsIMMN Nerknx, KOTOprIh

Be[eTCA B KNUHuKe nynbmoHonorun HAKW neguatpun nm. akag.

tO.E. Benbtumwesa PHUMY nm. HN. Mnporosa, Ha ux gonto npuxoantca ao 2-3 %

oT O6IJ.|,€FO Uncna rocnnTanmsnpoBaHHbIX 6O/bHbIX C XpOHI/Il-IeCKOIZ

6GPOHXO0MIEroYHON NaToormel.

Hapsazy co crierasbHbIMU JUArHOCTIYe-
CKUMH METO/IaMU, ITO3BOJIAIOIIUMY YCTaHO-
BUTbH AMATHO3, UCIOIb3YIOT PyTUHHbBIE MeTO-
JbI MHCTPYMEHTAIBHON U JIaGOpaTOPHOI
JVAaTHOCTUKY, IPUMEeHAIOIYeCH B IyJIbMOHO-
JIOTUYeCKON KIMHUKe, UTPAoIye BaKHYIO

— GPOHXO3KTaTHYeCcKas O0JIe3Hb;
OGpOHXUATbHAA ACTMA;

TTOPOKY Pa3BUTHUA CEPIA U COCYIOB;
Ipyrue HacaeqCTBeHHbIe 3a60eBaHUs
U CUHZAPOMBI (CUHAPOM BUIbsIM-

ca — KammGesuta T.11.).
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Puc. 1. BapriaHTbl yNbTpacTPyKTYPHbIX M3MEHEHNI aKCOHEMbI PECHNYKM CIIM3UCTON PECNMPATOPHO-
ro TpakTa Npw cMHApomMe KapTareHepa:

I, I, Il — oTcyTCTBME AMHEUHOBBIX PyYek; | — 4ONOAHUTENbHAA MUKPOTPYOOUKa B LEHTPabHOM
KOMMmeKce 1 A0MONHWTENbHAA MUKPOTPYOOUKa B Neprdepnieckolt YacTn akcoHeml; I, IV — go-
NONHWTENbHAA NMapa MUKPOTPYOOUeK B LiIeHTPanbHOM KOMMNEKCe PeCHNYKY; Il — AononHUTeNbHbI
nepudepuyeckuin oyoneT v oTaeNbHbIE MUKPOTPYOOUKM

Ileanarpus cerogust Ne 3 (03) 2019 Cnenssimyck

B COOTBeTCTBUM C HAaIMOHAJIbHBIM IIPUBU-
BOYHBIM KaJIeHZapeM peKOMeHZOBaHa IIpo-
TUBOTYOepKy/Ie3Has BaKIIMHAIIUS U IPOBe-
JleHue eXerofHoro Ipo(uIaKTUIecKoro
obcnenoBaHus Ha Tybepkyne3 (P. MaHrty,
JacKuHTeCT).

YuuThIBad peAKUN XapaKTep IaToJIOTUH,
1eecoo6pasHoO BelleHHe PervcTpa IMalueH-
TOB Ha YPOBHE PErvOHOB (pPerMOHAIbHBIM
IJIaBHBIM CIIeLIMaJICTOM-ITyJIbMOHOJIOTOM)
1 0000IIeHNe JaHHBIX C IeJIBI0 CO3TAHUSI
OOIIEePOCCUIICKOTO PEeTUCTpa MalUeHTOB
¢ I/, B mieHTpe HA 6a3e KIMHUKY IIyJIEMO-
gonorun HUWKWM neguatpuu UM. akKap.
IO.E. BespTHIeBa TaKOM PerucTp BeJeTca
B TeueHMe nocsefHux 10 yeT. K HacToAmemy
BpeMeHU B 6a3e JaHHBIX HACIUTHIBAETCS 180
nanueHToB, U3 Hux ¢ CK — 127 4eJioBeK,
c T[] 6e3 06paTHOTO PACIIONIOKEHUS BHY-
TPeHHUX OpraHOB — 53 YejioBeKa. HeoOxomu-
MO TaK’Ke OCYIeCTBIeHre GMOOGAHKHUPOBA-
HUA KpoBu mnanueHToB c IIIJ] ¢ meinsio
IIPOBeZleHUs B JaJbHeUIeM MOJeKyJIIPHO-
reHeTUYeCKUX HCCIIeIOBAHUA.

Takum 00pa3oM, IepBUYHAS IITHAPHAS
JVCKUHe3UA ABJAeTCA ONHOM U3 DPefKUX
(dhopm HacTeICTBEeHHOM GPOHXOIETOYHOI I1a-
TOJIOTUH. XapaKTepHas TOTAJIbHOCTD IIOpaXke-

HUA PeCIIPATOPHOM CUCTEeMBI B COYETaHUH
C PaHHUM HayaJIOM 3a00JIeBAaHUA SBJIAETCA
KJII0YeBOU B KJIMHUYECKOM CHMIITOMOKOM-
IUTeKce Ooye3HU. BMecTe ¢ TeM OKOHYaTeNb-
HOe YCTaHOBJIeHHe TUarHo3a TpefyeT IIpoBe-
JeHUA CIenUaJIbHBIX IUaTHOCTUYeCKUX
TecToB. VH()OPMUPOBAaHHOCTh IITUPOKOTO
KpyTa IeUaTPOB U IyJIbMOHOJIOTOB IO JaH-
HOM mIpobJsieMe GyZieT CIIOCOGCTBOBATE JIydIIe-
My OTOOpY IIaI[IeHTOB, IOIEKALTIX YIJIy-
6JIeHHOMY OOCJIeZOBAHUIO B YCIOBUAX
CIeMAIN3UPOBAHHBIX ITYJIbMOHOIOTITYECKIIX
IeHTPOB. VICIIONB30BaHME IIPEIIOKEHHOTO
ITOPUTMA JUAarHOCTUKY IIO3BOJIUT OINTUMU-
3UPOBATh CPOKH YCTAHOBJIEHUA TOYHOTO JIUa-
THO3a.

B 3axyo4eHHe OTMETHM, YTO DPeIKue
(opdaHHbBIE) GOTE3HM JIETKUX Y IeTel BeChMa
MHOroo6pasHbl. CBoeBpeMeHHOe UX BhIABJIe-
HHe U OKa3aHWe aZleKBaTHOU IIOMOIIY 3TUM
GOJILHBIM IIPEACTABJIAET AOCTATOTHO CIIOXK-
HYI0 IpO0JeMy IyJIbMOHOJIOTUU HETCKOTO
BO3pacTa U ABJIAETCA OFHUM W3 IPHOPUTET-
HBIX HAIPaBJIeHUHA paboThI CIIEIUATU3UPO-
BaHHBIX IIYJIBMOHOJIOTMYECKUX KIMHUK
KaK B HaIllell CTpaHe, TaK U 32 PyOeKoM.

Cnucok aumepamypul HAX00UMcs 8 pedaxyuu.

HE NPOCTO U3AATE/IbCTBO -

JIEYEHME

Tepanua npu I/ He nMeeT crienPUIeCcKo-
TO XapaKTepa 1 HallpaBjieHa Ha JIMKBUAALIIIO
BOCIIAJIUTENIbHBIX U3MEHEHUN U yIydlleHre
JpeHaXHOU (PyHKUINN CJIM3UCTOU peclupa-
TOPHOTO TPaKTa. OBA3aTEILHBIMU COCTABIIA-
IOIIVIMY ABJIAIOTCA AaHTUOAKTePUATIbHAA U My-
KOJIMTAYECKasA Tepanusd, KUHe3UTepalud
(JI®K, maccax, ApeHaX C HCIOIb30BaHUEM
CIeIUATBHOTO 000PYZOBaHUA), JIedeHre 3a-
6oneBanuil JIOP-opraHoB. Xupyprudeckoe
BMeIIaTeJIbCTBO ITPOBOAUTCA TOMBKO B pefi-
KUX OTydasaxX. [[po6ieMbl IeTOpOXKAEHUS,
CBA3aHHBIE C OJIMTO300CIIEPMUEN WM 06-
CTPYKTUBHOM a300CIepMUel, pPemarnTCca
C TIOMOIIBIO IPOLEAYPhI SKCTPAKOPIIOPATIb-
HOTO OIUIOIOTBOPEHMUA.

HABJIIOAEHWE U MPOOUITAKTUKA

IMamuenTs! ¢ IIIJ] mogyexar perysipHOMY
aMOYJIATOPHOMY HAOJIIOZIEHUIO IIeNaTpOM;
OCMOTPBI ITyJTbMOHOJIOTOM PEeKOMEeHJOBaHbI

e)XeKBapTAIbHO U NpU obocTpeHMH. Tak
KaK Ipo06JieMa HOCUT My/IBTUAUCITUILINHAD-
HBIH XapaKTep, [1eJlec006pa3Ho HabmoeHe
OTOPHHOJIAPUHIOJIOTOM, KapAWOJIOTOM C OC-
MOTPOM 1-2 pasa B TOA WIH 4Yallle IIpX HaIu-
YU TOKa3aHWM; UMeEIOIAACA COIyTCTBYIO-
masA MaToJIOTHA y 3THUX MAlMeHTOB TaKxKe
TpebyeT perysapHoro HabmogeHvs. [ocrura-
JI3ALMA B CTIeIUAIN3NPOBAHHBIN ITyJTbMOHO-
JIOTUYeCKUM CTAaIllMOHAp OCYyIIeCTBIAETCA
Ha 3Tale YCTaHOBKM JMarHo3a U B JaJbHeN-
IeM ekerofiHo win 1 pa3 B 2 roga. O6ocTpe-
HUe 3a00JIeBaHNA JIEIUTCA B aMOYJIaTOPHBIX
YCIOBUSAX, TIPU TAXKEJIOM 060CTPEHUY ITOKa-
3aHa TOCIIUTAIA3ALNA B MECTHBIN CTallIOHAp.

ManuenTs! ¢ ITLJ] moaexat mpoduiak-
TUYeCKOM NIMMyHU3aI[i1, B 0COOEHHOCTH —
OT MH(EKIMH, IPOTeKAIINUX C peCIupaTop-
HBIMU CMMIITOMaMU: IIOKa3aHO IIpOBefieHUe
TIPOTUBOKOKJIIONIHOM, aHTUIeMO(UIbHOH,
IIPOTUBOITHEBMOKOKKOBOM, a TaKe exe-
TOAHOM IMPOTHUBOTPUIIIO3HON BaKIIUHAIAM.

Puc. 2. CuHppom KapTtareHepa. KomnbloTepHble TOMOrpamMmbl OPraHOB FPYAHON KNeTKM:

a) 0bpaTHOe PaCroNOKeHVIE OPraHOB rPYAHOM KNETKY, 1BYCTOPOHHME GUOPO3HbIE M3MEHEHNS,
OPOHX03KTa3bl, OSIbKOBbIE aTenekTasbl, prbpoatenekTas; 6) brbpoatenekTasbl cpegHel Aonu

Y A3bIYKOBbIX CErMEHTOB, XPOHUUECKINIA BPOHXUT; 8) 06PaTHOE PACMONOKEHME BHYTPEHHUX OPraHOB,
XPOHNYECKMIA OPOHXIT, BPOHX03KTA3bl B 0ONaCTV CpeHEN oM.
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HKYPHAN O JIOCTXEHMAX MUPOBOV MEANLIMHSI
W NOMVICTUKE MIESEHNA
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Orronorva Ceroara  Ypoaorus
COBPEMEHHAZ4 N ’, HEBPOHOFMH
KAPITMOJOTHA S 9 CErOIHA =

Hawm n3gaHus goctynHbl B neyatHol ¢popme, Ha caliTax n3gaTenbCcTBa,

a TaKkXe B MOOUIbHBIX NPUNOXKEHNAX iosS
ALPEC PEJAKLIN MEYATb [aseTa 3aperucTpuposaHa PegepanbHoit cnyx6oit no Hag3opy
N YYPELMTENA (OTneyatao B Tunorpadum B chepe CBA3M, MH(POPMALIMOHHBIX TEXHONOTUIA U MACCOBbIX

KOMMYHUKauuit (PockomHaa30p).CBUAETENLCTBO O perucTpaLmi

115478, Mocksa,
MW Ne ®C77-74576 ot 14 pexabps 2018 1.

000 «tOHuoH MpuHT».

WMERCMYEE R EL i SeERiEhEsl, KaTeropuyecku 3anpewaeTcs noaHas uim YacTuiHas nepenevarka

Ten.: +7(499) 929-96-19 06w Tupaxk 10 000 3k3. i 6e3 ¢ Lp 010 Comacks P

e-mail: abv@abvpress.ru MHeHue pefiaKiMi MOXKET He COBNAjaTh C MHEHUEM aBTOPOB.
PACMPOCTPAHEHUE OTBETCTBEHHOCTb 33 [J0CTOBEPHOCTb PEKNaMHbIX 06bABNEHMIA

www.abvpress.ru

Mo noanucke. becnnatto. HeCcyT peknamoparenu.



