OEHMNJIKETOHYPHA
y Premilife




HacnencteeHHoe 3a001eBaHue rpynmnbl PepMEHTONATH,
CBS3aHHOE C HAPYIICHUEM META00IM3Ma AMUHOKHUCIIOT, TTIABHBIM
oopaszom (penmnananuda (DPA) . Boznukaer y 1 uz 8000—15 000
HOBOPOXKACHHBIX. OHO COnpoBOXkAaeTCS HakomieHueM DA 1 ero
TOKCUYECKHUX MPOAYKTOB, YTO IPHUBOAUT K TSHKEIIOMY MOPAKECHHUIO
[HHC, nposiBisAromEemMycs, B YaCTHOCTH, B BUJIC HAPYILICHUS
YMCTBEHHOI'O Pa3BUTHA.

B MKb-10 3a0o1eBanre perucTpupyeTcs CICayIMM 00pa3oM:
kiraccuueckasa penunkeronypus — E70.0; npyrue

BUAbI Tunepennnanmannaemun — E70.1.



Hcropusa usyuenusa ORY

* Oenmnketonypusa (PKY) Obuta BepBeie onucaHa
r. ®eJIMHIOM Y YMCTBEHHO OTCTAJIBIX OOJIBHBIX CO
CIIEIU(PUYECCKAM «MBIIIHHBIMY» 3aI1aXOM.

* B 1953r. rpynma y4eHbIX U3 BUPMUHTEMCKOTO JIETCKOTO
TOCIIUTAJIS IO/ PYKOBOJACTBOM X. BUKKesss COOOIIUIN O
pazpadotke >3dppexTruBHON Tepanuu OKYVY - penyKIMoHHOU
JMEThI C OrPAHUYCHHUEM MOCTYIICHUS MPOAYKTOB
conepxkamux DA.

* 1962 — P. 'arpu — MUKpPOOHOJIOTUYECKUN TECT —
OCHOBAa CKPUHHHTA

ti0ATHos




B HOpME B OpraHm3Me 4YelOBE€Ka OCHOBHOE KOJHYECTBO
(heHMIaTTaHUHA YTUIU3UPYETCI MyTEM IIPEBPAICHUS €0 B
TUPO3UH, KOTOPbI B CBOK OYEpEIb CIYKUT CyOCTpaTrom
I CHHTE3a OHMOreHHbIX aMHUHOB M MejJaHuHa. JInimb
HEOOJIBIIIOE KOJIUYECTBO (peHMIaTaHUHA UCIIOIb3YETCS s
cuHTe3a Oenka. IlpeBpamienne L-deHunananmHa B L-
TUPO3UH  OCYIISCTBISETCA C IIOMOIIBIO  (PepMeHTa
(eHunamanuHruapokcuinassl (OAI)



B ocHoBe narorenesa runepdeHuIaJIaHuHEMUN JISKUT OJIOKUPOBaHUE
TUIPOKCHIMPOBAHUS (PEHUITAIaHWHA U TIPEBPAIICHUS €r0 B TUPO3UH. [IpsaMbimM
CJICACTBUEM HAPYIICHUS TUAPOKCUIMPOBAHUS SBISIOTCS HAKOIJICHUE
(heHUIaJIaHMHA B KPOBU U MOY€ U CHHKEHUE 00pa30BaHUs TUPO3WHA.

VY HelleueHbIX JIUI ¢ PEHUJIKETOHYPUEH U €€ BapuaHTaMH, 00yCIOBICHHBIMU
HEJI0CTATOYHOCTHIO TETParuaApoOMONTeprHa, KOHIICHTpAIus eHUIalaHuHA B
IJ1a3Me JJOCTUTAeT YPOBHS, TOCTATOYHO BBICOKOTO I AaKTUBALIMHU
albTEPHATUBHBIX ITyTEH MeTaboIM3Ma ¢ 00pa3oBaHUEM (PEHWINMUPYBaTa,
(dbeHunanerara, peHUWIIAKTaTa U APYTUX MPOU3BOIHBIX, OKA3bIBAIOIIUX
TOKCHYECKHUI dP(PEKT Ha pa3IMYHbIC OpraHbl ¥ TKaHU . B HanOoJbIIeH CTeeHH
CTPaAJIArOT CTPYKTYPbI HEHTPAIILHOW HEPBHOM CUCTEMBI.

deHnanaHuH TPEACTABISAECT CO00M KOHKYPEHTHBIM MHTHOUTOP TUPO3UHA3ZHI —
KJIFOYEBOI0 (hepMEHTA Ha ITyTHU CUHTE3a MeJlaHuHA. biiokama 3Toro myTu HapsiLy ¢
YMEHBIIIEHUEM JIOCTYITHOCTH MPEIICCTBEHHUKA MEJTAHUHA (TUPO3UHA)
00yCJIOBIMBAET HEAOCTATOUHYIO MUTMEHTAIIUIO BOJIOC U KOXKHU



Kiaccupukanusa

O




(OKY) onucana
A.Folling.,1934r. 910 ayTOCOMHO-PELIECCUBHOE
3a00J1€BaHNE, KOTOPOE BOZHUKACT BCICACTBUE MyTaLIUU
reHa (peHuIalaHUHTUAPOKCHIa3bl. B ocHOBE 3a00J1eBaHMs
JICKUT HEXBaTKa (peHUNaTaHuH-4-TUAPOKCHUIA3bl KOTOpas
o0ecneunBacT NpeBpallcHue (PeHuIalaHuHA B TUPO3HH,
PE3yJILTaTOM Y€ro CTAaHOBUTCS HAKOIJICHUE
(beHUIIaJIaHWHA ¥ €r0 METAa0O0JIMTOB B TKAHSIX M
(PU3MOTOTNYECKUX KUIKOCTIX OpraHu3Ma peOeHKa.



OTaeabpHYIO TPYIINY MPEACTABISIO

[Ipy HUX CUMIITOMBI OYEHBb MTOXO0XKU HA TAKOBBIE IIPU KIIACCUYECKOM
BapuaHTe 3a00sicBaHuA. HO HET MOM0XKUTENBHBIX MPOJBUKECHUN MO
MOKA3aTeNsIM Pa3BUTUA PEOCHKA, JTaXKE €CIIM TPOBOJIUTH
TUETOTEPAITHIO.

Takue BapuaHThl OOBSICHIIOTCS HEXBATKOM
NETUIPONITEPUHPENYKTA3BI, TETPATUAPONTEPUHA, TYAHO3UH-S-
TpUDOCHATUUKIOTHUIPOJIA3kI, 6-
MUPYBOUITETPArUAPOUTEPUHCHUHTA3EI U TIP.



Bnepsbie arTunuyHasgs PKY onucana [.Smith,

1974r. AyToCOMHO-pelieCCUBHAs 00JI€3Hb, ITPU KOTOPON FEHHBIN
ne(PEeKT HAXOAUTCS B KOPOTKOM IIJI€Y€ XPOMOCOMBI 4.
XapakTepu3yeTcs OHA HEXBATKOM NETUAPONTEPUHPENYKTA3I, YTO
MPUBOAUT K HAPYIICHHUIO BOCCTAHOBIICHUSI aKTUBHON (POPMBI
TETParupoOMONTEPHHA, & B CHUHHOMO3TOBOM KUJAKOCTH U
CBIBOPOTKE KPOBH CHHXKAETCS YPOBEHB (pojaToB. Pe3ynbrar Takux
M3MEHECHUN — META00JINYECKHUE OJTOKM B MEXaHHU3MaX

IpeBpallcHus (peHUIaIaHuHA B TUPO3HH.



OeHNJIKeTOHYPUA 3

® OJror BapuaHTt 0oJie3Hu onmucaa S. Kaufman B 1978 r.
3a0osieBaHue HacjeayeTcsl ayTOCOMHO-PEleCCUBHO U
CBSI3AHO C HEAOCTATOYHOCTHIO 6-
NUPYBOWJITETPATUAPONTEPUH CUHTETA3bI, YYACTBYOLIEH
B IIpolecce CUHTE3a TETPAruApoouonTepuHa.
PasBuBaroumuecst Npv 3TOM pPacCTPOMCTBA CXOAHbI
C HApYUICHUSAMHU, HaOIaaeMbIiMu ipu PKY 2.

Yacrora 0os1e3Hu cocrapiser 1:30000 HOBOPOKIACHHBIX. .




MarepuHcKad QEeHUIKETOHYPHUI

______________________________________________________________ @

-3a00JIEBaHKE, COMPOBOK/IAIOIIEECS] CHUKEHUEM YPOBHS MHTEIIIEKTA (10
YMCTBEHHOM OTCTAJIOCTH) CPEJIM MOTOMCTBA KEeHIIWH, cTpagaromux OKY u ne
MOJIYYAIOIMX CIICUATU3ZUPOBAHHYIO IUETY B COBEPILICHHOJIETHEM BO3PACTE

Haunbosnee BeposiTHAS IPUYHHA CHMITTOMOE
MaTEepUHCKON (PEHMIKETOHYPUH — TOPM
'BJIMSIHUE BBICOKHX KOHIIeHTpanun OA
CTPYKTYpPaJIbHBIX OCJIKOB, UTO MPETISITC
IPaBUILHOMY Pa3BUTHIO CTPYKTYPBI OPIa
cucteM. PeHWIaIaHUH OKa3bIBAET TOKC
AelcTBHE HA (POPMUPYIOMIHECS CUCTEM
CePACYHO-COCYIUCTYI0, MO3T, IUILEBAPUTEIbHBIN
TPAKT, KOCTHYIO CUCTEMY )




1956 ron - Amepukanckuit menuatp Dent oOpaTun BHUMaHUe Ha TTpoOIeMy
BPOKIEHHBIX IOPOKOB y AETEH MaTepen ¢ runepPeHmiaiaHnHEMHEN.

1967 rox - Stevenson 1 Huntley nocTtynupoBaiu, 4To BRICOKME KOHIIETPALIUA
(peHMIaTaHMHA B CBIBOPOTKE KpPOBU  OEPEMEHHOM  JKEHIUHBI C
(PCHUIKETOHYpHEH MOTYT OBITh NPUYUHON POXKIACHHUS pEOEHKA C HUZKOU
Maccou Tena, MUKponedanueit, HOpoKaMu KOCTHOW U CEPJIEYHO-COCYIUCTON
CUCTEM.

1970 rox - onucaHo 79 HOBOPOXKIECHHBIX y Mareper ¢ (PEHUIKETOHYPHEH,
KOTOPBIE€ POAUIIUCH C BPOXKJIEHHBIMUA MOPOKAMH.

1971 ron - Hawell 1 Stevenson onucamu 42 cinyyas, a B 1973 - Peny 104
ciy4dasl IeTel Mareped ¢ runepPeHmiaiaHiHEMHUEN, Y KOTOPhIX OTMEeYeHa
NPUYNHHO-CIeaCcTBEHHas 3aBUCUMOCTD MEXKIY CTETICHBIO

WHTEJEKTYaJbHOTO  HEIOPA3BUTHUSA, W  BEJIWYAHOM  KOHIIEHTPAUHUH
(heHMIaTaHNHA B CBIBOPOTKE KPOBH MATEPH.



R. Koch u coarr. (2008) npu ayToncuu rojJJOBHOTO MO3Ta MJIAJICHIIA,
y Matrepu Kotoporo orMmedajachk KV (6e3 agekBaTHOrO KOHTPOJIS 3a
ypOBHEM (peHUJIaJJaHWHA B KPOBH), OOHAPYKUJIH PsiJI
IIaTOJOTHUYECKUX N3MECHCHUU: HU3KUH BEC MO3Ta,
BEHTPHUKYJIOMETAINIO, TUIIOILIA3UI0 OEJIOr0 BEIIECTBA U 3aJICPKKY
MUEJMHU3aMU (0€3 IPU3HAKOB aCTPOIUTO3a); XPOHUYECKUX
M3MEHECHHUN B CEPOM BEIIIECTBE TOJIOBHOIO MO3ra He OBLIO
oOHapykeHo. IIpeamnonaraercs, 4To HapyIIeHUs B pa3BUTHH O€I0T0
BEIIICCTBA MO3ra OTBETCTBEHHEI 3a (POpMUpPOBaHHUE
HEBPOJIOTMYECKOro aedunnuTta npu MmarepuHckon OKY



TsxecTh nopaxxeHus mioa IpsaMo MPONOPIMOHATbHA COAEPKAHUIO
aMUHOKMCJIOTHI (peHWIaIaHNHA B TIa3Me KpoBU Matepu. [Ipudem ee
COJICPKaHUE B OPTraHU3ME ILIOJA OKA3hIBACTCS BBIIIIE, YEM Y MATE€PH, YTO
CBSI3aHO C €€ HAKOIIJICHUEM B IUIalleHTE. TemM He MEeHEee MPEAIIOI0KEHHUE O
MPSIMOM TOKCHYECKOM BIIMSHUY aMHUHOKHUCJIOTHI (PEHMIaIaHUHA Ha OPraHu3M
peOeHKa TOYHOTO MOJATBEPKACHHUS €llle HE ToMyumio. [losiBieHue CUMIITOMOB,
XapaKTEPHBIX JJIs1 TOM 0O0JIE3HHU, Y TIOTOMCTBA HE 3aBUCUT OT HAJIUYUS WUIU
OTCYTCTBHS MPU3HAKOB YMCTBEHHOW OTCTAJIOCTH Y MaTEpH.

[TpuzHaky MaTepuHCKON (PEHUIKETOHYPHUY BKIIOYAKOT B CEOS TTOBBIIIIEHHYIO
4aCTOTY CIIOHTaHHBIX a0OPTOB Y OOJBHBIX YKEHIIIMH, CHUKEHUE MACChl M POCTA
JETEH TP POKJICHUM, YMCTBEHHYIO OTCTAJIOCTh, MaJICHbKHE pa3MeEpPhI
TOJIOBHOT'O MO3Ta, BPOXKJICHHBIE TOPOKU CEP/Illa, YMEPEHHOE YBEIMYECHUE
coaepkaHus (heHuJalaHuHA B KPOBH JIeTel. YMCTBEHHAsS! OTCTAJIOCTh
BCTpeuaeTcs y 92% poauBIIMXCA NETEN, MAJICHBKHAE Pa3MEPhI TOJIOBHOTO MO3Ta
—y 73%, BHyTpuyTpOoOHas 3ajaepxkka pocta — y 40%, pazInyHbie aHOMAJIMU

pazButus — y 12% nereil.
1




YacToTa OTAEIbHBIX MPU3HAKOB 3a00JI€BaHUs Y peOCHKA PE3KO CHUYKACTCS MIPU
YMEHBIICHUU COAEPX aHUS (PEHIWIATaHWUHA B KPOBH OEPEMEHHOM KEHIIUHBL. B
CBS3U C 3TUM IEIBI0 JUETUYECKOTO JICUEHUS] MATEPUHCKON (PEHUIIKETOHYPUH
SABJISIETCS] CHH)KEHHUE YPOBHS (peHUJIAJIaHWHA B KPOBU MaTEpH, YTO MPEAOTBpAIIACT
MOBPEXKACHUE TU10/1a. Tak Kak SMOPUOH 0COOCHHO YyBCTBUTEJIEH K TAKOMY BUY
BO3/ecTBUA, 0epeMeHHOCTh TTpu DKV nomxHa ObITh 3apaHee 3alUIaHUPOBAHA, a
CTpPOTO€ COOJIFOICHUE IUETHI HAaYaTo €€ J0 3a4aThs. YPOBEHb (DEHUIIAIAHWHA B
KPOBH €IIE JI0 3a4aTus J0JKEH ObITh CHIOKEH 710 100-250 MxMonw/a (2-4 Mr%), u
NOJJICP>KUBATHCA B ATUX MPEJIeNIaX B T€UEHUE Bcer OepeMeHHOoCTr.[Ipu sTom
BaXHO M30€KaTh HEIOCTAaTKa HE3aMEHUMBIX aMHUHOKHUCIIOT. B mpornecce neuenns
HEO0XOAMM KOHTPOJIb YPOBHA (pEHUIATAHUHA U €T0 MTPOU3BOJHBIX B
OMOJIOTUYECKUX KHUJIKOCTSAX, TAKAX KaK CBIBOPOTKA KPOBU U MOYa. AJICKBATHOE U
BOBpPEMS HAYATOE JICUCHUE IOMOTAET MPEJOTBPATUTH BCE WIIH OOJBIIIMHCTBO
MPOSIBJICHUN MaTEPUHCKON (PEHUIIKETOHYPHH.




Jletu ¢ (hEHMIKETOHYPHUEH POXKIAIOTCS 0€3 KaKMX-I100 IIPU3HAKOB
0osie3Hd. CUMOTOMBI (PEHUJIKETOHYPUH HAYUHAIOT OBITh 3aMETHBI
B BO3pACTE 2-6 Mecs1eB. TUNMNYHBIE TIPOSBICHUS:

* OTCYTCTBHE MHTEpPECA K OKPYKAIOIIEMY MUPY
* BeIpaK€HHAas BSJIOCTh

* pBoTa

* 0ECTIOKOMCTBO

* MOBBIIICHHAS Pa3APAKUTEIbHOCTD



C 6 MeCs1IEB Yy MaJIBIIIE 3aMETHO OTCTABAHUE B ICUXUYECKOM PA3BUTHH. Y
MEHBIITUHCTBA JAeTeN 3TO 0auropeHus B c1aboi creneHu. A Oosee 4eM y
MOJIOBUHBI IeTel PUKCUPYIOT uauTuio. Poct Mainsima ¢ ®KY MoxeT ObITh
HOPMaJIbHBIM WUJIM CHHKEHHBIM. 3YOKH PEXYTCS TTO3/IHO, Yeper MOKET UMETh
pa3Mepbl MeHbIlle HOpMbI. CHUAETh U XOAUTh peOCHOK ¢ (PeHUIKETOHYpUEH
HAYMHAET TMO3HO./leTer ¢ pacCMAaTPUBAEMbIM JUATHO30M MOKHO OTJIAYMUTH 110
no3e u noxoake. OHU MIMPOKO PACCTABISAIOT HOTH, CrH0ast UX B Ta300€IPEHHOM U
KoJIeHHBIX cycTaBax. Illaru menkue. I1pu xonpoe pedbeHok nokaurnBaercs. Cuasr
OHHU B TaK HA3bIBAEMOM ITOJIOKECHUH TTOPTHOTO — MOKaB HOTH, IIOCKOJIBKY Y HUX
ITOBBIIIIEH MBIIICYHBIN TOHYC. \‘ -

IIpu ¢pennnkeronypun (PKVY) netu oObIYHO UMEIOT T'O:
OTTEeHOK BoJioc. Koxa moutn He nurmenTupoBana. O
«MBIIIUHBINY 3amax. B HEKOTOPBIX cilydyasx y OOJbHC
SIUJIETICUU, HO OHU MPOXOJIAT 10 MEPE B3POCICHUSA




Hpyrue tunuunsie cumnromsel OKY y nerei:

* nepmorpaduzm

* MOTIUBOCTH

* MOBBIIIIEHHAS! YyBCTBUTEIBHOCTD K COJIHEUHBIM JIydyaM U TpaBMam
* aKpOlIMaHO3

* Tspkénas sk3ema * gepmarur

* CKJIOHHOCTH K 3aropam

* apTepualibHasi TUTIOTOHUS

* paccTpoiicTBa ayTUCTUYECKOTO CIIEKTpa

* TUTIEPaKTUBHOCTD

Ecnu He mpoBecTH BOBpEMsI JICUCHHUE, YPOBEHb MHTEILIEKTA peOCHKa Oy/IeT
coctaBisATh MeHee 50. B Bo3pacte 18 Mecs1eB MOTyT HOSBUTBHCS CYIOPOKHBIE
npucTynbl. Mcye3aroT oHM CIOHTaHHO. B paHHeM BO3pacTe MPUCTYIIBl YaCTO
npoxXoasT B opMe UH(AHTUIIBHBIX CIIa3MOB, Jajiee

CTAHOBSITCS TOHUKOKJIOHUYECKUMU ITPUTIaJIKaMH.



9,

IIEPBBIC NMIPU3HAKU 00JIE3H
HOBOPOXJICHHBIX 00CIEIy
IporpamMMam, BbISIBIISIFOIIL

) B2

T1Q4 imEHHe KOHII
(peHHMIIaTaHWHA B KPOBH YK€ B IICPBBIC HEJICHN JKHU3

JInarHoCcTuka
©® YpesBbluaHO BaXKHO YCTAHOBUTH JIMATHO3 B

JTOKJIIMHWUYECKOU CTaUU UK 110 KpaWHEN MEPE HE
IMO3IHee 2-r0 Mecslia JKU3HU, KOTIa MC '

3%@(

CIICIUAJIBHD

po




B ponnome y kaxaoro peOeHka 0epyT HECKOJIBKO Kareib nepudepuyeckor KpoBu
U3 MATOYKHU. DTO JIEJIACTCS HATOIIAK, Yepe3 TPHU Yaca Mociae KOpMIICHUA. Y
JOHONIICHHBIX JI€TEH aHaIu3 OEPYT HA YETBEPTHIN JEHb )KU3HU, A Y
HEJIOHOIICHHBIX HA CEABMOM. Y T€X HOBOPOXKAEHHBIX, KOTOPHIE MOSIBUIUCH HA
CBET HE B POJAUJIbHBIX JIOMaX, BAXKHO B3SITh aHAJIM3 HA MPOTSHKEHUH NIEPBBIX TPEX
HEJIETTb.

KpoBb HAaHOCAT Ha CHEHHUATBHBIN TECT-0JIAaHK, KOTOPBIN ITOTOM OTIIPABJISIIOT B
J1a00paTOpUIO IJIsl TPOBEICHUS T€HETUUECKOTO UCCIeA0BanusA. TaM Ha
MPOTSKEHUU CYTOK ITPOBOAUTCS AHAJIN3 KPOBU HA COACPKAHUE B HEU
AMHUHOKHCJIOTHI — (PEeHMIIaaHuHA. Pe3ysibTarhl TECTA 3aHOCIATCA B OOMEHHYIO
KkapTy pedenka B Buje mramia: «Ha @KY u BI' o0cnegoBany.



B Tom citydae, eciy B aHalIn3e OOHAPYKUBAIOT U3MEHEHHBIN T'€H, TO
poaUTENICH ¢ pEOCHKOM MPHUITIAIIAIOT B MEAUKO-TCHETUYCCKUI
LEHTP 151 00CIEI0BaHUSI.

[Ipumensitot Tect ['atpu, npoOy demnuHra, GiayopuMeTpuio,
xpomarorpapuro, MPT, snekrposHiiedanorpaduro.

231" no3BoJIsIET OOHAPYKUTh HAPYILICHHUS B OCHOBHOM B BHUJIE
naTTepHa TUINCAPTUMHUM, JAXKE €CIIA MPUCTYNOB y peOCHKA HE
HaOJroaan0ch. Takke HaxodsAT (DOKYCHI CIIaMK- U MOJIMCITalK-
pa3psAa0B (EAMHUYHBIE 1 MHOKECTBEHHBIEC).

MPT He HaxOauT U3MEHECHHUU CUTHaJa B CTBOJIC, MO3KCUKE HJIU
KOp€ TOJI0BHOTO Mo3Ta. M3menenus Ha MP'T He koppenupyror ¢
YPOBHEM MHTEJJICKTA, OHU 3aBUCSAT OT COJep:KaHus (PeHUIalaHuHA
B KPOBH.



OKY MoxeT ObITh AUAarHOCTUPOBAHA HA OCHOBE OOHAPYKEHHUS
CIEYIOUINX TPU3HAKOB:

- CTOMKOU runepdeHunanmannaeMun (oomnee 240 MmMob/1);

- BTOPUYHOTO AC(PHUIINTA TUPO3NHA;

- AKCKpEUH (PEHUIIKETOHOB ¢ MO4YoM (mpoOa dennuHra Ha
SKCKPELUIO (PEHUIMHPOBUHOTPATHON KHUCIOTHI).




OCHOBHas 11€J1b JICYCHUsSI — CHU3UTH DA KpPOBHU, IIOBBICUTH
TOJIEPAHTHOCTH (ITEpEeHOCUMOCTh) DA, moaydaemMoro ¢
HaTypaJIbHOM IHIIEH, N30€KaTh TSKEION HEBPOJIOT Y€ CKOM
CHMIITOMATHUKH U YJIYUIIATh KA4€CTBO KU3HU.
[Tarorenetnueckum metonoM jeueHuss @Al -3asucumont PKY u
['DA sBigeTca queToTeparus, OCHOBaAHHAA HA PE3KOM
OrpaHUYCHUHU (PCHUIAIaHWHA B PAIMOHE OOJIBHBIX JETEH 3a CUET
MCKJTFOYEHMST BBICOKOOEIKOBBIX IIPOAYKTOB. Hemocraroree
KOJIMYECTBO O€JIKA BOCHOJIHAECTCS 3a CUET CIEIHATU3UPOBAHHBIX
JI€YEOHBIX POAYKTOB, YACTUYHO WJIM ITOJTHOCTBIO JTUIIICHHBIX
(heHUIJIaTaHUHA . .



JlueroTepanus — NaTOreHeTHYeCKU 000CHOBAHHBIN U JI0
HACTOSIIErO BpeMeHU HanboJjiee 3(PHEKTUBHBI METOT JICUCHHUS
kiaccuyeckor @KY. /Iluerorepanus 10aKHA ObITh HaYaTa HE
MO3HEE MEPBBIX HEAEIb KU3HU peOeHKa. CortacHO
COBPEMEHHBIM JJAHHBIM, JIMETUYECKOE JICUCHUE HA3HAYAIOT IIPH
ypoBHe DA Ha ckpuHMHIre >360 MKMOIb/11 (=6 Mr/mn).




Panron 6oabHOr0 ®KY CTpOST MO NPUHLMITY PE3KOTO
OrpaHMYCHUs (PEHUIaTaHMHA, IIOCTYHAIOIIECTO ¢ muieH. 13
MUTAaHUS UCKJIOYAIOT MPOAYKTHI C BEICOKMM COJIEp:KaHuEeM Oellka
(COOTBETCTBEHHO M (DEHUJIAJIaHWHA): MSCO, MSICOIIPOAYKTHI, PhIOY,
PBIOONPOAYKTHI, TBOPOT, SiI110, 0000BBIC, OPEXH, IIIOKOAA U JP.
JlonycTruMeble B JUE€TE HATypalibHbIE IPOAYKThI, TAKUE KaK KEHCKOE
MOJIOKO, JIETCKHE MOJIOYHBIE CMECH (IIJTs1 AETEH B Bo3pacTe 110 1
rojia), OBOIIH, (PPYKTHI U HEKOTOPBIE APYTUE NPOAYKTHI C HU3KUM
cojiepkaHrueM OelIka BBOJISIT B COOTBETCTBHUU C IIOJCYECTOM

COJCp KaIlerocsa B HUX (heHUIaJTaHUHA.



Ouenpb BaxxkHO! [IprMeHeHHe qUeToTepanyy Ha MO3IHEM dTalle HE BEPHET PEOCHKY
HOPMAaJIbHOTO MHTEJUIEKTA. JIeTH, Y KOTOPBIX 3TO 3a00jIe€BaHKE HE JUarHOCTUPYIOT
cpasy MpU POXKICHUH, a BBISBIISIIOT 10 YMCTBEHHOM OTCTAJIOCTH, HE MOTYT OBbITh
M3JICYCHBI.

[To noctrxkenuu 12-14 ner Takue 1€t MOTYT NEPEXOAUTH HA HOPMAIBHOE ITUTAHUE
Y HUKaKWX MPU3HAKOB OTpaBiicHUs (DeHUIAITAHUHOM Y HUX HE HAOJIOIaeTCsl.
OpnHako KeHIIIMHA, KOTopas B AeTcTBe nepedonena @KV, nomkHa cHOBa EPEUTH HA
JUETY U YIOTPEOJISITh TOIBKO MPOAYKTHI C IOHUKEHHBIM COACPKAHUEM
(eHMITaIaHnHA TTepe]l 3a4aTheEM, U OCTaBaThCs HA ATOM AUETE BO BPEMS
OEpEeMEHHOCTH U KOpMJIEHUS Tpyablo. Eciu oHa He clieliaeT 3Toro, To €€ peOCHOK
MO/IBEPraeTCsl PUCKY 3aMEJIJICHHOTO (PU3MYECKOTO U YMCTBEHHOI'O Pa3BUTHS, TaXKeE
€CJIM ero OTel He sABsAeTCs HocuTesieM reia OKY.



HoBrle MCTObI JICHCHU S

B Hacrosiiee BpeMsi ”HTEHCUBHO pa3padaThIBalOTCA Cpa3y HECKOIBKO BUIOB
anpTepHaTuBHOM Tepanuu OKY. Cpeau HUX: TaK Ha3bIBAEMbIM METOJ «OONBIINX
HEeUTpalbHbIX aMUHOKHUCIOT» (large neutral amino acids), aH3uMOTEpanus
(heHUIaTaHUHTUIPOKCUIA30M, (heHUIaJaHMHAMMOHMAINA301; JICUCHUE
terparuapoouontepunoM (Canponmepun) .

EcTh naHHbIe 00 YCHEIIHOM JICYSHHUH MAllUEHTOB C YMEpEHHOM niu Jierkoit ®KY ¢
npuMeHeHueM TeTparuapoouontepuna (10—20 Mr/kr/cyT) .

D. M. Ney u coast. (2008) noka3ajau, 4TO UCIIOJIb30BAHUE MHUILIEBBIX
rukoMakponenTr10B npu OKVY (¢ orpaHndyeHHON 0oTalMel He3aMEHUMBIX
KHCJIOT) CHUKAET KOHIICHTpAIMY (peHMIalaHWHA B IJ1a3Me KPOBU U TOJIOBHOM
MO3T€, a TAKKE CIIOCOOCTBYET aJICKBAaTHOMY (DPU3UYECKOMY

Pa3BUTHIO. DKCHEPUMEHTANBbHBIM MeTOIOM JicueHust OKY sBnsieTcst BBeneHne
reHa (peHWIaTaHUHTUAPOKCUIIa3bl HEMOCPEICTBEHHO B MOPAXKEHHBIE KIETKU
neueHu. B PO yka3zaHHbIE METOABI B HACTOSLIEE BPEMS HE IIPUMEHSFOTCH.



Heobxoamnmo cBoeBpeMeHHOe BbisiBaeHHE OKY ¢
HCII0JIb30BAHHUEM COOTBETCTBYIOIINX CKDUHUHT -
TECTOB B POANJIbHBIX IOMAaX, a TAKXKE T€HETUUECKOE
KOHCYJ/IbTUPOBaHUe. byaymmum marepam ¢ PRY mjia
IIpeJOTBPAIleHUS IIOBPEXKAEHUS IIJI0/1a /10 3aUaTHsI
1 Ha IPOTSIXKEHUH BCell bepeMeHHOCTU
PEKOMEHIYETCS CTPOro COOJIIOAATDh AUETY C HU3KUM
coziep:kaHueM (peHUJIaIaHuHA, IIOAJEP>KUBAA €0
YPOBEHD < 4 MI'% (< 242 MKMO0Jib/J1). IloTOMCTBO
MmaTtepeii ¢ jierkod ®KY (penunananuu < 6,6 Mr%
NN < 400 MKMOJIb/J1) HE CTPaJlaeT .






