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I. Beenenue
B mactosmiee BpeMs wacto pokmalOTCAs JETH € HACAEACTBEHHBIMH
3aboneBanuamu. [lis npeaynpeiieHus MHBATMAM3AUMM JIeTell NPH BbIBICHUH
HaCIeICTBEHHBIX 3a00neBaHuii HauyMHAIOT HaOozenwe W jevenue. Jlna sroro

BCEM HOBOPOXKAEHHBIM MPOBOIST CKPHHUHI" B [IEPBLIE JHH [TOCIIC POXKACHHS.

CKpHHMHI  HOBOPOXKAEHHBIX  BAKEH, [OTOMY HYTO  OOJNBUIMHCTBO
TECTUPYCMbIX 3a00NeBaHMil HUKAK He TPOSABISIOTCA NPH POKIEHHH M JakKe B
TEUYEHHUE MEepBbIX MecAleB XU3HU. PeOeHOK BBLIMISAMT 3J0POBBIM, XOTA MMeEeT
HaciecTBeHHbIH edekT. Ho co Bpemenem nossisoTes HeoGpaTUMbIe CUMITOMBbI
Oone3Hu, TakWe, KaK YMCTBEHHAs OTCTAOCTb, HapylIeHHE pocTa W pasBUTHS,
MOpa)KeHWe JIerKMX, Cepiua, crienota M Jake cMeprb. B Hacrosiiee Bpems
MpOrpaMMbl HEOHATANIBHOIO CKpHMHMHIa BHeApeHsl Donee uem B 50 rocymapcrsax
MHPA M HACUHTBIBAIOT OKOJIO 45 CKPUHHPYEMbIX HACIeACTBEHHLIX 3ab0neBaHuil
(Ho3onormdecknx  ¢Gopm). [nasHas uenb HEOHATANLHOIO CKPUHMHIG —
NpEAOTBPAIICHHE pas3sBuTHS OONE3HH M TEM CaMbiM COXPAHEHHE IKH3HH

POAMBILEMYCS MIAICHILY.

AKTyanbHOCTH

Panuee oOnapyxenue 3a0osieBaHMss W HEMeUICHHOE INeYeHHe Ha
AOKTHHUYECKOW CcTaann OONe3HH [aeT BO3MOXKHOCThL IPeJOTBPATHTH pa3BUTHE

3a6oneBanmi, WK n3bexaTh MHOIMX CEPBE3HbBIX OCHOKHEHUH.

B nacrosiwiee spems B Poccuiickoii Denepaunn npoBojsT CKPUHHHT Ha 5
HACIEeACTBEHHBIX 3a00/IeBaHHi:

- Bpoxaennsii  runovepuos; DeHWIKETOHYPHA-AIPEHOTeHUTANBHBIIT
CHHJIPOM;

- Mykosucuma03; I'anakrozemusi.

([Tpuka3z Nel85 [Ipunoxenne Nel M3 PD).



Hens padoTsl: uccTeloBanNe NPOBEICHHAS CKPMHHMHIa HOBOPOJKIEHHBIX.
3anaun:

1. Usyunts 6051€3H1 HOBOPOIKACHHBIX, 10 KOTOPHIM NPOBOAUTCS CKPUHUHI
B Poccuu;

2. llpoBecTr aHAJIN3 CTATHCTHYECKHX NAHHbBIX CKPUHHHIA HOBOPOIKIEHHBIX
B PC(S) mo nanueiM MeIMKO-TeHeTHHECKOTo OTaeneHUs HLIM Nel mo 2011-2017
I.T.



I'nasa I . CKpHHHHT HOBOPOKEHHBIX

1.1 UcTopus nosiBa1eHHsl CKPHHMHTA

MlcTopHst CKpMHMHIA HOBOPOK/ACHHBIX HA FeHeTHYecKue GOAe3HM HAauanach
BO BTOPOH MOJIOBMHE MPOWINOrO cToneTHs, korga B 1962 r. R. MacCreadyn R.
Guthric opranuzosanu TeCTHpoBaHWe JjeTell Ha (enmnkeToHypuio (DKY),
ocyuiecTslsisi cbop GiaaHkoB M3 QUABTPOBANLHON GymMarm ¢ CyxuMM NSTHAMM
KPOBH OT KaX/A0ro HOBOpOXkAeHHoro B mrare Maccauycerc.Ckpununr
HOBOPOX/ICHHBIX ~ eOIOTHPOBAl B  KA4ecTBE MPOrpamMMbl  OOIECTBEHHOIO
3apaBooxpanens B Coemunennpix Illrtarax B mauane 1960-x rogos, u B
AalibHEHLIEM MOAYYWl PACTIPOCTPAHEHHE BO BCEM MHpe, C HEKOTOPBIMH
OTJMMHAMA B CHHMCKE TECTHPYeMBIX 3a0oneBaHMH Ans KakIoil cTpamsl. DT0
CBA3AHO C ICHCTHYECKOW NMPUPOJOH DONBIIHHCTBA PacCTpPOMCTB, HA 9TO B CBOIO
OHEpe/lb BIAMAET pacoBas MPHHALICKHOCTh HAceNeHHs TOH MM MHOW CTpaHBbL
[losToMy CHHCOK pEKOMEHIYeMbIX TECTOB BapbUPYeTCs B 3aBUCHMOCTH OT
npeodiaganus TOW WIAM WHON IEHETHYECKOH TIpYINbl ¢ COOTBETCTBYIOLIMMH
puckamu.  TlepBbiM  paccTpoMCTBOM, — OOGHApYKEHHBIM  COBpPEMEHHBIMH
NpOrpaMMamMi  CKPUHUHIA  HOBOPOXKICHHBIX Obuta (enunkeronypus. Pobepr
['atpu  paspaboran mnpocTtoii MeToaq € HCHOAB30BAHWEM DakTepHaiLHOro
MHTHOMPOBAHHA, C TIOMOUIBIO KOTOPOI0 MOKHO OLUTO OBHAPYKUTEH MOBLILICHHDI

YPOBeHb (peHHUNANaHNHA B KPOBH BCKOpE 0CTIE POAKIEHHs pebenka.

OtkpriTie (GEHHTKETOHYPHH CBS3BLIBAIOT C HMCHEM HOPBEKCKOTO Bpaya
Mapa Acbnépua®énnnnra, omucaswero B 1934 roay runeppeHuIalaHuHEMHIO,
ACCOLMMPOBAHHYIO € 3aJCPKKOH yMmcTBeHHOro pasutusi[l]. B Hopserun
3200/1€BAHNE TAKKE HM3BECTHO 1101 Ha3BaHWeM «Gonesnn MEnTuHras (HOpB.
Follingssykdom) B wects orkpbiBatens. Ycmemmoe jeucnue BIEpPBbIE ObLIO
paspaborano u mnposeieHo B Aurmuu (bupMuEHreMckuil jeTckuii roCIuTAlD)
rpynnoi MeanKoB 1oj pykosojacTsom Xopera bukkens B navane 50-x rogos XX
BEKA, OJIHAKO HACTOAWMH ycrexX NpUMIEN TONLKO MOCHe WIHPOKOTO NpUMEeHEeHHs
PaHHCH  JMArHOCTMKH  (DCHUIIKETOHYPHH 110 TOBBILEHHOMY  COAEPIKAHHMIO
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(penmnananuna B KpOBH y HOBOPOKAEHHBIX (Meroa [atpu, paspaboTanHBIA W
BHe/ipeHHblH B 1958—1961 rr). Co BpemeHeM W HaKOMICHHEM OMBITA B
AMArHOCTHKE M JieYeHUH (PEHMIKETOHYPHH CTalO 5SCHO, 4TO 3a 3T0 3aboseBaHue
«0TBEYaeT» €/IMHCTBEHHbIH reH, Ha3bIBA€MbIN PAH; reH
(heHMITANAHMHIUAPOKCHAA3. Bhuylenienbl ¥ OmMCaHBl  aTMOMYHBIE  DOPMBI
(GeBunkeronypun, paspaboTaHbl HOBbIE METO[bI JieYeHusd, B OJmKaiiieit
epCHeKTHBE — TEHOTepalus 93TOr0 THKENOro 3aboneBaHus, CTABIIEro
KIacCH4YeCKMM  00pa3loM  YCIEWHOI0  OKasaHWs  MEJMIMHCKOH  H

opraumauuonuoﬁ MOMOLIH MPH HaCNEACTBCHHOM TaTOJOIMM.

Brepebie runortupeos kak 3abonesanue Gbin onucan & 1873 rojy, a repMmun
«MHKCeeMa» (CIU3MCTBIH OTEK KOXKH) N0 OTHOIIEHHIO K THXENLIM (opmam

runoTupeosa cran ynorpedasrses ¢ 1878 roja.



1.2 Buabl 1 MeToaABI CKPHHHHTA

Ananus Oepercs B poaioMe Ha 4-e CyTKH y JIOHOIIEHHBIX U Ha 7-€ CYTKH y
HE/IOHOIIGHHBIX MJajeHIeB. Heckonbko Kameab KpPOBM M3 MATOYKH MAalbilia
HAHOCATCS HA CHEUHAIBHYIO TECT-NOAOCKY, KOTOpas BHICYIIMBACTCS W
OTnpaensercs B jadoparopuio. B ToM ciyuae, ecau poabl Mpoxopuid goma,
aHalli3, Kak TMpaBHIIO, TNPOBOAMTCA B JETCKOH NONMKIMHHUKE MO MecTy

KHUTCIIBCTBA.

[Tocne poxaenns pebenka BEITONHAIOT 2 BHA CKPUHUMHIA: HEOHATAILHBII
¥ ayamojorudeckui. HeoHaTtaibHbIi  CKPMHMHT  MOMOracT  BBISIBHTH
PEHETHYCCKHE pPACCTPONCTBA, HApYIIEHWS B paboTe MMMYHHOH CHCTEMbI M
meraboimsma. CKPHHHHT TIPOBOJMTCS BCEM  HOBOPOX/ICHHBIM. Hapymienue
MeTaboM3Ma M CBA3aHHBIE C STHM 3a00NEBAHMS ABIAIOTCS HACTEACTBEHHBIMH.
Jlaunas npoueaypa odeHb BaKHA, Tak Kak TeCTHpYeMble 3aboeBanus MOTYT He
NPOSABISATLCSH NMPH POKJICHUM M Jlake 4Yepe3 HecKOJbKo Mecsues. Manbii, uMes
HacNeICTBEHHBIN Je(eKT, BBITIAAMT 3A0poBBIM. MccnenoBanue mno3BONSET
BbIABUTH AHOMAIBHBIC TI'eHBL. Takke MOXKHO y3HAThb OTCYTCTBHE M HATUUYME

HOPMaJlIbHbIX OeNKOoB.

Beinonssior CKPHHHHI" TPEUMYILECTBCHHO B poaoMe. OJHaKoO I[ocie

BBIITHCKH MaJlbllla JaHHYHO Nponeaypy MOKHO OCYIIECTBUTL Ha AOMY.

A)’D,HOJIOFH"ICCKM i CKpHHHHTI MNo3BOJIseT OMNpeJICIINTDL BO3MOXKHbIE
OTKIIOHCHHSA CIyXa H pe4H. C nosiBiicHUEM Ha CBET MaJjblla 3TO npeayrajars O4eHb

TpyaHo. [Ipn patiieM BbIABICHMY 1TPOBNEMBI, €€ JIerde YCTPAHUTE.

C  1noMOWBI  ayIHMONOTHYECKOr0 CKPUHMHTA MOKHO  BBIABHTH Y
HOBOPOKJIEHHOroO npodiaemsl co cayxoMm. Kak u HeoHaTanbHbli CKPHHHHL, ero
BBINOJHAIOT B poanome. B HeKOTOpBIX cilydasx OPOUEAYPY BHIIONHSIOT B
MONMKIHHUKE 10 MECTY JKUTeNbCTBA. PaHee ayaMon0rMyecKHiACKPUHMHI ObiN

MMOKa3aH HOBOPOXKICHHLIM, HAXOAAUIMMCH B rpynie pHcka. Ha JIAHHBIH MOMECHT




faHHoe  00CIIeOBaHHE  BBINOJNHAIOT BCEM HOBOPOKIEGHHBIM. Jlns ckpuHMHIA
HCMONL3YIOT CHeMHalbHLIH npubdop ayauomerp. Ha kowuuk 30Hua, KOTOPLIid
BCTAB/IACTCA B YXO, HA/IBAIOT HAca/IKy. Annapar rojacT CUrHal B yXO MaJbIilia.
3aTeM 3TOT CUrHasl yNaBiHBaeT ONpeeleHHbIC KIETKH, Ha KOTOpPbIE 1 pearupyer
npudop. Baxwno, 4T0o0B pebeHOK HAXOAMICA B CIOKOMHOM COCTOSHHM.

Ob6cneioBanme xenar CJIbHOMPOBOJIUTDL B CIALIEM COCTOAHUM.

YToObI ycoKouTh pebenKka MOKHO HCIONb30BaTh MYCTHIIKY, HO B MOMEHT
npoLeaypbl ¢e HeoOXOAMMO BBIHYTH M30 pPTa, TaKk KAK COCAHHE CHUIKACT

PE3YNBTATHBHOCTE NPOXOXKICHHUSA TECTa

B pomnome mnocne poxaenus soimonasercs Y3U. C noMmoumsio 3Toil
NpOUEaypsl  MOMHO  BBIABHTH  JHCIJIA3MI0  Ta300e/peHHBIX CYCTaBOB M
BPOKIEHHbIH BbIBUX OejiperHoil kocTH. [Tpu Beimonnenun Y3M Ha panuux sranax
H CBOECBPEMCHHOM JIEY€HMM YJACTCs W30eKaTh OCHOKHEHHI W MOJHOCTBIO
YCTpaHuTh natonordio. Takke yibTpasBykoBoe O0OCICIOBAHUE MO3BONSET
WCCAE0BaTh  roloBHOW Mo3r. [lpouesypa npoBOAMTCS Hepe3s  pOAHHHOK.
bnarojiaps 3TOMy MCCIe0BAHUIO MOJKHO BBISIBUTH BPOJKICHHBIC aHOMATUHM WIIH
3abosieBanus, KOTophle OBUIM OOHAPYKEHBI BO BHYTPUYTPOOHOM NEpHONE WITH

Nocie poaos.

Y31 cKpHHUHT MO3BOMISET HCCNE/I0BATH BHYTPEHHUE Opranbl. B kareroputo
PHCKa BXOIAT MallblllM, y KOTOPLIX €lIe BO BHYTPHYTPOOHOM riepuojie

06H3py)KPIJ’Il/l MNOPOK H/IM aHOMAJIMHW B Pa3BUTHH HEKOTOPBLIX OPTaHOB.

brarojaps naHHOW Tpoleype MOKHO OMNPEENUTh MATh BO3IMOKHBIX

HACJIE/ICTBEHHBIX 3aD0JIeBAHMIA:

L.®ennaxeronypis (GeHUIMMPOBHHOIPAAHAS OTUrOPPEHHs) — peakoe
HacieAcTBenHoe  3aboneBaHue  rpynnbsl  (PEPMEHTOTIATHI, CBS3aHHOE ¢
HapyleHueM MeTadoNu3Ma aMMHOKMCIIOT, TIaBHBIM 00paszoM deHunananuHa.
Conposorxaaercs HakomieHueM (eHMIATaHUHA W ero TOKCHYECKHMX MPOAYKTOB,

4TO NMPHBOANT K Tsuk€nomy nopaxenuio LIHC, nposisisioniemycs, 8 4acTHOCTH, B
8



BHJIC HAPYILICHHUSA YMCTBCHHOTO pa3BuTs.B OonbumucTBe ciyyaes (knaccuueckas
(hopma) 3abosneBanue CBA3AHO C PE3KUM CHHKEHHEM MJIM TIOMHBIM OTCYTCTBHEM
aKTHBHOCTH NE4YEHOYHOTO (pepmenTa (eHuNanannt-4-rupoKCHIashl, KOTOPLIHA B
HOpPME KaTanusupyeT npespaulenue Qenunanaduna B THposud. o 1 % ciyuaes
(enunkeToHypun npenCTAaBAEHO ATUNMYHBIMH  (DOPMAMM, CBA3AHHBIMH ¢
MyTalMsiMH B JPYTUX [reHax, OTBEYAIOIIMX 3a KOZUpPOBaHHEe (hEPMEHTOB,
odecneunBaloOnIMX CHHTE3 KohakTopadeHUIATaHHHI U APOKCHIIA3bI —
rerparnapodbuontepuna (BH4). 3abosneBanne Hacnepyercs no  ayTOCOMHO-

PECHECCCHBHOMY THUITY.

®enunketoHypust  (penunnupoBuHoOrpagHas  onurodpenus,  GONE3HB
@ennunra)-HacneAcTBeHHoe 3aboneBaHHe 0OMEHA AMMHOKHMCIOT, B OCHOBE
KOTOpOro NeXHT HapyllieHue mnepexojaa (enmnananuHa B ThposuH. Yacrora
3aboneBanus cpeaw Hoopoxaennsix 1:10 000, 8 nonyasuuu 1-4:100 000, cpeam
OonbHBIX onurodpenueit - 2.4-42% cnyvaes. Hacnenyercs mo ayTocomHo-

PELEeCCHBHOMY THILY.

[Naronoroanaromuveckn 0OHAPYKHBAIOT MUKpOLE(DATHIO, MUKPOTHPHIO,
HapyLICHUS MUeTTUHU3AIMY TMPAMUIHBIX U MO3KEHKOBBIX ITyTeH, aCCOLHaTUBHBIX

¥ KOMHCCYpPalIbHbIX BOJIOKOH 3pHTEbHBIX HEPBOB.
Ilarorenes denunkeTonypun

OcHoBroii  MeTabonuueckuit 610K NpH  (EHUIKETOHYPMM HMMeeTCsi B
PEaKLMK [epexofa (eHujIalaHvHa B THPO3HH, YTO SBASETCS pE3yabTaToM
Hac/1e/ICTBEHHO o0ycnoBieHHOH MHAKTHUBALIAN IHIAMA
(eHmIaNaHMHIHAPOKCHUIA3EL. Hezpocratounoe obpazoBaHue THPO3MHA
obycnoBnuBaeT Hapyumenue muenunmsaunn [Poser, 1962; Prensyetal., 1968].
Hapywaercs Ttakxe CHHTE3 ajgpeHalHHA, HOpAJpeHaNHHAa W MEJAHMHA W3
THPO3UHA. B MPOHCXOKIEHNH HEBPOJIOrHIECKHX PACCTPOHCTB BObIIOe 3HAYCHHE
MNpUAAETCsl TAKKE TOKCHHYECKOMY BAMSHUIO  HEJOOKHCICHHBIX MPOJIYKTOB

merabonansma  denunanasuna-GpeHUINUPOBHHOTPAAHOMA, (EHUIMONOUYHOH H



(enunykcycnoit kucnor [Goldstein, 1962]. C. A. Heiidax u A. M. Illanowmukos
(1965, 1969) oTMeyaroT TaKkke MOAABISIOUICE JCHCTBHE KETOKHCIOT HA YH3UMBIL,
ydacteyiomme B Merabonusme Tpuntodana. B nnasme kpoBm 6GonbHBIX
(heHMNKeTOHYPHEH NOHMKEHO COJIepiKanie Psijia OCHOBHBIX AMHHOKHCAOT Ha (oHe
pe3Koro MOBbIIEHNS denunananmHa [JIebenen B. b., 1970].
['mnieppenunananvaemMys NPUBOAUT K MOBBILLICHHON KCKpelun (GeHunananua ¢

MOYOH.
Kinnnka dpennnxeronypun

3aboneBaHue MPOABIACTCA HA NEPBOM IOAY KU3HH OTCTABAHUEM B HEPBHO-
ICMXHYCCKOM Pa3sBUTHH, HEPEIKO - CYJIOPOKHBIMM TPUIIAJAKaMH, HapylleHHeM
MACMEHTALMA KOKH. 3aJlepiKKa NCHXUYECKOro PasBUTHs BBIABIAETCH yKe K 3-5
MEC. KW3HW: JICTH CTAHOBATCH O€3y4YacTHbIMH K OKPYKAIOIIEMY, HE Y3HaIOT
poauTened, He cueaar 3a  urpymkamu. CynopokHble NPMNAmKH  HOCST
NONHMOP(HBIH XapakTep (Hapsay ¢ MalbiMH NPHIAIKaMK OTMEYaAIOTCH GObIIHE
Pa3sBEPHYTBIC NPHIMANAKKA) W XapakTepU3YIOTCS VCTOHYMBOCTBIO K OOBIYHOM
AHTUKOHBYITbCHBHOHM Tepanun. B Oosee nosameM Bospacre obpawarorT Ha cebs
BHUMAaHHE MOBbIICHHAS BO30YAMMOCTb M Pa3lApPakMTENLHOCTE OONBHBIX: JICTH
MOCTOAHHO HAXOIATCS B JIBH)KCHHMH, ONPOKMABIBAIOT NPEAMETHI, JIOMAIOT
UrpymkH. CTaHOBACHHE JBHTATCIbLHBIX (QYHKLMH MPOUCXOAHT CO 3HAYMTETLHBIM
OI03laHkeM, 0COOEHHO Y JIETCi C CYI0POKHLIMHU Mapokcuamamu. Enie B Goabiucii
CTEIEHH BbIpAXKEHA 3a/ICPAKKAa pPedeBbIX (DYHKUMI, CIOBapHBIA 3amac y aereil B
Bospacte  2-4  jleT OrpaHM4eH OTACNBHBIMM  NPOCTBIMM  clOBaMH. B
HEBPONOTMYECKOM CTaTyce ODHAPYKMBAIOTCA W3MEHEHHUS MBILIETHOIO TOHyCa 110
CMacTU9eCKOMY WM 3KCTPANMPaMHUAHOMY THILY C (DEHOMEHOM «3yOuaroro
Koneca» (y 4acTH OONBHBIX MBINEYHbIH TOHYC IOHMKEH), PasHOOOpasHbIE
runepkuHessl. OrmeyaeTcs TakKe HapylleHHE KOOPAMHALMHM M IJIaBHOCTH
apwkeHni. Muorpa y gereit HabniogaloTcst BSJAOCTD, 3aTOPMOKEHHOCTB, KOTZA

OHH HacCaM#u OCTATCA B OJIHOM [MOJIOKEHHH.
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HaubGosiee XapakTepHbIM SBIACTCH COYETAHME JAEMEHLMU C M3IMEHEHHAMH
MBILIEYHOr0 TOHYCA W THUINEPKMHE3aMM, Y 4HacTH OONbHbIX- C CYIOPOKHBIMH
npunaakamy. CeoeoOpasHbld NpH3HAK (EHUIKETOHYPHM - 3amax ILUIeCeHHW WU
«MBIIIMHBIA» 3aMax B Tmajarte WiH KOMHATE, e HaxoAuTCs OONbLHOIM,
o0ycnoBiacHubBIH HanuuneM (eHMIYKCYCHOM KucaoTel B Moue. Henocrartok
MMIMEHTA NPOABASETCS CBETJIOH OKPAacKoH BOJIOC, KOKH M TOJyOBIM I[IBETOM
paxyxHoit 0bonouku rna3. Cnabas nurMeHTaUs OOBACHSIETCH HEAOCTATOYHBIM
obpazoBaHMEM MeaHUHA U3 TUPO3NHA. BBUICICHHEM aHOMABHBIX METab0JINTOB ¢
KOXeH MOKHO OOBACHUTEL PAa3BUTHE IK3IEMATO3HBIX MPOABICHHI Y YaCTH BOTBHBIX
¢enunkeronypuei. Heocrarounoe obpazoBanie ajpeHEpruuecKuX ropMoHOB H3

THUPO3HHA MPUBOAUT K BAJIOCTH J€TeH, apTePHANIbHON MMIIOTOHHUH.
Jlabopatopubie Heclle10BaHUS (PeHHIKETOHYPHH

Jns yrounenus auarnosa 3aboseBanus, OCOOEHHO Ha PAHHMX CTaAMAX,
MPOBOAMTCA MCCIEOBAHHE AMHHOKMCIOT B 2 9JTana: Ha NEPBOM WCMONb3YHOT
DKCIPECC-TeCThbl, B YACTHOCTH € TPEXXJIOPUCTHIM JKENe30M Ha KeTOKHMCIOTH MOYH,
Ha BTOPOM - XpoMaTorpauueckoe MccieJoBaHue aMHHOKHCTIOT M1a3Mbl KPOBH
moun.  Kauecrsenubie npobel  Ha  QEHHINMPOBHHOTPAAHYIO  KHCIIOTY
MONIOKUTENbHBI Yy 2/3 HenedeHHBIX O0NbHbLIX ¢ QeHunkeToHypHein. Y Beex
OO0bHBLIX OOHAPYKEHO pe3Koe MOBBILICHUE COjepkaHusa (DeHUNananuia B Moye:
€ro CyTO4Has SKCKpelHs B OTACHbHLIX cryqasx npessiiraer 300 Mr (v 310poBBIX
aereit 2,8-19 mr/cyr). Jlnarnoctuka GeHUNKETOHYPHM J0JDKHA BKIIOHMATH He
TOJMBKO 3KCOPECC-TECThl, HO MW Xpomarorpauueckue MeToibl. ITO Jaer
BO3MOYKHOCTb MpOC/IEANTh B JAMHAMHKE YpOBeHb ()eHWIANTAaHWHA M THPO3MHA B
1asme, MOCKOIBKY runeppeHniaianuHeMus MOKeT OKa3aThCsl BTOPHYHOH U ObITh
CBA3aHHOM ¢  HapywienusmMu  MerabomusMa  Tuposuna.  Kouuentpaius
¢ennnananuna B KpOBH ONpeeifeT TakKe MOKA3aHME K JIMETOTePanuu B CIyyasx

aTUMUYHON M CKPbITO (eHUIIKETOHYPHH.
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Jleuenne pennakeronypun

Hasnayaror aMery ¢ OrpaHHYeHHBIM COjAepKaHueM GeHuWlalaHuHa M
npernaparsl UUMOrpaH, 1o)eHanaxk 1 oTedecTBeHHbIH npenapar runodenar. Juera
COIEPIKUT TIIaBHBIM 0Dpa3om OBOIUHBIE OmI0ja, Mei, OpyKThl ¥ BHTaMHHBL IToj
BIMSIHAEM JIeYeHUsi y BCeX OOJIbHBIX OTMEYAeTCs OMNpEeAeNeHHOE YIIYYIICHUE
COCTOSIHMS, BBIPAKAIOLICECS B YPEKEHMM, @ 3aTeM TNpeKpalleHHd Cy10POKHBIX
MPUNajKOB, HOPMAW3allid MBIIUIEYHOIO TOHYCA, YBENHYEHMM JIBUraTeIbHOM
AKTHMBHOCTH, YIYYINEHUH YMCTBEHHOTO pa3BuTHa. OIHOBpeMCHHO HabmOmaTCs

Donee UHTEHCHBHASA TTH F'MEHTAIMS KOKHBIX MOKPOBOB, ITOTEMHEHHE BOJOC.

OrpuuiaTesbHbIX peakuuii Ha NMPHEM YKA3aHHBIX MPenaparos 0ObLIYHO He
OTMEYAeTCs, 3a MCKIIOYEHHEM PBOTHI B NEPBbIE JHHU IPHEMA Yy OTAEIBHBIX

O0JIbHBIX.

Cremyet oTMETUTS, YTO JiedeHHe (DEHUIKETOHYPHUH, HAYaToe pedeHKy nocie
| rona, yerpansier psjl KIMHUYECKUX MNPOABACHHUI OONE3HM, OJHAKO MHTEIUIEKT
MNOMHOCTBI) HE HOPMAIM3YETCs, YTO, [MO-BHAMMOMY, CBSI3aHO C pa3BUTHEM
HeoOpaTtuMbIXx u3MeHeHud B mosre. Kang ¢ coasr. (1970) cuwmraior, uro
AHETUYECKOE NIeYeHUEe, HavaTtoe D0JIbHBIM (PEHUIKETOHYPHEH B BO3pacTe 8 Mec u
Crapuie, He MNPHBOAUT K COXPAHCHUIO HOPMABHOIO MHTE/UIEKTa, OJHAKO YV
MOJIOBHHBI jleTel HalII0JanoCh YMEHBINEHHE HEeBPOJIOIHYECKMX CUMITTOMOBR.
OtmeHa auersl K 6-7-1¢THEMY Bo3pacTy OONbHBIX HE BIMAET Ha MOKa3aTeNH X

aaneHewero passutus [Johson, 1972].

2.'mnorupeos (ot runo- u nar. (glandula) thyreoidea — wwrToBUAHAS
Kejesa) — COCTOAHHE, OOYCIOBICHHOE MNHTENIbLHBIM, CTOMKMM HEL0CTATKOM
FOPMOHOB IATOBMIHON JKCIE3bl, MPOTHBOINONOKHOE THPEOTOKCHKO3y. Kpaiitss
CTeNeHb NPOABICHHUS KIMHHYECKOH CUMITOMATHKY T'MIOTUPE03a Y B3POCIBIX —
MHKCeAeMa, y AeTeill — KpeTuHu3M.I 'unotupeos — 3ro cunapom, cnemuduueckoe
COCTOSTHHE OpraHu3Ma, CBA3aHHOE C peakiluel Ha HU3KUH ypOBeHb KOHLIEHTPaLMH

FOPMOHOB IUMTOBMAHON kenesdsl. [lpu komnencauuu HeoOXOAUMOro YPOBHS
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FOPMOHOB 3TH CHUMIITOMBI 00BIYHO Hcue3aroT. [THnoTHpeos MokeT ObITH CB3aH C
GyHKUMOHANBHON HEJOCTATOYHOCTBIO FOPMOHOB MIMTOBHHON JKENe3bl MIH C

MAaTOJNOIrHYECKUMH NPOLIeCCaMU, BIUAOIIMMHA Ha I'OPMOHaJIbeIf/i 00OMEH.

OcHosnas [pHYMHA CTIOHTAHHOTO FHIIOTHPEO3a —
ayTOUMMYHHBIUTHPEOUAUT. 3aboeBaHue dalle MMOPAKACT MOKUIBIX JIOIEH,
MPEUMYIIECTBEHHO JKeHIUMH. [laTorenes pasnuven, B 3aBUCHMOCTH OT XapaKTepa

MOpaXeHUsI:

- IlepBuunblii rUNOTHPEO3 CBSI3aH ¢ NATOJNOrMEN IHTOBHIHON KeJe3bl,
BEAYHMIEH K YMEHBILIEHHWIO MACChl JKENC3UCTOM TKAHW [MTOBUIHON JKele3nl M
TOPMOXKEHHIO CHHTE3a IOPMOHOB THPOKCHHA M TPMHOATHPOHHMHA. JTO MOKET
OBITh CHAENCTBUEM ANNA3NM WM ArCHE3NM LMTOBHAHOM JKEJIE3bl, Ay TOMMMYHHBIX

npoueccos, HopoaehuunTa, neunura cenena;

- BropuuHblll THHOTHPEO3 («UEHTpaibHbIN»), CBA3aH C BBINAJICHHEM
TPONHOH  GyHKuMK  runmodmsa  (CHIKEHHE MPOAYKIMH  TUPEOTPONMHA).
Hepocratounoe mnocrynieHue B OpravmsM rOPMOHOB LIMTOBMAHON JKe/e3bl
OPUBOJMT K HapyLIeHHIO DETKOBOro, YIiieBOJHOTO 0OMEHa, YIIOLIEHHIO CaXapHOil
KPUMBOH MOCHE HArpy3ku TITIOKO30M, K HApPYIIEHHMIO JUIHIHOIO, BOAHO-CONEBOI0

obMena.

['mnoTipeos - rereporeHHbIil CHHAPOM, XapakTepHU3YIOUHIiCS CHUKEHMEM
MM T110JIHBIM  BBINAJEHUEM OQYHKUMM [MTOBHAHOM JKEie3bl M M3MEHEHHSAMH
Pas/HYHbLIX OPraHOB M CHCTEM, O0YC/IOBIEHHBIMH HEOCTATOMHBIM COJCPKaHUEM

B OpraHu3Me THPCOMIHBIX FOPMOHOB.
ITHOJOTH rHNIOTHPEO3a:
I. IlepBuunoro —odycnoBlIeH nopaxkeHHemM camMoil IHUTOBHHOM JKelle3bl:

a) BPOXKACHHOIO: TIHNOIIA3UsT  MWJIM  arnjiasus  IWMTOBUIHOH  JKEle3bl;

HacCJ/ICACTBEHHO 06ycnosneuume ,L[C(bCKTbI buocunTesa THPEOUJHBLIX TOPMOHOB
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(Bpokaennpie  nedextbl  (GepMeHTHBIX  cHCTeM, aedekThl  GuocuHTe3a

TUpCOro0ynuHa)

6) mnpuobperenHoro: mNOCHEONepalMOHHbIH  (CTPYMIKTOMHS); JedeHHe
PaIMOAKTHBHLIM HOAOM W HOHH3MpYloulee OOIy4YeHHe ILWTOBHIHONW JKEIe3bl
(MOCTpaguaUMOHHBIH FHIIOTUPEO3); BOCHAIUTENbHBIE 3a00JICBAHUS [IMTOBUIHOMN
Kenesbl (THPEOHUThI, 0CODEHHO ayTOMMMYHHBIH); HEJOCTATOYHOE MOCTYILIEHHE
Hojma B opraHusM (PHOeMHMYecKMH 300 M KpeTHHH3M), BO3JEHCTBHE
JEKApCTBEHHBIX TPENapaToB (THPEOCTATHKOB, AMHOAOPOHA); HEOIIACTHYECKHe

[IPOLICCCHI B ITUTOBHAHOM Kefese

2. BropuuyHoro — oOyCIOBIEH MNOpa)eHHeM rUNnodgHu3apHOi 30HBI U

CHMKEHHEM CeKpeLMH TUPEOTPOITHA:

a) vinemus ajaeHorunodusa BeleacTBHEe 0OUITBHOH KPOBOMOTEPH BO BpeMs

PO/IOB MJIH TPaBMBbl
0) BOCTIANUTENIBLHBIE ITPOLIECCH B 00nacTu ranodusa

B) ONyXO0lbh, HCXONAIWAA U3 THPEOTPONUHMPOAYUHUPYIOMIHUX  KIETOK

runogusa

I') JEeKapCTBEHHBIE BO3JCHCTBHMS (UIMTENBHOE JieyeHue OOABIIMMM J03aMu

pe3epnHHa, JIeBOJOIE, Napio/jena)
/1) ay TOUMMYHHOE NopakeHHe runodusa

3. Tpetnunoro — o0yc/IOBIEH MOPAKEHUEM THIOTAIAMYCA M CHHKEHHEM

ceKpeLy Tupeombepuna:
a) BocHanurTebHble Mpolecch B 001acTH runoTajlamyca
0) "epenHO-MO3roBbLIE TPABMBI
B) OIYXOJIH FOJIOBHOTO MO3ra

r) IEKapCTBEHHEIE BO3JICHCTBHS (JIeueHHe TpernapaTaMy cepoTOHHHA)
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4. [epucepnieckoro — 0byCIOBIEH HHAKTHBAUMEHTUPEON/IHBIX IOPMOHOB
B TNIPOLECCE LHUPKYJIALNH HIW CHHXCHHEM YYBCTBUTEIBLHOCTH NepuepudecKux
TKaHeH K TUPCOMIHBLIM TOpPMOHAaM (CeMEHHOC CHM)KEHME YYBCTBHUTEILHOCTH
PELENTOPOB THPEOM/I3ABUCUMBIX MEpHPEPUYECKHX TKAHEH K THPEOMIHBIM

ropMoHam; usbuparenbHas pesucTeHTHOCTh K T4 u ap.)

Y 95% GonbHLIX — NEPBUYHBIA MMOTHPEO3, B 5% CIYYaeB — OCTATBHBIC

ATHONOIHYECKUE GOpPMBI.
Iarorenes runorupeosa:
Jedunur TupeouaHBIX rOpMOHOB | |

a) 3aMmelieHMe CHuHTe3a M pacnana Oenka, HAKOTUIGHHIO B TKaHAX
FIMKONPOTEHHA  MYLMHA, THATYPOHOBOH W XOHAPOHTHHCEPHOW  KHUCIOT,

3a/ICPKHBAKOLINX BOJIY W BBI3BIBAKOHIMX CIIM3UCTBIN OTEK TKaHel M OpraHos

0) 3amemsieHue pacnajza #© CHHKEHME YTHIM3aUMM JMOHA0B ||
PHIICPXONECTCPUHEMHA,  TUNCPTPUITIHUEpUMAeMusa | OblcTpoe pasBUTHE W

[IPOrpeCCHPOBAHKE aTepOCKIepos3a

B) YMCHBUICHHE BCAcCbiBAHHMS IJIIOKO3bl B KHIUCYHUKE, 3aMeEUIeHHe
VTHIM3AUMA  IIIIOKO3Bl  KIeTKaMy | CHHKEHHUE [IpOLCCCOB OKHCIHUTEIILHOIO

(pochopunnposanus ¥ 0OMeHa MIIOKO3bI MO MYTH [IXKOIK3A.

Bce BRLIIENEPEHHCIEHHOC TPUBOJAUT K HapYLIEHHIO 3Hepr006pa3oaauuﬂ,
BBIPAKCHHBIM ,ﬂHCTpO(leICCKHM H3MEHCHMAM BO BCEX oOpraHax M TKaHsx,
3HaAYUTCIABHBIM U3IMCHCHUAM Q))'HKL{HOHE]JIBHOFO COCTOAHHSA HCpBHOﬁ H
3HIIOKpHHHOﬁ CHCTCM, M3MEHCHHMIAM ISJIEKTPOJIUTHOIO oOMeHa (runmoxkanuemMmu,

THIEPHATPUEMUH ).

[laromopdonorus nepBUYHOrO runoTHpeosa: atpodus Kene3ucroil TKaHH
UIMTOBH/IHOM JKe/e3bl, 3HAYMTE/bHOE YMEHbIIeHHE (GOUIMKYIOB, paspacTaHue

(pubpo3HOoi TKaHK, NNOCKUH GOIIHKYIAPHLIN SUTe Ml
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K/innn4eckas KapTuHa ranoTupeosa:
1. boneHbIe NPEABABISIOT CIEAYIONIHE KATOObI:

- nporpeccupyrouiass obw@s u  MblmedHas cnabocTth, MOBBILIEHHAS

YTOMJIAEMOCTb, COHIMBOCTS,
- OUILYIIEHUE MTOCTOAHHOMN 350K0CTH
- YBEJIMYEHUE MACChl TeJIa, OTEYHOCTD JIMLA, PYK
- CHWKEHHE 11aMsITH, 3aTPYAHEHHE peun
- 3a1opbl
- CYXOCTb KOXKH, BBITIAJICHHE BOJIOC
- HapyIlIeHUe NoJoBbIX PYHKUMI

- U3MCHCHHME TeMOpa rojioca Ha HH3KUii, rpyOblit, CHHKEHHE cliyxa (B CBA3M

C OTEKOM €BCTaXMEBOM TPYObl U CTPYKTYpP CpPEIHEro yxa)
2.00BEKTHBHO NPH OCMOTpE:

= OonbHBIE aJIMHaAMHWYHBI, almaTH4YHbI, 3aTOPMOXKECHBI, COHJIMBBL,

MECIOIIHTEIIbHbI

- peyb 3ameliieHa, DONbHbLIE ¢ TPYAOM MNPOM3HOCAT CJIOBA; IOJIOC HHU3KUIA,

IpyObiii

- Koxka OsenHo-kenroBaras (OJjenHas M3-3a aHCMMH, KeNToBaTas H3-3a
CHIWKEHMst 00pa3oBaHuA BHTAMMHA A W3 MPOBUTAMHHA A KapoOTHHA), XOJ0AHAA
(0CODEHHO KHMCTH, CTOMBI), BLIPAKECHHOE LICTYIIEHHE W I'MIICPKCPATO3 B 0ONacTy

JIOKTEBBIX, KOJIEHHBLIX CYCTABOB, NATO4YHOM 00nMacTH

- BOJIOCHI TYCKIbl€, JIOMKHE, BBINAJAalOT Ha roioBe, OpoOBsX (CUMIITOM
Xeprora), KOHEYHOCTAX, PacTyT O4Y€Hb MEMUICHHO, HOIMMM TOHKHE, Ierko
TOMAKTCsl, TYCKIIbIE C [IPOAOALHON MITH NOTIEPEYHOMN HCUYEPYEHHOCTRIO

16



- JIMIO OAYT/JI0BaTO, C BBIPAXKCHHBIM ncpuopﬁmaﬂbnum OTC€KOM, BEKH

Npunyxiue, ryosl yTOIIIeHb]
- TeMIiepaTypa Tejla CHHKEeHa
- PYKH M HOTHM OTeYHBI (MOCJIe Ha/laB/IMBaHuA yriyOeHus He ocTaercs)

- YacTo NPU3HAKM MMIIOTMPEOUAHOH MHonaTtuun — cuHapoM Xoddmana: 1.
runepTpodusi MPOKCHUMANBHBIX MBI, 2. MbIIeYHas cnabocts, Ooje3sHeHHBIE
MbILIEYHbIE CMasMbl; 3. CKOBAHHOCTHL MBI MOCAe (U3IMUECKOW Harpysku; 4.

3aMe/llIeHHOoe pacciadiienne MBI nocie Gu3n4ecKol Harpy3ku; 5. Opagukapaus
3. MiccnenoBanue OpraHoB U CUCTEM:

a) CepAevHO-COCYAMCTas CHMCTeMa: KapAMairus BIUIOTH JI0 TUIHYHBIX
[PUCTYTIOB CTEHOKApPAWH; apUTMHHK (XapakrepHa OpajuKapaus. SKCTPACUCTONNSA);
yBENWYEeHHEe rpanul cepjula (M3-3a MuoKapanoaucTpohuu); ruaponepukapa (15-
100 Ma u Gonee): riyxXocTh TOHOB CepLd, MHTEHCUBHBIH CUCTOIMYCCKUM 1IYM B
obnactu Bepxywmku cepaua; DKI: Opaauxapausi, HH3KHI BOJILTaXK 3yOLOB,

cauxenne cermenta ST KHH3Y OT H30IHHHK; HOPMAILHOE WK NOHKKeHHoe A J]

0) ApIxaTenbHas CHCTEMA: 3aTpy/(HEHHE HOCOBOTO AbIXaHUsA, BA3OMOTOPHEIH
PUHUT (M3-32 OTeKa CIM3MCTON Hoca). npeapacnonoxeHHocts kK OPBM wu

ITHEBMOHHUAIAM

B) NUILEBAPUTEIbHAA CHCTEMA: XPOHHYECKUM racTpuT (CHUIKCHUME arneTHTa,
YyBCTBO TH)KECTH B DIMIacTPUH Moclie ejibl, OTPBIKKA BO3JYXOM, CHHIKEHHE
KHCJIOTHOCTH M 00beMa Kely/l04HOr0 COKa), HapyUIEHHE BCACHIBATENBHOMH
CMOCOOHOCTH KHIIEUHHKA, HapyuieHue motopHoil ¢ynkuum KKT (rommora,
PBOTA, BHIPAKEHHBIE 3aT10Pbl, B TSUKEIBIX CIYy4asX — MErakoJIoH M NapajuTHYecKas

KHIICYHaA HGHPOXOHHMOCTB)

17



r) MOYEBBIACIHTE/IbLHAS CHCTEMAa: CHHIKEHME JiMypes3a, 3ajJepikKKa B
OpraHuM3Me  JKHAKOCTH H HATpUs (M3-3a  yMEHBLUCHUS CK®D);

MpeapacnonOKEeHHOCTh K XPOHNHECKOMY MHENOHePPUTY

J1) HepBHasjg CHUCTEMA: MOHOHEeHponaTuu (napecre3du, OHEMEHME PYK, HOT,
CHIKEHHE CYXOXWIBHBIX pedekcoB); CHMKEHUE TIAMSITH, YMCTBCHHOMH
paboTOCTIOCOOHOCTH, KPUTHYHOCTH K cebe W OKpYXKalollMM, HeOOIIUTEeNIbHOCTD,
3aTOPMOKCHHOCTh,  COHJIMBOCTL, B TSOKEABIX  chOydasx —  JenpeccHus,

ra/unonMHaimm, open

€) OSHIOKpPHMHHAS CHCTeMa: CHUXKeHHe o0pa3oBaHusi KOPTH30J1a M
YMEeHbIIIeHHe ero MeTabonH3Ma; ameHopes, Oecnioaue y >KeHIIMH, OTCYTCTBHE
[OJIOBOTO BIICUEHUS!, UMITOTEHUMS Y MYKUMH; uHcynuH3aBucuMblii CJ1 ¢ vacTeiMH

FUMOTIIMKEMHYCCKHUMH COCTOAHHUAMHU

K) CHCcTema KPOBCTBOPCHUWA. THIOXPOMHAs aHCMUA (M3-3a CHMKCHUS
BCaChiBaHuA Kejie3a B KHUHIICHHHKE W OTCYTCTBHA CTHMVYIIHPYHOIIECTO BITHAHWA

THPEOHIHBIX TOPMOHOB HA 3pmpon033)
lluarnocmlca FHIOTHpeo3a:

1) OAK: runoxpoMuas aHemus, TeHACHUUS K JeHKonenuH, JuMQpoiuTos,

yBenuyenune COD
2) OAM: yMeHblIEHHE JAnype3a, BO3MOKHA NPOTEHHYPHS

3) BAK: yBenuueHue cojiepkKaHus B KPOBH XOJIECTEPHHA, TPUIIIMLEPHIIOB,
npebera- u OETATMIONPOTEMHOB, CHIKCHO cojepkanue obumero Oenka

anbLOyYMUHOB

4) DKI': Opanukapiaus, HU3KHIA BONBTaX 3yOUOB, CHHXeHHe uHTepBana ST

KHH3Y OT H30JIMHHH

5) DxoKI: yBenwvyeHHwe pasMepoB cepiua, TMPU3HAKH CHHKEHHUA

COKpPaTUTEJILHON COCODHOCTH MHOKap/a, HallMYKe rujiponepuKapia.
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6) Y3M wmmroBuaHON xenes3bl: YMEHbIIEHWE pa3MepoB MpH MEePBHYHOM

FUNOTHPEO3E

7) pedpnexcomerpusi: yanuHeHne pedrekca axuuioBa cyxoxuwius 6oaee 300

MC

8) mccnenoBaHue (YHKUHOHATBHOTO COCTOAHMS IUMTOBMIHON JKENe3bl:
CHIDKEHHME B KpoBM o0mero u ceodoanoro T3 m T4, cuwxkenue saxsara 1311
IIUTOBUAHON JKENe30H, IOBbIIEHHE THPOKCHH-CBS3bIBAIOIIEH CIOCOOHOCTH
CBIBOPOTKH; TECTbI CO CTUMYJAUMEH THPEOTPOIHHOM (NIpH  MEPBHYHOM
THMOTHPEO3e YPOBEHb TUPEOUHBIX TOPMOHOB HE MOBBILIAETCS, IPU BTOPUYHOM U
TPETHYHOM — TOBBIIIAETCS) U TUPEONHOepHHOM (IPH NEPBUYHOM M TPETHYHOM
FMIOTHPCO3¢ YPOBEHL THPCOMIHBIX TOPMOHOB [OBBIIIACTCS, PH BTOPUYHOM — HE

NOBbILLIACTCH ).

Jlevenne nNEPBHYHOTO THOOTHPEO3a -  3aMECTUTENIbLHAs  Tepanus
THpeoMIHBIMH Tpenapatamu: L-tupokcun / asyrupokc T1ad. 50 u 100 mxr;
tpuiioaTHponnH Tad. 20 u 50 mxr; Tupeotom (B 1 Tad. 40 mxr T4 u 10 mxr T3) n

tupeotoM ¢gopre (B 1 Tad. 120 mxr T4 u 30 mxr T3).

3. AnpeHorenuTaibublii  cuuapom. PassuBaercss nNpH  HENOCTaTOYHOM
BeIpabOTKE rOpPMOHOB KOpOW HaianoueyHukos. Bosnukaer npu aeduunre C21-
rujipokcuiasel. M30bITouHOE KOMMYECTBO aHAPOreHoB BiausieT Ha GopMUpOBaHUE
MONOBEIX Npu3HakoB. OpraHel Maloro Tasa  HauuHawT QopmupoBarkes. B
pesyibrare HabmogaeTcs pokKIeHHe AeTel ¢ runepTpoGUpPOBaHHLIM KIHTOPOM.

Jleuenue 3akmoyacrcs B HPUMCHCHHH CrIeliMalIbHBIX JIEKApCTBEHHBIX MPEnapaToB.

AnpeHorenutanbHeli  cuHapoM (AI'C) — mBacneacTBeHHas MaToNOrAs,
CBS3aHHAS C HEJAOCTATOYHOH BHIPabOTKOI (epMEeHTOB KOpOH HAINOHYeYHHKOB,
COMpoBOMalomeecs  M30LITKOM  TOJIOBBIX  TOPMOHOB M HEJOCTATKOM

MNMHOKOKOPTHKOUIOB.
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IlpuunnHa HEZOCTATOYHOH CEKPEUMH HOPMAILHBIX TOPMOHOB  KOpbI
HAAIMOYEYHUKOB y OONBHBIX € A/PCHOTCHUTANBHBIM CHHAPOMOM - BPOIKIAEHHbIH
AeUIAT  aKTHMBHOCTH  KIIIOYEBBIX (PepMEHTOB CHHTe3a KopTusona, 21-
ruzipoxcuiaszsl win | 1-Geta-rujipokcunassl. AIPeHOreHUTANLHBI CUHIAPOM —
9TO MOHOreHHoe 3aboneBaHue, HacleyeMoe 110 ayTOCOMHO-PELECCHBHOMY THITY.
Ilpy HeM HajnoyeyHuky He OONANAIOT AAEKBAaTHOM MOTPEOHOCTIM OpraHu3Ma
CMocoOHOCTBHIO CHHTE3MPOBaTh HOPMaNbHBIH KopTH30i. [lafienne KoHueHTpanuuu
rOpMOHA BO BHEKJIETOYHOW KHMIKOCTH M [J1a3Me€ KPOBM CIYAKMT CTHMYJIOM 115

pocTa CeKpelHH afleHOTHIOPH30M KOPTHKOTPOIMUHA.

Poct  cexpeuuu — KOpTHKOTponuHa  OOYCNOBIMBAET  IMIICPILIA3MIO
HajnovyeyHukoB. Ilpu »oTOM HagNOYEUHMKH WHTEHCHMBHO 00paszyloT H
BHICBODOJKIAIOT — aHOMAlbHBIE  CTEpOMIbl,  oOjajalolpe  OHOJOrHYecKon
AKTUBHOCTBIO @HJPOreHOB. B pesyasrare y KeHIMH C aJpeHOreHUTANbHBLIM
CHHIDOMOM paszBUBacTCs BUpHIN3M. Bupunusm (nat. virilis, My»KCKOH) - HasMuue
Yy JKEHIOIMH BTOPUYHBIX MYKCKMX I[10JIOBBIX MPH3HAKOB, TO €CThb THUPCYTH3MA
(MY>KCKOTO THIIa OBOJIOCCHMS), XapaKTepHOTO AN MY)KUYMH CTPOEHHUA CKelleTa M
MPOM3BOJIBHBIX MBI, MAacCHMBHOIO KIMTOpa, a Takke HW3KOro rembpa rojoca.
Poct coaepkanus CTepoMIOB CO CBOMCTBAMM aHJPOICHOB B UMPKYJIUPYIOLIEH
KpOBM BeleT K MNaJeHHIO CeKPEeUMH aJeHOruno(pu3oM roHagoTponHHoB. B
pesynprate y OOBHBIX JEBOYEK HE [POMCXOAUT CTAHOBJICHHS HOPMAILHOIO

MEHCTPYANbHOI0 LIMKJIA.

Bpoxaennpiit  geduumt axTHBHOCTH  21-rujpokcuiiasbl Kak [pHYMHA
a/IpCHOICHMTAILHOTO CHHAPOMA MOXKET MPHUBOJAWTL K HU3KOMY CHHTE3Y KOpOi
HaAMOYeYHHKOB aubiocrepona. Jlepuumt anbpoctepona o0yClIOBIHBAET MOTEPHO
oprauusmMom Hatpus. CHUKEHHE COJCpIKAaHUS HATpUs B OpPraHu3Me BEJeT K

najieHnio odbeMa BHEKIIETOYHOM AKHUAKOCTH.
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Kaacendukauus aipeHOreHHTAILHOIO CHHAPOMA:
Bpokaénubiit aZipeHOreHUTANIBHBINA CHHAPOM
Heocaoxuénnas (npocrast) BHpUIM3MPYIOWas Gopma.
BYpHIN3M € rHITEPTEH3HBHBIM CHHAIPOMOM
BupriniMm ¢ rHIOTeH3UBHBIM CHHIPOMOM
[Tpuobperénnblii aApeHOreHUTANBHBIH CHHIPOM)
CuMNTOMBI 2APEHOTeHHTAILHOTO CHHAPOMA:

1. Bwpunbnas dopma — wuaubonee pacnpoctpaHenHas — (opma
aJipeHOreHUTaNbHOr0  cuHapoma. (CBsizaHa ¢ HEJOCTATOYHOCTBIO  21-
ruzipokcuiasel. Jlannaa ¢opma nojylaercs KOppeKTUPOBKE, MPH CBOCBPEMEHHOM
ODHapyKEeHUH W B CcpeAHeM coctapiser 2/3 OT BceX MAlMCHTOB ¢ AaHHOM
naronoruei. 2. Conprepsitoinas Gopma — oTAM4aETCS GONEE THKEIbIM TEUEHUEM,
BCTPEYAETCS HA MHOTO peixe, JeTH 0e3 NPaBUILHOIO JICUCHUS TTOrHdatoT B MepBbie
Mecsilbl  KM3HM. K OCHOBHBIM CHMNTOMAaM [IPUMEIIMBAIOTCS  CHMIITOMBI

auMcnencuu, cavwxenuem AJl ur.a.

3. I'unepronnyeckas Gopma — J0BOJIBLHO PEAKO BCTpevalolasicss hopma, He
BCerja BpyleiseMas B OTAeNbHYI0 rpynimy. llpu ganno# ¢opme pano Hauuuaer
MPOSIBJISATLCS CTOMKAs aprepualibHas TIUIEPTeH3HsA, He KylHupyeMas OpueMoM
«Cep/ieYHbIX» MPenaparos, KOTopas, NPy OTCYTCTBHH AO/DKHOIO JEUYEHUS, MOKET
MPUBECTH K [I0YCYHOM HEAOCTATOYHOCTH M HapyLIeHUsM LepedpanbHoro

(MO3roBOr0) KpoBOOOpalleHUs.
Cpeay OCHOBHBIX CHMNTOMOB MOJKHO BBIIETHTE CHE/IYIOHe:

I. OrcraBanuem B pocTe W Macce Tela — OONBHBIE B PAHHEM ETCKOM
BO3pacTe OTJIHYAKTCSA CPaBHUTEIIBHO BBHICOKMM POCTOM M 0O0JbIIONH Maccoil Tena,
O/IHAKO B cpeaHeM K 12 romaMm Ku3HH pOCT MpeKpailaercs Wi 3aMesiercs, W,

KakK CIe/ICTBHUE BO B3pOCIOM BO3pacTe OonbHbBIC OTIUYAIOTCA HEDOIBITHM POCTOM.
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2. Croiikasi aprepuanbHas M'HNepTeH3Hs — YaCTO MPOSBIAETCA yIKe B PAHHEM
JCTCKOM BO3pacTe, OJHAKO caM no cefe CHMOTOM HE MOMXKeT CYMTAThCs

MaTOrHOMOHWYHBIM.
Aunarnocruka:

1. Ilepeuunbii ocMoTp - oOpamaer Ha ce0Osi BHUMaHHe SBHas
aHJporenusanms pedenka, opollecenue, orpybeHHe rosoca, Spko BbIpakKeHHOE

YBEIMYEHHE B pasMepax MOJI0BbIX OPraHoB.

2. Knunuyeckue ananusbl — onpenenesne yposrs 17-OIH (17-ruppokc-
nporecrepona), 17-KC B moue (17-kerocreponnos), seicoxuii yposens AKTI,

nospimeHne yposns DA (npenmecTBeHHIK TeCTOCTEPOHA).

3. ¥Y3U — ne camblii MHPOPMATHBHBINH METO, MOKHO OICHHTh COCTOSIHHE

HaANO4YeYHUKOB (KpakiHe cnoxHo Ha Y3U).

4. Pem‘reuorpaq)m — OHEHHBAKOT TOYKM OKOCTCHEHHS, COOTBETCTBUSI UX C

BO3PACTHOH HOPMOH (KaK 1paBuo, HAbJI01aeTCs YCKOPECHUE POCTa).

5. MPT u KT - nossonger obcnenoBars obnacts HAAMOYEYHUKOR,

ONPeIeITHTHCS ¢ MMEIOLIENCs NMaTONOrnel, HCKIIOUUTE OITYXOJIEBbIi npouecc.
Jleyenne

Jleyenne afpeHOreHUTANIBHOrO CHHAPOMA BKIOYAET B cebs NOKUIHEHHYO
3aMCCTUTENBHYIO TEPANuIO roKoKopTukouaamu. Jloza npenaparos noadupaercs
MHAWBUYAIbHO TOJ KOHTPOJEM B CYTOYHOH Mmoue |7-kerocreponzmos. [lpu
CONBTEpsIONIeH (opMe B JONOTHEHHE HAZHAYAIOT MHHEPATOKOPTUKOM/IBI, 4 TAKKE
xnopuj Hatpus. [lpu runepronndeckoii popme B parmone orpaHuYMBaIOT XJA0PHI
HaTpus (He Oosiee 3 rpamm B cytku). Ilpn xenanuu pomuteneit wam 6OALHOTO
MPOBO/MTCS MIIACTHKA HAPYIKHBIX MMOJIOBLIX OPraHOB — KIMTOPIKTOMHS, NIACTUKA
praramu@a. OrpoMHOe 3HaueHHe B JICYCHWH AaJPEHOrCHHTATBHONO CHHAPOMA

HMECT IICHXOTEpanus.
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BHpuabHBIH cHHAPOM (BUDHIH3M) - TIOABICHHE Y JKEHIIMH BTOPHYHBIX

MYIKCKHX ITOJIOBBIX IPH3HAKOB.

I'mneprpuxo3 — s3abonesanue, nposeasiomieecs B M30BITOUHOM pocTe
BOJIOC, He CBOHCTBEHHOMY HAHHOMY YYacTKY KOXKH, HE COOTBETCTBYIOLIEMY MOJY

u/uim Bospacty. Jluciencuueckue NposBaeHUs — HecTienHUUHBIH CHMITOM.

4. N'anakrozemiiss — HacleACTBEHHOE 3a00NEBaHWE, B OCHOBE KOTOPOIo
JIEKAT HapyuleHWe oOMeHa BeleCTB HAa NYTH MOpeoOpa3oBaHMs TraJakTo3bl B
FIIOKO3Y (MyTauus CTPYKTYPHOIO rena, OTBETCTBEHHOIO 3a cuHTe3 (epmeHTa
ranaktoszo-1-docdarypuaunrpanchepass).l 'anakrosa, moctynaou@as ¢ nuLiei B
COCTaBE MOJOYHOIO caxapa — JAKTO3bl, [0JBEpPraeTcs NpPeBpalleHHI0, HO
PeaKiius NpeBpalieHUsi HE 3aBEpIIAETCs B CBA3M C HACHCACTBEHHBIM AedeKTOM
KII04eBOro epmenta. I'anakrosa u e npousBoAHAsS HAKAIIMBAIOTCA B KPOBH M
TKaHAX, OKa3biBas TOKCHYECKOE JACHCTBME HAa LEHTPAIbHYIO HEPBHYIO CHCTEMY,
E4YEeHb U XPYCTAIMK IJ1a3a, YTO ONpPEACHieT KINHHUYECKHE TIPOSABICHUS GONIe3HH.
Tun nacnesoBaHus ranakTo3eMHM — ayTOCOMHO-PEHECCHMBHBIN.  3abosicBanue
MPOSBISETCS B MEpBble JHM M HEASAM JKM3HH BBIPAKEHHON IKEITYXOI,
yBEJIMUCHWEM [€4Y€HH, PBOTOH, OTKa30M OT €Jibl, CHMKEHHEM MacChl Tena,
HEBPO/IOrHYECKOH  CMMOTOMATHKOHW  (CY/IOPOTH, HHCTArM  (HENPOH3BONLHOE
JBWKEHUE TIa3HBIX A010K), THTIOTOHMEH MBILILY B JaTbHEHILICM 0OHapyKUBaACTCS
OTCTaBaHWe B (M3MYECKOM MW HEPBHO-TNCHXMYECKOM pPa3BUTHH, BO3HHMKAET
karapakta. TsokecTh 3abonesanus MOXET 3HAUMTENLHO BapbHPOBATh; WHOIIA
€JIMHCTBCHHBIM TPOSIBJICHHEM TralakTO3eMuUH OBIBAIOT JIMIIbL KaTapakTa WM
HEMCPEHOCHMOCTL  Mojioka.  Kiaccuyeckass ramakTo3emuss  4acTo  HOCHT
KU3HEyTpoxaloumwmi Xapakrep. [1] Ogun wu3 BapuantoB Gonesnun — Qopma
Hroapre — nporekaer OECCHMITOMHO, XOTA OTMEYEHa CKIOHHOCTH TAKHX JIMIl K
Xponnyeckum 3abosesanusm nevenu. [pu nabopatopHoM ucce0BaHuM B KPOBH
OnpeaeNfseTcs rajakro3a, coAep:kaHue Kortopod wmoxer pocrurars (0.8 r/n;

CrenMaibHBIMU MeToAaMH (Xpomarorpadus) ynaaercs OOHapyKHTh TalaKTosy B
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Moye. AKTHBHOCTH (DEPMEHTOB B JPHTPOUMTAX PE3KO CHIKEHA MM  He
ONpeAenseTcs, conepikanue GpepmenTos yeenudeno B 10—20 pas no cpapHeHu:o ¢
Hopmoi. Ilpn HamMuMM JKENTYXH HApACTAaeT CONEpKAaHHE Kak MpsAMOro
(JUTTIOKYPOHM/IA), TaK M HENPAMOro (cBOBOIHOrO) OunupyOuna. XapakrepHsl u
Apyrue OMOXWMHHECKHME MPU3HAKK IMOPAKEHHS TeYeHHn (IHIONpOTeHHEMUS,
TUI0ALOYMUHEM U, MOJIOKHTETbHbIC npodb! Ha HapyuieHue
KOMNOM/I0YCTOHYMBOCTH OEIKOB). 3HAYNTENILHO CHIKAETCS CONPOTHBIIEMOCTH T10
OTHOWICHHIO K MH(pEKIHH. BO3MOKHO NposiBIeHHe 1 reMOpparHuecKkoro auaresa
M3-3a YMEHBIUCHUS MPOTCHHOCHHTETHYCCKOH (DYHKIMM MEYeHH U yMEHbLICHHS

YHCIa TPOMOOIIUTOB — TIETEXHUH.

'anaktosemMuss —  nac;egcTBeHHas — MATONOIMS  OOMEHA  BCIICCTB.
00yC/IOB/ICHHAs HENOCTATOUHOCTBI) AKTHBHOCTH (DEPMEHTOB, IPHHUMAIOLIHX
yuacrtue B Mertabonmsme rajakrossl. HecriocoGHocTs opranusma YTHNM3UPOBATH
FAIAKTO3Y NPUBOJUT K TSOKENIbIM MNOPAKEHUSIM NHUILEBAPHTENLHOM, 3pUTEIBLHON H
HEPBHOH CHCTEMBI JleTell B caMoM paHHeM BospacTe. B nmeamaTpum u reservke
FanaKkTo3eMMs  OTHOCMTCA K DPEIKMM  TeHeTHYeCKMM  3aboneBaHusM,

BCTPEHAIOMIUMCS ¢ 4acToToH ojuu cay4qai va 10 000 - 50 000 HOBOPOKAEHHBIX.

Brnepseie knuuuKa ranakrosemun Opina onucana B 1908 rogy y pebenka,
CTPa/IaBLIETO CHIILHBIM UCTOUICHHEM, I'eNaTo- W CIICHOMErallieil, ralakTosypHei;
IpH 9TOM 3abONIeBaHME HCHE3NO Cpasy NOCHE OTMEHBI MOJOYHOIO TMHTAHUS.
[ospuee, B 1956 r. yuensii Iepman Kenxep ONPEIE/HI, YTO B OCHOBE

3a00JI€BaHUS TQKHT HAPYILEHHE METabONIN3MA FATAKTObI.
[puynnel ranakrozemun

[anakrozemMus sBISETCS BPOXKACHHOH MATONOIHEN, HacleayemMon 1o
AYTOCOMHO-PEHECCHBHOMY THITY, T. €. 3a00/ieBaHME MPOSABISETCS TOJIBKO B TOM
ciyudae, eciid pebeHOK HacnelyeT [Be KONUH Je(eKTHOrO reHa OT KakIoro us3

poauTenedi. Jlnua, reTepo3UroTHLIC [0 MyTAHTHOMY T€HY, SBISIOTCS HOCHTENSIMM
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3a00/1€BaHMs, OJHAKO Yy HHX TOXC MOLYT PasBMBATLCS OTHC/IbHEIE MPU3HAKHM

rajJlakToO3€MUHU B JIEFKOHM CTEIICHMU.

llpeBpaiuenne ranakTossl B rmokosy (merabonmuueckuii myts Jlemyapa)
MPOUCXOAMT npu Y4aCTUH 3-x (hepmeHTOB: rajakrosa-I-
dbocharypununrpanchepazsi (GALT), rajlaKTOKUHA3EI (GALK) H
ypunuuandochar-ranakrozo-4-snumepasst  (GALE). B coorsercrBum
aeduuuTom 3THX (pepmeHToB pasmuuaior | (Kiaccuueckwii Bapuant), 2 u 3 THN

raJIakTO3EMHH.

Brigenenne Tpex TUIOB raakTo3eMuH He COBIAJAET C MOPSAKOM JeHCTBUSA
(hepmentoB B mponecce merabonuueckoro mytu Jenyapa. Ianakrosa nocrynaer B
OpraHu3M C THIIEH, a Takke 00pasyeTcs B KUIIEHHHKE B [POLECCe HMIpOIM3a
aucaxapuja saxtosel. Ilyrs MeraGoausma ramakrossl HauyMHaercs ¢ ee
npeBpaiienus 1noj aencrsueM depmenta GALK B rasakroso-1-gocdar. 3arem
npu ydactun (epmenta GALT ranaxroso-1-docdar npeobpasyercs B Y J1d-
ranakrosy (ypuanwinaugocdoranakrosy). [locie sroro ¢ nomoummio GALE

MeTabonuT npespautaercs B YD — rmokosy (ypuannandocdorimokosy).

[Ipn HepocraroyHoCTH OAHOrO M3 HazsaHHBIX (epmentos (GALK, GALT
uni GALE) konuenTtpaums raiaktosbi B KPOBH 3HAYUTEILHO TMOBBILACTCSH, B
OpraHM3ME HaKar/iMBAlOTC IPOMEKYTOUHBIE METabOIMTHI TanakTo3bl, KOTOpbIE
BbI3bIBAIOT TOKCHYECKOE MOpakeHHe paznuunbix opranos: L[HC, neuenu, nouex,
CeJIC3eHKH, KHIIeYHWKa, rnas v Ap. Hapyumenuwe merabonusma ranaktossl H
cocTaBadeT CyTh rajakrosemun. Haubonee uyacTto B KIHHHYECKOH NpaKkTHKE
BCTpeyaeTcst Knaccudeckuit (I Tum) ranakrosemun, oOycnosneHssiit jaedexrom
depmenta GALT n Hapymexnem ero akTuBHOCTH. ['eH, KOAMPYIOIMH CHHTE3
ranakrosa-1-dpocharypupmirpancdepasbl, HAXOIUTCH B  OKOJOUCHTPOMEPHOM

ydyacTke 2-0# XpOMOCOMBI.

25




CuaMITOMBI FrAIaKTO3EMUH

[To TsKecTH KIMHMYECKOrO TEYeHHs! BBIACIAIOT TAXKENTYH, CPEAHION H

JICIKYHO CTCIICHHU rajlakTO3eMHH.

[lepsble KIMHMYECKHE TNPU3HAKH ralaKTO3EMHH  TSKENIOHW  CTerneHw
Pa3sBUBAIOTCA O4YEHL PAHO, B TIEpBbIC AHM XKU3HM pedenka. Bcekope nocne
KOPMJIEHHSI HOBOPOXKJICHHOIO TIpyJHBIM MOJOKOM MM MOJOYHOH CMeCchio
BO3HMKAeT pBOTA M pAacCTPOMCTBO CTy/na (BOJASHUCTBI MOHOC), HapacTaeT
MHTOKCHKauus. PeDeHOK CTaHOBHTCS BSIBIM, OTKa3blBaeTcss OT TIpyad MM
OyThUI0YKHM; Yy HEro OBICTPO MPOrpeccHpYIOT runotpodust u Kaxekcus. Pebenka

MOI'yT OeCrnoKonTh METEOPHU3M, KHIUECYHbIE KOJIHUKH, 00HIBHOE OT XOXKICHHE Tra30B.

B npouecce obcnepoBanns pebeHka ¢ rajakTo3eMHeld HEOHATONOroM
BBISIBJISIETCSI yracanue peekcoB nepuojia HOBOpoXKaeHHOCTH. [pu ranakrosemuu
PaHO TMOSBASCTCA CTOMKasA JKeNTyXa pasjM4YHOM CTENeHH BBIPAKEHHOCTH H
renaroMeranus, Tporpeccupyer neyeHo4Has HemocratouHocTh. K 2-3 Mecsily

AKHU3HH BO3HUKAIOT CIUICHOMEralus, LMppOo3 MNe4YeHu, aciur.

Hapyiienuss npoueccos CBEpThIBaHUS KPOBH [PUBOIAWT K IOABICHHIO
KPOBOM3IIMAHUM Ha KOXE€ M CIHM3UCTBIX o00onoukax. JleTH paHo Ha4YMHAIOT
OTCTaBaTh B MCHXOMOTOPHOM pa3sBUTUH, OJIHAKO CTeNEHb WHTENIEKTYAIbHBIX
HAPYWICHUH [pH TalakTO3eMWM He JIOCTHraeT TakoW TSUKECTH, Kak MpH
penunkeronypun. K 1-2 mecsuam y gereil ¢ rajakrosemueil BbISBASETCS
ABYCTOPOHHSAA KaTtapakTa. [lopakenne nouex npu ranakro3eMmu COMpoOBOKIAETCH
FIIOKO3ypHeH, NpoTeHHYpHe, runepamMuHoaumaypuei. B tepmubansHoi (ase
rajakrosemMur pebeHok norubaer OT IYOOKOrO MCTOLIEHMS. TSIKENOi

MEYCHOYHOM HEJ0CTATOMHOCTH W HACJIOCHHUS BTOPHYHBIX HHd)eKllHﬁ.

[lpy ranakro3eMuH cpegHel TSKECTH TakkKe OTMEYaeTcss PBOTA, KelTyXa,
aHeMMsl, OTCTABAHHE B MCHXOMOTOPHOM Pa3BUTHH, renaToOMerainus, KaTapakra,
runotpodus. ['anakrozeMus JIerkoi cTeneHn XapakTepusyercs 0TKa3oM OT IPy/H,

PBOTOH IOCIIE TpPHEMAa MOJIOKA, 3a[epikKKOH PpeyeBOro pa3BUTHSA, OTCTABAHHMEM
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pe6em<a B Macce H pocre. Om—xaxo JA@Ke NPy JIETKOM TCYCHHUM ralakTO3¢MUU
NPOAYKTEI 0OMeHa rajakTo3bl TOKCHYECKUM 06pa30M BO3ﬂeI7'ICTByK)T Ha MCYECHBD,

NPUBO/IA K €€ XPOHHYECKUM 3a00J1€ BaHUSIM.

["anakrosemust MOXKeT mpoTekarh B MOHOCHMITOMHO# (opMe, npi KOTOpOil
obHapyxuBaercss Tonbko mnopaxenwe [IHC, kartapakra Miam aucnerncuueckue
pacctpoiicTBa.  Onucan  BapuanT  OeCCHMNTOMHOH  (ACHMNTOMATHYECKOH)
ramakrosemun Jlroapre, npH KOTOpoif HEAOCTATOYHOCTH (PEPMEHTOB BBISBIACTCS

TONBKO 11IpH DHOXMMHYECKOM MCCIIEI0OBaHHK KPOBH.

OcnokHeHusi  ranakTo3eMun  BKIIOYAIOT UMPPO3  INEYeHH, CelCHC,
KPOBOM3NIMAHMS B CTEKIOBUIHOE TeJO, [EPBUYHYIO aAMEHOPEIO, CHHAPOM
HCTOIEHMs siMYHUKOB. Tlpn ranakrozemuu y 50% gerteit 101IKO/ALHOTO BO3pacta
BBIABIIACTCH MOTOPHAsS aNajiusA, XapaKTepH3ylomascs TPYJAHOCTHEK) OPraHU3aluy 1
KOOPAMHALIMK peyeBbIX [ABHKEHHH, OeJIHOCTBIO CIOBAPHOro 3amaca, oGuIHeM

napadasuii 1 nepceseparuii NpH COXPAHHOM NOHUMAHUK 0OPAIIEHHO peyH.
JAuarHocTuKa rajiakro3eMun

Jns  cHWKEeHHS puMCKa pa3sBATHA  OCAOKHEHHH NpM  ranakTo3eMHH
HEODXO0/IMMO KaK MOXKHO Oojlee paHHCe BbiABIEHHE NATOJOrMU. BoO3MOKHA
MpeHaTalbHas AHArHOCTHKA rallakTO3eMMH, BKIIOHAKOLas 1posejieHHe OHONCHH
XOPHOHA, aMHHOLEHTe3a C MNOCHCAYIOMIAM  UCCIEIOBAHMEM BOPCHH M

AMHHOTHYECKOHW HKHMIKOCTH.

B Poccuu, cornacHo coBpeMeHHBIM CTaHapTaM, OCYLIECTBISETCS CKPHHUHT
HOBOPOKICHHBIX Ha caeayromume HaCJeICTBEHHbIE 3aboneBaHus:
(peHMIKETOHYPUIO,  BPOXKICHHBIH  TMIOTHPEO3,  IafaKTO3EMHIO,  AjpPeHO-
FeHUTaNbHBIH CHHAPOM U MyKOBHCLMI03. HeoHaraibHblii CKPUHMHI NPOBOAMTCS
Ha 3-5 CyTKM y QOHOWIEHHBIX jeredl u 7-10 cyTku — y Hegonomenusx. C 31oi
UEIIbIO MPOU3BOANTCA 3a00p KanWiLIAPHOW KPOBH, KOTOpas MepeHOCHTCH Ha
unbTpoBaNBHYI0 Oymary W BHJE BBICYIIEHHBIX [ST€H OTHPABISETCH B

PEHEeTHYECKYIO JabopaToputo.
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Ecau npu HeoHaTaTEHOM CKPUHMHIE Y peOeHKa BhIABISETCH MOAO3PEHUE HA
FAJIAKTO3EMHIO, NPOBOJMTICS NOBTOPHOE pellaiollee TecTHpoBanue. B ciydae
MOBTOPHOrO ODHApy’)KeHUsi BBICOKOTO YPOBHS IajlakToO3bl B KPOBH HJIH HHU3KOIO
YPOBHA  Hccneayemoro  depmenrta, pedeHKy  YCTAHABIMBAETCH  JMATHO3
ranakrozemuu. Cpejlenus 0 Takom pedeHke cooOIAIOTCs YHaCTKOBOMY MeAuaTpy,
a CeMbsl HOBOPOXK/ICHHOrO MPHUIVIAILACTCS HA KOHCY/IBTALMIO MeHETHKA B MEIUKO-
PEHETHYECKYIO KOHCY/IbTAlUUIO. Bpau-reHeTuk npoBOAMT NOAPOOHBIN aHanu3
POJOC/IOBHOM,  BBIMONHAET TIEHETHYECKOC TECTUPOBaHME IS BBIABICHMS

MYTaHTHOTO FeHa, 00bAcHseT crieluuduKy nutanus pedeHKa ¢ ralakTo3eMHeN.

Muorpza nns JuarHOCTUKM ranakTO3eMHH MNPHOETraloT K ONpeae/ieHHIo
YPOBHS rajlaKTO3bl B MOHe, NPOBEACHHIO HAIPY30YHBIX HPOD € rajnakTo3oi M
rNOK030i. MOHUTOPHHT DHOXHMHUYECKUX [T0Ka3atTe/eii KpOBM M OOIEro aHaiusa
KPOBH M MOYH IIPH FANaKTO3EMHUH TO3BOJISET ONMPEAENUTh CTEIIEHb MOBPEKICHMUS

BHYTPEHHUX OPraHoB (NoYeK, neyeHu u ap.).

Jetu ¢ ranakTozemueill HYKIAlOTCS B KOHCY/BTAIMH JIETCKOrQ HEBPOIOIa,
Aerckoro odranpmonora, npoeeieHHH iexTposHuedanorpapun, Y3U opranos
OpiolHOH MoJ0CcTH, OHOMHUKPOCKONUMU Iia3a. B HEKoTOpbIX ciayuasx rokaszaHa

ITYHKLIHOHHaA Ouoncus rneveHu.

[anakrosemuto caepyer auddepeHOUpoBaTE OT APYIHMX TIMKOMEHO30B,
caxapHoro juadera | Tuna, BpoKIeHHOH aTpe3nH JKEIYHBIX MPOTOKOB, rernaTuTa,

PeMOJTHTHYECKON DOJIC3HH HOBOPOKIEHHBIX.
Jleyenne rajlaKkTo3eMHuu

OcnoBHas POJbL B JICHEHMM TrajlakTO3eMHH [PUHAJNCIKUT IHECTOTEPaniH.
OcobennocTh nUTaHUsA Npu  TrajJlakTo3¢MuM 3aKIr4aeTcd B HNOKHU3HEHHOM
HCKIIIOYEHHH H3 pallHOHa NMPOAYKTOB, COAEPIKAIINX JIAKTO3Y U rajiakrosy: moboro
MOIIOKa  (JKEHCKOro, KOPOBBLET0, KO3BEro, JAETCKMX MOJIOYHBIX CMeceH,

HU3KONAKTO3HBIX CMecei U l'lp.), BCEX MOJIOYHBIX IPOJAYKTOB, XJ1863, BBINICYKH,

konbac, xouder, wmaprapuHoB wu ap. llpu ramakrozemum 3anpeniaercs
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ynorpebieHHe  pacTUTENbHBIX M JKHBOTHBIX  [POAYKTOB, COAEpZKalIMX
MOTEHIMAIbHBIE MCTOYHHUKH TallakKTO3bl - ralakTo3uasl (0o0oBwle, cod) H

HYKJICOTIPOTEHHBI (MOYKH, MeveHb, siua | ap.).

Jletn, cTpanalolue TanakTo3eMHel, Oo0ecneuMBaIOTCA CHEelMATTBHBIMU
CMeCSMH Ha OCHOBe W30JiTa coeBoro Oerka, THApoiM3ara Ka3eHnHa,
CHHTETHYECKHX aMUHOKHCIIOT, a Takxke 0e3/1aKTO3HBIMHKA3CHHITPEIOMUHAHTHBIMH
MOJOYHBIMH cMecsiMu. C 4-X MecsyHoro Bo3pacrta BBOMATCS (PYKTOBBIE W
ArOJIHBIE COKM; C 4,5 MecsieB - GpyKTOBOE Mope; ¢ S MecsleB — OBOIIHOE MIOPE; ¢
5,5 MecsileB — 0e3MON0UHbIE KalllM U3 KYKYPY3HOH, PeYHeBOH U/IH PUCOBOI MYKH
B pasBeieHUH CHELMAIM3IHPOBAHHON CMeChIO; C 6 MECSIEB - MSICHOH IPUKOPM Ha
OCHOBE Msica KpPOJIMKA, UBIUICHKA, MHICHKH, rOBsMHBL, ¢ 8 MecsueB — pbida.
ANBTEPHATHBHBIM UCTOYHHKOM YIJICBOJOB JUISl MAUMEHTOB C ralakTO3eMHEH

ClIy’KaT NPOAYKTEI HA OCHOBE (PPYKTO3EL.

Jns yAyYIIeHUA MeTabonn4ecKux MIPOIECCOB Ha3HA4aroTCH
NoJAMBHUTaAMUHbI, Kokapbokcunasy, AT®, oporar kanua. Jluuam ¢ ranakrozemue
MPOTHUBOIIOKA3aH MPHEM CHUPTOBBIX HACTOEK M TOMEONaTHYECKWX Ipenaparos,

[TOCKOJILKY IMOCACIHNUE COHEPIKAT JIaKTO3Y.

IICTH C PEYEBLIMH HApYINCHHAMH HYMXOAlOTCHd B KOHCYJILTALWK Joronena v

LieleHanpasieHHoii pabote no koppekunn OHP.
[pornos u npopuiakTuka rajlaKrozeMun

Jleyenne ranakro3eMuM, HAYaTOC C MEPBBIX [HEH JKM3HU [O3BONISET
n30ekaTh pa3BUTHA LUPPO3a, KaTapakTel, onurodpenun. Eciu nedeHne HavaTo B
Oonee mo3aHME CPOKH, KOTJa yke Tpousomo nopaxkenune nevenu u LIHC, ¢
[OMOILLIO PAUMOHAILHOR JAHETOTEPAIIMH POTrPEcCUpoBaHme 3a00IeBaHUS MOIKHO

zameanuTh. |lpu Taxennix dopmax ranakrozeMuu MOKET ObITh JeTalbHbIl UCXO0.

29




JucnancepHoe HaOmwoaeHHe pebeHKa ¢ rajlakTo3eMMeil OCYIIECTBISETCH
OeJMATPOM, [E€HEeTHKOM, JIMETOJIONOM, [IeTCKHM OKYJIMCTOM M JeTCKHM

HEBPOJIOTOM. }_leTﬂM C ranaKTo3eMHuei NMPpUCBAUBAETCA WHBAITHAHOCTS.

Yyureigasgs HACHCJACTBEHHYIO OOYCIOBIEHHOCTh TajJaKTO3eMMH, MeIuKO-
FeHETHYECKOe KOHCYNbTHPOBAHHE PEKOMEHIYETCs MPOHTH OYAYUIMM POAUTENSM,
B 4YbHX CEMBbSAX €CTh pOICTBEHHMKM WM JeTH C JaHHBIM 3abolieBaHHEM.
BepeMeHHbIM ¢ BBICOKUM PUCKOM pOXeHUs pebeHKa ¢ rajakro3eMHued, cieayer

OrpaHUunTh YIOTpedIeHne MOJIOUYHBIX IPOAYKTOB.

5. MykoBueumao3 (KucTo3Hblii GUOPO3) — CHMCTEMHOE HACHEICTBCHHOE
3abosieBanue, OOYCIOBICHHOE MyTaUMeH reHa TpaHcMemOpaHHOIO peryJsropa
MYKOBHCUMAO3a M XapaKTCPH3YIOIIEECs MOPAKEHUEM JKENIE3 BHENIHEeH CeKperuH,
TSOKEIBIMA - HApYWICHUAMU  (YHKUMIA  OpraHoB  abixanus. MyKoBucUH103
npeactaBaser cobol  ocoOblii  MHTEpeC He TONbKO M3-3a  LIHPOKOH
pPacnpocTpaHeHHOCTH, HO W MOTOMY, HTO 3TO OJAHO M3 MNEPBbIX HACNEACTBEHHbIX
3aboneBaHuii, Kortopoe nbiTanuch JeunTts. 70 % cliyyaeB MYKOBUCLIHJI032
BBISIBIISIIOTC B TeueHWe mnepBbiX 2 ner xu3Hu pedénka. C  BHeapeHnem
HEOHATAIBHOIO CKPMHMHIA BpeMs BbISBICHMUS 3HAYMTENBLHO COKpaTWiock.O0ume
MPU3HAKK: OTCTABaHUE B (PU3HYECKOM PA3BUTHU, PEUNAMBUPYIOLINE XPOHUYECKHUE
3a00seBaHUsl OPraHOB /bIXaHHMA, MOJHIBI HOCA, YHOPHO TeKYIIHH XPOHHYECKHil
raiiMOpUT, XPOHUHECKHI OPOHXUT, peUMAUBUPYIOLIHI MTAHKPEATHT, AbIXaTelbHas

HEAOCTATOYHOCTD. XpOHH‘ICCKPIC KOJIWTHI, XOJIEHHUCTUTBL Y POACTBEHHHUKOB.

MykoBucumn03 (kucrosubiidi (pudpos) - 3abonesanue, CONPOBOKIAIOUIEECS
FeHEPAIM30BAHHBIM MOPAKEHUEM HK30KPHHHBIX Kené3, DTO pacnpocTpaHéHHOe
ayTOCOMHO-PENEeCcCUBHOE HacleJCTBeHHoe 3adojieBaHne HAOmMOMAT y AeTel ¢
yactoro or 1:2000 ao 1:12 000 HoopoxaEHHBLIX. MYKOBUCUMIO3 IMPOKO

PacIpoCTPaHeH Kak B WHYCTPHAJILHO PA3BUTHIX CTpaHax 3anajaHol EBponbi, Tak
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u B CLUIA, rue KoQu4ecTBO AMArHOCTHPOBaHHBLIX OONBLHLIX coctasisier 7-8:100

000 »HacenecHus.
ITHOOIHS H NATOreHes

I'en myxoBucuusosza orkpbiim B 1989 r. B pesyabrate Myrauuu resa
HapylllaeTcs CTpyKTypa U (pyHkuus cneuuduyeckoro denka (TpaHcmMeMOpaHHOrO
peryastopa MB), nokanu3yiomerocs B anUKanbHOM HacTH  MeMOpaHsl
SMUTENUATBHBIX KIETOK, BBICTHJIAIOUIMX BBIBOJAHBIC MNPOTOKH MODKENYA0YHOMH
JKenesbl, Kenés KHIIeYHWKa, OpPOHXOIErOYHOH CHCTEMbI, MOYEBOTO TpaKTa, H
peryJimpylomero TPaHCIOPT MOHOB XJIopa MeXKAY OSTHMH KIeTKaMH |
MEKKIETOYHOM KUAKOCTBIO. [laToreHes nopaxenns OTAeNbHBIX OPraHoOB H CHCTEM
NpH MYKOBHCLMIO3C CBSi3aH € BbIJCICHHEM C/IM3C00pa3yOIIMMU  Kele3aMu
CeKpeTa NOBLIEHHON BA3KOCTH. Panuue néroynbie nimeHenus (na 5-7-i nenene
KHU3HHM pebénka) cazanbl ¢ runeptpoduel OPOHXHATBHBIX CIU3UCTBIX JKENE3
runepnaasueil 60KanoBUAHBIX KaeToK. Baskuil OpoHXManbHbIH CEKPeT TOPMO3HT
padoTy PeCHUTHATOTO HMUTENUS U MPUBOAUT K HAPYLICHUIO APEHAXKHON QYHKUNUK
Oponxos. IlpucoeauHenne naroreHHoOH MUKPOQGIOPH! (Yale BCero 30J0THCTOrO
cTaMIOKOKKA, CHHErHOWHOW H reMo(GHILHON nanoyex) NMPUBOIUT K PasBUTHIO
XPOHWYECKOr0 BOCNAIHTENLHOIO rpoiecca. Jng MyKOBHCUMA03a XapakTepHO
dopmuposanue auddysuoro nuesmopudposa, OpOHXOIKTA30B, YTO B COYECTAHUHU €
MOU3EMOH NPUBOAUT K PAa3BHTHIO JIEFOYHOI I'MIEPTEH3UH, JIEFOYHOTO cep/a,

MpaBOKeIyJ0YKOBOM He10CTaTOYHOCTH.

OOGtypaiMss BBIBOJAHBIX TMPOTOKOB TMOJDKENYJOYHOH Kele3bl  BAIKHM
CEKPETOM HapyllaeT €€ BHCIIHC- M BHYTPUCCKPETOPHYIO HESTENBHOCTb. JTO
NPOSIBIISICTCS B OCHOBHOM HapylICHMEM aCCHMMIISLIMN JKUPOB M CTeaTopeeii.
AHanornuHBle HW3MEHEHHs JKené3 KHWIIeYHWKa B COYETaHHH ¢ HapyleHHem
(DYHKUMM  [IOJUKENYAOUHOR  JKEIEe3bl  BbI3BIBAOT MEKOHMANLHYIO KHILECYHYIO
HEMPOXOAUMOCTE Y HOBOPOXKAEHHBIX, BhINAJeHue NPAMONH KHIUKU U JUCTANbHYIO

MHTECTHHANILHYIO 00CTPYKLIMIO Y eTeil Donee crapiiero Bo3pacra.
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Kannuueckan kapruna
Bbi1es10T Tpy OCHOBHBIE KIHHUYECKHE (POPMBI MYKOBHUCIIM/1034.

Cwmemannas popma ¢ nopakennem JKKT u 6ponxonérounoit cucremst (78-

80%).
[IpenmymiecTBeHHOE nopakeHue Hérkux (15-20%).
[peumymecrsennoe nopaxenne JKKT (5%).

B rnepuon HOBOPOXKIEHHOCTH Y JeTeil MOKET pa3BMBATHCS KHIIEYHAN
HENPOXOAMMOCTE (MEKOHUEBBLIHHUIIEYC), CONPOBOKIAOINANCA PBOTOM, B3AYTHEM
KUBOTA, HEOTXOMKJICHHEMMEKOHMS, HApPaCTalUIMM TOKCHKO30M M 3KCHKO30M.
Onnako vaie MyKoBHCHMIO3 MaHH(pECTHPYET B IPYIHOM BO3PACTE B CBS3H C
NepeBoJoM pebéHKa Ha CMelllaHHOe BcKapMmiauBaHue. [lOSBISIOTCS OOMIBHBIN
3/I0BOHHBIN 3aMa3K000pa3HbIi KUPHBIA CTYJl (M3MEHEHHS! CBA3AHLI C HAPYILEHUEM
BHEUIHECEKPETOPHOH  JICSTCILHOCTH  [1OJUKENYI04MHON  JKEeIe3bl), yBeIHYeHHe
[IEYEHU, NPOrpeccHpyeT AUCTPOdMA, BO3ZMOKHO BBINAJACHUE NPAMOH KUIIKH.
XapakTepeH BHEIHMH BMJ JeTeil: Cyxas CepoBaTO-3CMIMCTAs KOKa, Xyible
KOHE4HOCTH ¢ AeopMauvedl KOHIEBBIX (anaHr naiepieB B Buje «HapabaHHBIX
Najno4eK», pacliMpeHHas, Hepeiko aedopMHpoBaHHAsS TPYAHAS KIETKa, OONbIION
B3YTBIil OKMBOT. 3aTeM B KJIMHHYECKOM KapTUHe HAYMHAOT npeobnajarh
OpOHXONErouHbIe W3MEHeHMs, ONpelelsIoMe TPOrHO3 Golee uem y 90%
DONBHBIX MYKOBUCUM/I030M. BOIBHEIX GECHIOKOAT yNOpPHBIH HABS3YMUBEIT KALICTH,
Oponxopest, oapiika.  UpesmepHas  BS3KOCTH  MOKPOTHI  CHOCOOCTBYeT
MPHCOEAMHEHMIO BTOPUYHOM MH(EKIMM H Pa3sBUTHIO TPOTPECCHPYIONIEro
XPOHHYECKOrO OpOHXONErouHOro mpouecca ¢ udpdysHsiM MHeBMOGUOPO3OM,
OpoHXx09KTaszaMu, KMCTaMH, arejeKTa3zamMu, 30HaMH OTPaHUYEHHOTO

INHEBMOCKIIEPO3a. ITocrenenno Hapacracr nér OHHO-CepJIcHHas HEeAOCTATOYHOCTD.

My KOBHCHH 073 MOJKET OCITOZKHHTLCH pPasBUTHEM MHCBMOTOpaKca,

ITHOITHEBMOTOPAKCa, KPOBOXapKaHbs, JNErouyHoro KpOBOTEYCHMA.
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JlaGopaTopHble H HHCTPYMEHTAJILHBIE HCC/IEA0BAHUS

Hns JMArHOCTUKH MYKOBUCIIM103a OPUMEHAIOT  ONpe/eleHHe
KOHLEHTPALMHK XJIOPHI0B B MOTOBOM KHIKOCTH, KOTOPOE MPOBOST HE MEHEE TPEX
pas. Ilpm MykoBHCLMAO3C KOHUCHTPALMS XJOPHIOB B MOTOBOH HJIKOCTH
npesbimaeT 60 mmons/a. [pu nosyuenun norpaHUYHBIX 3HA4YEHHI KOHLIEHTPALHH
xmopuaos B nore (40-60 mmons/n) neobxoaumo nposectn ananns JIHK. B

HACTOALIECE BpeMs € yCrieXoM npumeHsior npeHaransuyo JHK-mmarnoctuxy.

ITIpu pentreHorpauu OpraHoB rpyAHOH KIETKH BBIABIAIOT Mpu3eMy.
MUTPHPYIOIME  aTeNeKTa3bl, YYAaCTKH WHOUIBTPALUMKM JIEFOYHOW TKAHU W
MTHEeBMOCK/IepO3a, ycwienne U aedopmauni  nérounHoro pucyska. [lpu
OpoHXocKOnMu  OOHapyKMBalOT AUGDOY3HbIA THOWHLIA  HHIOOPOHXHUT, IpH
Bpouxorpadun - pacnpocTpaHéHHbIIl JeGopMUpyIOUil OPOHXUT U ABYCTOPOHHHE
OponxoskTasel. B konporpaMme BbBIBISIOT OOJBILOE KOJIMYECTBO HEHTPATBHOIO

Kupa.
JAunarnocruka n anddepeHunanbuas THATHOCTHKA
OCHOBHBIEC HArHOCTHYECKHE KPUTEPHH MYKOBHCIIHI034:
MYKOBHCLIN/I03 Y CHOCOB;

- paHO  pa3BUBUIMMCHA, TOPNUAHBIA K  Tepanuu  XPOHHYECKMid

OPOHXONErOUHBIN NPOLIECC;
- THIIMYHBIA KHLIEYHBIH CUHAPOM;
- TTONIOKHUTENBHBIA TECT HA OIPE/ICICHUE XJTOPUIOB B MOTE.

Juddepenumanpiyl0  IHArHOCTHKY  TMPOBOAAT € BPOXKACHHBIMH
OpOHXONEroYHbIMH JHCIUIA3HAMH M MOPOKAMM PA3BUTHS, KOKITIOUIEM, 3aTSKHBIM

OPOHX00OCTPYKTUBHBIM CHHAPOMOM.
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Jleuenue

Jleuenwe NpH  MYKOBHCUMO3€ BKIIOHACT IIOCTOSHHOE  OYHINCHME
OpOHXMANBLHOrO JlepeBa, AHTHOMOTHKOTEPANHIO W HOPMAIM3ALMIO NHUTAHUA

OOJLHBIX.

Jls ouminenus OpOHXMAIBHOTO JepeBa MOKa3aHbl MYKOJUTHKHY B OONBIIHMX
J103aX TEepopasbHO W B a3pO30JiAX, MOCTYPalbHBEIH JApeHax, BUOpomaccak,
ayTOreHHbIH JIpeHak, (OpCUpOBaHHAs IKCNUpATOpHas TEXHHWKA JIbIXaHHS,

6pouxocxon HYECKHUE CaHalH.

AHTHOMOTHKOTEpAIUIO  ClieJyeT [POBOAWTE € Y4CTOM  pe3yJIbTaToB
MHKpOOHOIOTHYECKOro ueciienoBanus. [Ipu MmyKkoBucLM103€ HA3HAYAIOT BHICOKHE
JIO036I AHTUOMOTHKOB OaKTEPULIMAHOTO AEHCTBUSN, NPOJIOHrHpoBaHHbie (2-3 Hex)
KYpChbl Jle4eHHs, KOMOMHALMKW Mpenaparos /Ui NPeojIoNieHUsl Pe3UCTEHTHOCTH
MUKpOQIOpEL; MpH obocTpeHusX 3aboneBaHts NoKa3aHo BHYTPUBEHHOE BBE/IEHHE
aHTHOMOTHKOB B COYCTAHMH ¢ HHTANANMOHHBIM. B nocnennee Bpems anTHOMOTUKM
HA3HAYAIOT HE TOJBKO BO Bpems o0ocTpeHHs, HO ¥ ¢ NPOMMIAKTHYECKON NEIbIO
NpH XPOHUYECKOH KOMoHU3aluKu OPOHXHAIIEHOIO JepeBa CHHErHOMHOM Mano4YKOoH.
Hcnonbayror tnedanocrnopunsi H-111 nokonenus, aMHHOIIIHKO3KH b1, KapOaneHeMbl.
[IInpoxo TNPHMEHSIOT KypChl MHIANSOUOHHON aHTHOAKTepHanbHOW TepanuH,
NepopaisHOro  MpUéMa  AHTHCUMHErHOMHBIX — NpPENnapaTtoB M3 IPyMibl
dropxunosonos (uunpodaokcanH), BHYTPUBEHHOE BBCACHHEC aHTHOMOTHKOB B
JOMAIIHHUX YCIOBHMSX, YTO MO3BOASET YMEHBIIMTh BO3MOXKHOCTH MEPEKPECTHOIO

HHd)HLlIdeBaHHﬂ A MaTepHalibHbIC 3aTPaThl, MOBBICHTL KAYECTBO JKM3HH OOBHBIX.

Jlis HopManuzauus nUTaHus OONBHBLIX HEOOXOJWMBI BBICOKOKANOpUHAs
auera 0€3 OrpaHuYeHUs! KUPOB, NMOCTOSHHBIM NpueM (CPMEHTHBIX TMPENnaparos,
MOKPBITEIX 00OTOYKON, PE3UCTEHTHOH K KemyJAO4YHOMY COKY (Hanpumep, KpeoH,

MaHLKTPAaT), MPUEM JKupopacTBOpuMbIX BuTamunos A, D, E, K.

B  wacrosimee Bpemss pa3paboTaHa reHHO-MHJKCHECpHAs  Tepanus

MYKOBHCLHM034a.
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Huecnancepuoe nadmoaenue

bonbHbIX MYKOBHCLM/I030M HEODXO0AMMO HabmoaaTh B
CTICUATM3NPOBAHHBIX LEHTPAX, CEeTh KOTOPBIX CO34aéTcs B HAaEH CTpaHe.
bosibHBIX ¢ repuojuuHOCTEIO | pa3 B 3 Mec noOJABEpPraldT JIeTalbHOMY
obcnenoBanmio, BKJIIOYAIOIEMY  aHTPOIIOMETPHIO,  OlpejielieHue  (YHKUUH
BHEUIHErO JbIXaHus, 001IMe KIMHHYECKHEe aHAIN3bl KPOBH M MOYH, KOIPOrpaMmy,
aHaIM3 MOKPOTHl Ha MUKPOQUIOPY M YYBCTBUTENbHOCTL K aHTtHOMoTHKaM. [lo
pe3yabraram o0ClieZIOBaHUSI KOPPUTHPYIOT Je4eOHO-peabnIuTalMOHHBIH PEKUM.
He pexe 1 pasza B roj HeOOXOIHMO IMPOBOANWTE PeHTIeHOTpa(hu0 rPyIHOH KIETKH,
olpesieNieHHe KOCTHOIO BO3pacTa, OMOXMMHYECKHMH M HUMMYHOIIOTHYECKHH
anamu3bl Kpoeu, OxoKI™ u Y3U opranor Opromnoi nonoctu. B nocaennue rojp
OOMBbHBIX aKTHBHO HAOMIOAAIOT M JevaT B JAHEBHBIX CTALMOHAPAX M Ha3HA4aloT

aHTHOAKTEPHATIBHYIO TEPAITHIO Ha IOMY.
Ilpornos

[Iporuos npu MyKOBUCUHMA03€¢ OCTAETCH HEONAronpHusITHLIM H ONpEeIseTcs
TS/KECTBK)  OpOHXONEro4HbIX  M3MeHeHui.  Pano  manudecTHpoBaBluMii
MYKOBUCIMA03 TIPOTeKaeT TsoKenee, OCO0eHHO y  jAeTeil, mnepeHécumx
MEKOHHEeBBIiHIeYC. 3HAaYNTENbHO YXYALIAeTCs [POrHo3 TMpPH XPOHHYECKOH
KOJIOHU3ALMK OpOHXMANLHOrO JepeBa CHMHErHOWHON nanovykoil. B To ke Bpems
YCIIEXH JHMArHOCTHKM M TEpanuu MYKOBHCLMIO3a NPHBEAM K 3HAYUTEIBHOMY
yYBeAN4EeHUIO BhikuBaeMocTH OobHbIX. Tak, ecnu B 50-¢ rr. XX Beka okofno 80%
OONBHBIX YMHMpaiu B Bospacte g0 10 ner, To B Hacrosuiee BpeMs CpenHss
MPOAOIKUTENBHOCTb KU3HM OOABHBIX MYKOBUCUMAO30M cocTaBiafgeT 29 ner u

douiee.
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1.3 IpoBeaenue npoueaypsl CKPHHAHTA

1. Jlis nposejeHHst HEOHATAILHOrO CKPHHHMHTA [IPOM3BOAMTCSH 3a060p
00pa31l0B KPOBH Y HOBOPOIKICHHBIX J€TeH B rOCyJapCTBEHHBIX H MYHHIHIATLHBIX
YUPEKACHUAX  3[APABOOXPAHEHHS, OKA3bIBAIOIIMX  MEAULMHCKYI0  [TOMOLIb
KEHUMHAM B MEPHOA POIOB, B COOTBETCTBHU ¢ PexomenpaiusiMmu 1o zabopy
00pa3sLoB KpOBH MPH TNPOBEJACHUM MAcCOBOro 0GCNEJOBAHMS HOBOPOKICHHBIX

JIeTeH Ha Hacle/ICTBeHHbIC 3a00/eBaHus.

2. B cayyae OTCYTCTBMA B JOKYMCHTALMH HOBOPOKIEHHOro pedeHKa
OTMETKH O B3ATHHM 00pasua KpOBH P €ro MOCTYIUIEHMM Noj| Had/IOJCHHE B
JICTCKYIO TMONHUKIWHUKY 110 MECTY JKMTeNbCTBA MIIM MEpeBOAe [10 MEAULUHCKAM
MOKa3aHHsAM B DOJBLHHUHOE yupekaeHHe 3a00p 00pa3iioB KPOBU /ISl IPOBEICHUS!
HCCIICIOBAHUS OCYLIECTBsAETCS B coOoTBeTCTBMH ¢ Pekomenpaumsamu no 3abopy
00pa3sloB KPOBH MNPY NPOBEACHHM MAaccoBOr0 00CIEAOBAHHA HOBOPOKIACHHBIX

JIeTel Ha Hache/AcTBeHHbIe 3aboeBanus.

3. JlabopaTopHbie uccnenoBaHus 00pa3LOB KPOBH HOBOPOKAEHHBIX J€Teil,
nabopaTopHblif  KOHTPONL  KayecTBa JiedeHHs OONBHBIX  AeTe, MeauKo-
PEHETHYECKOE KOHCYJIbTHPOBAHHE C MOCHEAYIOUIeH NpeHaTalbHOM IHArHOCTHKOM
CeMbH, MMEIOIEH pebeHKa ¢ HacaeJCTBEHHbIM 3ad0JICBaHMEM, OCYILECTBAAETCH

MEJIHKO-TEHETHYCCKOM KOHCYNbTalMen (HEHTPOM).
4. Jlns npoBeeHHA HEOHATAILHOIO CKPUHUHTA HEOOXOIMMO 00CCIeHHTH:

- YKOMILIEKTOBAHME IUTATa MEIMKO-TEHeTHYECKOW KOHCYNbTaluu (LeHTp
JAOIKHOCTSIMH Bpa4ycH-IeHETHKOB, Bpayuel-/1abopanToB-reHeTUKOB, (elbaiepos-
nabOpaHTOB ¥ 71a0OPaHTOB B CBA3M C pACLIMPEHHEM 3aja4 10 TPOBCACHHHU
MaccoBoro  00cnIen0BaHMS  HOBOPOXKIEHHBIX JeTeif Ha  HAaCACACTBEHHBIE

3a00/1eBaHMA H C Y4eTOM yBe/MdeHus obbema paboThr;
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- BKIIIOYCHHE B WUTAT MEAMKO-TeHeTHYEeCKOH KOHCYJIbTALUU (HCHTP
JOJDKHOCTEH Bpaia JICTCKOro 3HA0KPHHOJIOTA, Bpa4da-juerosiora, MEAHLUHUHCKOro

ncuxonora, 6140]]0[‘3, XUMHKa-3KC1epTa;

- OCHAICHHE ME/IMKO-TeHeTHYCCKOM KOHCYJIbTAIMK (LeHTpa) HEeoOX0 UMb

000py0BaHNs U PACXOHBIE MATCPHAIIBL,

- BBIICJICHHE OTACILHBIX MOMEIICHUI 1715 3a00pa KPOBH Y HOBOPOKICHHBIX
ACTEH, MpOBE/eHHs abOPATOPHBIX MCCeN0BAHMIT, XpaHeHHe 06pPa3LOB KPOBH,
OOyYeHHEe  MEIMUMHCKOTO  MEpecoHana,  yYacTBYIOLICIO B NpOBEIeHNH

HECOHATA/IbHOIO CKPpHHHUHTA;

- HalpagplicHHE o6pa'3ua KPOBH MW/ HOBOPOJKICHHOI'O peﬁenka, HE3aBUCHMO
OT MCCTa ero ﬂpeGbIBaHHﬂ, Ha MOATBCPKAAOUIYIO AHArHOCTHKY B CPOK /10 4 vacos

[0 NONYHEHHH BLIZ0BA H3 MCIMKO-TEHCTHYECKOH KOHCYIBTALNM (1eHTpa);

- rocuuTanMsaimio B 00JIbHHYHOE YHUPEXKIEHHE HOBOPOXKJICHHOIO peﬁeulca,
HYZKJIAOWEroca B JIONOJIHUTEILHOM oﬁcneﬂoaanuu M YTOYHCHHMU JIMarHosa
HACIEACTBCHHOTO 386011683!—!]451, no HATIPABIIEHUIO  MEAMKO-T€HeTUYCCKOM

KOHCY/IbTALMH (UeHTpa).

5. [llpoBemenue  MONEKYJSPHO-TEHETHYECKHX MM  KIMHUYECKHX
HCC/ICI0BAHMIA NPH BbISBICHUH Y HOBOPOXIEHHOro pebeHKa HACHCACTBEHHOIO
3a00/1eBaHNs MOXKeT ObITh OCYIICCTBIGHO Ha Oase JICUCTBYIOWMX WIH BHOBb
CO3/1aBaCMbIX MOJIEKYIIAPHO-TCHETHYECKMX N1abopaTtopuil MeMKO-reHeTHYCCKHX
KOHCY/bTALMH (LIeHTPOB) MM B nabopaTopusix (OTHENEHHSX) (denepanbHbIX
CreLHaTu3UPOBAHHBIX MEAULHHCKUX YUPEKACHHH, (enepanbHbIX

rOCY/TapCTBEHHBIX BBICIIHX YUEOHBIX 3aBe/ICHMIA.

Obpazeu kpoBu GepyT U3 NATKH HOBOPOKICHHOTO yepes 3 waca mocne
KOPM/ICHMS Ha 4 NeHb KM3HH Y JOHOLICHHOTO ¥ Ha 7 [AeHb - Y HEJOHOMICHHOrO

pebenka.
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3aGop  o0pa3slOB  KPOBH  OCYWIECTBAsieTCS — HA  ChCUMalbHBIC
duasTpoBanbHEe GyMaKHbIE TeCT-01aHKK (anee - TecT-0naHK)

[lepen 3abopom oOpasua KpoBH [MSTKY HOBOPOKICHHOTO pebenka
HEOBXOMMO BBIMBITh, MPOTEPETh CTEPWILHON canderkor, cmoueHHsM T0-
rpagyCHBIM CITAPTOM.
Bo u3bexanne reMolnsa Kposn 06paboTanHoe MecTo ClielyeT NPOMOKHYTh CyXOH
CTEPHIIBHOI candeTKo.

[Tpokon MSTKM HOBOPOXKACHHOTO pedenKa OCYMECTBIACTCA OAHOPA3OBLIM
ckapuduKaTopom, Iiepsas Kamis KpOBM CHHMAGTCA  CTEPHUIBHBIM - CYXHM
TaMIOHOM.

Msrkoe HAJABINBAHKWE HA MATKY HOBOPOKICHHOTO pedenka crnocodCTByeT
HAKOIUIEHHWIO  BTOPOHW  KamiW  KPOBH, K  KOTOPOH  MEepHeHAMKYISIpHO
MPUKIA/BIBAETCS TECT-01aHK, NPOMHTHIBACMbIH KPOBBIO MOJHOCTBIO U HACKBO3b B
COOTBETCTBHH C YKa3aHHBIMK Ha TecT-O1aHKe pasmepamu (5 nsrten). Bua naten
KpoBM  JIOJKEH ObITh  OAMHAKOBBIM C  ODEHX  CTOPOH TecT-ON1aHKa.
TecT-6ManK  BBICYIIMBACTCS B I'OPM3OHTAIBLHOM TOJOXKEHHH HAa YHCTOMH
06e3KUPEHHOA  TMOBEPXHOCTH He MeHee 2 uacoB, 0e3  MPUMCHCHMA
HONONHUTENBHOM TETIIOBOH 06pabOTKY M IOTAJa s IPAMBIX CONHEYHBIX Ty4eH.

PaGoTHuK, ocymiecTBisOlMit 3a00p 00pa3suoB KpPOBH, HE 3aTparuBas
MATEH KPOBHM, LWIAPHKOBOH PYUKOii, pasdopunBo, 3aliChIBACT CBECHHS O pebenke

Tecr-Onanky exeqHEBHO CcoOOMparOTCs W MPOBEPSIOTCA Ha KaueCTBO
3abopa KpOBM U NPABHILHOCTH HX 3alI0JHEHUA.

Bo wusbexanue  3arpsa3HeHus — TecT-O4aHKM  YNAKOBBIBAIOTCA — HE
COTIpMKACAfACH [ATHAMHM, TePMETHYHO, B YHCTbIi KOHBEPT U B CrelHaNbHOW
yNaKoBKe ¢ COBMOACHHEM TeMIiepaTypHoro pexuma (+2° - +87 C) nocTaBisrOTCS
JUIS TIPOBEICHHSI HCCACJ0BAHNH B MEIIMKO-TeHETHYECKYH0 KOHCYIBTALMIO HE PEKe
oHOro pasa B 3 [t ¢ 8 4acoB 0 15 4acoB eXKEAHCBHO.

WUccnenosanne o6pasioB KPOBU MPOBOJAMTCS B MEAMKO-ICHETHYECKOH

KOHCYIbTalMH B cpok 10 10 aueii nocsne 3abopa 0dpasua KpoBH.
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Hanpagsaenue npod kpoBu.

3abop KpoOBM OCYHICCTBISETCS HATOLIAK WM 4Yepe3 3 vaca rocjie eibl B
moboe Bpemst B KoiuyecTse 3-6 MILB BaKyyMHYIO NpoOupky Vacutainer.

Mcnons3yloTcs jABa TUiia npodupox:

- BDVacutainer ans mnosydeHus ChIBOpOTKM 0Oe3 rens, MIIaCTHKOBbLIE,

KpacHasi KpbIIKa.

- BD Vacutainer Il ¢ pasjenurenbHpIM reneM 178 MONY4YeHHs U OTJAC/ICHH

CBIBOPOTKH, NJIACTUKOBBIC, HKEJITas KPbIIKA,
[Mopsanok ucnonb3oBanus MPOOUPKH 6e3 redist (¢ KPACHOH KPBILIKOM ):

- Ilocne 3abopa kpoBM oOpasel nepemelnats MyTEM MEPEBOpAYMBAHMA

npoGupky 5-6 pas 1uis TYYIIero CMELIMBaHUs ¢ AKTHBATOPOM CBEPThIBAHMS;
- HoxaTbes noaHOro CBepThiBaHus KPOBH, MUHKUMYM 60 MuH;

- llenTpudyruposars B CTaHJAApPTHON I'eMaTOJOrMHecKod ueHTpudyre B

reuenue 10 mun;

[Ipobupky ¢ KpacHOH KpbIIKOH JOCTaBISIOTCS B 1abOPaTOpHIO B TEUYEHHH
24 wacos, He OGonee 3 cyToK 1oche MnoiayveHus odpasua NpH YCIOBHM XPaHEHUs
npu Temneparype or +2 g0 +8C. [lpu TpaHCHOPTHPOBKE INOANEPKHUBATE
Temnepatypy or +2 ngo +8C, Ans 4ero HMCHonb30BaTh TEPMOKOHTEHHEpSI
uxnagonakersl. IIpodMpkn ¢ KpacHOW  KpBIIKOH HE  3aMOpPaKUBATh.
3amopaskuBaHHe NpoOupku Oe3 resis NPUBOAUT K IeMONN3Y H HEBO3MOKHOCTH

MCMoNb30BaHNs 0Opasia.

[Topsiiok Mcnonb30BaHus NPOOUPKH ¢ PA3ICIHTEIbHBIM refeM (C KenTou

KPBILLIKOMH ):

Jns nyywero oraeneHus CrycTka KpOBH OT CHIBOPOTKH B IPOOHPKH

nodassied renb, NMpegHasHA4YEHHbIA A 00pa3oBaHus CTOUKOro Oapbepa Mexay

KIEeTOYHBIMH KOMIOHEHTAMMU M CHIBOPOTKOH BO BpeMs LeHTpudyriuposanus. I'ensb
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TBEpAceT M oOpasyer Gapbep Mexay (OPMCHHBIMA 3EMEHTAMH KPOBH U
CBIBOPOTKOM. YcToiunBbii Gapbep hopMHpyeTcs depes 5 MUH mocie OKOHYAHHS

LUEHTPUDYTHPOBaHHSL.

- Tocne 3abopa kposu obpasen nepemewiats NyTeM MepeBOPAYHBAHUS

NPOOHPKH 5-6 pas A Jydllero CMEIMBAHMUS C AKTUBATOPOM CBEPTHIBAHMS;
- JloaaTecst N0IHOTO CBEPTHIBAHUSA KPOBH, MUHHMYM 30 MUHYT;

- Henrpudyruposars B crangaprHoi nentpudyre B tedenne |5 Munyr npu
2500-2700 o6/mun. TlosropHOe UEHTPU(YTHPOBAHUE HE IOMYCKAESTCS, MOMKET

MPOU30HTH rEeMOIIH3.

[Tpobupkn ¢ kenTol KphIUKOI A0CTABIAIOTCA B 1a00OpaToOpHIo B Tevyenue 24
4acoBs, HO He Oosiee 3 CyTOK fociae noiyyenus 00pasua NpH YCIOBMM XpaHEHHs
npu Temneparype ot +2 jo +8C. Ilpy HEBO3MOXHOCTH AOCTAaBKM 0OPA3lOB B
abopatopuio B TedcHHE 3 CYTOK ¢ MOMeHTa 3abopa KpOBH, NpobUpPKH

He0DX0IMMO 3aMOpPO3UTL NIpH Temnepatype -20C.

[Ipn TpaHCOpTHPOBKE B 1aGOPATOPHIO COXPAHSATL TEMNEPATYPHBIH PEKUM,
MJIA HEro HCII0JIb30BaTh TEPMOKOHTEHHeph M xiagonakersl. OTrauBanme u

INOBTOPHOE 3aMOpakuBaHue 06pa3l_lOB HE JIONYCKaeTCH.

Bee npobupku HeoOX0AMMO MAapKHPOBATH 3THKETKAMH CO IITPHX-KOLAMHU.
DTHKETKU NapHbIe: OJIMH HK3eMIUIAD IPHKIEHBACTCS HA HATIPABICHHUH, BTOPOI- Ha
npodupke. [1poGupkn conpoBOKAAIOTCA ClEUHAILHBIM HANPABICHHEM peecTpom

cornacHo npukaszy M3 PC(4).

Pesynbrathl  uccnemoBaHMii  Ha  KaKAyH) OCPEMEHHYI0 HEODXOAMMO
MOJNy4nTh MNpH  crejyloumiein nocrapke oOpasinoB B J1abopatopuu  MejuKo-

reHeTHYeCKOH KOHCYIbTAlHH.
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Fnaga II. Ananus cTaTHCTHYECKUX AAHHBIX CKPHHHHTA HOBOPOKACHHBIX

PC(51)

2.1 CraTtucTH4ecKHe Jannbie no matepuaaam HIM Nol
MeanunnckoronenTpa r.Slkyrexa

Heonaranbnpiii ckpuannr 8 Pecnybanke Caxa (SIkyrus) no rogam

BoiaBneHo 6onbHbIX

4
3 3 3
2 f 2
1341 1 1.8 1 1 [l 1 1 11 1
IIII0 I Y I|I° I |0 OOID ooII ooflo

=
p=3

2011 2012 2013 2014 2015 2016 2017
Yueno Yueno Yucno Yucno Yucan Yueno Hueno
POAMBLIKXCA POAABLLIMXCA POAMBLEWXCS COAMBILINXCH POAMBUINXCA POAMBLIMXCA POANELLMXCH
16173 16922 16611 16964 16469 15418 13710
Obcneposano Qbeneposano Obcnegoparo Qbcheporaro Qbcneacsann Qheneposann O6cneaosano
16052 16832 16546 16946 16946 15385 13693

B BPOKASHHHIN TMNOTEPNOT M OEHUAKETOHYPUA B ANQSHOTEHITANLHEIA CHHAPON B MYKOBKCILWAADT B | a8k csenmus
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’ 2011 ropay pogunocb 16173 peteu
U3 HUx BbiABNEHO 6ONbHbIX

l | l
M [an1aKkTO3emus

. : B

B BpoKAaeHHbIN
rmnoTepuos

B PeHUNKeToHypua |

“ AppeHoreHuTanb
HbIY CUHAPOM

B Mykosucumtos

2012 ropy pogunocb 16922 peteit
N3 HuX BbiaBNeHO 60abHbBIX

B BpoxXaeHHbin
rMnoTepuos

W PeHnnkeToHypua |

" AgpeHoreHuTanb
HbI CUHAPOM

B MyKosucumTos

B [anakTozemusa
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2013 ropy popunocb 16611 aeteii
) N3 HUX BbiaBNEeHO 60/bHbIX

H BpoXXaeHHbIN
rmnoTepmos

B PeHuNKeToHYpUs

AfpeHoreHmTanb
HbI CUHAPOM

® MykoBucumtos

M [anakTozemus

2014 ropy popgunocb 16964 petei
U3 HUX BbiaBIEeHO BONbHbIX

B BpoXXaeHHbIN
rmnoTepmos

B PeHunKeToHypuUs

AnpeHoreHuTanb
HbIM CUHAPOM

B MyKkosucuuTos

W [anakTozemus
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2015 roay poaunocb 16469 petei
U3 HUX BbiABNEHO BONbHbIX

B BpoXKAEHHbIN
rMnNoTepuos

HbI CUHAPOM

B MyKoBUCUMTO3

B [anakTozemusa

2016 ropy pogunocb 15418 aetei
U3 HUX BbifsBNEHO 6ONbHbIX

B BpoxxaeHHbIn
rmnoTepmos

AppeHoreHuTtanb
HbIA CUHApPOM

B MyKoBMCUUTO3

B [anakTo3zemus

B ®eHUNKeToHypUA

AfpeHoreHuTanb

B DeHunKeToHYpUA
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2017 ropy poaunocb 13710 gerteu
U3 HUX BbiABNeHO 60NbHbIX

B BpoXXAeHHbIN
rmnoTepuos

B OeHUNKEeTOHYpPUSA

ALpeHoreHuTasab
HbIX CUHAPOM

¥ MykosucumTos

B [anakTozemun

Hroro ¢ 2011 no 2017 roma poaunoce 112267 nereit, M3 HUX BHISBICHO

DonpHbIX aeTel 41:
- Bpoxaennstii runorepuos — 20 perei
- Denunnkeronypus — 4 nerei
- AJIpEHOTCHUTANILHBIN CUHAPOM — 8 JeTei
- MykoBucumTO3 — 8 jerei

- ["anakrozemus — | pebenox
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Bboieoo

1. Pannee oOnHapyxenue 3abosneBaHus W HeMEJIEHHOE JjledeHHe Ha
AOKJIMHUYECKOH CTajuu 00/e3HM JAacT BO3MOXKHOCTB MPELOTBPATHTH PA3BUTHEC

3abosieBanusl, WK, W30eXKaTh MHOTUX CePLe3HbIX OCI0KHEHUH

2. Ilo cratucrnyeckum pauubiM 3a 2011-2017 r. BbIsSBICHO HOereil ¢
HAcJICACTBEHHBIMH 3abosieBanmsiMu  Bcero 41. C  KakabiM ToJoM YHCIO

BBIABICHHBIX JICTCH YMEHbIIAeTC .

o auarpamme:

BpoJKaeHHbIi rHNOTepHo3 yBEAUYHBAETCS 110 rojlam
MeHnNIKeTOHYPHS 3a NoC/AeAHNE 3 ro/Ia HE BBISBICHO
AJIpEHOIreHUMTAJIBHBIN CHHAPOM 34 MOC/IEAHUE 3 roJla HE BhISBICHO

MYKOBMCU,H,IIO'3 u ['anakrozemus 3a MOCHI€AHUE I'OJIbl YMCHBILACTCSH.
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Zakinouenue

Ha ceroguamunii  nens JAETEH C HACHCACTBECHHBIMU 3ab0JsIeBaHUSIMHU
pPOKIaeTcs BCe MeHblle. B ToM uucine B pesyabrare paboThl MEIUKO

FCHETHYCCKON KOHCYILTALIMM M Bpaveii aKYIUIEPCKO- MeHATPHYCCKON CayKObI.

“HBEUIP]HPB&HHSI YME@HbIIAeTCA 10 3THM BPOXKACHHLIM 3ab0/1eBaHUAM TakKk
KaK IpH paHHEM BbISIBIICHHUH 3abosieBaHus B IICpHOJ HOBOPOK/IEHHOCTH W opu

A/ICKBaTHOM JICYEHWUH ITH AETH BbIpACTAKOT 310POBBIMH YICHAMH 00UIeCTBA.
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