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AkapeMnk Poccuiickor akagemmm HayK, A.M.H.,
npeaugeHt ®Bry «HMuL aron
mm. Omuntpus Poradesa» MuHagpasa Poccumn

YBakaeMmble py3bA!

28 HOAOP:A 2020 Tofa UCIOTHIETCS
90 JIeT co AHA POXKIOEHUA BbIAAIOIIEro-
¢4 nefuaTpa Hamew crpadnsl — KOpusa
EBrenneBuya BenbTumiena. Hamr ches,
CerofHA MOCBAIIeH ero MaMATHU.

KaxkzapIit u3 Hac, KOMy ITOCYACT/IMBU-
JIOCh BCTPEYaThCsA U paboTaTh C HUM,
TIIOMHUT ero MyZpble IpodeccroHaIb-
HbIe COBETHI 1 JIIOOOBb K OKPY>KAIOIIVIM.
B KaXKZ0M ero BBICTYIUIEHUH, CTaThe,
KHHTEe CKBO3IWIH JIIOO0BD K JIETAM, LIy~
60KOe TOHNMAaHYe OVOJIOTUY Pa3BUTHA
YyeJIoBeKa, KIMHUYECKM dKBUBaJIeH-
TOM KOTOPOTO ABJIIETCA ITeANATPUS.

B omidme OT CITeIUATCTOB U3 APYTHX
00JIacTel, U3yJAIOIIX OUOIOTHIO U TTa-
TOJIOTUIO B3POC/IBIX, IIEANATPHI IIOCTU-
TalOT 3aKOHOMEPHOCTH POCTa U Pa3BU-
THA peGeHKa, SBOJIOIIIO TeHeTIEeCKIX
U KJIIETOYHBIX PEryIATOPOB. MBI TIOMTy-
YaeM 3HaHUsA, HeOOXOAMbIe JUIs IIPO-
(prmaKTUKU OTKJIOHEHUM B COCTOSHUM
340POBBA peOeHKa C MOMEHTA 3a4aTHsA
JI0 3aBepIIIeHUs eTO Pa3BUTHA, OIIpeTie-
JIEHHOTO BceMupHOU opraHusamuen
34 paBOOXPAaHEHUA BO3PACcTOM 21 roz
(c pazbpocom ot 18 1o 25 jieT).

IegyaTphl BCerza BBICTYIIAIN B POJIN
XpaHuTeel GU3IecKoro, IoJ0Boro,
TICUXOMOTOPHOTO, YMCTBEHHOI'O 1 9MO-
IIMOHAIHLHOTO Pa3BUTUS peGeHKa. A Te-
meps, 6y1aroaps MOJTHOTEHOMHOMY
CEeKBEHUPOBAHUIO U BO3MOXKHOCTAM
TeHeTHYeCKOro IPOTHO3a, IeTNaTPhI
HaxOAATCA B aBaHTrap/e CIyk6 o6paso-
BaHUA, KYJIBTYPbI U COLMATLHOM 3aITy-
TBI JeTel U YWIeHOB UX ceMel. Beap
VIMEHHO MBI C BAMY CITOCOOHBI OCYyIIIe-
CTBUTH IIPOTHO3 XKU3HU YeJIoBeKa
BIUIOTB 0 TJIyOOKOM CTapOCTH.

T'ox poxpenus I0Opusa EBrenbeBuya
BesbTHINEBA YAMBUTEILHBIM 06Pa3oM
CoBIIaJ ¢ 90IeTHeM JeTCKOTO 3 PaBo-
OXpaHeHMA Poccuu 1 Ha4yasaoM IOATO-
TOBKHU KaZpOB Bpauel-lieAraTpoB. Mel
IIOMHHUM 00 3TOM U, KaK 3cTadery,
OyZieM IlepeiaBaTh MOJIOZBIM ITOKOJIe-
HUAM Bpavyeil ero OCHOBHOM IOCTYJIaT
0 ImpuoputeTe TpoGUIAKTUIECKON
TIeuaTpUY B IPAKTUKE OOIeCTBEHHO-
TO 3[paBOOXpaHeHUs.

KOHIMPECC-XOJT

PocCUNCKUN KOHIpecc

negnaTpoB

Loporne konneru!

XIX Pocenvickuvi KOHrpecc rneguaTpoB B 3TOM rofly npovigeTt rnog arugou
tobunes Hawuero yuntens — Opusa EBreHbesny4a Benbtuiesa. PeLuerHne
xogaravicteoBatb rnepesn MnuHucTepcTBom 34paBooxpaHeHnss Poccum o ripu-
CBOEHUN UHCTUTYTY ero uMern yyHeHbivi coseT HUKU negmnatpum ripyHsn
eanHornacHo elje 8 oktsabps 2014 roga. Tenepb Hay4Ho-uccnepo-
BartesibCKUU KITMHUYECKUI MHCTUTYT negmaTpumy ¢ ropgocTbio HOCUT UMST

akagemuka 0.E. Benbtuiyesa!

IOpuit EBrenveBuy Benbrumes (28.11.1930-
02.01.2010), ZOKTOp MEAUITMHCKUX HaYK,
npodeccop, akagemuk PAMH, akageMux-
cexkpetapb OKM PAMH, 3aciTykeHHBbIH Jed-
TeJIb HayKu Poccru, BO3IVIABILAI MOCKOBCKUN
HUWU negpiaTpyu 1 IeTCKOU XUPypruvt MuH3-
apasBa PCOCP B TedyeHue 28 jer (¢ 1969
10 1997 r.). 3a 3TO BpeMA UHCTUTYT CTaJ Ofi-
HUM M3 KPyIHeUIINX Hay4dHO-UCCIIe-
JIOBaTeIbCKUX YUPeXKIeHUN CTPaHbI, TOI0B-
HBIM I10 HAyYHBIM U KIIMHUYeCKUM HallpaB-
JleHuAM «Ilemuatpus» U «JleTCKas XUpyprusy.
binaropapsa ycunuawm I0pusa EBrenbeBuya
CO37IaH LIeJIbIH PAZ HOBBIX LA CTPAHbI Hayd-
HBIX HaIIPaBJIeHUH, TaG0PaTOPUi, KIMHUK.

Hay4yHble MHTepechl aKkaZeMuKa Beb-
TUIEeBa ObLTH MHOTOOOPA3HbI: KIIMHIYIecKas
reHeTHKa, OUOXUMUSI, UMMYHOJIOTHs, Hed-
POJIOTHA, HeOHATOIOT A, HeBPOJIOT YA, IyJIb-
MOHOJIOTUA, SKOJIOTUYecKas NefuaTpus
u 1p. Pa6oTe1 I0pus EBreHbeBrya umenu
(dyHmAMeHTaIbHOE 3HaYeHre A MeJULIH-
CKOW HayKU. Byay4n 0CHOBOIIOIOKHUKOM
DKOJIOTHUYeCKOW IeluaTpUH, OH yJeJIAl
OOJIBIIIOe BHUMAaHMe U3YYeHUIO CTPYKTYPhI
¥ QYHKITUY OMOJIOTMYeCKUX MEMOPaH, MU-
TOXOHApUA. EMy npuHayIexar pa3paboTKu
Y MOIU(DUKAIMY PAA BOKHENUIINX MeTO0B
OMOXMMUYIEeCKUX UCCIeOBAHNUI, B TOM YHC-
Jie 3JIeKTPOTePMUYECKOTO, a TAK)Ke aHAIN3a
OCMOTHYECKOTO JAaBJIeHIA GMOTOTITIECKIIX
KUKOCTeH, KOIMIeCTBeHHOTO OIpe/iele I
HMHCYJIMHA, XpoMaTorpaduu KOPTUKOCTEPO-
HJI0B, KOJIMYeCTBeHHOTO OIIPe/ie/IeHUs YPOB-
HA aJIbJOCTePOHA, BBICOKOBOIBTHOTO JJIEK-
Tpodopesa aMIHOKHCIOT, Ta30:KUIKOCTHOM
XpoMaTorpaduy BBICIINX KUPHBIX KUCIOT
u ap. Ilog pykoBoacTBOM aKajgemuka Beib-
THUIeBa 6pUIa pazpaboraHa s deKTUBHAA
TIporpaMMa AeicTBU 10 COBePIIeHCTBOBA-
HUIO CUCTeMbI TPOQWIAKTIIECKUX U Jledes-
HO-JUarHOCTUYeCKUX MepOIIPUATHUH, Ha-
IIpaBJIeHHBIX Ha CHIDKeHNe CMepPTHOCTHU
JieTell IIepBOTO rofla KU3HU B Halllell CTpaHe.

Hay4Hble ucoIe[0BaHuA, BBIIOJIHEHHbIE
aKaJeMUKOM BesbTHUINeBBIM, TOCTYKIWIN

PasBUTHIO ITPAKTUYECKOTO 3[PAaBOOXPAHEHUN
U JIeIJIi B OCHOBY OpraHusanuu ¢erepaib-
HBIX IJleHTpoB. Ha 6a3e MHCTUTyTa GBUIN
Co37jaHbI MeIUKO-TeHeTHUIeCKU LIeHTD, 1ep-
BBII B MUpe LIeHTP IIPOTUBOPAANAIIIOHHON
3amuThl feteit (mpod. JI.C. banesa) u pAx,
JIpyrux. YueHrkamu mpocgeccopa H.A. Bero-
KOHb ObUTO MHUIIMMPOBAHO CO3JAHME ITep-
BOT'O B MUDe eTCKOT0 apUTMOJIOTUIECKOTO
HAyJIHO-TIPAKTUIEeCKOro IleHTpa MuH3ApaBa
P® — Tak>xe Ha 6a3ze MHCTUTYTA, YTO IIOA-
Jepxait IOpuit EBreHbeBUY.

Hmsa akagemuka BesbTuineBa 13BeCTHO
BO MHOIUX crpanax: CIIIA, BermkoOpuTanmu,
Ppanruuy, Utamy, [epmanny, Berrprny, Ye-
xuu, CnoBaku, [lonbire, MOHIoNMMu U Apy-
T'UIX, T7ie OH OJIeCTsIIle IIPeJICTaBIII TOCTIDKe-
HUS OTe4eCTBeHHOM ITeTaTPUIeCKoN HayKU.

AKTHBHYIO HayYHO-OPTaHU3AIIOHHYIO
JleATeIbHOCTh I0puit EBreHbeBUY coueTast
¢ GOJIBIIION OOIIEeCTBEeHHOM PabOTOM, ABJIA-
ACh aKaleMUKOM-CeKpeTapeM OTAe/IeHUA
KIMHUYecKol MeruituHbl PAMH, skciieproMm
BceMupHOI OpraHu3alu 3paBooxpaHe-
HUA, WIeHOM MeXyHapoAHOM accolMariu

10.E. Benbtuwies un H.A. BenokoHb npu
NpoBEefEeHNN CTpecc-TecTa B OTAeNe
BPOXAEHHbIX U HACNEeACTBEHHbIX
3aboneBaHuUii cepaeyHo-cocyamcTon
cucTeMbl

neguaTpoB u EBpomelickoro o6mecTBa
TeaTpoB-HePOJIOroB, a TaKKe II0YeTHbIM
YWIEHOM MHOTUX ITPO(GeCCHOHATBHBIX CO00-
IIeCTB JIeTCKUX Bpavel B EBpone 1 A3uu.

ITozx HayYHBIM PYKOBOJCTBOM aKaje-
MUKa Bespruinesa samuimeHo 6osee 40
JOKTOPCKUX U Oostee 100 KAaHAUJATCKUX
nuccepranuii. OH aBTop Gosiee 20 pyHAA-
MEeHTAJIbHBIX MOHOTpaduii, cpefy KOTOPhIX
«BomHO-comeBoit o6MeH peGeHKa» (1967),
«HacsiencTeeHHbIe 60JIe3HU Y AeTei (1971),
«HacnencrBeHHbIe Gosle3HU OOMeHa Be-
ecTB y JeTell» (1978), «<bosie3HU MO4YeK
y eTell», «<BpoxkJileHHbIe U Hacjle[[CTBeHHbIe
0os1e3HU ITOYEK y JeTei (1977), «<AMMyHo-
JIOTMA AeTCKOro Bo3pacTay (1977), ctaBmux
OCHOBHBIMU PYKOBOJCTBaMU K IIpodeccu-
OHAJILHOMY Pa3BUTHUIO Bpadyel-lleJUaTpOB
B HaIllei cTpaHe.

IOpuii EBrenbeBud BesbTuIeB Harpax-
JleH MHOTHIMU TOCyZapCTBEHHBIMU Harpa-
JaMU, B TOM 4YHCJIe MeIasblo «3a fobect-
HBIN TPyA», opfeHaMu «3Hak IloueTar,
«Ipy>K0bI HAPOAOB», «3a 3aCIYTH IIepes
OteuectBOoM> III u IV cTemneneti. HeomHo-
KpaTHO Harpaxaaica mpemueii um. H.®. du-
JjaroBa (1975, 1987, 1996 1.).

Harmr koHrpecc OyIeT MOCBAIIeH TaMSITH
3TOTO BBIAIONIETOCH YIEHOIO U yIUTeIA. DTO
TOUILYKUT KOHCONMUJAITY TIe[1aTPUIeCKOro
COOOIIECTBA, CTAHET XOPOIIUM IIPUMEPOM
CIy»KeHUA 0Te4eCTBY AJI1 MOJIOJOT0 IIOKOJIe-
HUA Bpadel-lleinaTpoB.

IIpogpeccop M.A. IlIkonbHuko8a,
npogeccop B.B. Inun
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"EPOW HALLIEFO BPEMEHW

K 90-neTnio co aHA poXXaeHus
akagemMuka HO.E. BenbTuwleBa

lpoLuno Bcero 10 net ¢ MoMeHTa, korga ot Hac yLuen KO.E. BenbtuLyes, BbigatoLMics y4HeHbIVi-neauartp, 3acsly)XXeHHbI
gesresib Haykn Poccunm, akagemuk PAMH, 4neH MeguunHCKux akagemuit 60/1bLLUNMHCTBA eBPONenNCcKux cTpaH, 6eccMeH-
HbIV npegcenartesnib Hay4dHoro coseta ro negnatpum PCOCP n PO, gupekTop BegyLyero nHctutyta Poceumn akecriept-
Horo ypoBHsi — HUIW negnatpumn v geTckou xupyprim, Ternepb HocsLero ero uMs. HesaypsaHbivi ym v Tpygosnoéue,
BPOXAEHHasi UHTEJININFEHTHOCTb, GBECKOHEeYHOEe obasiHne B codeTaHuu C yanBUTESIbHOW SHEPreTUKOU, NpUTArnsBasLLen
YYEHWKOB 1 KOJINIer, MHOIrorpaHHOCTb TasiaHTa — Bpaya, gounocopa, Xy4oXXHUKA, My3blKaHTa 1, HAKOHEL], yaANBUTESIbHO
rnpasunsibHOro N HEO6bLIKHOBEHHOIO CKPOMHOIO YesloBeKa — BbIAESISANIN ero cpean BCeX neanaTpu4eckux KyMmpos.

10.E. BenbtuLles Ha cBoem pa6oyem Mecte B H/W neguatpum 1 0eTcKon Xxvpyprim

28 CYaCTIIUBBIX JIeT IIeJUaTPUYECKOro COo-
ob1ecTBa oH Bo3rasul HUW neauatpun
U JIeTCKOU XUPYPTUH, THe CO3aT OPUTU-
HAJIBHYIO BEJIFTUIEBCKYIO IIIKOJY, JABIIYIO0
Poccuu MHOXKeCTBO 3aMedaTeIbHbIX I1eIu-
aTpoB. He GbUIO yroiika B Hameu cTpase,
r7ie ObI He TOOBIBAT U IMEAPO He ofapsut ObI
koster FO.E. BesTHIneB co cBoeil KOMaHIOM.
Boreit ciry4as A, mpeficrapiad Ha HayaHom
coBeTe IIO ITeJUAaTPUU cBoero meda
H.C. Kucnak, Torga 3aMMUHUCTPA 3paBo-
oxpaHeHu:A PCOCP, B 1978 r. monai B CBATasA
CBATBIX 610p0 HayuHOTO coBeTa, IeHTPOM
npuTsoKeHusa Kotoporo 66wt 10.E. BenbTu-
mieB. OH B KPyTy OJIM3KUX, APY3€eH U e[UHO-
MBINUIEHHUKOB: B.A. TabonuHa, JI.O. Baga-
JITHA ¥ MHOTUX APYTUX OYAYIIUX CBETII
MHOTOTPAHHOM U MeXIUCITUILUINHAPHOMN
nmeguaTpuU — ObLI AYIIOH, UAE0JIOTOM,
CTep’KHEM U IPOMOTOPOM Pa3BUTHSA HaIlel
CIIeITUAIbLHOCTH.

CerofHA 1 MOTY pa3/ieIuTh CBOU SMOLIU
TOJBKO C aKaieMUKoM A.A. BapaHOBbIM,
TOTZ|a MOJIOABIM JJOKTOPOM MeJUITMHCKUX

HAYK, aKTUBHBIM yYaCTHUKOM MHOIOYa-
COBBIX, YaCTO HOYHBIX, OOCYKJ€HUI Ha-
VYIHBIX IP06JIeM HeHPOKOTHUTUBHOTO
¥ pU3UIeCcKOro pa3BuUTUA pebeHKa, POIu
HaCJIe[CTBeHHOU MaTOJIOTUHU, 9BOJTIOIUU
romMeocTasa, MUKpOOUOTHI 1 OOMeHa Be-
IeCTB, HEPBHOU, SHAOKPUHHON U UMMY-
HOJIOTUYEeCKOU Peryasanuu OUOoJIOTHUU
Pa3BUTHUA YeslOBeKa. Sl OBUT 3aBOPOXKEH
CBOOO/IOM, TTOJIETOM MBICIU U (haHTA3USI-
mu lIOpusa EBresreBuya, MHe XOTeJIOCH
OBITH PALOM C HUM, YTOOBI IONBITATHCS
NPOHUKHYTb B TAUHCTBO MBINIJIEHUA Te-
Hus. A 6I)IJI CYACTJIUB HAINMUCATD IJIABY
B ero nepBoM «CIIpaBOYHHKe 10 QYHKITH-
OHAIBHOU JUATHOCTUKE B IIeAUATPUMY,
BhIIIeANIeM B 1979 rony B U3faTeabCTBe
«MempunuHay.

NMPEABOCXULWLAA BYAYLEE

Axaznemuk 10.E. BesbTuIes BHEC OOJIBIION
BKJIAJ B Pa3pabOTKy U BHeApEHUe BO3PACT-
HBIX XapaKTePUCTUK BOJAHO-COJIEBOTO 00-
MeHa, UM ObLIU OIIpejleJIeHbl TUIThI eT0

K Huumo He moxcem 6blmb npuHeceHo 8 ucepm-
8y demckomy 300p08bt0 — HU «O0NbHAL» IKOHOMU-
Ka C ee 21a8HbIM Hedpyeom — un@aayuetl, Hu na-
deHue MopanvHulx ycmoes obujecmsa. 3doposbe
demeltl, 8ce20 HApoKcOaOULe20ca U nodpacmaruie2o
NOKOJIEHUS — OCHOBA PA38UMUS CeMbU U Uelogeue-

CK020 obujecmaa.

»

IO.E. Benvmuzuues

HapyLIeHUM IpU NaTOJIOTUH y geTell. Jlan-
Hble, U3JI0KeHHble B MoHOorpaduu «Box-
HO-COJIEBOI 00MeH peGeHKar, JIETIU B OC-
HOBY HIPUHIIUIIOB peruApaTaluOHHON
Tepaluy, OHU aKTyaJbHBI U IIOHBIHE.

SpBapp Kepnenp-®pouyc — ogHO
U3 KPYITHeHIINX CBeTUI eBPOIeCKOII ITe-
JUATPUU U aBTOP 3HAMEHUTOTO PYKOBO/JI-
CTBa — BBICOKO OIl€HWJI 3TOT TPyZ. OH
nogapwia IOpuio EBreHreBU4y MpaMOpHYIO
CKYJIBIITYPY TOJIOBBI peOGeHKa, KOTOPYIO
TOT XPaHWI 10 KOHIIA KU3HU U 3aBeIan
MHe. fI, B CBOIO o4yepejib, pa3MeCTUI ee
B My3ee llenTpa um. Imutpusa Poragesa
KaK CBUJIETeJIbCTBO HEUCCAKAeMOTO AyXa
IIOKOJIEHUY OXOTHUKOB 32 3HAHUAMU.

Vmenso [O.E. BesbTurIeBy MbI 0053aHbI
pasBUTHEM OHTOTeHeTU4YeCKOU reHeTUKU.
Brerxoz B cBeT MoHOrpaduu «<HaciencrBeHHbIe
GOJIe3HU Y ZieTell», HAMCAHHOM COBMECTHO
¢JL1.O. BagassaoM 1 B.A. TaGoIMHBIM, IPHBEIT
K [TOC/IeZlyIoIeMy UHTeHCUBHOMY U3y4eHUIO
HaCJIeICTBEHHBIX U BPOXKJIeHHBIX 3a607IeBa-
HUI B Hanleii crpade. ONBbIT paHHe! A1arHo-
CTUKMY U JIeUeHNs HaCJIeICTBEHHBIX GoJe3He i
o6MeHa BeIecTB, HAaKOIUIEHHBIH B OTAese
BPOXKIeHHBIX U HACJIeACTBEHHBIX 3a607IeBa-
HUM, oTKpeITOM O.E. BeslbTUIIEeBBIM
B 1970 T, ITOIy4rUT 00001eHe B MOHOTPa-
duu «HacimexcrBeHHbIe 00I€3HN OOMEHa
BeIeCTB y eTeil». Ha MoeM jro6uMoM ¢oTto
OHU BTPOEM — U TAKMMU OCTaHYTCA B HalIen
TMAMSATHU.

MEXAUCUUNIMHAPHbIW Noaxon
IOpuii EBreHbeBUY MOJIOXKWI HAYaI0 KIIU-
HUYeCKON MeMGPaHOIOTUY B Ie[UaTPUN,
60JIBITIOe BHUMAaHUIE YZeJIsUT UCCIIeN0OBAaHUIO
CTPYKTYPbI U PyHKIINI 6MOMeMOpaH, MU-
TOXOHZPUH. B BO3IIaBiIseMOM UM UHCTU-
TyTe BIePBbIe B OTeYeCTBEHHOU IeIUaTpun
ObLTH 000CHOBAHBI METObI AUATHOCTUKY
U JleyeHUA Hawle[CTBeHHbIX HeQpoIlaTu,
HapylleHUI IIOYeYHOro KaHaJIblleBOTO
TPaAHCIIOPTA, METOAbI IIPKU3HEHHOTO MOP-
(omoruyeckoro uccaenOBaHUA MOYEUHBIX
OGUOIITATOB, BKIIOYAs dJIEKTPOHHYIO MU-
Kpockonuio. VIToru sTux ucciaeoBaHuM
NpeACTaBIeHbl B MOHOrpaduax «BpoxaeH-
HBbIe U HacJleZ[CTBeHHbIe O0JIe3HU IoYeK
y meTeli», «bosie3HU MOYeK y geteriy. PyH-
JlaMeHTaJIbHbIEe UCCIeAOBAHUA B 00J1aCTH
OHTOTeHeTUYeCKO! HedPOJIOTUY yCIIeITHO
TIPOZAOJIKAIOT €T0 YIeHUKU.

IOpuit EBreHpeBUY BBIIIECTOBAJI BBIZIA-
IOIIYIOCA NIKOJLY AeTCKUX KapAuonoros Poc-
cuu Bo rnase ¢ H.A. Beiokons (M.B. KyGep-
rep, A.M. Maxkapos, IO.M. Benosepos,
M.A. lIIKO/TbHUKOBA). 3aC/TyKeHHbIN JIeATeNlb
Hayku P®, mpodeccop, HayIHbIN PYKOBOAU-
Tens HUKU neguatpuu um. 10.E. Benbtu-
meBa M.A. IITkoibHUKOBa — JIUjIep AeTCKOM

KapAWOJIOTHHY B Halllel CTpaHe, OHA IOCTOM-
HO IPOJOKaeT MeXAUCIUIIINHAPHYIO
JIeITeTbHOCTD B 00JIACTH TeIUATPUL.

I0.E. BesibTHILIEB ITEPBBIM CpeIU ITeAua-
TPOB 0OPATIICA K JJOCTIDKEHUAM COBPEMEH-
HOI MMMYHOJIOTUM, IIPeACTaBIeHHbIM B MO-
"Horpaduu «VIMMyHOJIOTUSA U UMMYHO-
TIaTOJIOTHA JeTCKOTO Bo3pacTay. MHe 1oc4acT-
JINBWJIOCH TOKe IT0y4acTBOBATh B 3TOM U37Ia-
HUU — I1aBo «KJIMHIYecKas MMMyHOreMa-
TosiorusA». Crateu I0Opusa EBrenpeBsuda
«OHTOreHe3 IMMYHHOM CHICTeMBI U (DaKTOPBI,
BJIMAIONIYIE HA UMMYHOOHOIOTYECKYIO pe-
AKTUBHOCTH JIETCKOTO OPTAaHM3Ma» (OIyoIIn-
KoBaHa B 1989 I. B 10-M HOMepe KypHajia
«BoIIpOChI OXpaHbl MaTepUHCTBA U AEeTCTBAY)
u «CTaHOBJIeHVe UTMMYHHOM CHUCTeMbI» (OITy-
OyKoBaHa B 1991 I. B 12-M HOMepe >KypHaia
«Bpau» ¥ OTHeCeHa K «(BEPCTOBBIM CTOIOAM»
TeopuU UMMYHUTETA) IOJIO0KIIN Ha4aIo OH-
TOTeHeTUYeCKON MMMYHOJIOTUH.

I0Oputit EBreabeBuy BespTuimes — oc-
HOBOIIOJIOXKHUK 9KOJIOTMYECKOH IeAuaTpyun
B Harreli ctpaHe. OH aKTUBHO pa3pabaThIBaT
(hOpMBI MEAUITMHCKOTO 00eCIieyeHUs U Me-
TOZBI JIEIeHUA SKOJIOTITIECKU OGYCIIOBIIeH-
HBIX 3300JIeBAaHUI.

HEOLIEHUMbIV BKNAL

OmrAnpIBaACh HA3a[, U OLleHHMBAsA MacIuTad
€ro JIMYHOCTH, X041y IIePEeYUCIUTD TO, YTO
BHecC B Hamny neguarpuio [0.E. Besipruines.
BBIIyCKHMK IIepBOIO B MUpe IlefuaTpude-
CKOTO (aKyJsbTeTa 2-ro MOCKOBCKOTO Mefiu-
nuHCKoro nHcrtutyTa uMm. H.M. I[Tnporosa,
ydeHuk [ H. CriepaHCKOTO, OH CTaJI KJIaCCU-
KOM KJIMHUYECKOUM OMOXMMUU, MEMOPAHO-
JIOTUY, TeHeTUKYU HapylleHn oOMeHa Be-
1eCTB U UMMYHOJIOTMU J€TCKOIO BO3PaCTa.

VM paspaboTaHbl WM MOAUGUIVIPO-
BaHbI METOZbI OLIEHKY BOAHO-COJIEBOI'O
o6MeHa, 3JIeKTPOTepPMHIYECKOTO OIIpefie-
JIEHUA OCMOTHYECKOTO JaBJIeHUA OGHO0JI0-
TUYeCKUX XUAKOCTeN, KOJTMieCTBeHHOIO
oIpezeaeHUsA TOPMOHOB HaJIIOYeYHUKOB
U MHCYJIMHA, BLICOKOBOJILTHOTO 3JIEKTPO-
(dopesda aMUHOKHUCIOT, KOTUIeCTBEHHOTO
onpezeneHud GochopopraHNIeCKUX coe-
JUHEHUH, DAL MeTOL0B PaJUOU30TOIIHOU
JUarHoCTUKYU. OH ObUI IEPBBIM, KTO IIpeJ-
JIOKUJI pacCMaTPUBATh JeTel C TOUYKHU
3peHU: IPYIII 34,0POBbA, IPEIIONIOXKII,
YTO pasfiejieHue AeTel 110 3TUM TpyIIiaM
OyZeT COIPOBOXKAATHCA qubPepeHIupo-
BaHHBIMY MeTOZAaMU UX AYCIIaHCEPHOIO
HabJII0JeHU.

AxaneMuK BenpTuies ObUT MHUIKA-
TOPOM BBeJE€HUA B KDUTEPUU OLeHKU
3J0pOBbs peGeHKa YPOBHEH ero HeHpo-
KOTHUTHUBHOI'O U HEPBHO-IICUXUYECKOIO
Pa3BUTHA, GUOJIOTYECKOM U COITUAIBHOMN
ajanTanyuy, COCTOSHUA UMMYHUTETA.
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OH ObUI IPOBOJHUKOM UJIeU O TOM, YTO
HapyIIeHU:A HOPMaJIBbHOTO X0a 3TUX IPO-
LIeCCOB OIPEEIIAI0T ClIenu(UKy MaToio-
TUU IeTCKOTO BO3PACTa U Pa3BUTHE TAKUX
3a60yieBaHUI, KOTOPbIe He BCTPEYAIOTCS
B3POCJIBIX. A UMEHHO — TeHeTHIeCKUX
TIaTOJIOTUI, HapyIIeHUI CUHTe3a U oOMe-
Ha GeJIKOB, KMPOB, YIJIEBOJOB, MaKpO-
U MUKPO3JIeMeHTOB, IPUBOAAIIUX K Ha-
PYIIEHUIO POCTAa U WHTEJUIEKTYILHOTO
pasBuTHUsd, GoyIe3He BO3PACTHOM aJjanTa-
Y, THPEKITMOHHBIX 1 HEMH(DEKITMOHHBIX
MMMYHOIIATOJIOTHH PacTyIIero OpraHu3ma,
KaK Tellepb ACHO, CBA3AHHBIX C MAaTePUH-
CKOUI MUKPOOHOTOM, 1 UMMYHHOTO OTBETa
peGeHKa, GOpMUPYIOIIEroCcA B YCIOBUAX
JIeTCKO-MaTepPUHCKOT0 MUKPOXHMepu3Ma.

OXOTHUK 3A SHAHUAMU
I0.E. BenpTullleB 3apakajl OKPYKaIOMUX
CBO€U 0Jlep>KUMOCThIO B IIO3HAHUU UCTU-
HbI, yMeHHeM yBOKUTEeJIbHO OTHOCUTHCA
K IIpolLieccy MorcKa, popMUPOBAHUIO U JI0-
CTVDKEHUIO 11eJI HayYHOTo UCCIeloBaHUs.
Kak MCTUHHOTIO OXOTHHKA 3a 3HAHUAMU,
ero MHTepeCcoBaIu ujed UCCIeLOBaHUS,
IIOCTAHOBKA 33a4yH, JIOTUKA U 060CHOBA-
HUEe MeTOZOB U CITI0CO60B, BHIOOD KIMHU-
YecKoro MaTepuaa IjId AOCTIKeHUA 1efIu.
Pe3ynbTaT ObUT BCEI[la BTOPUYEH U HEOO-
XOAVIM JJIsl HayYHO-UCCJIe0BaTeIbCKON
PpaboTHI U BHEZPEHUA B IIPAKTUKY.
HayJHble COTPyAHUKY, KOJUIETH U y4e-
HUKHU, paborapiue ¢ lOpuem EBrenbesu-
YeM, IIOMHSIT, YTO OH He JIIOOWI CJIOBA «H3-
VYUTH», TAK KaK U3y4aTh MOXHO JI0 6eCKo-
HEeYHOCTH, He JIIOOW 3aIJIaBUi HayIHBIX
CTaTell WM JUCCePTAIMOHHBIX padoT «K Bo-

npocy...» OH ropopui: <HyKHO K OTBeTY,
a He K BOIIPOCY», — TepIieTh He MOT OIIU-
caTeJIbHYIO HayKy U IOIBITKU II0J IIpeijIo-
TOM HAyYHBIX PAGOT IPEJCTABUTh OTYET
o pabore oTzeneHus, 1a60PATOPUHN HIN
IJIABHOTO Bpaya.

IO.E. BesbTHINIEB CYMTAJI, YTO «E€CJIH
TIOUTH 10 JIAGOPATOPHOMY IIyTH, MOKHO
TIpeACTaBUTh, CKOJIBKO CTaTell MOXKHO Ha-
MIHCaTh B 3TOM KJIIOUe (HallpuMmep, QyHKIUU
MOHOLIMTOB, QYHKIIMHU IaJOYKOAAEPHBIX
HeUTpodWI0B, GYHKITUU TPOMOOITUTOB,
(pyHKITUM XelrepoB, CYyIIPeccOpoB U T.IL)».
K Kax/10¥1 cTaThe, KaX01 pabore cOTpya-
HUKOB OH OTHOCWICA OYeHb BHUMATeJIbHO,
TI0-HACTOAIIEMY IIyOOKO IIPOYUTHIBAN U 06-
CY>KJaJ UX, 3aCTaBJIAA aBTOPAa MBICJIUTH
C TO3UIMI Bpava-ieguaTpa. OH HaCTOJIBKO
BHUMATeJIbHO OTHOCWICSA KO MHe, YTO YUTAJI

J1.0. BapansH, [0.E. Benbtuwes, B.A. Ta6onuH, 1960 r.

BCe, YTO {1 MACAI ¥ u3jasail. [Ipu aToM HU pa-
3y He ITOXBAII — MHe IIPUXOJWIOChH II0 He-
CKOJIBKO Pa3 IepeNrChIBaTh CTAThH, OT €T0
KPUTHUKU £ CTPaJaj, HO yIWICA U Tellepb
MOTY TOJIBKO ITOGIarOAAPUTh €ro 32 Ty BbI-
JIAIOIIYIOCS IIKOJTY ¥ HAITyTCTBHA B HAYYHOU
¥ y4eOHOM paboTe.

OAHb NAMATA

I0.E. BesibTU1IeBY YAQIOCH IIOCTPOUTS, a y4e-
HUKawM, npexze Bcero M.A. [IIKOTbHUKOBOM
u B.B. JlmnHy, COXpaHUTb HOBBIN MHCTUTYT
C COOCTBEHHOM MHHOBALIMIOHHON KJIMHUKOM,
COOPAaTh B €ro CTeHaX BhIJAIOIIUXCA CITeIIH-
QTHCTOB B 06JIaCTH IMMYHOJIOTUU, KIIMHU-
YeCKOI TeHeTHKHU, MOJIEKYJIIPHOU 610JIo-
TUU, KIMHUIEeCKON GuoxuMuu, uHGOop-
MAaTUKU U MEIUITMHCKOM CTaTUCTUKU, IPY-
TUX KJII0YeBbIX HanpaBjieHUuM. iIMeHHO

Mmsa BbigatoLLerocs
y4yeHoro-neguarpa
BenbTuwesa npnceBoeHo
Hay4Ho-ccnegoBaTenbCkoOMy
KJIMHUYECKOMY UHCTUTYTY
neguarpum, BowlefLlemMy

B cocTaB alma mater

tOpua EBreHbeBnya —
Poccuinckoro Hay4Ho-
nccnenoBaTesibCKoro
MeOULIMHCKOro yHuBepcuTeTa
nm. H.W. MNuporoea

HOpuro EBreHbeBUYy MBI 0053aHBI OPTaHU-
3aIyel BCepoCCUMCKOU IUCTIaHCepU3aliuy,
oIIpeieJieHreM IPYIII PUCKA, KPUTePUAMU
TPYIIII 3OPOBbA JeTeld, yBledyeHeM Bpadel
OHTOTeHe30M, ABJIAIMUMCcA GyHAaMeHTOM
negnuaTpyun 1 JIOKOMOTUBOM PA3BUTHA KIIU-
HUYeCKOU MeIUIIVHBI.

B maMATh 06 3TOM CBETJIOM, IPESAHHOM
OTeuyeCTBEHHOU NeuaTpuu U MUPOBOU
HayKe 4eJIOBEeKy ero UHCTUTYTY, HbIHe HO-
cameMy Ha3BaHue «HaydHo-uccaejoBaTens-
CKUM KJIUHUYECKUU UHCTUTYT MefUaTPUMY,
TIPUCBOEHO UM BEJIMKOIO yYeHOoro-IeJuaT-
pa I0.E. BenprHinesa, U OH BoLIeJ B COCTaB
alma mater FOpus EBrenpeBuya — Poccutickoro
Hay4HO-UCCIef0BaTelIbCKOTO MEAUIIMTHCKOTO
yHuBepcuteTa uM. . H. ITuporosa.

Axademux A.I. Pymanuyes

PAHHAA OUATHOCTWKA CITOCOBCTBYET
YITYYLWEHUO NMPOIHOSA MNPY

MNOONCTPOON OOWERHHA (MOA)™

leHeTuyeckuit aHanma

Mporpeccupyiowlas MbiweyHas auctpodpusa froweHHa — X-cuenneHHoe
HepBHO-MbIlIeYHOe 3a0oneBaHne, xapakTepusyowieecs NPorpeccupyoLlen
cnabocTbio M aTpochuen ckeneTHbIX MbILL W, KaK CNeACTBUe,
CepAeYHO-COCYANUCTLIMM, AbIXaTeNbHbIMU U OTPTONEAUYECKUMM HapyLLeHNnAMK' >

NO3BONUT OGHAPYXUTb
Lienesyto MyTaumio'4

HanpaBnsiTe nauMeHTOB ¢ CMMNTOMaMK, XapakTepHbimMu ana MO,
" NOBbIWEHHLIMM NoKasaTensamu aktusHocT KK' k HeBponory 1 reHeTnky™*

[NoBbILWEHHbIN

Yr100bI NOATBEPANTL MNK nckNounTbL MO
Heo6X0AUMO NPOBECTN FreHeTUYEeCKNIA aHanu3

ypoBeHb KK

MonyunTb BCO MHGOPMAaLIMIO O GecnnaTHOM
anarHocTtuke M v 3aka3aTb reHeTUYECKOE
uccneaoBaHue Bbl MOXETE, MO3BOHMB

no Homepy 6ecnnartHomn Fopayent NUHUK

8 (800) 100-17-60**

[opsivas NMHUA NpegHa3HavYeHa UCKMIOUYNUTENBHO
NS MeAULMHCKNX paboTHUKOB.

MbiweyHas
cnabocTb, 3agepxka

hU3MYECKOTO U PEYEBOTO
pasButus’

3HaiiTe KOHKPETHYH MyTaLMIO KaXAoro
nauueHTa, YTobbl ONpeaenuTL
BO3MOXHOCTM Tepanuu!'’

MNOOANCTPO®UIO OKOLWEHHA
He ynycTum H1 AHs

*KK — KkpeaTuHkiHasa. ** B nporpammy npuHumatoTcsi Guomatepuanl OT nauueHToB Myxckoro nona ¢ yposHem KK>1000 Eq\n. Bpems pa6otbl
ropsiyeit MHMN: no pabounm aHsm ¢ 9 o 18 yacoB no MockoBCKOMY BpeMeHM.

CnpaBoyHas nutepatypa: 1. Bimkrant DJ, et al. Lancet Neurol. 2018;17:251-267. 2. Laing NG, et al. Clin Biochem Rev. 2011;32:129-134.
3. Merlini L, et al. Muscle Nerve. 2012;45:796-802. 4. standardsofcare/dmd/us_english/dmd_us_familyguide_june2010.pdf. 5. van Ruiten HJ, et
al. Arch Dis Child. 2014;99:1074-1077. 6. Henricson E, et al. Muscle Nerve. 2013;48:55-67. 7. Goemans N, et al. Eur Neuro Rev. 2014;9:78-82
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3Ha4deHune paboT HO.E. BenbTuileBa
B PA3BUTUN OETCKOW
Hedoposiornm B Poccuu

5 mapta 1970 roga no nHnymnatuee 10.E. BenbtuLyeBa 6b151 co3gaH oTaes1 Heghposioruu,
KOTOPbIM Ha NnpoTskKeHnn 36 5ieT pykoBoausia 3acsly>XeHHbin aesatesib Haykm P, ripo-
geccop M.C. UrHatoBa. Npu OTKpbITUM OTAE/1a OCHOBHbLIM rioxesnaHnem tOpusi Esre-
HbeBuYa bblio «obpalyaTb BHUMAaHWE Ha POJlb HACIe4CTBEHHOCTU B pa3BnTum Hegpo-
natuei», 4To rNO3BOJINIIO B galslbHENLIEM pa3BUTb HOBOE HarnpasB/ieHNe B 4EeTCKOM

Hegbposiornu.

10.E.Benbtuues

HACNELCTBEHHbIN ®AKTOP
I0.E. BersTUINe B — MHALIMATOP X OpraHM3a-
TOP F'eHeTUIeCKOTo HallpaBJIeHUA B Ilefivia-
Tpuu. B otaesne Heposorny aKTUBHO 3aHU-
MaJIUCh JUATHOCTUKOU peJKUX HaC/Ie[CT-
BEHHBIX U BPOXKIEHHBIX 3a60/1eBaHuUIl. B mmo-
CJIeHYe eCTIWIeTH 6Iaroaps IMUPOKOMY
BHe/IpeHUIO0 HOBBIX TeXHOJIOTUH, B TOM YHC-
Jie MOJIEKY/LIDHO-TeHeTIYeCKIX, U3MEeHWINCh
CTPYKTypa ¥ KOJIMYeCTBO ITaIJUeHTOB C Ha-
cleCTBeHHOU matosiorueii. Hemapowu xe
otfen HepoIornu ObUI TeperMeHOBaH
B OTZIeJI HACTEICTBEHHBIX U IPUOOPETEHHBIX
OosiesHel movek. 3a rnocaenuue 20 JIeT Ko-
JIMYECTBO JeTel ¢ HawIeACTBeHHOM I1aTOJI0-
rveil BBIPOCIO Gojiee yeM B 7 pa3 — 3TO
OOJIbIIe TPETH BCEX HMAIIEHTOB, KOTOPBIE
TOCIIUTAIIM3UPYIOTCA B Hallle OT/eIeHue.

OIHO 13 CaMbIX YaCThIX HAC/Ie[ICTBEHHBIX
3a60JIeBaHUI Y TAIIEHTOB, TOCIUTAIM3UDY-
eMbIX B OTJesleHre He(pOJIOTY UHCTUTY-
Ta, — 3TO CUHAPOM AJbIIOpTa. BriepBhie
B Halllell cTpaHe OH ObLI ONMCAH UMEHHO
COTPYyIHUKaMU oTfiesa Hedposorum. Ilof,
pykoBoacteoM M.C. MirHaTtoBoii B 1973 rogy
3amuineHa KaHAUuAaTcKad JUuccepTalusa
D.M. Jertapesoi], a B 1978 rony — AOKTOD-
ckas gucceprauus B.B. ®okeeBoit, mocsa-
meHHble CA. BompocaMu JUarHOCTUKH,
TIPOTHO3UPOBAHUEM TeUEHM 3TOTO 3a60J1e-
BaHUA, OLIEHKOM 3(Q)()eKTUBHOCTH Tepaluu
3aHMMAINCH U B TTocIeAyomue roap! (Hamm-
xoBa ®./1., AkcenoBa M.E., bammposga 3.P,
Konrpkosa H.E. u fip.). B otnerne crieruaabHO
MCUIeNOBAIMCH KoyulareH IV TvIia 1 MyTanuu
TeHOB, OTBeTCTBEHHBIX 38 CUHAPOM AJIBIIOD-
Ta 1 60JIe3Hb TOHKUX 0a3aIbHBIX MeMOpaH.
Paz BBIABIEHHBIX MyTallMl BOIIUTH BO BCe-
MUPHBIN peecTp reHHbIX MyTaIlui IIPYU CUH-
npome AnbriopTa (Llanukosa @.[0. u ap.).

Biarogaps JOCTIKeHIAM MOJIeKyJIAPHOM
TeHeTUKU aKTUBHO U3y4aeTcs HaCIeACTBeH-
HbINM He(ppoTUUIECKUI CUHAPOM U POJIb My-
Taui GeJIKOB IeIeBO MeEMOPaHbI B €r0
Pa3BUTUMN.

Mytanuy reHoB WT1 IpUBOAAT K IICEB-
JorepMappomUTU3MY U CUHZIpOoMaM JleHuca-
Jpama u ®paiizepa (laToxuna O.B. u fp.).

M.C. UrHaTosa

B mocieHMIe TofbI JOCTUTHYTHI YCIIeXH B U3-
y4eHUU Hacjle[[CTBeHHbBIX 3a00JIeBaHUM,
NPOTeKAIOIIUX C KUCTaMHU B ITOYKaX, TAKUX
KaK ayTOCOMHO-IOMMHAHTHAA ITOJTUKHCTO3-
HadA 6oJie3Hb IIOYEK, AyTOCOMHO-peliec-
CHUBHAf ITOJINKVCTO3HAA O0JIe3Hb II0YEK,
HedpoHodhTH3 PaHKOHY U AP. DTO HanbosIee
PpacIpocTpaHeHHbIe TeHeTUYeCKU JeTePMU-
HUPOBaHHbIe 3a00/IeBaHuA, BeAymye K (op-
MUPOBAHUIO XPOHUYECKOM II04edHOI Heflo-
cratouHoCTH (XITH). laHHaA aTOJIOTUA
o0yctoBiieHa HapyleHueM GQyHKIIOHUPO-
BaHNA NePBUYHBIX IWJINI, KOTOpOe CBA3a-
HO C HaCJIeAICTBEHHO 00YCJIOBJIEHHBIM Hapy-
IIeHueM MeXaHOCeHCOPDHOU (pyHKIHuU
GEJIKOB IIEPBUYHBIX BOPCUHOK.

9Konoruna n nATonorung

B xoHi1e 1980-x FOpuii EBreHbeBUY NOAHSAT
BOIIPOC O POJIA SKOJIOTUU B Pa3BUTUY 11aTO-
JIOTUM y AeTell. B oTaene Havyamuch akTUB-
Hble PaboTsI 110 3KoHedposoruu. [IpoBoay-
MBblIe 107, pyKoBogcTBoM M.C. VIrHaToBou

L4 C HeMEHTHOﬁ IIPOMBINUIEHHOCTBIO —
JucMeTabomyecKas HedporarTus (mporeur-
HypUA, SPUTPOLUTYPUA, KaJIbIUypUI,
OKCAJIATHO-KIbIVeBas KPUCTAUIYPUA, 4acTo
B coyeTaHuu ¢ ¢pocdatypueii u ypatypueni);
®  ( CeJIbCKOXO3AUCTBEHHBIM IpoduieM
U OIMPOKUM UCIIOIb30BAHNEM IIeCTUIUO0B
(MenbComepIKAITUX, XJIOPOPTaHUYECKUX
U1 ¢pochopopraHuIeCcKUX) — HepponaTus
C OKCAJIaTHO-KAJIbLIIeBOM KPUCTAJLUTypUel
B COYETAHUU C JIEUKOIUTYyPUEN MU 3PU-
TPOLUTYpHUelt;

® CIIpuUMeHeHUeM B IIPOMBIILIEHHOCTU
CBUHIIA — BBICOKAsA YacTOTa AieTel ¢ nHpeK-
e Mo4eBoU cucTeMbl U (pocaTHOM KpU-
CTaJUTypUeil.

ITo mpoBeieHHBIM SKOJIOTUTIECKUM UC-
CJIeJOBAHVAM OBLIU 3aIIUIEHBI 2 JOKTOP-
ckue (OcmanoB .M., Kynua M.B.) u 6 kaH-
puparckux (Tpyxuna O.H., AnbakoBa M.X.,
AxcenoBa M.E., Cobmuposa K.X., Axmezo-
Ba 3.A., ®enopos I0.H.) succepranuii.

KINMHUYECKUA KOHTUHYYM

I[To uamunuaruse IOpua EBreHbeBuYa ObLT
pa3paboTaH AMarHOCTUYECKU KOMIUIEKC,
BKJIIOYAIONIMH KIMHUYECKHe, IabopaTop-
HbIe 1 MOPQOIoTUIecKre MeTO bl U3y4e-
HUSA CUCTeMHBIX MUTOXOHJPUAIBHBIX 3a-
GosieBaHUM y feTeil. Ha TeMy ux ponu
B [1aTOTeHe3e HaClIeACTBeHHBIX 3a00IeBa-
HUU COTPYAHUKAMU OTZeJIa 3aIlIUIIeHbl 2
KaHAWJATCKYe JUCCePTAIH U OILyOJINKO-
BaHO GoJsiee 20 cTaTeii.

I0.E. BesibTumeB u D.A. IOpreBa B 1982 T
chopMyIMpOBAIH TIOHATHE (JUICMeTa00IH-
4Jeckasd He()pOIlaTUsA C OKCAIATHO-KaIbIIN-
€BOM KpUCTAJUIypUeil», a 3aTeM JI0Kas3ay,

CAJIATHBIM [MaTe30M HeOJIaronpuATHBIX
BHeITHUX (aKTOPOB;

®  OKcaIaTHas HepoIaTus (TUCMeTabou-
YecKas He(ppOIaTHsA C OKCATATHO-KATBINIEBOM
KPUCTAJUTypHeli), IPU KOTOPOY KIIMHUYeCKye
TIPOABJIEHVIA GOJIE3HY IIPUCYTCTBYIOT;

* TYOYJIOMHTEPCTHULIHAILHBIN HeQpuT
MeTabOoIIYeCKOro reHe3a;

* MoueKaMeHHas GOJIe3Hb.

ITo aTOl1 TeMaTUKe IIPOBeJeHbl MHOTO-
4YuCJIeHHble UCCIeJOBAHMA, 3aIUIeHbI
1 noxropckas (banraes V.b.) u 4 kagauzar-
ckue (Kabiykosa E.K., Batirmipausa JI.M.,
Kyp6anoga D.I., IpomesBckas O.11.) guc-
cepTauu.

IOpuit EBreHbeBIY MHOTO ITHCAT IO IIPO-
GJ1eMaM JIeTCKOM HedposIoruu. PYKOBOACTBO
Ut Bpavyei «JleTckas HeposIorusa» — Ha-
CTOJIbHAA KHUTA IIelaTpOB U He(pOJIOroB —
BbIJIep:Kajla HeCKOJIbKO u3manuii. Kuu-
ra M.C. UraaroBoii u 10.E. BenpTuinena
«HacsefcTBeHHBIe U BPOKJeHHbIe He(po-
aTuy y feteii» (1978) cTaia mepBoii B Mupe
MOHoOTpadue, IOCBAIeHHOH IpobieMe
reHeTUIeCKUX U BPOXKIEHHbBIX 3a00/IeBAHUIL.
B mponmomxenue B 2014 I. BBIIIUIO PYKOBOZ-
cTBo 14 Bpade M.C. rnaToBoi, B.B. -
Ha, I1.B. HoBukoBa «HacirencrseHHbIe 6oies-
HY OPraHOB MOYeBOM CUCTeMBI Y JieTely.

OUNIOCOD U MbICITUTENDb

Bce, xto o6mmanuck ¢ FOprem EBreHneBrdeMm,
HAaBCera 3allOMHWIN ero apopusMsl: «[Ipo-
[IUTOe IIPOKJIA/IBIBAET AOPOTY B GyayIee,
«ACIIMPAHT 4Yepes3 rof, JO/LKeH 3HATh CBOKO
TeMy Jiyullle meda» (U3 BOCHOMUHAHUN
0 IO.E. BersTrinese mpod. A.®. Bunorpazmosa),
«[IpMHATO CYUTATH, YTO MeAUATPUA — STO BCA
MeIULIMHA, CMeIlleHHaA B AeTCKU BO3PACT,
OIHAKO TaKoe OllpelieIeHre CKPbIBAaeT ClIely-
(raeckyie 0cOGEHHOCTH, OT/IMYAIOIIYE TIeH-
aTPUIO OT MeUIIMHBI B3POCIbIX. OO BEeKTOM
IIeANaTPUHU ABJIAETCS He TOJIBKO OOIBHOM,
HO TIPeXX/ie BCETro 3I0POBBIN PeGeHOK, ero
POCT ¥ pa3BUTHe, GHOTIOrIecKas 1 COUaIb-
Has ajianTanysd, COCTOAHIe UMMYyHUTETa).

Hanucauubsle uM 6osee 20 JieT Ha3ap,
PEKOMEHALUY K COCTaBJIeHUIO IUIAHOB
nuccepranuit, HP, 3aBOK Ha TpaHThI U I1a-
MATKU I PyKOBOAWTeJIEH ¥ KOHCYJIBTAaHTOB
JICCepTAIlOHHBIX PaboT, pelieH3eHTOB
JUccepTaluii, ACCePTAaHTOB ABJIAIOTCA aK-
TyaJIbHBIMU IO Celi IeHb.

B 1967 rony I0.E. BessTrines, M.C. rHa-
ToBa 1 M.I1. MaTBeeB 6bUTH TpeMs U3 40 ITe-
Juatpos 20 cTpaH EBpOIBI, OCHOBAaBIIMX
EBpoOIIeMiCKyI0 acCOIMaIuIo eiuaTpoB-
Hedposoros (ESPN). IOpuit EBreHbeBIY ObUT
wieHoM EBporiefickoro ofimecrsa neiuaTpos-
He(POJIOrOB.

B smoxy BesnbTHiIneBa MOIyYnIn pa3sBy-
THe HOBbIe HAallpABJEHUA B IeUaTPUU:

e Sk b

TUSIX, OPraHN30BaHHbIX OTAENOM Heponorum

Yaensisi MHOro BHUMaHUs pa3BUTUIO AETCKOW Hedpponorum u ee npobnemam, KOpuit EBreHbeBUY akTUBHO y4acTBOBas B MEpOrpus-

Haxe Ha cbeafe neguaTtpos CCCP HOpuit EBreHbeBuny —
B OKPY>XEHWUM Hedponoros

HCCIe0OBaHNA TOKa3aIy, YTO YacToTa II0-
pa’KeHUI II0YeK B SKOJIOTMYecKU He6JIaro-
TIPUATHBIX PETMOHAX B 3—-5 pas BbIIIe CPe-
HeW MOIyJIAINOHHOM, CO CBOUMU OCOOeH-
HOCTAIMU KJIMHUYECKUX IIPOABIEHUN U IIPO-
rpeccupoBaHus. B yactHOCTH, B 3esieHOrpa-
Jie (COJTH TSKeJIbIX MeTaJIOB — KaJMUM,
XpOM) 4acToTa He(ppomaTuii ¢ IepCUCTUPY-
Iolel reMaTypyel U HapylleHueM TyOy-
JAPHBIX QYHKIMN cocTaBuiaa 187:1000
JIeTCKOTO HaceJIeH! (B OTHOCUTENILHO OJ1a-
TOIPUATHBIX peruoHax — 36:1000).

J1A IpyruX SKOJIOTUYeCKY HebIaronpusT-
HBIX PETHIOHOB ObUIM XapaKTePHBI:

YTO 3Ta MyJIbTH(aKTOpUAIbHAA TaTOJIOT A
CBfI3aHa C HapyIIeHneM oOMeHa IaBeeBoi
KUCJIOTBI IIPYU HeCTaOWIIBHOCTH IIOYEeIHBIX
IUTOMEeMODpaH.

I'pymioi, Bosriasndemoii 10.E. Bensru-
1meBbIM 1 M.C. ITHaTOBOI, ObLIU BBIAEICHBI
BapUAaHThI (KIMHUYECKUN KOHTUHYYM) JIVIC-
MeTaboIIeCcKoi He(pOIIaTHu:
®  OKCAJIATHBIM aTe3 — 3TO MOIPaHUY-
HOE€ COCTOSTHUE (<IIPeI00Ie3Hb»), IIPU KOTO-
POM KJIMHUYECKVe IPOABIeHUA GOJIe3HU
OTCYTCTBYIOT, HO OTMeYaloTcA U3MeHeHUA
Ha KJIETOYHOM U CyOKJIETOYHOM YpOBHE
B CBA3U C BO3[I€HICTBHEM Ha pebeHKa C OK-

KJIMHUYeCKas TeHeTHKa, Haole/[CTBeHHbIe
GoJIe3HU TOYeK, JIETKUX, CepAla, HePBHOM
CHCTeMbl, MeJUITMHCKaA NH(popMaTHKa
U aBToMaru3anuia. Ero HayuHbIe uccieso-
BaHUA ITOCTYKIIX OCHOBOM Pa3BUTHA IIPAK-
THUYIECKOTO 3[pAaBOOXPAHEHYS, U CETONHA
MHOTO€, O YeM OH FOBOPWUI ¥ MeUTAJI, UC-
TIOJIb3YeTCs B KIIMHUYEeCKOU ITpakTuke. I1pu
IOpuu EBreHbeBude CO3/IaHbI U3BECTHBIE
B CTpaHe U 3a ee IIpeJieJIaMU IefuaTpuye-
CKMe Hay4HbIe ITKOJIBbI, B TOM YHCJTe IITKOJIa
Matiu CepreeBHbI ITHaTOBOI, B CTaHOBIIe-
HUY KOTOPOH OH CBITPJI GOJIBILYIO POJIb.
IIpogpeccop B.B. [laun
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OCHOBOMONOXHUK
SKOJIOrM4eckon neguaTpun

V3y4eHnem aKosrnorn4eckn Heb1arornpusiTHbIX BO34ENCTBUI Ha 340POBbLE MOnysaynum 3aHUMAaeTcs pasnes MeanUmnHbI,
HasBaHHbIV environmental epidemiology, ToO ecTb «anugemMmosiorus 3abosieBaHnm, pa3BnBaroLNXCS BC/1e4CTBME Hera-
TUBHOIO BO34EeNCTBUS OKPYXaroLLen cpesbl».

Jlapuca
CrenaHoBHa
BAJIEBA

[.M.H., npodeccop, 3acny>eHHbI Bpad Poccun,
3aB. OTAESIOM paAnaLMoHHOW 9KOMaTonormm
netckoro Bo3pacta HUKW negnatpumn

M. tO.E. Benbtuwiesa ®raoy BO «PHUMY
nM. H.W. Muporosa» M3 Poccumn

MAPKEPHbIE 3ABOJIEBAHUA
OmpeiesieHHasA CBA3b CTPYKTYPHI 3a0071eBa-
e€MOCTH JieTel C SKOJIOTHYeCKIMU 0COOeH-
HOCTAMU perrioHa He BbI3bIBaeT COMHEHUN,
HO ee YCTaHOBJIeHNe 110 OTHOIIEHUIO K Ael-
CTBUIO KCEHOOWOTHKOB WJIN UX COYeTaHUHI
HepeJKO IIPeICTaB/IAeT TPYSHYIO 3ajady. [l
ee pellleHYs IPUHIMITHATEHO BaXKeH 0TO0D
JIETKO JOCTYIIHBIX JIA yueTa OoJie3Hei U co-
CTOSIHUIA. DTO TaK Ha3bIBaeMble MapKepHbIe
3a00J1eBaHMA, KOTOPbIE MOTYT PACCMaTpU-
BaThCA KaK UHJVKATOPhI KAYeCTBa OKpYKa-
1omeii cpepel (OC) 110 oIpe/iesieHHbIM BUIaM
XUMUYECKUX Wi Puamdeckux GaKkTOpOB.
DKomaToreHHbIEe BO3/IeHCTBUA 06y~
CJIOBWIM IIOAIBJIEHHEe HOBBIX, HEU3BeCT-
HBIX paHee OOJIe3HEMH, cpeay KOTOPBIX
IO.E. BenpruimeB BbIAEAI CIeAyIOIIYe:
e xmMuUYecKasd acTMma (CyabpuTHasd, U30-
THUOLIaHaTHAA);
*  KUPUIICKUI CHHAPOM (acTMa y JieTel],
CeHCUOWIN3UPOBAHHBIX BBIGPOCAMU 3aBO-
JIOB TI0 IIPOM3BOJICTBY ITOJIyCUHTETUYEeCKUX
KOPMOB I YKUBOTHBIX);
® CHHJAPOM HaIpSKeHUA-yTOMJIEHU],
WIN SK30TeHHOH Jie3aaIITalll;
® VOKCHHOBBIM CHUHAPOM (XJIOpakKHe,
MUTMeHTaluA KOXXU, UMMYyHOZepULINT);
e  crpaHHas 60e3Hb MUHAMAaTa (araTmuye-
CKYe Iapandd, YMCTBEHHAsA OTCTAJIOCThb
BoTeacTBre nopaxeHuA [THC MmeTWIpTyThIO,
HAKOIIMBIIEVCA B MOPeIIPOAYKTax);
* GosesHb IOmo (mopakeHMe KOXYU IIO-
JIMXJIOPUPOBAaHHBIMY OueHIaMu, TOCTy-
TIABIIMMU C 3arpA3HEHHBIM IIUIEeBbIM pac-
TUTEeJIbHBIM MacJIOM);
® CUHIPOM TOKCHYECKOTO HCIIAaHCKOTO
Macja (IopakeHue COeqUHUTEeTbHOU TKaH
U MBINII, THAAHTOMHAMM CyppPOTaTHOIO
PacTUTEILHOrO Macia);
e cuHJpOM Pesd (ocTpad TOKcHYecKas
sHIje(asiorenaTonaTy:A, BeisbiBaemMas aguio-
TOKCMHAMU, BUPyCaMHU U, BO3MOXKHO, IIO-
JINXJIOPIPOBAHHBIMY OM(eHWIaMU);
e  00IIas UMMyHHAs IeTIPeCcCUs — XUMU-
yeckuit CITM/I (ero BBI3bIBAIOT AMOKCHUHBI,
TsDKeJIble MeTaJUIbl, TOKCYeCKHe pafuKa-
JIBL, TUJIPA3UHBI U JIP.);
* (OJe3Hb WUTAU-UTAU (MUOIATUU, BhI-
3BaHHbIE KaIMUEeM);
® CUHAPOM YepHBIX HOTr (quctpodude-
CKUe U3MeHeHUA KOXXU HOT I10J] BIUAHNEM
MBINIbAKA);
®  akpoauHus, Wiu 6ose3ns Peepa (Hel-
poajuieprudeckye peaklMy Ha PTYTh);
®  pecnUpaTOpPHBIN AUCTPeCC-CUHIPOM
«B3POCJIOTO» TUIIA (IeMCTBHe Ha JIeTKue
TOKCUYECKUX PaJWuKaJIOB KHCIOPOJa,
Cynb(OUT-aHUOHA);

® O KeJTbIe IeTH (IPOJIOHTMPOBAHHAA KOHB-
IOTalOHHAA >KeJITyXa HOBOPOKIE€HHBIX ITO7
BJIVTHYIEM KCEHOGHOTHKOB);
®  CHH/POM (He3[0POBbIX 3JaHUI» (COCTO-
AHVe XPOHUYECKOTO YTOMJIEHUA 10, BIIVLA-
HUeM pasioHa, popMaybAeryjia) U MHOTHe
Jpyrue.

DTOT HeNoMHbIN NTepedeHs cJiefyeT IpU-
HUMaTh BO BHUMaHUe IPU AUATHOCTHKe
3KOIIaTOJIOTUM.

30HA BEACTBUA

B 30HaX 3KOJIOTIYECKOTr0 HANPsLKEeHUA U KPU-
3uCa HaOJTIOIAeTCsI OTCTaBaHue JieTel B (hu-
3UYeCKOM U HepBHO-TICUXUIE€CKOM Pa3BU-
TUM, OTMeYaeTCs BICOKAas XPOHUYeCKasd
3200J1eBa€MOCTh, JOCTOBEPHO IIPEBBIIIA0-
A MTOKA3aTeNN B DKOJOTUYECKU YUCThIX
pervoHax.

MHorve KCeHOGMOTHKY CIIYKaT MIPUYU-
HaMU CepPbe3HBIX PeaKIUN U MOpaXKeHU
IHC: cHmxeHU: k0o pUIeHTa UHTeJUIeK-
TyajgbHOro pa3sutus (IQ), MUHUMaTbHOM
MO3TOBOM AUCHYHKINY, aHOMAJIUI ITOBeJie-
HUsA, HeBPOTUYECKUX PeaKIUN, CHIKeHUA
IIKOJILHOU yCIIeBaeMOCTH.

TToYTH BCe TSKeIble MEeTAILIbI, JUOKCH-
HBI, IOIMXJIOPUPOBAHHbIE U IOTUITUKINIe-
CKUe YIJIeBOIOPO/bI OKA3bIBAIOT yTHeTAIoIIee
BJINSIHME Ha MeCTHBIU U CUCTeMHbBIN UMMY-
HUTeT pebeHKa. [T03ToMy B 30HAX SKOJIOTHYe-
CKOT'0 He0JIaroIoyIus JOBOJILHO PacIpo-
CTpaHeHbI MOAABJIeHEe UMMYHOOHUOJIO-
TTYeCKOU PeaKTUBHOCTU U IIPU3HAKY yMe-
PEHHOTO BTOPUMYHOTO MMMYyHOAepUITITA.

DTO B GOJIBIIITHCTBE CJIy4aeB OObACHA-
eT IToABJIeHe KOHTUHTeHTa YacTo 6osrero-
mux feTeil. OGHAKO BBIPAXKeHHOCTh UMMY-
HOJIOTHYeCKOM HeJJOCTATOYHOCTH He TOCTH-
raeT TaKUX KpallHe TsKeJbIX CTelleHeH,
KOTOpBIe XapaKTepHbI I IePBUYHbBIX Ha-
CI1e[ICTBEHHBIX UMMYHOe(OUITUTOB.

YTpo30i1 14 3M0pOBBA JeTel, IIPOXKU-
BaIOIIUX Ha cejie, ABJIAETCA KOHTAKT C IIe-
CTUIUIAMU Y MUHEPATHbHBIMY a30TUCTHIMU
VAOOPEHUAMU, YTO BBIPAKAETCA B OOJIBIIIEH
YacToTe HelpOBereTaTUBHbBIX JUCTOHUMN
¥ [UChYHKITUY IITATOBUIHOM KeJIe3bl.

PABOYAA KITACCUPUKALINA
KiIMHIYeCKUii CTIeKTp SKOJI0TUYecKy AeTep-
MUHVPOBAHHBIX CHHIPOMOB U O0JIe3HeN
Ype3BbIYaHO NIUPOK, II0O3TOMY UX PacIo3-
HaBaHUe U AuddepeHIUATbHBIN AUAaT-
HO3 CBf3aHBI C GOJIBIIUMU TPYLHOCTSIMU.
I0.E. BenpTHUIneB BriepBbIe IPeJIOXKII IIPO-
eKT paboveli KIacCH(UKAIN SKOJIOTIIEeCKH
JleTepPMUHUPOBAHHBIX 3a00JIEBAHUIA U OITH-
CaJI MX KIMHNYeCKHe XapaKTePUCTUKHY.

I. CHHIpOM 9KOJIOTYeCcKO Jre3a1al-
TaIuu, Wik o0Iel SKOTeHHOU (XUMUYe-
CKOI1) CeHCUOWIM3anuu. [1pu JTUTeTbHOM
BO3ZeMCTBUU KCEHOOUOTUKOB B MAJIbIX
Jl03aX paHHMe IIPOABJIeHUA dKOIATOJIOTUU
XapaKTepHU3yIOTCA OTCYTCTBUEM cllenudu-
YeCKUX IMPU3HAKOB U CUMITTOMaMU, He CBOM-
CTBEHHBIMU OTIpeJie/ieHHOM 6ore3Hu. Yaie
BCero Ha paHHUX dTallaX 3KOJOTU4YeCKHU
JleTepPMUHUPOBaHHbIE COCTOSHYIA U GOJIe3HHI
IPOABJIAIOTCA B BUJle QYHKITMOHAIBHBIX
OTKJIOHEeHUI, OOIIMX CUMIITOMOB U IPU3Ha-

KOB He3/I0POBbA, KOTOPbIE TPYLHO YJIOXKUTH
B YETKUH IUarHO3 ¥ KOTOPbIe HePeIKO TPaK-
TYIOTCSA BpadaM¥ KaK MHTOKCHUKaIysA. PeGe-
HOK BfLJI, 3aTOPMOKEH WIN — pexe — T'U-
nepakTUBeH. JleTyu mocTapIie KUTyIOTCA
HA JacTble TOJIOBHBIE O0JIY, HeolpeeieH-
HbIe 60JIU B JKUBOTE.

Takvie AIBJIEHVIS TPYITHO CBA3ATH C BO3MEH-
CTBUEeM KOHKPeTHBIX 9KOIAaTOreHOB. JJaHHBIN
CHMITTOMOKOMIDTEKC, KaK IIPAaBWIO, Pa3BHBa-
eTCs IpY KOMOMHIPOBAHHOM BO3/IEHICTBUM
HEeCKOJIBKUX KCEHOOMOTHKOB, KOI]a KOHI[EH-
TpauusA KaKA0ro U3 HUX HU3Ka JJIA TOTo,
YTOOBI BHI3BATh KAKUEJINOO CrieludiriecKie
CIBUTU B OPTaHU3Me WIN Crenydudeckue
cuMIToMbl. [laToreHes cUHApPOMa 0o6IIei
JKOJIOTYeCKON CeHCUOWIN3AIUU CBA3AH
C GIIOKHPYIONTHM BO3IEACTBHEM KCEHOOHO-
THKOB Ha MeJMAaTOPHbIE U PelleNTOPHBIE
CUCTEMBI MEXKKJIETOYHOTO B3aUMOZEHCTBUS
(HeHipoMennaTOPhl, MHTEPIENKUHBI, ITUTO-
KUHBI, KJIETOYHbIE PelelITOPhI, BKII0Yasa
TOPMOHAIBHBIE). HeKOTOpBIe KCEHOOMOTUKY
CBSI3BIBAIOTCA C KIIETOYHBIMU PeIeNTOPaMU
U CTAaHOBATCA IICEBAOMEINAaTOPAMIL.

BMemmmBasAchk B peryJIiATOpHbIE IIPoIiec-
ChbI HEPBHOU, dHAOKPUHHOUN, UMMYHHON
crcTeM, KCEHOOMOTUKY BBI3BIBAIOT IIMPO-
KUH CTIeKTp QYHKIMOHAIBHBIX HApYIIeHUH,
Yarre BCero 06paTUMBIX.

CUHIPOM [le3afanTalliu-CeHCUOITH-
33U JOJDKEH PAaCCMaTPUBATHCA KaK (PyHK-
IYoHaJIbHasA dKomnaTtosnorusa. Ero BaxxHas
0COOEHHOCTh COCTOUT B TOM, 4TO y AeTeit
00HApY)XKUBaeTCA MOBBIIIEHHAA YYBCTBU-
TEJTBHOCTh K HECKOIBKVIM XUMUTIeCKIM areH-
TaM, YTO IPUOJIIKAET JaHHBIN CUHIPOM
K COCTOSTHUIO ITapaajUiepruu (crierugudaeckas
CEeHCUOWIN3AIIV).

II. CunZpOM ruIepIyBCTBUTEIBLHOC-
TH K HU3KUM JI03aM XUMUYIECKUX areHTOB.
B omimyme OoT CUHApPOMA 9KOJIOTUYEeCKON
Jle3aaNTaIH WIK OOIIei SKOreHHOM (XU-
MIYeCKOI) CEHCUOMIN3ALVY IPU JAHHOM
CUHAPOME BO3MOXKHO 0O0beKTUBHOE IO/
TBepKJeHUe CyIeCTBOBAHUA IPUINHHO-
CJIeZICTBEHHBIX CBA3eU MKy IIPUCYTCTBU-
eM B OKpyKawlel cpefie KOHKPETHBIX
AHTPOIIOTEHOB (0COOEHHO BHICOKUX KJIACCOB
TOKCI/I‘{HOCTI/I) Y IMaTOJIOTUYECKUMMU peaK-
IOVAAMU OPTaHM3Ma.

CUHAPOM XMIYECKOH TUITePIyBCTBU-
TeIbHOCTU TAKXKe XapaKTepU3yeTcs N3MeHe-
HUSAMU O0IIe ¥ MMMYHHOJIOTTYECKOI pe-
aKTUBHOCTH JIETCKOTO OPTaHU3Ma, HO ero
TIposABJIeHNA O0JIee OTYETINBLI, B KOMIUIEK-
Ce TMOJIMOPTAaHHBIX OTKJIOHEHUH MOXKHO
BBIWIEHUTH BelyIITU WIU IJIaBHBIN KOMIIO-
HeHT (peakuuu LTHC, KoXU, JIETKUX, YKeJTy-
JIOYHO-KUIIIEYHOT'0 TPAKTA, KETYHBIX U MO-
YeBBIBOJAINIUX ITyTelt). Hapsagy ¢ atum yia-
eTCA BLABUTD IIPU3HAKY BO3JENCTBUS OIIpe-
JIeJIEHHOTO XMMIYeCKOI0 areHTa. 9TO MOKeT
OBITh, HAIIPUMeP, AUOKCHHOBBIN JIEPMaTHT,
XJIOpAaKHe, KOHTAKTHBIN JePMaTUT WIN -
JIeprusA Ha IuIleBble J00aBKU, CyIbOUTHAS
acTMa. X¥IMUYecKas IHIepayBCTBUTETEHOCTh
MOJKET IIPOSABUTHCSA KaK B yTHETEHUU, TaK
U B aKTUBAI[UU PEAKITUN OPTaHU3MA.

Kak u 1ipu cuHzpOMe 00111eli SKOTeHHOM
CeHCUOWIN3AIUY, IPU TUIIePIyBCTBUTENb-

HOCTHU K HU3KUM /I03aM KCeHOOUOTUKOB
BeJlylllee IaTOreHeTHM4YeCcKoe 3HadeHre uMe-
10T HapylIeHUs PeryJATOPHbIX MEXaHU3MOB
MeXKJIeTOUHOTO B3aMOJe}ICTBUA, KOTOphIe
He MOI'YT pacCMaTPUBAaThCA KaK MHTOKCU-
KalyA WIX TOKCUKO3.

III. XpoHnyecKkasa KCeEHOTeHHaA UH-
TOKCHKanyA. [lopakeHue pa3IunIHbIX CUC-
TeM U OPraHOB (HEpBHOMU, CepedyHOo-
COCYAMICTOU, TIe4eHH, TI0YeK U Jp.) MOKeT
TIPOABJIATHCA CUHIPOMaMU XPOHUYECKON
KCEeHOTeHHOMN MHTOKCHUKAIIUY B pe3ysibTare
XPOHUYECKOTO AeMCTBUA Ha OPTaHU3M Kce-
HOOMOTHKOB (TsDKeJIble MeTaJUIbL, JUOKCH-
HBI, IOJINXJIOPUPOBaHHbIe OU(EHMIIBI).
OOGBIYHO peyb UJET O XUMUYECKUX areHTax,
KOTOpPBIe MeJIJIeHHO BBIBOAATCSA U3 Opra-
Hu3Ma. OHM HaKaIJIMBAIOTCA B KOCTHOM,
>KMPOBOM TKAaHU U MO3Te C ero 3HaYuTeNlb-
HBIM Cofiep:KaHUeM JIMIINOB.

ITpu XpOHMYECKOM KCeHOTeHHOM MHTOK-
CHKallMU IIOBPeXKJalolnee AeliCTBUe XUMU-
YeCKUX areHTOB IIPOABJIAETCA YKe Ha YPOBHe
KJIETOK U TKaHel BIUIOTh JI0 HeKpo3a, U TOI-
Jia TIaTOJIOTUYeCKUI ITpoIiecc MOXKeT CTaTh
HeOoOPAaTUMBIM JJa’Ke ITOC/Ie JIMMUHALT
JTUX areHTOB (HaIpuMep, THOeIh HeHPOHOB
IIpU CBUHIIOBOM MHTOKCUKAITUY).

IV. XpoHmdeckue 601e3HU. BobIuH-
CTBO XPOHIYECKUX O0Ie3Hell YelloBeKa nMe-
10T MYJIbTHU(PAKTOPUATIBLHYIO IIPUPOJY: OHU
PasBUBAIOTCA IIPY HUIMYUY HACTeICTBeHHON
IpeJpacioioKeHHOCTH (AyaTe30B) U IpU
COOTBETCTBYIOIIEM BO3/IeHICTBUU HebJIaro-
TIPUATHBIX (PAKTOPOB OKPYKaIoIel CpeJibl,
B TOM M CJIe XUMUYeCKUX 9KOIIaTOIeHOB.

CKPbITAA MPUYNHA

[IpUYHUHON XPOHUIECKUX OOJIe3HEl Hepe-
KO CJIyKaT ayToaJUlepruyeckye IpoIecchl,
KOIZIa KCEHOOMOTHUKHY BBICTYIIAIOT KaK rall-
TeHbI, MHAYIMPYIOLIYe PeaKI UMMYHHOM
CHCTeMbI IIPOTUB COOCTBEHHBIX TKaHEeH
(TMmpa3uHbL, cou 30710Ta U Ap.). Kcenobmo-
TUKU MOTYT UHJYIITUPOBATh MyTaI[UU TeHOB
COMAaTHYeCKUX KJIETOK COOTBETCTBYIOIIHX
OPraHoOB U CUCTeM Ha ¢OHe IOJIUTeHHOTO
IpeApacrnoioXeHu. JJpyruMu cJIoBaMu,
OHU MOTYT CIY>KUTh SIIUTeHeTUYeCKUMU
(axTopaMu pasBUTHUA XPOHUIECKUX O0Ie3-
Hel U CTAHOBUTHCA IPUYUHON aCUHXPOHUU
Pa3BUTUA TKaHeH (TKaHeBasd TUIIOILIACTU-
yecKas JUCIUIa3us, JU3dMOpUOTreHes), YTO
TaK»Ke HepeJKO CIIyXUT OCHOBOU (GopMU-
POBaHMA XPOHUYECKHUX BOCITINTEIBHBIX
TIPOLIeCCOB Y JieTel.

Jng XpoHU4eCcKol 9KOreHHOU I1aTo-
JIOTUY XapaKTepHbI aTUIINYHOCTh KINHU-
YeCKUX NPOABJIeHUM, TOJUOPTaHHbIN
XapakKTep Nopa)keHUM, pe3rCTeHTHOCTh
K IIPOBOAUMOM Tepanuu U HajJu4ue y pe-
0OeHKa MapKepOB IIPeJPaCIIONIOXKEHHUS.

I0.E. BebTHINEB aKTUBHO pPa3pabaThI-
BaJI HOPMBI MEAUIIITHCKOTO 00ecrede 1
¥ METOJIbI JIeYeHUA SKOJIOTUIECKU 00YCIIOB-
JIEHHBIX 3a00JIeBaHU.

B JaHHOI cTaThe HUCII0Ib30BaHbI MaTe-
puainsl [0.E. BenbTHieBa, ¢ KOTOPHIMU OH
BBICTYIIQJI (COBMECTHO C aBTOPOM) Ha 3ace-
JAaHUM YYeHOTO MeJUIIMHCKOIO COBeTa
Munszgpasa Poccun.
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KITMHWYECKUI CINYHAM

i lOpunn
JleoHnpgoBuny

Q.
‘ MW3EPHULKNIA

[.M.H., npodeccop, 3acny>XeHHbIN paboTHMK
3ApaBoOXpaHeHns Poccumn, Hay4HbI PyKOBOAWTENb
oTAena XpoHUHECKUX BOCMANMTENbHbIX U anneprut-
YeCKUx 6ore3Hel nerknx 060Co61IeHHOro CTPYKTYpP-
Horo nogpasgenexns «HUKW negnatpum nmexn
akapemuka lO.E. Benstuwesa» ®rBAY BO
«PHAMY um. H.W. Muporoea» M3 PO

@ w

- CBeT/aHa
S DBalbfOBHA
4 & JbAKOBA

K.M.H., BeQyLLWI Hay4HbIN COTPYAHMK TOrO Xe
nogpasgeneHuns

PAKTOPbI PUCKA
Ycyry0aar0T TedeHue JIETOYHBIX MUKO30B
(pyHKUIMIOHAIbHBIE, UMMYHHbIE, SHIOKPUH-
Hble U BPOXKJeHHble aHaTOMIYeCcKre Hapy-
mrenus. Ocoboe 3HaAYeHUe UMEIOT ATPOTeH-
Hble (paKTOpbI — YacToe, IPOAODKUTEIbHOe
U IOpOU HeoIlpaBJlaHHOe IpUMeHeHUe
AQHTUOHMOTUKOB IIUPOKOTO CIEKTpPa Jiek-
CTBUSA, INIIOKOKOPTUKOCTEPOUIOB, IIUTOCTA-
TUKOB U UMMYHOZEIIPeCCaHTOB, yTHeTalo-
ITUX 3aIIUTHbIE CUCTeMbI OpraHu3Ma.
DHAEeMIYecKe ITIHeBMOMUKO3EI C a3-
POTeHHBIM 3apa:keHueM U ogaramu B CIIIA,
Kanazie u JIaTiHCKOIT AMepuKe 06yCIOBIIe-
HBI 00JINTaTHO NTaTOTeHHBIMU [T YeIOBeKa
rpubaMu (TUCTOILIA3MO3, GJIACTOMUKO3,
KOKIIUAMOMUKO3, IaPAKOKIIUJOMUKO3).
ONmnopTyYHUCTUYECKHe (BTOPUYIHBIE)
MMKO3BI BbI3bIBAIOTCA YCJIOBHO-IIATOTeH-
HBIMU TPUOaMU. [1aTOIOTYECKUI ITPOIIeCC
TIPY 3TOM HOCHUT XapaKTep BTOPUYHOIO U pas-
BUBaeTCA Ha (poHe THIIepUIyBCTBUTEILHOCTH,
UMMyHOJedUITUTA WIN aHATOMHUYECKOI'0
JedeKTa TKaHU, Ie IIPOMUCXOIUT POCT KOJIO-
HUI Tpuba.

MPOBJIEMA B LIN®PAX

B nocieHee gecATIIeTHE OCTPOM MeIUKO-
COLMATBHOM ITPOBIeMOIA, 0COOEHHO B Pa3BU-
TBIX CTPAHAX, CTAIM BO3PACTAOIAA NHBAIU-
JAu3anys, 4acTble U TsKejble OpraHHbIe
TIOpaKEeHWA TP BTOPIHBIX THEBMOMMKOBAX.

B Poccuu 9acToTa KaHAUI03a GPOHXO-
JIETOYHOM CHCTeMbl Yy UMMYHOCYTIP@CCUBHBIX
GOJIBHBIX OCTUTAET 5%, Y B3POCIBIX 6OJIb-
HBIX C TAKeJION GPOHXUATBHON acTMO¥ (BA)
PacIIpOCTPaHeHHOCTh MUKOT€HHOM CeHCHU-
OWIM3ALMHI U CBA3AHHBIX C HEH OCJIOKHEHII
cocrtasiseT 17-35%, y malfueHTOB C MyKO-
BUCLIAZ030M — bojiee 60 %.

B ommiume oT GaKkTepuii rpuOhI PEIKO
BeJyT ce0sI KAK MHBA3MBHBIe [IATOTeHbI ¥ 370
POBBIX JIIOZIel, HO MOTYT UHAYIIUPOBATh aCT-
MaTU4ecKye peaKIuy y CTPaJaloIIuX ajuep-
rveii ¢ pa3BuTHeM 3200IeBaHUA He TOIBKO
TI0 AJUIePTUYeCKOMY, HO 1 IT0 NH(EKIIVOHHO-
QJUIepruyecKOMY TUILY.

AJtepruyecKuii Iporecc — 3TO Pe3yilb-
TaT IepBUYHOr0 MMMYHHOTO OTBeTa Opra-
Hu3Ma B Bujie BA ¢ ceHcuOmmmsanyei K miec-
HeBBIM I'pubaM, Jalie BCero U3 KIacCcoB
Zygomycetes, Ascomycetes, Deiteromycetes,
Basidomycetes. B Bo3yxe HaXoAWTCA MHOMe-
CTBO CIIOP 3THX IPUOOB, OHU MOTYT BBI3bIBATh
PpaHHMe U II03[H1e aCTMaTU4eCcKye PeaKIm.
IIpu 3TOM MHBa3UU TPUOOB HET, OHU IPeJ-
CTaBJIeHbI B IbIXaTeIbHBIX IYTAX TPAH3UTOP-
HO ¥ 00BIMHO 3()(HeKTUBHO MUMUHUPYIOTCS
(daroruramu.

VH(peKIMOHHO-a/UTePITIecKUI ITPOLecc
XapaKTepu3yeTcs ITepCUCTeHIel TPUOOB
B JIbIXaTeIbHBIX IyTSX, UX BereTalyei B IIpo-

Anneprn4eckmnin
6pOHXONEroYHbIN MUKO3
V pebeHka

Arnnepru4deckune 6poHxosierodHsle Mykodbl (ABJIM) y getevi BCTpeyaroTcs ropa3fo vaile,
4yem guarHoctupyrorcs. JledeHue nx npenctasriseT Co60u CIOXHY0 3aga4vy, a nporHo3
BecbMma rpobriematuyeH. [lommumo Hanboree YacToro Bo36yautesns Aspergillus Boi3biBaTh
ABJIM moryT camebie pa3Hble rpubsl. [lpegraraem BaLlieMy BHUMAHUKO YHUKa IbHbIV KIn-
HUYeCKnU rnpumMep, Ha KOTOPOM [EMOHCTPUPYIOTCS TPYAHOCTU ANarHOCTUKU U JIeHEeHUs
pebeHka c asneprun4ecknum 6 pOoHX01eroYHbIM MUKO30M, BbI3BaHHbIM PEAKUM BULOM
mulennansHbix rpnéos Paecylomyces lilacinus.

cBeTe OGPOHXOB C HAPACTAIOIIEN CEHCUOVITH-
3anyeil ¥ AJUIEPTUIeCKON peaKIyiel OpraHms-
Ma. B aTom crydae roBopsT 06 ABJIM, yaie
BCETO BHI3BAHHOM rpubamul pofa Aspergillus.

AJuteprudecKuii GPOHXOIETOYHBIN ac-
neprwuies (ABJIA, B44.8) mporekaeT cTaguii-
HO, KaK IIporpeccupyromas bA ¢ BoBjie4eHU-
eM MHTepCTUIINA JIETKUX, DHZ0- U Ilepu-
OPOHXUATBLHBIM BOCTIAIeHUeM. [Ipu XpoHu-
YeCKOM Te4eHUH IIPOAYKTUBHAA peaKlyA
COeTUHUTETHHON TKaHU IIPUBOIUT K Pas3BU-
THIO JIETOYHOTO (Hprbpo3a.

KPUTEPUUN OUATHOCTUKU

K nocroBepubIM Kputepuam ABJIA oTHOCAT
CUMITTOMBI BA ¢ BEIpaKeHHOM 203MHOGMMIIN-
eti (6osee 1000/MM®) ¥ BBICOKMIM YPOBHEM
obmmero IgE (6otee 1000 ME/mu1), mepcuctu-
pytomyie HHQWIBTPATHI B JIETKUX, IPOKCH-
MaJIbHbIE WIM LIeHTPATIbHbIE GPOHXOIKTA3bL.
O6:3aTebHbI HOMOKUTeTbHbIe PRIC-TeCThI
C AaHTUT€HAMU aCIePIILT, BBIABIEHIE CIIeIV-
drueckux IgG- u IgE-anTuTen K A fumigatus
U POCT MOUIETHUX HA MUTATEIbHBIX Cpeiax
in vitro. OmHaKo ABJIM MOTyT ObITh BBI3BAHBI
¥ APYTYIMH MUKOIIATOT€HaMU, YTO TpebyeT
TIaTesbHOU AudpepeHITHATLHON JUaTHO-
CTUKHU U 0G0CHOBAaHHOTO STHOTPOITHOIO
JIe4eHus.

NCTOPUA BOJIE3HU

Massurik 3. HaGJII0AAeTCA B KIIMHUKE ITyTh-
moHonoruu HYUKU nepuarpuu B Te4eHue
7 set. CeMeHbBIN ajyleproaHaMHe3 OTATO-
IIeH: Y TETU CO CTOPOHBI OTI]a — YaCThIe

PucyHok 1.

3 npumepHo 100 Thicsad onncaHHbIX rppubos okosio 400
MOTYT ObITb MPUYMHON 320051EBAHNI OPraHOB AbIXaHUs —
OCTPbIX U XPOHNYECKNX MHEBMOMUKO3O0B. [NoparkeHus
abixarensHon cuctemMsl (OC) naTtoreHHbIMM rpybamm
BrnepBble onucaHbl 6onee 150 net Hasapg. B nocnegHue roabl
MPOUCXOONT MOBCEMECTHbIN N HEYKITOHHBIN POCT MPUOKOBBLIX
3a60eBaHni, B HaCTHOCTU MPUOKOBbIX nopaxkeHu [C

0GCTPYKTHBHBIE GPOHXUTHL, Y IPababyIIKu
110 MaTepuHCKOM tuHuu — BA. [IpokuBaeT
B ceste B 3ab6aiiKaibe, B YaCTHOM OJIaroycTpo-
€HHOM JIOMe, eCTh KOIIIKA U JiBe COOAKU.

AnamHe3. Pe6GeHOK OT 2-11 6epeMeHHO-
cTH (1-4 — M/a) ¢ yrpo3oii mpeprIBaHUA
B TPeTbeM TPHMECTPe, OT IIePBbIX CAMOIIPO-
U3BOJIbHBIX IIpeXKIeBpeMeHHbIX POZoB. Bec
py poxgeHnn — 2100 1, yimHa — 41 oM,
JI0 2 MecAIleB HaXOAWICA B OTJeJIeHUH I1a-
TOJIOTMIYI HOBOPO>KJIEHHBIX C aCIIUPAIIHOH-
HOU THEBMOHUE.

B 11 mecA1eB IepeHec OCTPyI0 BHEGOIIb-
HUYHYIO ITHeBMOHMUIO, IIOJIy4aJl TeHTaMUITH
B/M, MyKaITHH. C 13 MecsAIeB — IIOBTOPHBIE
ITHEBMOHUU C BBIPAKEHHBIM OGPOHX000-
CTPYKTUBHBIM CMHPOMOM U KaluieM. MHo-
TOKPATHO IOJIy4asl aHTUOAKTepUATHHYIO
TepaIwIo, IIPY 000CTPEHUAX C BEIPAKEHHON
JIBIXaTeTbHON HeAOCTATOYHOCTRIO (JH) —
TIpeTHU30JIOH ITePOPAIILHO U ITapeHTepalb-
HO, 3yGWUINH B[B KaIleJIbHO.

B 2 roja B KpaeBo GOIBHUIIE YCTAHOB-
JIeH AMaTHO3 ThKesIol BA, Ha3zHa4ueH cajb-
MeTepoJI/(IIoTHKa30Ha ITpontroHar (50/500
MKT/CyT) € TepeMeHHBIM 3(h(deKToM: coxpa-
HAJICA TIOCTOAHHBIN BIYKHBIN Kallleslb,
3IM30/bI BEIPAKEHHOU OZBIIIKY, CTONKIE
XPUIIBI B JIETKUX.

C 3 j1eT — eXXeJTHeBHbBIM BIKHBINA Ka-
1I1eJ1b, IOCTOAHHBIE XPUIIBI B JIGTKUX, BBIPa-
JKeHHOe CHIDKeHHUe CJIyXa, KOTOPOe CBA3IN
C UICIIO/Ib30BaHNeM aMUHOIIMKO3U/IOB B paH-
HeM Bo3spacTe. COCTOsAHME IIPOTPECCUBHO
YXYAIIAIOCH: C 9 JIeT — e)XeMeCAYHbIe 060-
CTPEeHU CO CTOMKOM (heOPIUTEHOM JIMXOPa-
KO, pe3K0l MHTOKCHKaIel, BbIpaKeHHOM
OJIBIIIKOM, CBUCTAINUM JbIXaHUeM, HaB:A3-
YUBBIM KallIeM J0 PBOTBI C MaCCUBHBIM
OTXO’K7IeHVeM THOHHO-CITM3UCTON MOKPOTHI
C THUJIOCTHBIM 3aIIaxoOM U IOoC/Ieyomet
HOpMayu3anyel Temreparypsl. [IpumeHs-
JINCh AaHTUOMOTHUKY IIMPOKOIO CIIEKTPa
JIeVICTBYA, MYKOJIUTUKY, MHTUIAINY Oyie-
COHMJA ¥ GPOHXOIUTHKOB. Mexay oboctpe-
HUAMU COXPAHAIIC IIOCTOAHHBIN BIOKHBIN
Kallle/Tb, Pa3HOKATHOepHbIe BIKHbIE U CBU-
CTAIIYIE XPUIIBI, OIBINIKA IIPH HU3MIECKON
Harpyske, Hapactajga 609koo6pa3Hasi sie-
¢dopmarusa rpynHoi KieTKy. IIpu o6cieso-
BaHUU y TeHeTUKa MyKOBHCITUI03 ObUI UC-

wiovdeH. B 12 sieT no pesynbratam MCKT
opraHos rpygHol kieTku (OI'K) BbIABIeHBI
(pu6po3HbIEe NU3MEHEeHU B CpeJJHEH foje
IIPaBOTO JIETKOTO Ha )OHE 0OIIEero B3AYTHA
JIETOYHOM TKaHU, B CBA3M C 4YeM pebeHKa
HAIIPAaBWIM B HAITY KINHUKY.

IIpy mOCTYIUIEHNHU COCTOSTHUE TKeNIoe,
HecTabwibHOe. YKaymoObl Ha IIOCTOSHHBINA Ma-
JIOTIPONYKTUBHBIM KalllesIb CO CIM3UCTO-THOM-
HOM MOKPOTOU, OJJbIIIKY IPY He3HAUUTETbHOM
(pusryeckoit Harpyske (B IIOKOe HeT), TOBTOP-
Hble 060cTpeHu ¢ peGPIUILHOM TeMITepary-
PO¥t M yCIyIeHeM KallUA, CTOMKOe CHIDKeHUe
cayxa. SpO,—94-95%, Y/l — 26 B MUHYTY,
YUCC — 126 B MUHYTY.

PucyHok 2.

dusyyecKoe pa3BUTHE HIDKE CPETHETO,
JUCTapMOHUYHOE 32 CYeT JedUIrTa Beca:
poct 134 cM, Bec 25 KI. KoH1ieBbIe GayaHru
TaIbLieB ie)OPMUPOBAHbI IT0 THITY 6apabaH-
HBIX ITAIOYEK, a HOI'TH — II0 TUILY YaCOBBIX
cTeKou. [pymHas KieTKa 60IK006pasHo B3Iy-
Ta, IepPKYTOPHBIN 3BYK HaJl JIETKUMU C KOPO-
60uHBIM OTTeHKOM. Ha (oHe octabiieHHOrO
JBIXaHUS BBHICIYIIUBAIOTCA Pa3HOKAIUGep-
HbIe BJIAKHBIE U CyXUe CBUCTAIINE XPUIIBL.

IIpu oGCIeT0BaHUN — yMepeHHas 0-
3uHOGWINA (10 %), IPU3HAKY 3HAYUTETHHON
TUITOKCeMUH. YpoBeHs o6irero IgE sHaunTe s
HO yBeymideH (245 ME/wit), ogHaKo crienuidu-
veckue IgE K pecrmipaTopHBIM ajUlepreHaM
OCHOBHBIX KJIACCOB He BbLAB/IeHbI. CIefloBbIe
KOHITeHTpaIVH criermduraeckux IgG K rpubam
poznos Cladosporium (27,3 mgA(l) u Fusarium
(11,0 mgA/l) (mommyctrmo 1o 40 mgA/l). ITapa-
MeTphI (aroITo3a, KJIETOYHOTO ¥ IYMOPAIb-
HOTO MIMMYHUTETA, YDOBEHb XJIOPH/IOB IT0TA —
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KITMHVYECKWI CINYHAM

B IIpeJieyiax HOpMBI. B MOKpoTe — MaccuBHaA
303uHOG WA 1 KpucTauiel [llapko-/letizeHa,
a Tax)Ke MUIEINI TpUOOB (puc. 1), HO Ipu
ToceBe MX POCTa He GbUIO.

CnimpoMeTpus BbIABWIA yMepPeHHbIe
CMeIIaHHbIe HapyIIeH!s C IIpeo6JIalaHueM
0OCTPYKTUBHOTO KOMIIOHEHTA (IIpoba ¢ cajtb-
6yTaMoJIOM OoTpuIaTelbHasdA). bogumieTs-
Morpadus — BhIpAKEHHbIe 00CTPYKTUBHbIE
HapyIlleHus C TeHAeHINel K YBeJInIeHHIO
o6bmett emroctu serkux. MCKT OT'K — ¢u-
6poareyieKTa3 cpeJHel JJOIY IIPaBOro Jier-
KOro Ha (hoHe BBIPAKeHHBIX IIPU3HAKOB
XPOHUYECKOro OpoHxuTa (puc. 2). IOP-Bpau
U CypAOJIOT JUATHOCTUPOBAIU JBYCTOPOH-
HIOI0 HePOCEeHCOPHYIO TyTOYXOCTb.

YcTaHOBJIeH [UarHo3: «AJuleprudecKui
GPOHXOJIETOYHBIN MUKO3 XPOHUIECKOTO
TedeHV:D». Ha3HaueHbI KOMOMHMPOBAaHHbBIE
UT'KC B BBICOKUMX /103aX ((opMoTepos/Gye-
coHMZ, 18/640 MKT/CyT) B COYeTaHHUU C Me-
CAYHBIM KyPCOM aHTUMHUKOTUYECKOM Tepa-
Y npenapatoM ¢UIyKoHasod (150 Mr/cyT).

O6GoCTpeHVs C TeMITepaTypPHOU PeaKIy-
el ¥ OTXOXK/IeHeM MOKPOTBHI ITPeKPaTWINCh,
HeCKOJIBKO BO3powia pU3ndecKass aKTUB-
HOCTb, HO COXPaHsIVCh OABIIITKA IIPU MUHU-
MaJIbHOM (pU3MIecKoll Harpyske, IIOCTOSAH-
HBII MaJIOIIPOAYKTUBHBIN Kallle/Ib C THOMHOU
MOKPOTO}M, CTOMKMe Cyxye CBUCTAIINE U pas-
HOKaJIOepHBbIe BJI)KHbBIE XPUITHI Ha oHe
0CTa6IEHHOTO JIBIXAHUSA, CHIKAIVICh CIIHPO-
MeTpuyecKue IoKa3aTeau. V3-3a TaKeIoro
COCTOSIHUA PeGeHOK 00yJaICa Ha IOMY.

ITpy TOBTOPHOM 00C/IEIOBAHNH B 14 J1eT
COCTOsIHMIE TIO-TIPEeXXHEMY TSXKeJIoe C OTpU-
LIaTeJIbHOM JUHAMUKOM: OfbIIIKA B TIOKOE
C y4acTreM BCIIOMOraTe/IbHOU MyCKY/IaTyphl,
YacThI MaJIONIPOAYKTUBHBIN Kalllelb
CO CJIM3UCTO-THOMHOM MOKPOTOM, IIPU3HAKH
o01Ieil acTeHU3ayu U JeuIuT Beca —
41 Kr ipu pocte 164 cm. [IpusHaku BTOpud-
HOT0 II0JIOBOTO CO3PEBAHUA OTCYTCTBOBAIU.
Hapocnu nposasieHus nepudepudeckoi
oCTeoapTponaThy ¥ 609Koo6pasHa xedop-
Manus rpyaHoi kietku. Koxka GienHas,
akponuaHos. [lepkyTOpHBIN 3BYK HaZ, Jer-
KHUMM C KOpPOOOYHBIM OTTEHKOM. JIbIXaHue
3HAYUTETHHO OCIA0JIEHO C CyXVIMU CBUCTS-
LMY XPUTIAMU C 06erx cTopoH. YJI — 28
B MuH, YCC — 122 B muH. ToHEI cepalia
3By4YHble, pPUTMUYHbIE, TAXUKAPANA, aKLIeHT
2-TO TOHA HaJl JIETOYHOU apTepueii.

Haymuiio npusHaku runokcemuu (pO,—
55 MM PT. CT.), 00t IgE yBesndeH 10
438 ME/M1, CeHCHOWIN3anKA K KIeIaM Jo-
MamrHel IbUTY (2-3-1 KJ1acc); ciefoBble KOH-
neHTparuu crenuduaeckux IgG k rpubam
poznos Cladosporium (22,5 mgA/l), Fusarium
(12,6), Alternaria (10,4 mgA/[l), Penicillium
(8.10 mgA/l); HOCTOBEPHO CEHCUOMITHA3AITIN
K rpubam Aspergillus fumigatus He ycTaHOBJIe-
HO (IgE 0,09 KE/[i1 Ip1 OIyCTUMOM ypOBHE
o 0,35 kE[n), IgG — 20,4 Mr/n1 (HopMa
J1o 40 mr/m). IIpu3HaKoB UMMyHOAedUIIITa
HeT, XJIOPU/IBI IT0Ta B HOpMe (35 MMOJIB/JT).

[Ipu crimpoMeTpuy 0GHAPYKUBAIUCH
BbIpa)KeHHbIe CMellaHHble HapylIeHusA
CO 3HAYUTEILHBIM IIPe0OIailaHueM OOCTPYK-
THBHOTO KOMITOHeHTa. [1pu GoAUIUIeTU3MO-
rpadyyt — pe3Ko BeIpaKeHHbIe 0OCTPYKTHB-
Hble HapyIIeHUA CO CTOMKUM yBeInieHueM
001IIett eMKOCTH JIETKUX U 3HAYUTETHHBIM
CHIDKeHUeM X Auddy3roHHOM CIIOCOOHO-
cru. [Ipu MCKT OI'K — npusHaku XpoHU4e-
CKOTro OpOHXUTA C aTeleKTa3aMU BepXHel
JIOJNIY CJIeBa U CpeJiHell Io/IU CIIpaBa.

B MOKpOTe MHOTO JIeITKOLIUTOB, IIpeNMy-
1IeCTBEHHO 303UHOMWIOB (0 90 %), 3Hauu-
TeJIbHOe KOJIMIeCTBO KpycTauioB llapko-
JletineHa (mo 30 B 11/3), a TaK:Ke ()parMeHTOB
TOHKO U3BUTOIO GeCIIBETHOIO MULIENIUA
U TICeBIoMUIIeNYA rpuboB. [Tpu duryopeciieHT-
HOM MUKPOCKONMNU MOKPOTBI C KaJb-
¢uryopom GesbIM OGHApPYKeH CeITHPOBAHHBIN
MULETUH U IOIy4eH POCT MUIETUATBHBIX
rpuboB pemkoro Buza Paecylomyces lilacinus,

PucyHok 3.

YyBCTBUTEIBHBIX K BOPUKOHAa30Ly. [To jaH-
HBIM DKI' — IpU3HaKU Ieperpy3KU IIPaBbIX
otzenoB cepaua. DxoKI mogrBepavia GopmMu-
Ppyrolieecs JieTo4Hoe cepatle (pacieTHOe CUCTO-
JIMyecKoe JiapjieHue B JIeTOYHOU apTepuu
40-41 MM PT. CT. IIpX HOpMe JI0 25 MM PT. CT.);
pacmpesue mpaBoro xenygouka (K1 —
29 MM 1Ipu HOpMe 7io 18 Mm). JlaHHBIX 3a Ty-
GepKyJte3 He BLIABJIEHO. [IoATBepK/IeHa JIBY-
CTOPOHH:AA HelPOCeHCOPHAsA TYTOYXOCTb.
Haymuiro GbUT ITPOrpecCUpyIONIUil XPOH-
YeCKII OPOHXOJIETOYHBIH IIPOLeCC Ha IT0YBe
PpeaKIIuii r’nnepYyBCTBUTEIBHOCTY C CEHCH-
OuUIM3aIvel K IieCHeBbIM rpubam — ABJIM,
BBI3BAaHHBIN HOCUTEIbCTBOM Paecylomyces
lilacinus v IPOSIBUBIIMICS XPOHUYECKIM 00~
CTPYKTUBHBIM GPOHXUTOM C (pmbpoaTesieKTa-
3aMU CpefiHel oV IIPaBoTo U BepxHel o
JeBoro Jjierkoro, JIH II-1II crenieHu.
HasHaueHbI criCTeMHbIe ITIOKOKOPTUKO-
CTepoUIbL: IIPEeTHU30JIOH BHYTPS B fjo3e 0,5 M1/
KT/cyT (20 MI/CyT) B COUeTaHUU C IPOTUBO-
TPUOKOBBIM ITPEIIapPaTOM IieTleHaIPaBJIeHHO-
TO JIeICTBUSA — BOPUKOHA30JIOM (BUdeHT,
200 Mr X 2 p/1, B TedeHUe 3 MecsAlleB) Ha (JoHe
KoMOMHUPOBaHHBIX ITKC B BRICOKYIX I03aX.
BBICTPBII perpecc Bcex CUMIITOMOB II0-
3BOJILJI Y3Ke Uepes 4 MecAlla HadaTh IIOCTe-
IIeHHOe CHUKeHUe J03bl IIPeJHU30/I0HA
1o 10 MI/CyT C IPOAOKeHNeM UHTAIALY-
OHHOI1 Tepanyy KOMOUHUPoBaHHBIMU UTKC
(carpmeTeport| QUIFOTKA30HA IIPOIIMOHAT
100/1000 MKr/cyT). O60CTpeHUt GobIIe
He GBUIO, KaIlleJIb IIpoIIesl, peGeHOK CTal
3HAUYMTEJIbHO JIydllle IIepeHOCUTD GuUsnye-
CKYle Harpy3KH (MOT 6eraTh Ha GOJbIIre
JUCTaHIIVY, BBIIIOJIHATD CIJIOBbIE YIIPaK-
HeHVA, 6e3 OrpPaHUYEeHIH ITOCEIaTh IIKOTY).
MaIbBYUK peAKo 6osiesl HeOCTI0KHEHHBIMU
OP3, B cTanioHap I10 MeCTy >KUTeIbCTBA
He TOCIIUTATU3UPOBAICA.
IIpu KOHTPOJIBHOM OOGCIeZOBAHUU
B 16 J1IeT — coCTosgHUe CpefHe! TAKeCTHU.
Kanuia, oppiiky B mokoe HeT. CoxXpaHAeTcs
CTOMKOe BhIpa:KeHHOe CHIDKeHUe CIyXa.
®u3uyecKoe pa3BuTHe cpefHee, FTApMOHUY-
Hoe. Koxka 11 cJIm3ucThbIe OGBIMHOM OKPACKH,
yucThle. [IpusHaKoB nepudeprdecKoi ocTeo-
apTponatuM HeT. [pyHas KieTka He gedop-
Muposasa. /I — 20 B MUHYTY. JIbIXaHUe
PaBHOMEDPHO OCJIa0JIeHO, HeIIOCTOAHHbIe
Cyxue U e[THUYHbIe BJIAKHbIe XPUIIbI B IIPO-
eKIIUU cpefHel 1oy cripaBa. ToHBI cepiia
AcHbIe, puTMuyHble. YCC — 88 yA/MUH.
ITpu o6cmenoanvv OAK, 6/x aHAIN3 KPo-
BY, OOIIMI aHAIN3 MOYU — Oe3 OTKJIOHEHWI;
pO,— 82 MM PT. CT.; 3HaYNMOe yBeJIITIeHre
ypoBH# o6miero IgE (382 ME/m1 mpu HopMe
Jto 83 ME/mu1); BBIABJIEHBI crIelindiecKye
IgE k kremam fJoManiHey nbuu (1-2 KIL).

Ha pentrerorpammve OI'K — o6iiiee B3ayTure
JIETOYHOM TKAaHU, OOOTaIeHe JIETOIHOTO
PYICyHKa B IPUKOPHEBbIX oT/eax. CIpoMe-
TpUA — yMepeHHbIe 0OCTPYKTHBHbIE Hapy-
IIeHYA C ITOJIOKUTEeTLHOM peaKIyell Ha Calb-
6yramoi. BomguuieTnamorpadusa — BbIpa-
JKeHHbIe OOCTPYKTHUBHbIE HapylieHus 6e3
U3MeHeHUs o0Iell eMKoCTH; 1uddy3u-
OHHAs CITOCOGHOCTh JIETKUX B HOpMe (88 %).
JKI' — ortwioHeHue DOC BIIpaBo Ha (oHe
PeryJIipHOro CMHYCoBOro purma. OxoKI'—
yMepeHHOe pacIIipeHye IIOJIOCTU IIPAaBOro
skenmymouka (K IDK — 25,4 MM IIpu HopMe
o 18 MM) U CTBOJIA JIETOYHOMN apTepuu
(31,3 MM), OfHAKO pacuyeTHOe JaBjieHye B Hell
6bUTO B HOpMe (23 MM PT. cT.). [Ipu moceBax
U3 HOCA U 3eBa 3TUOJIOTMIECKH 3HAaYMMasa
¢opa He BbIJleJIeHa, B UHAYIIUPOBAHHON
MOKpOTe pocTa Ipr0oB HeT. JIByCTOPOHHAA
HelpoceHCOpHas TYroyxocTh II creneHu.
MCKT OTI'K — xpoHu4ecKkuii e(popMupyIo-
it GpoHxuT, muddy3HasT O6CTPYKITHA, Ya-
CTUYHBIU aTejIeKTa3 B CpeHel fone (puc. 3).

JlviarHo3: «Ajieprudeckuii 6poHxore-
TOYHBIN MUKO3, XpOHUYECKOe TeuyeHUe.
XPpOHHUYECKUH OOCTPYKTUBHBINA OPOHXUT,
OCJIO>KHEeHHBIHN YaCTUIHBIM GubpoaTesex-
Ta3oM CpefHell A0 IPaBoOro JerKoro.
JH I creniern. JIByCTOpOHHAA HEIPOCEHCOP-
HadA Tyroyxocts Il crenrenu. Kapguomnatusa
(ZyIaTamyA MOIOCTU IIPABOTO XKeTyLOUKa)».

INonoxuTeabHasA AMHAMUKA ITO3BOJIIA
TIPOJOJDKUTD CHIDKEHUe H03bI CUCTEeMHBIX
IJIIOKOKOPTHKOCTEPOK/IOB 0 IIOJIHOM OTMe-
HbI Ha JOHe BBICOKOZ03HOM Tepanuy KOM-
6uHupoBanHbIMu UT'KC B (caeMeTeport/
(moTrkazoH 100/1000MKr/cyT). JIByKpaTHOE
o6cenoBaHye ¢ MHTEPBAJIOM B IIOJITO/A

TOATBEPAWIO IIPAaBWIBLHOCTD TepaleBTuye-
CKOH TaKTUKU: 000CTpeHU 3a001eBaHuA,
KaIlUTA U OJBIIIKY He ObUIO JJaKe Ha poHe
penkux Heow1oXHeHHBIX OPBU, xpursl
B JIETKUX He BBICIYIIUBAIUCE, 10 JAHHBIM
PKT coxpaHsUTHCh TPU3HAKY OPOHXUTA U Ya-
CTUYHBIM aTejleKTa3 CpefHel JOoIY IIPaBoro
JIETKOTO C TeHJIeHI[uel K YMeHbIIeHUIO.
TIompoCTOK yCIlenHo OKOHYWJI IIKOJY U I10-
CTYIIMJI Ha TOPHBIN (aKy/IbTeT 3a0aiiKaib-
CKOT'0 TOCyZapCTBEHHOI'O YHUBEPCUTETA,
3aHUMAEeTCs PYKOIAIIHBIM GOeM.

YHUKATbHbIV CIYYAN
OTATOIIEeHHBIH 0 AJUIePIIYecKM 3a0osie-
BaHUAM CeMeMHbIV aHaMHe3, IPUCTYIIbI
OJIBIIIKY, CBUCTAINETO TbIXaHUS U HABA3YU-
BOT'0 Kanuis TpeboBau ucKiodeHus BA. Ee
JVaTHOCTHMPOBAIIYU ellle B paHHeM BO3pacTe,
HO 3¢ dekT KoMOrHMPOBaHHBIX UTKC GBLT
HEeJIOCTaTOYHBIM, YTO IIOTPeOOBAJIO PACIIH-
PeHuA JUarHOCTUYeCKOro oM CKa. PaHHUI
J1e6I0T 3a00IeBaHNA, TOTAILHOCTD IIOPaXKe-
HUA PecIUpPaTOPHOro TPaKTa, IPorpeccu-
pytomasa JH, cTOMKOCTb PU3UKAIBHBIX
U PeHTTeHOJIOTUYeCKUX HapylleHnu 3acTa-
BIJIN UCKJIIOYUTh MyKOBUCITU/I03, IIOPOKU
Pa3BUTUA OPOHXOB U JIETKUX, IIEPBUYIHYIO
IWINAPHYIO JUCKUHE3UIO U TyOepKyJie3.
Korza sTu ipiarHo3e1 He IOATBEePIIINCE,
Ha IepBbIY w1aH Bbiena ABJIA. YHUKaTb-
HOCTb (JIy4as — B PeJJKOM BHjie BbI3BaBIIIETO
ero MuIleIuagbHoro rpuba Paecylomyces
lilacinus. Ero BelZeneHre y UMMyHOKOMIIe-
TEHTHOTO IeAUaTPIIeCKOro G0ILHOTO C Xpo-
HUYeCKUM OPOHXOJIETOYHBIM IIPOLIECCOM
He OIMCAHO HUTJIEe B INTepaType.

Cnucok aumepamypol Haxo0umea 8 pedarkyuu

XKunsHb «[» ¢ FEMaTe® n

Komnnexkc dpakropa Bunnebpanpa u pakropa Vil

[ns 3amecTUTENbHOM TEpanuu Komniekcom akropa Bunnebpanaa u daktopa VI

AOKASAHHAA SOOEKTHBHOCTH

¢ Bbicokasi 3¢pcpekTUBHOCTBL Tepanum: 95-100% npu Bcex Tunax bB3

* Boicokoe copep)xaHue BbICOKOMOJIEKYNSAPHbIX MynbTumepoB VWF: 94%!
0CO6EeHHO Ba)KHO A/ig naumeHTos ¢ 6B Tnna 2A n 2B

* Boicokasi koHUeHTpauus VWF: cootHowweHne VWEF:FVIII coctaBnsieT 2,4:12
0COBGEHHO BaXkHO Mpw Tsixkenbix hopmax bB

¢ Bbicokue nokasartenu 6esonacHoOCcTu npumMmeHeHus:
H/ OOHOro NnoaTBep>XAeHHOro aiy4dyada nepengayvn BUupycos nam I'I}C)VIOHOB4

¢ lonrocpoyHas npocgunaktuka BB npenapatom lemate® I
ABMISIETCA ONPaBAAHHOM Yy GOJbLUMHCTBA NaLMeHTOB

Peknama

VWF — dakTop Bunnebpaxaa

FVIII - pakTop cBepTbiBamA kposu VIII

*cbB 3 Tuna, 2A v 2B TUNOB, a Takxe y NaLMeHToB
cTaxensimu popmamu bB 1tuna

3 dekTnBHAA 3aLMTa OT KPOBOTEUEHUN
AN NaLMeHTOB ¢ 6one3Hblo BunnebpaHpa

KPATKAA UIHOOPMALIAA N0 MEAULMHCKOMY NPUMEHEHUIO NPENAPATA TEMATE® Nl

wm daktop Aeduuut dakTopa ceeprbiBanua kpo VIII). MoxeT ucnonb3oBatbca ANA MeyeHus M NPOGUAAKTUKM
Kkposu VIIl + paktop Jlekapc Gopi d A pacTBopana  Kp iy NaLUeHToB ¢ 0 dakTopa ce kposy VIl vy nauvextos
BHYTPUBEHHOrO BBE/IEHNA. CHannuyem aHTUTen k hakTopy caepTbiBaHm kposu Vill. Oopma Bbinycka. Jluoduausar 4ns npuroToneHua
CocraB pacTBopa AnA BHyTpUBeHHoro BBefieHua 250 ME + 600 ME, 500 ME + 1200 ME unn 1000 ME + 2400 ME.
1 GnaKoH C AMOGUAN3ATOM CORePXMT: Mo 1 ¢nakory ¢ 1 dnakoHy ¢ pactBop W 1ycTpoiicTay Ana fo6aBnexma pactsopuTens
[leiicmeyroujue sewjecmea < dunstpom («Mix2Vial™ 20/20») ¢ MHCTpYKUMeit O MPUMEHeHIo B KAPTOHHYK Nauky. [ononHUTeNbHO
OakTop caeprbiBatua kposu VIl 200-300 (250) ME 400-600 (500) ME 810-1200(1000) ME  npunaraeTca KOMNAeKT /114 BHYTPUBEHHOTO BBe/IeHA Npenapara. YcoBuA XpaHenua. lpy Temnepatype
(Dakrop Bune6panga 360-840(600)ME ~ 720-1680 (1200) ME  1440-3360 (2400) ME  HeBbiwe25 "CB cBetamecte. He. X TYNHOM A1 Z€Teit MecTe.

K W TIedeHue K ii, a Takxke
onepauyii y naumenTos ¢ 6onestbio eam

Nevenue n e

BO BpemA
HeahdeKTMBHA
in "

ii y naleHToB

Cnucok nuteparypsi: 1. Humate-P [Prescribing Information]. Kankakee, IL: CSL Behring LLC. 2. MHcTpykuna

CPOK rofiHOCTM: 3 T0/5a. He NPUMEHAT NI0Ce UCTedeHI CPOK TOLHOCTH, YKA3aHHOTO Ha YaKoBKe.
NOXKANYWCTA,  O3HAKOMBTECH C  MHCTPYKUMEA MO  MEAWLWHCKOMY MPUMEHEHUIO
JIEKAPCTBEHHOTO NPEMAPATA FEMATE® N1 NIEPE] ETO HA3HAYEHUEM.

KOMY npenapara lemare® 1ot 26.11.2019 . PeructpauuonHblii

Homep: JIN-000596. 3. Lillicrap D et. al. Thromb Haemost. 2002;87(2):224-230. 4. Miesbach W et. al. Thrombosis Research 2015;135:479-484. 5. Berntorp E. Semin Thromb Hemost 2006; 32:621-625. 6. Ettingshausen

C.E., KreuzW. Haemophilia 2014; 20: 333-339.

®ununan 000 «Cu 3¢ 3n BepuHr Buorapanuc M6X»
125167, r. Mocksa, JleHMHrpaackmi npocnexT, A. 39, cTp. 80

3n. noura: inforussia@cslbehring.com
Ten.: +7 (495) 788-52-89

Biotherapies for Life™ CSL BEhring

RUS-HMT-0002
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ExkatepuHa
e +_ AnekcaHppoBHa
£ ﬁ},AJJL HWKOJTIAEBA

[.M.H., pyKoBoguTenb OTAena KIMHU4ECKom
reHeTnkn OCI «HUKW nepguatpum nm. akagemmka
10.E. Benbtuwera» ®rAQY BO «PHUMY

nM. H.W. MNuporosa« MuHsppasa PO

MwuvToxoHapuanbHblie 60ne3HA
y OeTeN: NepcneKkTuBhbI
OVNarHOCTUKU U neYeHns

Cpeav rpuyYnH HapyLLEeHW HePBHO-NICUXNYECKOIo U (hU3NYECKOIro pa3BUTUS IeTeu BbIAESIAIOT rpynry HaceaCcTBeHHbIX
6071e3He, CBA3AaHHbIX C HapyLLEHUEM CTPYKTYPbl U (ODYHKLUN MUTOXOHAPpwNA. MuTtoxoHgpwasibHble 3abonesaHus (M3)
OT/INHAIOTCS MPOrPECCUPYOLLNM TEHEHNEM, TAXEIbIMU MPOSBIIEHNSAMU C MOPaXeHnemM MHOIMMX OpraHoB U CUCTEM.

PEOKUE, HO YACTbIE
M3 oTHOCATCS K penkuM (opdhaHHbIM) 3200~
JieBaHUAM (1:5000 HacesleHu:A), HO CYUTAIOT-
€1 CAMOM YaCTOM IPUIMHON HelipoMeTa6o-
JIMYEeCKUX PacCTPOUCTB y AaeTelt. Okomo 15%
neJyuaTpUYeCKUX MMajieHTOB C 3aJePrKKOU
IICUXOMOTOPHOI'O Pa3BUTUA U MUOIIaTHEeN
HeyCTaHOBJIEHHOI'O T'eHe3a, I10-BUIUMOMY,
CTPafaIoT 3TOU NaTOJIOTHEeN.

BakHO Bexoil B TIOHUMaHUY IIPUPOABI
M3 ctasio o6Hapy:keHUe B 1963 I. 9KCTpa-
AanepHoii IHK, pacrono:keHHOI B MUTOXOH-
JPUAX U KOAUPYIOIIel 2 pubocoMaIbHbIe
u 22 Tpancroptable PHK, a Takke 13 cy0b-
eUHUL, pepMeHTHbIX KOMIUIEKCOB 3JIeK-
TPOHHO-TPAHCIIOPTHO! 1emnu (puc. 1). ITo-
SIBWIVCH AK€ TEPMUHBI <MUTOXOHIPUAITb-
HbIe MHOIIAaTUN» U «3HIIe(PUTOMHOIIATHL»
UL 0003HAYEHN JAHHOU IPYIIITLI O0JIe3Hel ;
copMUPOBAIOCE IPeJiCTaBIeHUE O TOM,
4TO FeHEeTUYECKYI0 OCHOBY M3 cOCTaBJIAIOT
myTtanuu Mmutoxosapuanbaoi JHK (mtJHK).

ITo Mepe HaKOIUIeHUA KINHUIECKUX
HaOJIOeHUH U TaHHBIX MOJIEKYIAPHO-
TeHeTU4eCKOI0o MCCIelOBAaHUA CTAJIO O4e-
BUAHBIM, UTO:
e 3HAYWTEJIbHAA 4acTb (OPM MUTOXOH-
JPUAILHOU IIaTOJIOTUHU (0COGEHHO Y feTelt)
obGyciosneHbl nedpexktamu He MTJHK,
a agepuoii JHK;
®  TepMMHbI <MHUOIIATH» U «3HIIe(aIOMIO-
TIaTHA» He OTPKAIOT My/IBTHOPTaHHOIO Xa-
pakTepa IOpaXkeHUdA, CBOMCTBEHHOIO MHO-
UM (popmMam JaHHOM ITaTOJIOTUH, YTO IIpUBe-
JIO K IIOAIBJIEHYI0 ()OPMYJIMPOBKU «CHICTEMHOE
MUTOXOH/IPUATBHOE 3a00IeBaHYey.

BOMPOCbI KINACCUPUKALINU

[To Tumny HaciegoBanuA M3 feiaT Ha fBe
GOJIBIIVIE TPYIIITBL: CBA3AHHBIE C MyTaIVLIMU
mtJHK wnu sagepHoit JHK (puc. 2).

ITo Tuny reHeTUYeCKOro gedeKrTa
MUTOXOHJPUATBHO-KOJVPYEeMbIX COCTOAHUMN
Pa3JaloT 3a601eBaHusA, 00yCIOBIEHHbIE
Jlejleniiel (MOXKeT COYeTaThCA C NyTUINKa-
yei) u ToukoBo MyTtaruert MTIHK.

TouxoBad MyTanuis BeieT K CHIDKeHUIO
AKTUBHOCTU OT[IeJTbHOTO MUTOXOHIPUAIb-
HOTO TeHa, KOAVPYIOIIEro CyobeTuHUILY
JBIXaTeJIbHOI'O KOMIUIEKCa, TPAaHCIIOPTHYIO
win pubocomanbHyio PHK.

Jenenyis COpoBOXKIaeTcs HapyleHreM
(yHKIITMOHMPOBaHUA HeCKOJIBKUX I'€HOB
(B 3aBUCHMOCTH OT ee JIOKUIU3ALUU U Pas-
Mepa). ledexts: MTIHK, nipescraBieHHbIe
KPYIIHBIMU JleJIelIUAMY, COUYeTaIoMUCA
C JyIUIMKAnuAMH (6osee 120 BapuaHTOB),
B POZIOCJTIOBHBIX BCTPEYAIOTCA CIIOPafAYecK
U He HacJIelyloTCA.

ToukoBsie myTariuu MTJHK (13BecTHO
6ostee 300 BAPUAHTOB) HACJIEAYIOTCA C BBI-
COKUM PUCKOM, CTPOTO II0 MaTepPUHCKOU
JINHUY (MUTOXOHAPUAIBHOE, MaTepUHCKOe,
WIN HUTOIUIa3MaTU4ecKoe HacJIeZOBaHYe).
A BOT PUCK HacJIe[JOBaHUS TOYKOBOM MUTO-
XOH/IPUATHHOU MyTaLlH OT OTIIA OTCYTCTBY-
eT. Belb IMEeHHO MaTepUHCKasA ANIEKIeTKa,

D-netns

tPHK

rPHK -

tPHK

IV komnnekc

IV komnnekc
V komnnekc

PucyHok 1. Cxema cTpoeHust MmutoxoHgpuansHor JHK

cofepkainada okoao 200 TeICAY MUTOXOH-
JpUM, CIYKUT IJIaBHBIM UX UCTOYHUKOM
UL OpraHu3Ma pebeHKa.

Kaxkmasa MUTOXOHZpUA COACPXKUT He-
ckoibKko Kot MTJIHK, a KaXkmas KieTka
OpraHmsMa — OT HeCKOJIBKUX COTeH JI0 He-
CKOJIBKUX JIeCATKOB THICAY (B 3aBUCUMOCTH
OT TKaHU) KON MUTOXOHIPUAIBHOIO Te-
HOoMa. KilmHuyeckue nposaBiieHus 1aTore-

1/16569

tPHK Il komnnekc

| komnnekc

| komnnekc

| komnnekc

| komnnekc

‘ VI komnnekc

V komnnekc

HeTU4YeCKU 3HAYUMBbIX Te(deKTOB reHOB
MTJHK B OOJIBIION CTEIIeHU 3aBUCAT
OT YPOBHSA reTepoIUIa3MUM — IIPOLIeHTHO-
TO COOTHOILIEHU MyTaHTHOM M1 HOPMAJIBHOM
(«muxoro» Tuma) MTJHK, a Tak»xe OT 4yB-
CTBUTEJIbHOCTHU IAHHOTO OpraHa WIU TKaHU
K 9HeprofiepuIuTy.

3HayuTeIbHasA 4acTh M3 CBA3aHBI C JIe-
(pexramu reHos apepHou JHK, yucio Ko-

TOPBIX IIPEATIONOXKUTEILHO JocTuraet 1500.
fAnepHble reHBI KOAVIPYIOT OOJIBIIMHCTBO
TIOJIUIIENITH/IOB 3IeKTPOHHO-TPAHCIIOPTHOM
LIery, puOo0oCOMaIbHbIe BETKU U (pepMEHTHI
6uocuHTe3a KodH3UMa Q,,, 06eCcIieurBaioT
GuoreHe3 MUTOXOHAPUI, KOHTPOJIUPYIOT
COCTOSHUIE UX BHyTPeHHell MeMOpaHFI,
IPOLeCcChl peILUINKAIUY U TPAHCKPUIIIUU
camoui MTJHK u fip. C fedekTaMu ArepHOMI
JHK cBs3aHO He MeHee II0JIOBUHBI CIy4aeB
M3 y B3pocsbix u o 80 % y meteit. Hace-
IytoTcsa M3 ¢ medeKkTamMu sAZepHBIX TeHOB
TIpeUMYIIeCTBEHHO ayTOCOMHO-PELleCCUBHO,
pexxe — X-CIleIZIEHHO WJIU ayTOCOMHO-
JIOMUHAHTHO.

OCHOBA NATONEHE3A

Ee cocTaBigI0T HapylleHUA dHepreTuye-
CKOT0 0OMeHa, Ba)KHeHITre 3TaIbl KOTO-
POro MpouCXOAT B MUTOXOHAPUAX. [1aB-
Hble QYHKIUU ITUX CYOKIE€TOYHBIX
CTPYKTYP 3aKJII0YAIOTCA B YTUIN3ALUU
¥ HaKOIUJIEHUM SHePTrUuU OpraHudecKux
BelllecTB, TeHepaluy U peryIupoBaHUU
PeakTUBHBIX (OPM KUCIIOPOJA, Peryarupo-
BaHMU COJePKaHUs NOHOB KaJIbLUA B IIU-
TOIJIa3Me U OpraHesljlaX, MHUIIUAIIUU
anonTo3a. JledeKThl yKa3aHHBIX IIyTel
oOMeHa UMeIOT TsKeJIble TOCIeNCTBUS A1
OpraHu3Ma — HapyIliaeTcs pabora Bceu
CHCTeMbI TKAaHeBOTO JbIXaHUA, U3MeHAeT-
€A OKUCIUTENIbHO-BOCCTAHOBUTENIBHOE CO-
CTOSTHUE KJIeTOK, B MUTOXOHAPUAX U ITU-
TOIUIa3Me HaKaIUIMBAIOTCA peaylupylomye
9KBUBAJIEHTHI, YTO BeJeT K JIaKTaTaIu/0-
3y, U3-3a Hero Pe3KO CTpajiaeT JeATelb-
HOCTB KJIETOK U TKaHell B LIeJIOM.

Kak nmpaswiio, M3 nMeroT nporpeccupy-
o1miee TedeHre. CienupuuecKU CUMIITO-
MOKOMILIEKC MOXeT IIPOABUTHLCA He Cpasy
nowte MaHU(eCcTany HayaIbHbIX IPU3HA-
KOB, 4TO CO37jlaeT TPYAHOCTH IS paHHEU

h MMTOXOHHpMaﬂbele 3aboneBaHus

DedpekTbl reHoB MTAHK: 37 reHoB ] CﬂechKTbl reHoB aa1HK: ~1500 reHoB (TO4YKOBblEe MyTaLuu, Aeneuumn)

> 2

L 2

L 2

L 2

To4KoBble MyTaLuu
(>300 BapuaHTOB)

OpauHOYHbIe aeneuun/gynnukauum leHbl 6enKoB
AblXaTenbHOMN

(>120 BapuaHTOB)

uenu

C

leHbl hakTOpOB

COOpPKM KOMMNNeK

COB fAbixaTeslb-
HOW uenu

leHbl, 06ecne4un-

BaroLmne yHk-
uuio mTAHK

*L

v

eHbI 6enkoB
AblXaTenbHOW Lenu
(n=13)

FeHbl TpaHcnopT-
HbIX U pu6éocomarsnb-
HbiX PHK (n = 24)

MeHbl MTAHK

leHbl 6enkos
Mem6paHbl
MUTOXOHAPUIA

FeHbl pn6éoco-
ManbHbIX 6enKoB

u ap.

PucyHok 2. Knaccudmkaums MUTOXOHAPUAnbHbIX 3a605ieBaHUiA, OCHOBaHHAs HA FreHETUYECKNX AaHHbIX
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Ta6bnuua 1. Xapaktepuctuka ¢opm MUTOXOHLPUaNbHbIX 3aboneBaHNiA, 06yCNOBIEHHbIX
myTaumamm agHK n maHndectTmpytolmx B AeTCKOM Bo3pacTe (CTaplue 2 fieT)

Hosonoruueckas popma

MyTtauum reHoB

Tun HacnegoBaHuA

BonesHb Anbnepca POLGT AyTOCOMHO-peLIeCCUBHbIN
MwuToxoHapuanbHas MuonaTua TK2 . "
c genneuvnen mTAHK, B Tom uncne MEMSA POLG1 AYTOCOMHO-PeLIecCBHbIiA

%ngg:gsmgﬂg:ﬁg NDUFS3, ACAD9 AyTOCOMHO-peLIeCCUBHbIN
s T et
Atakcua Opugpeixa FXN, FRDA2 AyTOCOMHO-peLIeCCUBHbIN
LBSL DARS2 AyTOCOMHO-peLleCcCnBHbBIN
Atpodua 3puTeNbHbIX HepBOB 1 OPA1 AyTOCOMHO-AOMMNHAHTHbIN
CuHgpom Mopa - TpaHebepra TIMMS8A X-CLienneHHbIN peLecCcUBHbIN
CnHppom Koctedda OPA3 AyTOCOMHO-peLecCUBHbBIN
CuHgpom bbepHcTaga BCSTL AyTOCOMHO-peLIeCCUBHbIN

JAVArHOCTUKU. XOTA U PeAKO, HO BCe Xe
BCTpedarTcsa GOPMEI C 6JIaTONIPUATHBIM
TeyeHVEM U aXKe 0OpPaTHHIM Pa3BUTHEM
CHMIITOMAaTUKU: IOOpOKaYeCTBeHHAsA MJIa-
JleH4eCcKasa MUOIIATHsA, HEKOTOpble BapUaH-
TBI OIITUYECKOI HelipomaTuu Jlebepa.

ITpu GosmbmmHCTBe hopM M3 B maToso-
TUYeCKUU IIpo1ecc BOBJIEKaITCA MHOTHe
OpraHbl U cucTeMbl. KilMHI49ecKue npossiie-
HUA 00YCJIOBIEHBI IOPAKEeHeM HEPBHOM
U MBIIIEYHON CUCTeM: PeCIIUPATOPHBIN
U HeUPpOJAUCTPecCc-CUHAPOM, HapylleHue
TICUXOMOTOPHOI'O Pa3BUTHUA, CyAOPOIH, aTaK-
cuA, OpTATEMOIUIET A, CHIDKeHIe ToJIepaHT-
HOCTHU K (pU3NYeCcKOl Harpyske, MUOIIaTU-
YeCKUU CUHJPOM, UHCYJIbTONOLOOHbBIE
COCTOSAHMA.

Y meteit paHHero Bo3pacra B 60-75%
CIydaeB OoTMedaeTcsA Heclienuduieckas
CUMIITOMaTHKa co cTopoHbl LIHC 1 MeImIey-
HOU cucTeMbl — 3HIedanomuonatu. [Ipu
3ToM Ha MPT TrojloBHOTO M03ra OGHAPYKHU-
BAIOTCA NIPU3HAKU 33/IeP>KKU MUEINHU3a-
LIVH, lepeOpaTbHasd U MO3KeUKOBast aTpo-
(ud, U3MeHeHUe CUTHaJA OT ITOJKOPKOBBIX
CTPYKTYp uinu JuddysHble U3MeHeHUA
110 TUILy JelikoaucTpoduu. He MeHee ueM
y 50% OOJILHBIX IIOpaXKaITCA cepAle, me-
YeHb, I0YKY, 3peHUe U UJIyX, SHAOKPUHHAA
cucrema, KKT. Bcero e BbILeISAIOT Oojee
30 CUMIITOMOKOMILIEKCOB (KINHUYECKUX
(enorunos) M3.

JeGIOTHPYIOT 5TU 3a00JIeBAaHUA C POXK/IE-
HWA 10 B3pOCJIOTO IEPUOAA: IIPUMEPHO B 50%
CJIy4aeB — B IIepBble MeCALbI }KU3HU, B TOM
YUCJIe B IIEPUOJ, HOBOPOXKAEHHOCTH, B 25 % —
nocse 1,5-2 jieT U eltie B 25 % — y IIOSPOCTKOB
U B3POCJIBIX.

Pano maHuecTUpPYIOT MIaleHYecKas
(HeonaTanbHadA) sHIIeHATOMUONATUA (WIN
BPOXKJEeHHBIN JaKTaTallUuA03), I0J0CTpas
HeKpOTU3upyloas 3H1edaToMUOIaTHA
Jlu, MiafieHuYecKas (HeoHaTaJIbHasA) SHIle-
(danokaparoMuonaTua, MiaazeH4yecKas oH-
medaJIorenaTonaTy (VJIU TelaTonepeopaib-
HBIW CUHAPOM), cuHAPOM IIupcoHa u zp.

IMocse nmosyTopa jieT NOABJIAITCA IPU-
3HaKU 60sie3HU Asbriepca — XyTeHuodepa,
CUHAPOMOB MUTOXOH/pUAIbHOUN MUOIIA-
Tuu c gemienuent MtJHK, nelikosHueda-
JIOIIATHH C IPeMMYyIIeCTBeHHBIM ITOopake-
HUeM CTBOJIa U CIIMHHOTO MO3Ta U IIOBbI-
MIeHHbIM YPOBHEM JIaKTaTa II0 JaHHbIM
cnexktpockonuu (LBSL) u mp.

B crapurem Bo3pacTe MaHU(eCTUPYIOT
Iporpeccupyiomas HapyXHasa o(pTaabMo-
wierus, cuaapoM KepHca — Cetipa, MUOHe-
POracTpOMHTeCTUHAIbHAA SHIlePaIonaTus,
onTHyecKas Heriporartus: JleGepa u ap.

Bo3spacr ne6roTa <KJI1acCIeCcKIX» MUTO-
XOHJpUAIBHBIX CUHAPOMOB MELAS (MuTo-
XOHJpHAJIbHAA dHIePATOMHONATHA, JAK-

TaTalU03, HHCYIBTOIIO00HbIE COCTOAHM),
MERRF (MUOKJIOHYC-3TTWJIETICUA, <PBAHbIEY
KpacHble MbIIleqyHble BojokHa), NARP (Heit-
poIaTus, aTaKCUsA, MUTMeHTHBIN PeTUHUT)
BapuabeseH — OT 2 JI0 65 JIeT.

CJNNIOXXHOCTU ANATHOCTUKU
OHM CBSI3aHBI C Pa3HOOOpa3ueM KIMHUIYe-
CKUX NIPOABJIEHUN, NX CXOLCTBOM C CUMIITO-
MOKOMIUIEKCAaMU, HaOJIIOAIOIMIMUCS IPU
3a00JIeBaHUAX IPYroro reHesa (JIeMKo-
JUCTPpOPUAX, BPOXKAEHHBIX MUOIIATUAX,
00JIe3HAX COeMHUTEIBHOM TKaH!, OpraHU-
YeCKUX aluAypusix, AedeKTax o6MeHa JKUp-
HbBIX KUUIOT). HeBO3MOKHO BBIIEIUTH CITeIH-
(UYHBIN GHOXMUYECKUI MapKep, OFHO-
3HAYHO yKasbIBaomuii Ha M3. [Ipu obcire-
JIOBAaHUU JleTell UCIIOIb3yIOTCA:
e  AHayiu3 reHeJIOTUYeCKUX JAHHBIX.
e l3yyeHue aHaMHe3a, B TOM YMCJIe U IIe-
PUHATAIBHOTO.
e KimmHnyeckoe obciemoBaHUE C OIEH-
KOU (pU3MYeCcKoro pasBUTHA, COMATUYECKO-
TO U HeBPOJIOTMYeCKOro CTaTyca, COCTOA-
HUA SHAOKPDUHHOW CHUCTeMbl M OPTaHOB
YyBCTB.
e  OyHKIMOHAIbHAA U HEMPOPAAUOIOTY-
yeckasg auarHoctuka: DKI, Dxo-KI, D3I,
MPT rosoBHOro Mo3ra u Jip.
e  KimHU4YecKue aHAIM3bl KPOBU U MOYH,
oIpezieyieHre KUUIOTHO-IIEJIOYHOTO COCTO-
AHUAL
¢  BuoXuMUA KPOBU C OIIpeZieJieHueM 00-
mero 6eyKa, ATbOYyMUHA, [IIOKO3bI, aMMIa-
ka, KOK, JIAT, AJIT, ACT, 1akrara, mupyBara,
MOY€BOM KUCIOThI, aMUHOKUCIOT, CBOOO-
HOTO KapHUTHHA, allWIKaPHUTUHOB, FGF21.
e OrmpezeneHye IIIOKO3bI, aMUHO- U Op-
TaHUYeCKUX KUCJIOT B MoyYe.
¢  MoneKyngpHo-TeHeTU4YecKas JUuarHo-
CTHKA (B 3aBUCUMOCTHU OT KJIMHUYECKOI0
CUMIITOMOKOMILIEKCA) — aHaJIU3 YaCThIX
mytanuii MTIHK, cekBeHupoBanue MT/IHK,
BolABIeHHe gemenuu MTJHK, anamus
MyTalUuil OTJeJbHBIX T'€HOB AAepHOM
JHK, momHO05K30MHOEe CeKBeHHWPOBaHUe
apIHK.

lTeHeTH4YecKas BepupuUKaIua HaCIe-
CTBEHHOTO 3260JIeBaHUS CTPOTO He0OX0OmU-
Ma BO u3beKaHue JUarHOCTHYeCKUX OIIU-
60k. UneHTHUUKAINA reHHOTO AedeKTa
BAXKHA JJI1 MeIVIKO-TeHeTHIeCKOTr0 KOHCYIIb-
TUPOBAHUS CEMBU C TSDKEIO OOJBHBIM pe-
GEeHKOM C ITOCJIeAYIONIel IpeHaTATbHON
JUATHOCTUKOU M TPOIAKTHUKOMN ITOBTOP-
HBIX CIydaeB M3 B ceMbe. TouHadA AMarHo-
CTUKAa JlaeT OCHOBaHUe /I Ha3HAaYeHUA
TapreTHOM Tepanuu.

MosiekynapHO-TeHeTUYeCKoe IoJ-
TBepX/JleHle — 3aKJII0YUTeJIbHbBIN 3Tall
JUATHOCTUKU. 3aZjaya KIMHUIMCTA —
He TOJIBKO YCTaHOBUTh MUTOXOHJPHUAIBHYIO

Ta6nuua 2. Xapakteprctuka ¢opm MUTOXOHAPUANbHbIX 3ab0neBaHui,
obycnosneHHbIx MyTaunamu AgHK 1 maHndecTupyiowmx y NOAPOCTKOB 1 B3POCHbIX

Hozonoruueckas ¢popma

MporpeccrpytoLiasn Hapy»KHas
odTanbmonnervs

MwuoHelporacTpoHTeCTUHAbHAA
3Huedanonata

MwuTOXOHAPVANbHBIN PeLIeCCUBHbIN

aTakTuyeckui cuHgpom (MIRAS) POLG1
CeHCOpHOW aTakcuu, An3apTpum POLG]
n optanbmonapesa cuHgpom (SANDO)
MELAS-noao6HbIi CMHAPOM POLG1
Atpodua 3puTeNIbHbIX HEPBOB OPA3

C KaTapaKkToun

npupoxay 6ojile3H! U ee KOHKPETHYIO KIIU-
HUYECKyIo (popMy, HO U BBIABUTH T'€HHBIN
IedekTt. Hanpumep, sH1IepaoMuonaTuA
JIx MOXXeT ObITh 00YCIIOBIeHa MyTalMAMU
6ostee 20 reHoB sAxepHoi JJHK, a Takke
reHamu MT/HK.

noaxoabl K JIEYEHUIO

SddeKTUBHOE JIeYeHUEe STUX TAXKeIbIX
3a00J1eBaHUI HEJJOCTATOYHO Pa3paboTaHo.
Crparerus Tepaliii MUTOXOHAPHUAIBHbBIX
GoJie3HEeU 3aKII0YaeTCs B MOBBIIIIEHUU
3 heKTUBHOCTU OUOIOTUIECKHUX IIPOIIEC-
COB TKaHEBOTO JbIXaHUA Y OKUCIUTEIHHO-
ro pochoprmirpoBanusa. BoIbHBIM Ha3Ha-
YaloT KOMILIEKCHOe JIeyeHHe, BKJII0Yao-

MyTauumn reHoB

ANTI, Twinkle, POLG],
POLG2, RRM2B
POLGT

TYMP, RRM2B, POLG1

Tun HacnhegoBaHuA

AyTOCOMHO-AOMUNHAHTHbIN

AyTOCOMHO-peLeCcCcUBHbIN

AyTOCOMHO-peLeCCUBHbIN

AyTOCOMHO-peLIeCCUBHbIN

AyTOCOMHO-peLEeCcCMBHbIN

AyTOCOMHO-peLeCcCcUBHbIN

AyTOCOMHO-peLeCcCUBHbIN

AyTOCOMHO-AOMUHAHTHBbIN

Iee JUeTOTePANNIo (yMeHbIIeHUe KBOTHI
yIJIeBOJOB B MMUIIeBOM pallOHe) U JIeKap-
CTBa, BIUAKIINE Ha PasHbIe 3TaIlbl SHEp-
reTUYecKOoro MeTabos3Ma. Mcrosb3yeMbli
KOMILJIEKC IIPEeIapaToB IOJy4YUJI UDOHU-
YyeCcKoe Ha3BaHUe «<MUTOXOHAPUAIbHBIN
KOKTEIIb», HO B OOJIBIIMHCTBE CIy4aesB,
110 MHEHUIO CIIeLIUAIMCTOB MeKAYHAPOA-
Horo O6ImecTBa MUTOXOHPUAILHON Me-
nunuHbl (Mitochondrial Medical Society),
TaKOU CII0CO06 Tepanuy AeMOHCTPUPYET
60Jiee BBICOKU IOJIOXKUTENbHBIN a3 deKT
110 CPaBHEHUIO C MOHOTepaIuel OT/esb-
HBIMU MeJUKaMeHTaMMU.
Cnucox aumepamypol
Haxodumes 8 pedaxyuu
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30HA OCOBOI" O BHVIMAHNA

AnekcaHap
Hukonaesuny
o NAMIMYPA

[.M.H., pyKoBoAuTENb OTAENA aNnepronorum

N KINMHUYeckon nmmyHonorum HUKW negmatpumn
mm. 10.E. Benbtuwesa MGOY BMNO «PHUMY

M. H.W. Muporosa» M3 P®, rmaBHbI BHELUTATHbIN
crneuvanucT annepronor-ummyHosnor A3M

Hatanba

bernesHa
MUTAYEBA

K.M.H., DoueHT kadegpbl negmatpum MHcTutyTa

npodeccuoHansHoro o6pasosanus Gre0Y BO
CamrMy M3 PO

OMNACHbIE CBA3U
Kak mpaBwio, AT/l ipeJcTaBiseT co00i
rrepBoe HenH(peKINOHHOe BOCIAINTEIEHOe
3aboyieBaHUe B XXU3HU pebeHKa. IIpu pas-
PpaboTKe KOHIENITUY Pa3BUTUS XpPOHUYe-
CKUX HeMH(PEeKITMOHHBIX BOCTIATUTETHHBIX
3a00IeBaHU 0OHAPYKUIACH CBA3D €0
CO MHOXeCTBOM JIPYTUX HeaJUIepIIIeCKIX
3abomeBaHUi. Tak, U3BECTHA CBA3b MEXKIY
AT] ¥ cepAieqHO-COCYIUCTBIMU, OHKOJIOTH-
YeCKVUMU, CUCTEMHBIMU 3a60IeBAaHUAMU
COeIMHUTETFHOU TKAaHU, 60Ie3HAMU 00Me-
Ha BelecTB, HeBPOJIOTUYEeCKUMU, 0 TaIb-
MOJIOTHYECKUMU HapPYIIeHUSIMU, GOIe3HAMU
JKKT u Heajutepruyeckoy naToyioruei KoXKu.
At]] pacCMaTpUBAaIOT KaK IePBbIH 3Tarl
PpasBUTHUA aJUIepruyecKoro Mapiia — Xpo-
HOJIOTUY€eCKOU IIOCIIe0BaTeIbHOCTH Gop-
MUPOBAHUS CEHCUOWIN3AIUN U KIIMHUYe-

4™ 450050

LEJb -

YHUdMUMpOoBaTH
OCHOBHbIE
NpUHLMNGI
0Ka3aHus
MEVLIMHCKOI
MOMOLL feTSM
rpynn pucka,
60NbHbIM AETAM
11 NOAPOCTKAM

bl

B0O3MOXHOCTU NepBUYHON
npodonnakTUKmM aTtonn4ecKoro
oepmartuTta y MnageHLueB

AKTyasnbHOCTb nccrieqoBaHuvi B 06s1actu atonn4eckoro gepmatuta (At/) onpepensercs
PSOOM BaxKHenLLInX o6CcTosiTeNIbeTB. [lpexae Bcero, B rnogas/isitoLLeM 60/1bLLUNHCTBE Cr1y-
YaeB AT/] oka3biBaeTcs repBbIM assieprnieckum 3abonieBaHnem pebeHka. [ebroTt B 85 %
CJly4aeB BO3HUKAET Ha NepBOM rofy XW3HW, a paHHee Ha4asio KIIMHUYECKNX MpOsIBIIEHNN
CBSI3aHO C TSXKeJIbIM TeHeHNeM 3ab0osieBaHnsi U (hOPMUPOBAHNEM MULLEBOU asnsiepruuy.

CKUX IIPOsIBJIeHUH ajutepruu (At/l, 6poH-
XUAJIBLHOM aCTMBI, JUIePrUTYecKoro puHUTa).
XopOoIIIo U3BECTHO, YTO Y OOIBHBIX ATOITH-
YeCKUM JepPMaTUTOM B 2[3 CIydaeB paso-
BBETCS AUIEPTUIEeCKUM PUHUT U B IIOJIOBUHE
CIyyaeB — OpOHXUAMbHASA acTMa. [IpuaemM
BO3pacT feboTa AT/l ¥ ero TAKeCTb CIUTa-
IOTCA Hanbosiee 3HAYMMbBIMU PETUKTOPAMU
PasBUTHA U TAXKECTU TeYeHUA PeCcIIpaTop-
HOU aJulepruyecKon MaToIOTUH.

MPOBJIEMA B LULU®PAX

ATtomyecKkuil IepMaTUT TeCHO CBsA3aH ¢ Gop-
MupoBaHueM IgE-onocpesioBaHHOI ceHCU-
OMIM3ALIMH, B YaCTHOCTH IIUIIEBOM ¥ MHTa-
JANOHHON. BepoATHOCTh NUIEBOU
ceHCUOWIHU3anuu y feteli ¢ At]l B 5-15 pas
BBIIIIe, YeM Y CBEePCTHUKOB 0e3 3TOro Jua-
rHo3a. bosee Toro, mpubmusuTeasHO 40-80 %

22" 190/™

Mop o6iLeit peaakumei
AT. PymaHLeBa
akapemuka PAH n PAEH,
O.MH., npod.

nA.B. Kaprenuwesa
akapemuka PAEH u NIAH,
O.MH., Npod.

«PyKOBO/CTBO Y4aCTKOBOIO
W CeMeNHoro Bpavya-neauarpa» —

caMoe MOJHOe M3aaHue B 06nacTu NeanaTpum Ha PYCCKOM 43bIKE.

MepBbiit TOM

nocBsILLEH
BHYTPUYTPOBHOMY
pasBuTUIO NNOfa,
npogunakTnyeckomy
HabMoAeHHI0

3a 310POBbIMU IETHMY,
npobnemam
NepuHaTanbHOrO PasBuTHs,
HEBPONOTUYECKNM

1 NCUXNYECKUM
3360neBaHNAM.

Btopoit ToM

nocBsiLLeH
MHOEKLMOHHBIM
3ab0/1eBaHMIM, 0C060
0nacHbIM MHGEKLMAM,
[epMaTonornyeckum
3a60M1eBaHNAIM,
3a6onesaHuAM 0praHoB
3pEHIs, NONOCTH pTa,
yXa, ropna, Hoca.

TpeTuit ToM

nocBsILLEH
SHLOKPUHHBIM

1 MeTabonuyeckum
paccTpoiicTeam,

YeTBEpPTbIN TOM

pacckasbiBaeT
0 3ab0NneBaHusX OpraHoB
MULLEBAPEHMS,
XEenyeBbIBOAALLNX MyTel,
annepruyeckum NeyeHy, MoYenonoBoi
3a6onesaHuaM, CUCTEMbI, TUHEKONIOTMYECKIX
VMMYHOMNOrMY, TeMaTonoruy, 3a60oneBaHmsx, opdaHHbIX
OHKOMOrMK, 3360718BaHNSM  3300N1EBAHMSIX, HEOTIIOXHbIX
OpraHoB fibIXaHus COCTOSIHUSX, MOBPEXAEHMSX
11 CEPAEYHO- 11 OTPaBNEHUAX.

COCYANCTON CUCTEMBI.

PYKOBO/ACTBO apECOBAHO Y4ACTKOBbIM 1 CEMElHbIM BpayaM-neauaTpam.
ByneT Takke NonesHo BpayaM CMEXHbIX AUCLMMMH, CTYAEHTaM 1 acnipaHTaM MeaVLMHCKVX BY30B.

Mo Bonpocam npuobpeTeHus U3faHus 06paLyatbes

[=7] info@abvpress.ru (9 +7 (499) 929-96-19

«PyKOBOZCTBO Y4aCTKOBOrO 1 CEMEIHOr0 Bpaya-neanaTpa» BbinyLLEHO NpY GUHAHCOBOI NOAAEPXKE
(DoHpa coneicTBIS pasBUTUIO Hayki, 06pa3oBaHns, KynbTypbl v cnopTa «CMAPTAK—aeTsM».

JleTell paHHeTo Bo3pacTa ¢ AT/l IMeIoT KJIU-
HUYeCKY IOKA3aHHYIO IUIIEBYIO AJUIEPIUIO,
a BeZIb 3TO IPUYMHA aHA(DWIAKCUY V IeTel.

Hakownell, CTpyKTYpHO-GYHKITHOHATb-
HBII TeeKT SMUIepMaTHHOro 6aphepa, ac-
COITMMPOBAHHBIN ¢ AT]], BeZleT K U3MeHeHUIO
MUKPOOHOIIEHO3a KOXKHU, UTO B AAThHEHNIIIeM
MOXKET CITOCOOCTBOBAThH XPOHU3AITUY TIOPa-
JKeHUA, Pa3BUTHUIO aHTUOMOTUKOPE3VCTEeHT-
HOCTHU U T.J.

C COIUATbHO-9KOHOMUYECKOH TOYKU
3peHwA AT/l OKa3bIBaeT 3aMeTHOe HeraTUBHOe
BO3IeHCTBYE Ha KaYeCTBO JKU3HU JIeTel U X
ceMell 13-3a KOCMeTUYeCKUX Jie(heKTOB, XpOo-
HIYECKOTO 3y/1a, HAPYIIIeHUs CHa, OTpaHMJe-
HUISA IIMINEBOTO PAllOHA U CBS3AHHBIX C 3TUM
HYTPUTUBHBIX U IICXOJIOTIECKUX IIPOOIeM,
HapyIIeHs COIUATLHON aKTUBHOCTH, CJIOK-
HOCTeH B KOHTAKTaX CO CBEPCTHUKAMU U T.71.
Jla ¥ MaTepuabHbIE 3aTPAThI HA JIedeHe
AT]l 1OCTaTOYHO 3HAYNTETbHBI.

KNIOYEBASA NO3ULINA

B nowrenHue fecATIWIOTHA aKTUBHO paspa-
6aTBIBAIOTCS METOABI IPOGIUIAKTUKY U JIe-
YeHU: paHHUX NIpoABIeHuU AT]]. YpoBeHb
JIOKa3aTeJIbHOCTA MHOTOYMCJICHHBIX UCCIIe-
JIOBAHMI KpaiiHe BapuabeieH, 0COGEHHO ITPU
U3y4eHUM NMPOPIIAKTIIECKHIX MePOIIpHA-
TUM. B 3HAaUUTEIbHON Mepe 5TO CBA3aHO
CO MHOXXeCTBOM ()aKTOPOB, BIUAIOIINAX
Ha paszButHe 3a6oeBaHus. D deKTUBHbIE
JULT ONHOU BBIOOPKY MeTO/bI HHTEPBEHIINH
MOTYT UMeTb B pyToi IOIYJIALIY IIPOTH-
BOIIOJIO’KHBIN Pe3y/bTaT. IMeHHO II03TOMY
ONTUMAIbHAA TPOQIUIAKTUKA B KOHKPETHOM
peruoHe JO/LKHA 6a3UpOBaThCA HA JAHHBIX,
TIOJIyYeHHBIX B XOZle U3y4eHNA MaKCUMaIbHO
AHAJIOTMYHOM IPYIIILI AeTel. JJOJDKHBI yuu-
TBIBaThCA JleMOrpaduiecKye XapaKTepUCTH-
KM, IMIeBON palliOH, HaclAeACTBeHHas
OTATOIIEHHOCTb I10 AJUIEPTIYeCcKIM 3a60J1e-
BAaHUAM, COLUATbHO-DKOHOMUYECKHe IT0Ka-
3aTeyd U T. 1.

IIpHIMIINAIBHBIM ABJIAETCA JU3ANH
HCCIeloBaHNUM, B KOTOPBIX OIleHMBAIOTCS
(paxTOpBI pHCKa U IPOPWIAKTUIECKHE BO3-
JericTBUA. Be3ycJI0BHO, HAaNGOIBIIYIO NH-
(popMaTBHOCTE UMEIOT IPOCHEKTUBHBIE
KOHTpOJIMpyeMble uccienoBanuA. K coxare-
HUIO, CUCTeMaTI4YecKyie 0630pbI ¥ MeTaaHa-
JIU3bl, OlleHuBammye 3(pGeKTUBHOCTD IIPO-
(prIaKTUYeCKUX MEPOIIPUATHUH, 3a4aCTYIO0
BKJIIOYAIOT B ce6AA JOCTATOYHO Pa3HOPOTHbIE
HCCIeNOBaHYsA, U Ha IIPAKTUKE UX BBIBOJBI
Y PeKOMEeHZIALIUY MOTYT UMeTh COMHUTEJIb-
HyIO WIN HeJOCTaTOYHYIO [IeHHOCTb.

KirtoueBoii nosuiyieil B cucreMe npodu-
JIaKTUKU AT/ ABJIAETCA BbIe/IeHE TPYIIIIbI
BBICOKOT'O PHCKA II0 PasBUTHUIO JAHHOTO 3a-
6oreBanmA. K HecuacTsio, B HacToAIIee Bpe-
M BOBMOXXHOCTH IIepCOHU(UIIPOBAHHOM
OLIeHKM PHCKA Pa3BUTHUA aJUIEPIUIeCKUX

3a00JIeBaHUI OTPAaHUYEHBI U IPEXK/E BCETO
OCHOBaHbI Ha GUKCAIIUU HAaUIe/ICTBeHHOMN
OTATOIEHHOCTH T10 JUIePIIYecKuM 3abore-
BaHUAM Y OJIMDKANIITNIX POACTBEHHUKOB (PO-
JTeny, CUOChI). [lepCrieKTUBHBIM MTPeICTaB-
JISIETCSI MCIIOJIb30BaHUe GMOMapKepoB,
OJHAKO OHU, HeCMOTPsI Ha IaTOreHeTHu4e-
CKy¥0 3HAYMMOCTb, 3a4aCTyIO He 001ajaloT
JIOCTaTOYHOM ITPeIUKTUBHOMN 3HAYUMOCTHIO.

METOAbI MPO®UNAKTUKHN

YCJI0OBHO MIX MOKHO Pa3ZiefIuTh Ha OTPaHU-
YuTelbHBIE U MOAYIUPYIONIYe, KOTAA IIpej-
TIPYHUMAIOTCA ITOTBITKY CO3NAHUA YCIOBUM,
CIIOCOBCTBYIOMINX a/IeKBATHOMY UMMYHHO-
My OTBeTY. B MHOrOYHCJIeHHBIX HCCIIeIOBa-
HUAX, OIeHUBABIIVX BIUSHYE PAa3IAIHbIX
OTpaHUYEHU (IIUMUHAIIMOHHAS AUeTa
BO BpeMs OepeMeHHOCTH, B TedyeHue TPY/-
HOTO BCKapMJIMBAHUS, 33/IeP>KKa BBeIEeHIA
IIPUKOPMA U T.]I.), IIOJIyYeHbI JOCTATOYHO
IIPOTUBOPEYVIBBIE Pe3YJIbTAThI.

CoBpeMeHHBIe peKOMeH/IaITUHY 10 IIPO-
¢umnakruke At]l u IgE-onocperoBaHHOM TU-
1eBOY aJUIePTUH I IeTell U3 TPYIIIbI BbI-
COKOI'0 PHCKA IIPAKTUIECKU COOTBETCTBYIOT
OOIIMM IIPUHITATIAM BCKAaPMJIMBAHUA JAeTei
PaHHeTro BO3pacTa (BHe 3aBICUMOCTH OT Ha-
JIMYUA AJUIeprudecKux 3a60yIeBaHui Y po-
JUTeJIer U CUOCOB): pa3HOOOPa3HOe IOTHO-
IIeHHOe ITUTAaHVe BO BpeMs OepeMeHHOCTH,
COXpaHeHUe I'PYAHOr0 BCKapMJINBAHUA
He MeHee 4eM JI0 4-6 MeCAIIeB, jajiee — B CO-
OTBETCTBUU C CEMeMHbIMU NTPeATIOYTeHUAMUI
¥ KyJIbTYPHBIMU TPATULIVSIMU; BBeJeHUE
IIPUKOpPMaA B 4—-6 MeCALeB.

OIHAKO BBICOKOAUTEPreHHbIE TIPOAYKTHI
JIeTsM C HacJle[ICTBeHHOU OTATOIEeHHOCTHIO
T10 aJUIepPrUYeCKUM 3a60IeBaHUAM (TPYILIbI
BBICOKOTO PYICKA) HY?KHO BBOAUTD C OCTO-
POXHOCTBIO, IPOBOASA UHAVNBUAYATHLHYIO
OLIeHKY PMCKa OCTPbIX peaKiuil. [Ipu HeBo3-
MOKHOCTH I'PYIHOTO BCKAPMJINBAHYS I€TAM
W3 TPYNIIBI BBICOKOTO PYICKA HAa3HAYAIOT
TUAPOIN30BAaHHBIE CHIBOPOTOYHBIE CMECH
KaK MUHHMYM B IIepBbIe ITOJIT0ZA.

BepoATHO, 1A OCTYHKEHUA TPOpIUIaK-
TUYecKoro 3¢ eKTa U IpeIoTBpaIieHua Bo3-
MOKHBIX MH(EKIMOHHBIX OCJIOKHEHUH CJle-
JIyeT UCITOJIb30BaTh TOJBLKO CIIeIVATbHbIe
CpeJiCTBa yXoJa 3a KoxXKell (IMOJIeHThI), a TakK-
’Ke COOJIIONIATh IIPY IIPOBEIeHUY IIPOLIeAyD
TUTHeHUIeCKrie HOPMEI (TIATeIbHO MBITh
PYKY U 130€raTh TPaBMUPYIOIIETO BTUPAHU
CpeJICTB).

BaxxHO MOAYEepKHYTH, YTO 0 HACTOAIIe-
TO BpeMeHU OTCYTCTBYeT OOOCHOBAaHHAsA
cTpaTerusa NPOPIIAKTUKY aTOIMIMYECKOTO
JIePMaTUTA, IIpeJHA3HAYeHHAs IS IeTel,
He BXOJAIIMX B IPYIILY BEICOKOTO PHCKA.

B0o3MOXHOCTH IEPBUYHOU TPOQIIIAK-
TUKY AT]] TOKa OTPAaHIYEHbL.

Cnucok aumepamypol Haxooumcs 8 pedaxuyuu
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CrnopTmBHaa TpaBma y AeTen:
MOXXHO N1 NPeaoTBPaTUTb N Kak JIe4YNTb?

TpaBmaTnam — ogHa 13 BaXXHenLLNX Meanko-coumnasibHbIX rnpobsiem B Poccumn n B mype
B esiom. Ocoboe 6eCrioKovicTBO BbI3bIBAKOT AETCKUE TPaBMbl, B EPBYH 0HEPEAL KOCTHO-
MbILLIEHHOU cHUCTEeMBbI, cocTaBrisitoLyme 85-87 % Bcex TpaBM. [Npudem Ha [Oso CrioPTUBHbBIX
TPaBm y aerev ripuxogntcs rnpumepHo 10 % oT Becex nx BUAoB. [pecTvk 3aHATMM CriopToM
B HaLLuevi cTpaHe pacTeT, U poauTesin Bce Halle oTharoT JeTev B pasHble cekummn. A Befb
K pe3yrnibratam v JOCTUXXEHWSIM CIIOPTCMEHOB, JaXe CaMbliX IOHbIX, C KaX4bIM rogom rpegb-
ABIIAAIOTCSA BCe 60J1ee BbICOKME TPeboBaHUs. Harpy3ku pacTyT, a 3Ha4mT, NoBbILLAETCS BEPO-

SITHOCTb PACTSIHYTb CBS3KY WM 3apaboTaTtb Mepesiom.

crpyknuu I[IKC, mogpasymeBaroT Ipo-
CBepJIMBaHVE OTBePCTUU B GeJJpeHHOU
¥ 60JTbIIe6ePIIOBBIX KOCTAX IS (PUKCAIIVI
ayTOTpaHCIUIaHTaTa. [Ipu IpoXoXKIeHUN
JAHHBIX OTBEePCTUI Yepe3 30Hy POCTa OHU
MOT'yT BbI3BaTh €ro HapylleHue ¢ fedopma-
el CycTaBa, HO COOIIOfeHIe XUPYPIOM
PsAIa TIPaBIUT ITOMOTAeT U30eKaTh BceX Hexe-
JIaTeTLHBIX ITOC/IeACTBUIM.

Kak nmpaBwio, B TaKUX CIy4asax IpuMe-
HAIOT ayTOTeHAOIUIACTUKY C UCIIOJIb30Ba-
HUEeM CyXOKIWINM TOHKOU U ITOJIYCyXOXKWIb-
HOM MBIIIII, ¢ pUKcanyel TpaHCIIaHTaTa
B OepeHHON 1 0OJIbIIeOepPIOBBIX KOCTSIX
OuoerpaupyeMbIMU UMIUIAHTATAMU.

Cynthia R. LaBella 1 coaBTOpBI COOBIIALOT,
YTO He3aBHCHMO OT MeTOZa JIeYeHUs y CIIop-
TCMEHOB C TPaBMOM KPYITHBIX CyCTaBOB
B 10 pa3 BbIIlle PUCK Pa3BUTHA JleTeHepaTuB-

Hukonan
AHaTonbeBNY
BOJIbLLUAKOB

PykoBoguTtenb rpynnbl OHKOOPTONEAun,
opToneA-TpPaBMaTomNor OTAENEHNSI OHKOSOrK
n petckon xupyprim ®rey «HMUL Aron
nm. Omutpus Poravesa» MuHagpasa Poccun

CAMbIE HEBE3OMACHbIE

XapakTep ¥ JIOKQIM3anYA IOIyJaeMbIX pe-
GeHKOM ITOBPEeXAEHUN 3aBUCAT OT BUJA
CIIOPTa, KOTOPBIM OH 3aHMMaeTcsdA. Yarmie
BCETO BCTPEYAIOTCA TPABMBI CYCTaBOB, IIe-
PeJIOMBI KOCTeH CKeJleTa U IIOBPeXXIeHUA
MATKYUX TKaHell. Hanbosee TpaBMaTHYHbBIMU
cymratorcs Gyrooi, 6acKkeTO0I U HEKOTOpbIe
JIpyrrie KOHTAKTHbIE BUZBI CIIOPTA, a TAKXKe
CIIOPTUBHAA I'MMHACTUKA.

Ha BO3HUKHOBeHUE TPaBM BIHUAIOT
IIpeJIIIeCTBYIOINYE SITM30/AbI TPAaBMaTH3Ma
(XpoHHUYecKas TpaBMa), BO3PACT, IIOJI, aHa-
TOMUYeCKHe U AaHTPOIIOMeTPUYeCcKye JaH-
HbIe peOeHKa.

NEPENOMbI KOCTEN
DTO 0ffHA M3 CAMBIX OITACHBIX U CJIOXKHBIX
TpaBM, IPUYEM 3aTParuBaeT OHA JaIe Bce-
TO BepXHUe U HIDKHMe KoHedHOCTU. Ha one
ITOCTOSTHHOY U30bITOYHON QU3NIeCKOH Ha-
T'PY3KU CJIYYAIOTCA U YCTATIOCTHBIE IIepesIo-
MbI. VX KIIMHIYecKasa KapTUHA MOKeT OBbITh
He CTOJIb APKOH. B mogmo6HOH cutyanuu
pebeHKa IOJKeH OCMOTPeTh TPaBMaTOJIOT-
OpTOIIel, KPOMe TOTO, HeOOXOANMA PeHTTe-
Horpadu:a MopaKeHHOTo CerMeHTa.
MeTozbI Ie4eHUA 3aBUCAT OT TKECTU
U JIOKQJIM3AIUU TPaBMEL. IIpU CII0KHBIX
IepejioMax MpUGeraT K OIePaIiy C UC-
II0JIb30BaHMEM COBPEMEHHBIX MeTALIO(HK-
CaTOPOB U CITHI]. A IIPU MeHee CepPbhe3HbIX
TIOBPEXKAeHUAX ITPOBOAUTCA KOHCePBAaTUB-
Has Tepanwus C Pa3HOTO POZia UMMOOIIIH3a-

ApTtem
lOpbeBuny
APTEMOB

OpTonea-TpaBMaTomnor OTAENEHNS OHKOMOrK
n geTckon xupyprim ®rey «HMUL Aron
mm. OImutpusa Poravesa» MuHsgpasa Poccun

OuTebCcKOro. Yalre BCero CTpafaoT KpyTl-
HbIe CyCTaBbl: IUIeYeBOM, JIOKTEBOM, KOJIeH-
HBIN Y TOJIEHOCTOITHBIM.

Kaxoe 13 yIIOMAHYTBIX COWIeHeHUH —
3TO GHOJIOTMYecKasa AUHAMIIecKast CUCTeMa
CO CJIOXKHOM aHaTOMUYEeCKOM CTPYKTYpPOM.
I[Ipu ee moBpeXileHNU MOXKET He BOSHUKAThb
11po6JIeM B IIOBCETHEBHOM JKH3HH, HO 3aHU-
MAaThCA CIIOPTOM U JIOCTUTaTh HEOOXOAIMO-
TO pe3y/bTaTa y:Ke HeBO3MOXKHO.

TpaBMBI CyCTaBOB MOTYT OBITh JIETKVIMU,
HallpuMep YacTUYHOe MOBpexAeHUe
KaICyJIbHO-CBA304YHOTO ammapara. [Tpu aToMm
CIIOPTCMeEH JI0CTaTOYHO OBICTPO BOCCTAHAB-
JIuBaeTcsA Ha ¢poHe IPOBOJUMON KOHCePBa-
TUBHOM Teparmy. OHa BKIodaeT mprem HITBC
UL KyITIPOBAHYA GOJIEBOTO CHHAPOMA, Ma3y
U MICIIO/Tb30BaHMe OPTOIeITYECKIX OPTe30B,
KUHe3noTelnupoBaHue. Ho TpaBMbI MOTyT
OBbITE 11 GOJTee TOKeTBIMU, KOIJa TpebyeTcs
KOMIUTeKCHBIN ITOAXO0J, K IUarHOCTUKe U pe-
IIIeHre BOITPOCa 00 OIIePaTUBHOM JIeUeHUH.

NOABENO KOJIEHO
HawnGosree 4acTo IOBPeX/IAeTCsT KOJIeHHBIN
CyCTaB, UCIIBITHIBAIOIIMI BO BCEX UTPOBBIX
BUZIAX CIIOPTA OOJIBIIYIO HATPY3KY. BpsaH-
ckasg A.W. u coasTopsl u3 ®IBY «<HHJIOU
um. [.U. TypHepa» COOOIIALOT, YTO TPABMBI
KOJIEHA COCTABJIAIOT 10-25 % OT 4ncIa Bcex
TIOBPEX/IeHUU OITIOPHO-ABUTATEIBHOTIO all-
mapara y JleTei.

CaMble pacIIpOCTpaHEHHBIE U3 TAKUX
TpaBM — IIOBPeXeHHe IIepelHell KPecTo-

MocneonepaunoHHasa peabunutauus 3aBUCUT

OT MHOIMMX 0aKTOPOB: TAXECTb TPaBMbl, METOL JIeHeHUs,
BUA cnopra. cnonb3yetcsa nmmoobunmsaums
NOBPEXOEHHOINO CErMeHTa opTonegn4yeCcKuM OpTe30M,

a TakXe KnHesnotennuposaHue

el — OT KJIACCHMYeCKOM TUIICOBOM 0 CO-
BpeMeHHBIX IIOJINMePHBIX IT0BA30K. Ee
CPOKHU TaK)ke BapbUPYIOT B 3aBUCUMOCTH
OT KOHKPETHOTO KJIMHUYECKOr0 CJIydasd.
IMocste TTOTyYeHHBIX TIEPEIOMOB CITOPTCMe-
Ha JXJIeT AOJITU IIepUOoJ, PeabrInTaI[Iu,
YTO MOKET CKa3bIBaThCA Ha OYAyIIUX pe-
3yJIBTATaX.

NOBPEXJEHNA CYCTABOB
DTO TakKe YacCThIN CIIyTHUK cIopTa —
He TOJIbKO BBICOKMX JIOCTYDKEHHUH, HO U JII0-

00pa3HOU CBA3KY, ITOBPEXKIEHUA MEHVICKA,
TpaBMaTU4eCKU! BHIBUX HaJKOJIEHHUKA,
TOBpeXXIeHNe THATTHOBOIO XPAIIA, CHHIPOM
MeaVoIaTe/UIAPHON CMHOBUATBHOU CKIIAIKU
¥ Ap. U1 TUaTHOCTUKY IIOBPEXKAEHUH Cy-
CTaBOB IocsIe (GU3MIECKOI0 OCMOTPA U IIPo-
BeJIeHUs CIIeIUATBHBIX P00 MalieHTaM
Ha3HAYyaloT MAarHUTHO-PE30HAHCHYIO TOMO-
rpaduto (MPT). Kak u mpu nepeiomax, uc-
TIOJIB3YIOT Pa3Hble BUBI Tepalliy, HepeIKo
npuberas K orepaTUBHOMY BMeIIaTe b-
CTBY — apTPOCKOIIVH.

HOTO OCTe0apTpo3a B OyAyieM. DTo 3abojie-
BaHHeE He TOIIBKO OTPAHMYMBAET BO3MOKHOCTb
3aHMMATBCS CIIOPTOM, HO MOYKET IIPUBOIUTD
K XPOHUYECKOU GO ¥ MHBATAIHOCTH.

AﬂeKCveVI MNOCTPAAANO MJIEYO
MI/IxaI/InOvBI/N [InpoKo pacpoCTpaHEHbI TPABMBI C IIO-
BOPOYAWN BpeXJeHNEeM KaIlCyJIbHO-CBA309HOIO all-

OpTonen-TpaBMaTosor OTAENEHU OHKONOrnn
n petckon xupyprum ®rey «HMUL Aron
nm. Omutpus Poravesa» MuHagpasa Poccun

Xupyprudyeckoe jiedeHre TPaBM Iiepef-
Heli KpecToo6pasHoit ceasku ([TIKC) y meteit
C He3peJIbIM CKeJIeTOM — BCera CITOPHBIHN
U UJIOXKHBIN BOIIPOC, IIOTOMY YTO CTaHJAAPT-
Hble METOIUKY, UCIIOJIb3yeMble PU PeKOH-

mapara IUIe4eBOro CycTaBa. B Hopme ro-
JIOBKA IUTevya yZep:KUBaeTCA B KOHTAKTe
C CyCTaBHOM BIIWHOM JIOIATKH 6JIaroma-
PA CTAaGWIU3UPYIONEMY TeMCTBUIO CyCTaB-
HOI I'yObl, KaIICYJIbI CYyCTaBa, CBA30K, a TaK-
’Ke 3a CYeT NPYHKUMAIOIero AedCTBUA
OKPY?KAIOIIVX MBIIIIII.

BBIBUX ILI€Ya — CTOMKOEe pa3obIeHue
COWIEHSIOIMUXCA IIOBEPXHOCTE TOJIOBKU

IIpodonxcenue Ha cmp. 12

«CMNAPTAK - JETAM» - oduumaneHsin doHg @K «CMAPTAK-MOCHBA», nepasii
obMunansHei BnarcTeoputencHein @ong npe dythoneHoM wnybe B Pocoun, QoHg
NoMOraeT OETAM C TDaBMaMi M 3a60/1eBaHWAMM ONOPHO-ABMraTeNbHOro annaparta, B ToM
HHCAE, M3 MANoKMYLLIMY CEMER W LETCHWX OMOE.

{Dm-:,q O2pHT  BO3MOMHOCTE [OETAM CO BCeX YIOnNHOB Poccuu OWYTHTE NONHOTY
v ceoBoy ABMMEHMA, 0praHuaya cBopsl Ha NPUOBPETEHME CaMbIX COBPEMEHHBIX NPOTE30B
W ONNary XMpypru4eckix onepaumi. Kpome Toro, «CMAPTAK - ETAM=» nogoepmveaet
OHBIX NalUlWeHToB, HaxX0OALWMXCA B ﬁDﬂbHHIJ,EK, obecneyvean neyebHele YYpergeHHA
OOPOrOCTOALUMM  BBICOHOTEXHONOrMYHBIM - oBopygosaqHuesM,  HeobXoawMeiM  gnA
NONHOLEHHOW BHTMBHOM MM3HW DeTed,

EnaropapA HanareHHoMy COTPYOHWMYECTBY C ASTCHMMM BONBHULAMW W HOMNAHWUAMW-
DEIEPEIﬁOT‘-IHHaHH nofgoneddble @oHOa WMEKT BO3MOMHOCTE NOYYBCTBOBETE BCE
NPEMMYLLIECTBE COBDEMEHHOND NPOTE3MPOBEHWA C WMCNONL3IOBEHWEM AHTMBHBIX W
BUOHMHECHMX NPOTE30B PYH, HMCTH M NPeanneYLA.

+7 (4%5) 530-95-08
info@spartakforkids.com, spartakforkids.com
125424, Mockea, Bonokonamcwoe w., a. 69, crp. 1

DoHA COOeRCTEMA Pa3BMTHIO HayHM,
o6pa3oBaHuA, HyNLTYDLI W CNOPTa
«CMNAPTAK - OETAM»

Peknama
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CropTuBHas TpaBmMa y geTemn:
MOXXHO 1 NPeaoTBpaTUTL
U Kak neYvnTsb?

IIe4eBOM KOCTU U CyCTaBHOM BIIafMHBI JIO-
TIaTKU B pe3yJIbTaTe I1aTOJI0TMYeCcKOro IIpo-
1ecca Wiu JeNCTBUA CWIOBOro ¢pakrTopa.
AKTYaJIbHOCTH IIPO0GIEMBI O0YCIIOBIEHA
BBICOKOI 4aCTOTOU 3TOM TpaBMBL: B 60 %
BCeX BBIBUXOB CTpajjaeT MMeHHoO Iuieyo. He-
PeZKO Bce 3TO 3aKaH4YMBaeTcA GOpMHUPOBa-
HUeM IIPUBBIYHOTO BbIBMXA IIJIeda M3-3a
TIOBpEeXeHUA KaIlCyJIbHO-CBA30YHOTO all-
rapara CyCTaBa U 4acTo TpefyeT oIlepaTHB-
HOTO JIedeHUs (SHAOCKOIINA U apTPOTOMU).
OCHOBHOe IIOKasaHue K oepanuyu — Head-
(beKTUBHOCTh KOHCEPBAaTUBHOIO JICYEHUA.

ToBpex/ieHrA GbIBAIOT MATKOTKAHHBIE:
paspsIB IlepefHel WIX 3aJHel 4acTH Cy-
CTaBHOH I'yObI INIEHOWAAIHHOIO OTPOCTKA
JIOTIaTKM (IOBpekaeHNe baHkapTa u peBep-
CUBHBIN BaHKapT COOTBETCTBEHHO), BepxHel
YaCTHU CyCTaBHOM ry6sI (SLAP), BpamaTesb-
HOW MaHXeTbL.

A OBIBAIOT U KOCTHBIE IIOBPEXIEHNS:
Xwyut - Cakca, anty Xwut — Cakca, baakapra.

IIpu noBpexgeHny baHKapTa BbIIIOIHA-
€TCA ONHOMMEHHasA oIlepanysA ¢ peduKcay-
el CBA30K U XPAIIEeBOI I'yObI K IepeaHen

TIOBEPXHOCTHU CyCTaBa (IVIeHOWJAIbHOM BIIa-
JIVHE JIOTIATKHY) TIPY TIOMOIITYA OGHOIeTrpaiy-
PyeMbIX (caMopaccachIBAaOIIUXCS) Kpelle-
JKell — aHKepoB. Onepanus BbIIOIHAETCA
SHJIOCKOIIMYeCKUM IIyTeM, U y>Ke Ha TpeTbU
CYTKM TallIeHT MOKeT OBbITh BLIMIMCAH U3 CTa-
nyoHapa. B paHHeM nocseonepariioHHOM
TIePUO/Ie OCYIIECTBISeTCS UMMOOMIM3AIIV
IUIeYeBOTO CyCTaBa B TedeHUe 3 Helleslb
CIIeITAIbHOM MOBA3KOM, IIOC/Ie Yero Hadu-
HaeTCs NOCTelleHHas Pa3paboTKa IBYDKEHIIH
JIO TIOJTHOTO BOCCTAHOBJIEHUS UX 00heMa,
a TaK)Ke MBIIIEeYHOM CUJIBI.

ACENTUYECKWUN HEKPO3
Bce MBI TOMHUM IIPO He3peJIbIi e TCKUM
CKeJIeT CO MHOXKeCTBOM 30H POCTa. Y CIIOpT-
CcMeHOB Ha (oHe BBICOKUX PU3UIECKUX
Harpy3ok oTMedaeTcsA GoJiee yacToe I0B-
JIeHHe OCTeOXOHAPOIATUH (aCeIITIYeCKOro
HEeKPO03a Iy04aToi KOCTH, C OCJIOKHEHUSIMU
B BHJle MUKpoIlepenoMoB). Hau6onee Tu-
NIYHbIe IpUMepPhI JaHHOM IaTOIOTUN —
6ose3nu Ocryga — [llinatrepa, CeBepa,
Xamtysza. IIpu jedeHUN 5TUX TPaBM IJIaB-
HOe — BPeMEeHHO NIPeKPATUTh 3aHATHUA
CIIOPTOM, YacTO Ha JJOBOJIBHO JJIUTeIbHBIN
riepuof (6oee 6 MecAIEB), ¥ TOIKIIOYUTD
(usuoTepanuio.

OfHaKO pasyMHee IIOIbITaTbCA IPeAoT-
BPaTUTb IOAOOHBIE TPABMBI, AaHUTU3UPYS

K thnsnyeckmm ynpaxHeHuaM paspeLuaeTcsa npucTynarb
c 12-15-n Hegenu nocne onepaunun, a BO3BpaLLaTbCs
B CNOPT — Ha 5—6-M Mecsue peabunuraymm

¥ ICTIPABJIAA IIPOGJIEMBI CO CITIOPTUBHBIM
060pyIOBaHUEM U OIEXK/IOM, NCIIONB3YA Op-
TOIeITIeCKYIe CTeTbKY, KOPPEKTUPYA NHTeH-
CUBHOCTb TPEHUPOBOK Y YPOBEHb (PU3IYECKON
AKTUBHOCTU pebeHKa, usdberas mpexze-
BpeMeHHOU CHellNaN3allii U IPaBILHO
OPraHM3ys PeXXUM Harpy30K U OTAbIXA.

Y peteil ¥ IOAPOCTKOB, aKTUBHO 3a-
HUMAIOIMXCA CIOPTOM, HEpeJKO BCTpe-
YaIoTCA MPOGIIeMBI B 06I1aCTY TOJIEHOCTOII-
HOT'O CyCcTaBa. B yacTHOCTH, 3TO KacaeTcs
AXWLIOBA CyXOXKWIUA (CUHAPOM XarIyH/ia).
[Ipu 5TOM JieTH XKaIyoTcA Ha 60yIb B 06-
JIACTU MPUKPeIUIeHUA CyXOXKWINA (3afHe-
BePXHAA 4acTh ILATOYHOM KOCTH). [ToMuMoO
KJIMHUYeCKOU KapTUHBI B AUarHoCTu4e-
CKUM MUHUMYM BKJIIOUAJIOCh PeHTTeHOJIO-
TU4yecKoe UCcIeJoBaHUe CTOII B CTaHJapT-
HOU yKJIaJKe.

JledeH1e B OCHOBHOM KOHCepBaTUBHOe:
ONTMMM3aIYA CIIOPTUBHOIO PeXUMa, IOA-
60Op OPTOIEeAMIECKUX CTeNleK, (U3N0Tepa-
U4, 110 nokasanuaM — HIIBC.

B onuH 60JBIION OJI0K MOKHO 00BbeIu-
HUTD YITUOBI MATKUX TKaHEe Pa3HOM JIOKa-

JI3aUUY, TIOBPEXKIeHUA CBA30K, Pa3IuHbIe
TeHZOIATUU. Bce 5TU IlepevyncIieHHbIe 1a-
TOJIOTUU Y TPABMBI JI€YATCA KOHCEPBATUBHO
(mpemaparts! rpymsl HIIBC MecTHO ¥ BHYTPB,
OpTe3upoBaHUe, KUHe3HOTeUITNpOBaHMe)
U He IPUBOJAT K JJIUTEJILHOMY IIepephIBY
B TPDEHUPOBKAaX.

TpaBMaTH3M y MOJIOJBIX CIIOPTCMEHOB
3a IocJIeiHee IecATUIeTHe BBIPOC, a 60JIb
y ZeTell BO BpeMs 3aHATUI CIIOPTOM HeJlb-
34 CUMTATh HOPMOU. DTO IIpeAyIIpexJaio-
LU CUTHAI O IIepeTPeHUPOBAHHOCTH,
YTO MOXKeT IOTpebOBaTh U3MeHeHUs, CO-
KpallleHus WIN JJaXKke IpeKpanieHusA 3aHs-
Tus. He ctout 3a6bIBaTh U 0 IPOPrIaK-
THUKe TpaBM. BakHoe 3HaueHUe UMeeT
IepBOHAYaIbHOE 06CIeloBaHUe, OTBEeYa-
Ioll[ee HA BOIPOC: HOJXOIUT I peGeHKY
JAHHBIN BUJ, criopTa? Heo6xoquMo UCKITIO-
YUTDb TaKKe 3a00IeBaHUsA, KaK JUCIUIA3UA
Ta306epeHHBIX CYCTaBOB, IUIOCKOCTOIIHE,
HapyIeHUA CO CTOPOHBI II03BOHOYHUKA
U Ap. A 3aBepIIUTD CTAaThIO XOUETCA CJIO-
BaMmu [unmnoxpara: «<bojye3Hs jgerde mnpes-
VIIpeAUTD, UeM JIEUUTh.

CKOINIUH®APM

MowHocTe 3asona — 1 200 000 000 =
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25 centabpa 2018 r. 6bin nognucad CMWK no npouseoacTey NonHoro UMkna
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Peanuzauua NpoekKTa pacllpedd Npov3BodCcTEd MHHOBAUWMOHHBIX MNPeENapaToB
«HGBEI[}THC» ONA NeYeHWA OHKONOMMYECKMX W reMaTonornyeckux sabonesaHni
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3921800, PasaHckan obnacts, CKONWHCKWMK paioH, NpoMeiwneHHan 3oHa Nol Tep., 3nanue 1
TenedoH: +7 (49156) 2-28-44 www.skopinpharm.com
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CTIELVAAN3/POBAHHASI TASETA
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becnrarHas nofmcka Ha raseTy 7 http://abvpress.ru/registration

ALPEC PE[IAKLIMUA NEYATb

[a3eta 3aperucTpupoBaHa deaepanbHoi Cny60ii No Haf3o-
py B cchepe CBA3M, NHCHOPMALMOHHBIX TEXHONMOTMIA M Macco-
BbIX KOMMYHWKaumil (PockomHaa3op). CBUAETeNbCTBO 0 pern-

Bbinyckatowwmit pegaktop: W.B. Kopanesa ctpaumm M Ne ®C77-74576 ot 14 pekabps 2018 .

OtBeTCTBEHHbIN cekpeTapb: H0.10. LLinpa6okosa
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