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METOIOJIOI'NA

MeTtobl, HCIIOJIb30BAHHBIC I 060pa/ CCIICKIINH J0Ka3aTCJIbCTB.

Knunnueckue MCTOOINYCCKHUC PCKOMCHAAINH COCTABJICHBI HA OCHOBC MCTOJOJIOTUHU

SIGN (Scottish Intercollegiate Guideline Network; URL.: http://www.sign.ac.uk).

JlokazaTenbHON 0a30il IIsi peKOMEHIAIUIN SBIAIOTCS MyOJMKAIlMU, BOIIEIIINE B
MEDLINE, EMBASE, ORPHANET, KoxpaHnoBckyto OubInoTeKy, 0a3y JaHHBIX
OMIM. bpuid uCHONB30BaHBl HHTEPHET JaHHBIE, TMPEACTABICHHBIE Ha
mexayHapoanbix  (http:/newenglandconsortium.org) ¥ HalMOHAJIBHBIX calTax
o0miecTB peakux Oosie3HeW M OOLIECTBEHHBIX OpraHus3anuil. [yOumHa mnoucka
coctaBuia ¢ 1994 o 2013 rr.

MeTobl, UCIIOJIb30BAHHLIC JIJIS OLICHKM KAa4eCTBAa M CHMJIbI JOKA3aTEILCTB.

OneHka 3HAYMMOCTH B COOTBETCTBUU C PEUTHUHIOBOM CXEMOM ISl OLIEHKH CHJIBI
pPEKOMEHJalMii: KAUECTBEHHO MPOBEIECHHBIE METa-aHAIN3bl, CHCTEMATHYECKHUE WIIN
PaHIOMU3UPOBAHHBIE KOHTPOJIMPYEMBIE HCCIEAOBAaHUA C HU3KUM PHUCKOM
CUCTEMATUYECKUX OIIMOOK; BBICOKOKAYECTBEHHbIE CHCTEMAaTHYECKUE 0030pbl
MCCIIEIOBAHUM CIIy4ai-KOHTPOJIb 1581051 KOTOPTHBIX HCCJIEJOBAHMUIA;
BBICOKOKAYECTBEHHbBIE 0030pbI MCCIIEIOBAHUN CIy4al-KOHTPOJb WU KOTOPTHBIX
UCCIENOBAHUM C OYEHb HHU3KUM PUCKOM 3(P(PEKTOB CMEIIMBAaHUS WJIU
CUCTEMAaTUYECKUX OIIMOOK W CpelHEN BEepPOSATHOCTbIO NMPUYMHHOW B3aMMOCBSI3H.
YpoBenb nokazarenpbHocTH 2++ - 1+, Cuima pexkoMeHAaluii OIEHHUBAJIACh IO
Oxcdopackort mkane. JlJIsi OIGHKM KadecTBa, CHJIBI JIOKA3aTeNbCTB U
(bopMyIMpOBaHUS PEKOMEH 1AL HCTIOIb30BAJICS KOHCEHCYC IKCIIEPTOB.

Nunukaroper nodpokadectsenHor npaktuku (Good Practice Points, GPPs)
0a3upoBaIUCh HAa KJIMHUYECKOM OMbITe pabodeil Tpymnmbsl 1Mo pa3paboTke
PEKOMEHTAIU .

OKOHOMUYECKHM aHalu3 M NyOonuKauuu 1o (QapMakodKOHOMUKE HeE
aHANMM3UPOBAIMCh. Banmumuzarusi pekoMeHaanui Oa3upoBaiach Ha BHYTPEHHEH
sKcrepTHOM  omeHke.  KoMMeHTapuu,  MOJy4YeHHble  OT  JKCIEpPTOB,
CUCTEMATU3UPOBAIUCH W OOCYXIANWCh NpelacenaTesaeM W wWieHaMu padoyeit

rpynisl. [IpoekT pexkomeHaamnuii ObUT perieH3uPOBaH HE3aBUCUMBIMH dKCIIEPTaAMHU.


http://www.sign.ac.uk/

Jlji1 OKOHYATEIbHOW peAaKUi U KOHTPOJISI KadyecTBa peKOMEHJAlMK ObUIH
NOBTOPHO MNPOPELIEH3UPOBAHbl WICHAMH padouyell Ipymnmbl, KOTOPbIE MPHUILIM K
BBOJly, YTO BCE€ 3aM€UYaHHWsd WM KOMMEHTAPHUU IPUHATBI BO BHUMAaHHE, PHUCK
CUCTEMATUYECKUX OIIMOOK MpHU pa3paboTKe peKOMEHIALNN CBEIEH K MUHUMYMY.

Cunma pexkoMeHJallM¥, YPOBHM  JIOKA3aTEIbHOCTH W WHIUKATOPBI
NOOpPOKAUECTBEHHOW TMPAKTUKU TPUBOAATCA 10 XOAY H3JIOKEHUS TEKCTa

PEKOMEH TN H.

OIIPEJAEJIEHUE

®dennnkeronypusi (phenylketonuria; ®KY) - rpymnma ayTocoMHO-
periecCuBHBIX 3a00JIeBaHN, 00YCIOBICHHBIX HapylIeHHeM oOMeHa He3aMEHUMOU
aMUHOKHUCIOTHl (peHunanannHa (PA), mocrynaroniel B OpraHu3M 4YeJOBEKa C
oenkoBoil nuuieil. PKY o0be1nHAEeT HECKOIBKO N'€HETHUYECKH FE€TEPOTreHHBIX (POpM
HapylmieHus oOMeHa (eHWIalaHuHA, CXOMHBIX MO KIMHHUYECKUM MpH3HAKaM:
kinaccuyeckass OKY (OKVY 1 tuna), odycnosnennas nedurutom peHmnanaHuH-4-
ruapokcunaszsl (PAIY) m nrepun-3aBUcUMBIE (OPMBI TUNIEPPEHUTATAHUHEMUH,

cBsi3aHHbIE ¢ AedekToM nTepruHoBoro kodakropa (PKY II u III Tumos).

KO/l no MKB-10 E70.0, E70.1

SIIMAEMHUOJIOI A

Yacrora OKVY 3HaUMTENBHO BapbUPYET B 3aBUCHUMOCTHU OT IOIYJISALUU: OT
1:4370 B Typuuu go 1:80500 B SAnonuu. HamGonbliyro pacnpoCTpaHEHHOCTb
3a00JIeBaHME MOJYYUIIO Y JIUI] €BPOIIEOUTHON pachl, OJJHAKO, U Y HUX €r0 4acToTa
CYILIECTBEHHO BapbUPYeT B PA3JIMYHBIX PETHOHAX W ATHUYECKUX rpynnax. Ilo
JAHHBIM  €BPOMEHCKUX IIEHTPOB CKPUHUHra (PEHUJIKETOHYPHUU, YaCTOTa
3a00JIeBaHUSI B BOCTOYHO-€BPONEHCKON TMOMYJSAIUKA BBIIIE, YeM B TMOMYJISIIHASIX
3amnaja u roro-3anaga Esponsl. Tak, yactrota ®KY B Upnanauu coctapiser 1:4500

HOBOpOXIeHHBIX, B FOrocmaBuu 1:7300, Toraa kak B Urtamum 1:12280, ['penun



1:18640. B CkanaunaBckux nomyssanusax dyactota @KY UCKIIOUMTENIBHO HU3KA,

ocobenno B @unnsaauu (1:71000) u IBennn (1:43230). B Poccun mo manHBIM
HEOHATAJIbHOTO CKpUHUHTa dacToTa (eHuiakeronypun cocrapiaser 1:7000 wu
KoJiebsetcs 1o peruonam ot 1:4735 B Kypckoit obmactu 1o 1:18000 B PecrmyGuke
TeiBa. B Cankr-Ilerepbypre wacrota ®KVY 1:7600 noBOpoxaeHHBIX, B MOCKBe
1:6772. HanGosee yacTo BcTpedaeTcs kiaccuueckas ¢opma DKV, nmpu kotopoit
JUETOTEpaIvs SBISACTCS €AUHCTBEHHBIM 3(P(GEKTHBHBIM METOAOM JICUCHHUS, Ha

JIOJTI0 ITEPUH-3aBUCUMBIX (hopm mipuxoautcs 1- 3% cirydaes.
OTHUOJIOI'UA, TUII HACJIEJOBAHMA

Kaaccuueckas: penniikeronypus (peHmikeronypus | tuna) odyciosieHa
neuiurom  gepmenta  deHuwnanaHuHrugpokcunaza (DPAIY), Begymum K
HAKOIUIEHUIO (DeHMJIalaHnHA M TPOJIYKTOB €ro pacmaza B OHOJOTHYECKHX
KUAKOCTAX. 3a00JieBaHUE BBI3BAHO MyTallMed reHa (eHWIaJaHUHTUAPOKCUIA3BI
(PAH), nmoxaiu3yromierocss Ha JUTMHHOM IIIede XpOMOCOMBI 12, ydactke 12q22-

q24.1.

DeHUIKETOHYPUS 11 THIIA 00ycoBIIeHa neunuToM
nuruaponrtepuauapenykrassl  (DHPR), BcieacTBue KOTOpPOro  pa3BHUBAIOTCS
MeTabonyeckue OJIOKM Ha MyTAX MpeBparieHus (peHmansaHuHa B TAPO3HH, a TAKKE
oOpa3oBaHHs TPEAINICCTBEHHUKOB HEHPOMEIMATOPOB KATEXOJIAMHUHOBOTO M
CEpOTOHMHOBOTO psina L-moder u S-oxkcurpunrodana. 3aboseBaHHE BBI3BAHO
MyTalell CTPYKTYpPHOTO TeHA I ITUTO30JIbHOW AWTHIPONTECPUINHPEIYKTA3hI

QDPR. I'er QDPR noxanu3oBan Ha Xxpomocome 4p15.3.

®ennakeronypuss III  Tmma cBs3aHa C  HEJOCTATOYHOCTBIO  O-
nupyBowiITerparuapontepuacuaTasbl (PTPS), yuacTByromieii B mporecce CMHTE3a
TeTparupoOuonTepuHa w3 auruaponeontepud Tpudocdara. 3aboseBaHue
BBI3BAHO  MyTalMeid  CTPYKTYpHOTO  TE€Ha Uil IMTO30JbHOM  6-
MUPYBOMITETPArHAPONTEPUH CUHTA3bl PTS, 4TO MpUBOIUT K €€ HEIOCTATOYHOCTH B
nedeHu u purponutax. ['en PTS pacronoxeH Ha JUIMHHOM Iiede XpoMocoMHI 11

B paiione q22.3-23.3.



Tun HacnenoBanus Bcex popm 3a00JieBaHMS — AyTOCOMHO-PELIECCUBHBIN.
ITATOI'EHE3

[TaTorene3z 3aboneBaHUsl CBSI3aH C HapylIEHHEM OOMEHa HE3aMEHHUMOM
aMUHOKHCIIOTH  (heHWIamaHuHa. B pe3ynpTate MeTaboIM4YecKkoro  OJoka
npeBpalicHus (eHIIATAaHNHA B TUPO3HH MPOUCXOIUT 3HAYMTEIHFHOE HAKOIUICHHE
deHmnanaHMHa W €ro TOKCHYECKUX MeTa00JIUTOB ((EeHUIMHUPOBUHOTPATHOM,
(hEeHWIMOJIOYHOM, (PEHUITYKCYCHOM  KHCIOT, (QEHWIdTHIAMHHA H JIp.) B
OMOJIOTHYECKUX KUAKOCTAX OOJBHOTO OpPraHU3Ma, YTO OKAa3bIBAET TOKCHYECKOE

JIEWCTBUE HA LIEHTPAJIbHYIO HEPBHYIO CUCTEMY.

HecmoTpss Ha MHOrHe HayyHbIE HCCIEIOBAaHMs, MAaTOTE€HE3 AUCHYHKUUU
TOJIOBHOTO MO3ra 0 CHUX IIOp HE NOJHOCTBIO BbIACHEH. [Ipenmonaraercs, 4To
nopakeHne HepBHOM cucteMbl npu OKVY dABisieTcss pe3ysbTaToM BIMSHHUS pslia
HEOJaronpuUsTHBIX (PaKTOPOB, B YACTHOCTH, MPSIMOI0 TOKCUYECKOTO JEUCTBUS HA
LHEHTPAIbHYIO HEPBHYIO CHCTEMY (DEHHIIaJJaHWHA U €r0 JIEPUBAaTOB, HAPYUICHU!N B
oOMeHe OENKOB, JIUIO- U TIIUKONPOTEUI0B, PACCTPONCTB MEMOPAHHOTO TPAHCIIOPTA
AMUHOKHUCIIOT, HapylIeHUWH MeTadojuM3Mma TrOpMOHOB. B mocienHee Bpemsi Bce
Oonpiee 3HaueHwe B mnaroreHese @OKY mnpumaercs HapymieHussM oOMeHa
MOHOAMHUHOBBIX HEMpOMeNnaTopoB (KaTeXOJIAMHUHOB U CEPOTOHMHA), UTPAIOLINX
UCKJIFOUUTEIFHO BAXHYIO POJIb B CO3PEBAHUM M ()YHKIMOHUPOBAHUM LEHTPAIBHON

HEPBHOM CHUCTEMBI.
KITACCUOUKALINA

B mHacrosmee Bpems Bemnytcsi nebarbl no kinaccupuxkanuu DPKY. Jlo
pacmuppOBKH T€HOMA CYUTAIOCH, YTO TSHKECTh 3a00JICBaHUS U CTCTICHD TTOPAKEHUS
WHTEJUICKTa 3aBUCAT TOJILKO OT ypoBHSI DA B KpOBH, TECHO CBSI3aHHOTO CO
CTCTICHBIO aKTUBHOCTH (epmeHTa. Ha »3Toil oOCHOBe OBUI MpEIONKEH P
kinaccupukanuii runeppennnanannaeMun (I'PA) Ge3 ydera CTEeHH YMCTBEHHOM
OTCTAJIOCTH WJIM JPYTUX KIWHUYECKUX TMpOsiBIeHUN 3aboneBanus. OpHaKo

KJIIMHUYECKHUE MPOSIBJICHUS Yy OOJIbHBIX C OJUHAKOBBIM ypoBHEM DA KpOBU MOTYT
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ObITh HEOJHOPOJIHBI M TepaneBTHUECKUil 3PdeKT Toxke paznuyHbiM. [losTomy

knaccudukanuio OKY MoxHO Ha3BaTh YCIOBHOMA.

B IMPAKTUKC MCIUKO-TCHCTUYCCKOI'O KOHCYJIBbTHUPOBAHUS IIPUHATA YCIOBHAA

knaccupukanus OKY, npeanoxennas C.R. Scriver u S. Kaufman (2001).

Knaccuueckan ¢popma @KY (tun |, nepuutr OAI’) - @A Bbime 20 Mr/mi
(1200 MxMoOmB/1).

Cpeonssn popma @KY - 3a6oneBanue ¢ yposaeM @A 10,1 - 20 mr/mn (600 -
1200 mxMomb/1), a Taxoke pu ypoBHEe DA 8,1 - 10 Mr/a1, eciiu 0H yCTOWYUB B KPOBU

pebenka Ha doHe PU3NOTOTHUUECKON HOPMBI O€JIKa B paIfioHE.

Jezkasn (0oopokauecmeennasn) I'DA - yposenp OA 2,1 — 8,0 mr/mn (126 -
480 mxmonb/n). Ota popma ['DA 00buHO HE TpeOyeT CHenuaibHOTO JICUYEHUS,
OJIHAKO TaKue JETH JOJKHBI HAXOJIUTHCA TOJI HaOJIOJIEHHEM Bpadya B TEUYCHHE

IIEPBOIO rofia )KU3HHU C €KEMECIYHBIM KOHTPOJIEM ypOoBHS DA KpOBH.

Tabnuua 1. Pabouas knaccupukanus OKY, odycinosnennoi nepunurom @AI, B
3aBHCHUMOCTH OT YPOBHsI (p€HMJIaTaHUHA KPOBH ™

VYpoBens deHunnanaHnHa B
dopma 3aboeBaHus CBIBOPOTKE KpOBU™*
MKMOJIB/J1 MTI/ T
310pOBbIE AETU 0-120 0-2
Jlerkas runep@eHmIaTaHuHEMUS 120-600 2-10
(TDA)
Jlerkas ®KY 600-900 10-15
Cpennetsokenas popma OKY 900-1200 15-20
Knaccuueckast popma OKY >1200 >20

* -PKU: Closing the Gaps in Care. 2011
**- xoadpULMEHT nepecyeTa MKMOJIB/JI B MI/i1 paBeH 60.

IImepun-3asucumasn gpopma @KY (tun 11, Il u 1p.) cocraBnser oxono 2%
Bcex ciydaeB ['@A. OTu coctosHug OOYCHOBJIEHBI AePUIMTOM (DEpMEHTOB,
YYacTBYIOIIMX B CHHTE3€ WJIM BOCCTAHOBJIIEHMU TeTparuapooduonrtepuna (BH4),

apistonierocss  kodakropom DAL, a TakkKe THPOUHTHUIAPOKCHIIA3Bl U



Tpunropanruapokcunasbl. Iltepun-zaBucumeie popmel PKY nmeroT cxomnsle ¢
knaccuueckort OKVY knunndeckue mpossiaeHus. [Ipu s3tux opMax 0OCHOBHYIO pOJIb
B [IATOTE€HE3€  HWIrpaeT  pe3kas  HENOCTaTOYHOCTh  HEMpOMEIUaTOpOB
KAaTeXOJIAMMHOBOIO M CEPOTOHMHOBOIO psila, YTO JEJIAeT HW30JIMPOBAHHYIO
JTUETOTEPaNni0 OEeCTepCNeKTUBHOM W TpedyeT MHOro MNpUHIMNA JedeHus. B
KOMIUIEKC JIEUEHHUS TAKUX OOJIBHBIX JOJKHBI BXoAUTh BH4 nnu ero cunternueckue

aHaJIOT'H.

Tpansumopnasn ¢popma I'A B nepuo HOBOPOKICHHOCTU. ITO BPEMEHHOE
noBbIeHue ypoBHs @A B KpoBU peOeHKa, B OOIBIINHCTBE CIy4aeB 00yCIOBICHHOE
HE3PENIOCThI0 ()EPMEHTATUBHBIX CHCTEM HOBOPOXKICHHOTO, HAMpHUMep, Ipu
ri1yOOKON HEOHOIIEHHOCTH WU (YHKIMOHAIbHOM He3penocTh. K BpeMeHHOMY
YBEJIIMYEHUIO  (PEHMJIalaHWHA B CBIBOPOTKE KPOBM  MOTYT  NPUBOAUTH
TUPO3UHEMUYECKHE cOCTOSHUS. [IpoBorupyrommmu (GpakTopaMu pa3BUTHUS ATOTO
COCTOSIHMSI Y MJIaJICHIIA SIBJISIFOTCS TIPEXKIEBPEMEHHBIE POJIbI (BCIEICTBUE YETO HE
yCIIEBAC€T TMOBBICUTHCA AKTHMBHOCTh MaparuApOKCU(EHUINUPYBATOKCUIA3BI) U
ype3MepHOe yrnoTpediieHre 0eIKoBOil MUK MaTepbto. B pe3ynbpraTe Habmonaercs
NOBBILIEHHAs] MPOAYKLHUS cyOcTpaTa, MHIHMOUPYIOLIErO COOCTBEHHBIN (DEpPMEHT,
BCJIE/ICTBHE YETO YPOBEHb THPO3WHA M (eHWIaTaHNHA B KPOBU YBEITUYHUBACTCS 10
NaTOJIOTUYECKUX  3HaueHud. BmocnenctBum  OMOXMMHYECKHE — MOKa3aTesu
HOopManmm3ytoTca. KimHudyeckue mposiBIeHUS JHOO OTCYTCTBYIOT, JIUOO OYEHb

HC3HAYUTCIIbHHEI.

JIMATHOCTUKA

buoxumMuuyeckue MeToAbl AMATHOCTUKH

Bce ¢popmbr 'DA MOKHO JMArHOCTUPOBATH YKE B IEPBBIE HEJIEIH WU JaXe
JTHU KU3HU peOeHKa, KOrjJa KIMHUYECKUE MPOSBIICHHUS €Ile OTCYTCTBYIOT. Jliis
3TOr0 TPOBOAAT OMOXMMHUYECKUNH CKPUHMHI HOBOPOXIECHHBIX Ha HaJIU4due

runepdenmnanannaeMun (puc.l).
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PoanabHblii J0M (CTAMOHAP, MOJMKJIUHUKA)

(AN nAnanTTnR rnopu mncranra o MT'K

A 4

Jladoparopusi maccoBoro ckpunuara MI'K

NDrmneamameauue MDA v Avvans TTaToe TRART

[ DA <2,0 mr/on ] DA 2,1-4,0 mr/nmn [ DA > 4,0 mr/m ]
. \ 4 . A 4
bnank-perect [Tpurnamrenue
> I g pebenka B MI'K,
v MIPOBEICHUE
HOpMa YTOUHSOIIEH
DA < 2,0 M/ 1 ] [ DA > 2,0 MT/ 171 TUATHONCTUKT

[ DA 2,1-8,0 mr/on J [ DA 8,1-20,0 mr/mn J [ DA >20 Mr/on }

v ) 4 4 v
DA [Tepun- Cpennsist OKY Knaccnueckas
rarvcumasgs OKY OKY

\ 4 \ 4 \ 4 \ 4
Haomronenne 8 MI'K

1\/[9 MM NTATATIAITAC~T NA 'NOAUTTLTIANNADATOIIA

Puc. 1. Cxema HeoHaTaJIbHOTO CKpUHUHTa Ha ¢eHunkeronyputo. MI'K —

MCIHUKO-TCHCTUYCCKAA KOHCYJIbTallUA

B MIPaKTUKE MacCcoBOT'0O 00cJIe10BaHUs HOBOPOXKJICHHBIX Ha

(bCHHHKCTOHypI/IIO HCIIOJIB3YIOTCS pa3HbIC MECTOANYCCKUC ITOAXOBI.
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1. Tecr I'aTpu — MOTYKOIMYECTBEHHBIH MUKPOOHUOIOTUYECKUN TECT IS
Onpe/eNieHUs] KOHIEHTpanuu (eHnIalaHnHa B KpoBU. B ero ocHoBe JEXHUT
WHruOMpoBaHue OakTepraibHOM KyNIbTyphl Bacillus subtilis. Topmossiiiee Biusiaue
WHTUOUTOpa YCTpaHSETCs MPH TMOBBIIIEHHBIX KOHLEHTpalusax (eHuIalaHhHA B
KkpoBH obcnenyemoro. Conepxxkanue @A B KpoBH ONpeEIISIeTCS MyTEM U3MEPEHUs
30H pOCTa MUKPOOPTaHU3MOB U CPABHEHUS MX C COOTBETCTBYIOLIMMU CTaHAapTaAMHU.
Tect I'atpu 10 HACTOSIIET0O BPEMEHHM MCIIONB3YETCS BO MHOTHUX CTpaHax ajs
NPOBEJCHUSI CKpUHUHTA HOBOpOXXIAeHHBIX. [lo mamaeiM W.B.Hanley (1997)

YyBCTBUTEJIBHOCTH TecTa ['atpu coctanmusieT 99,2%. B PO meTon He mpuMeHseTCS.

2. Xpomartorpausi — TOITYKOJIHMYECTBEHHBI OHOXUMHUYECKHI METOA
ornpeneneHus (peHWIallaHWHA C TIOMOIIbI0 TOHKOCIIOMHON XpomMaTrorpaduu
AMUHOKHCJIOT IUIa3Mbl KpOBU U Mouu. B P® B kayecTBe MaccOBOIO CKPUHUHIA

MCTO/J HC IIPUMCHACTCA.

3. duoopuMeTpusi — KOJIMYECTBEHHBIM OUOXMMHYECKUH  METOJ
onpeeneHus (QpeHWwIaJlaHhHa B KPOBU METOJOM XpOMAaTorpauu C MOMOIIbIO
COBPEMEHHBIX aBTOMAaTHYeCKuX (uroopumerpoB. Mcnons3yeTrcs BO MHOTHX
pa3BUTHIX cTpaHax (B TOM uucie W Poccum) 111 mpOBENEHUS MaccCOBOTO
aBTOMATU3WPOBAHHOTO CKpUHUHTra. HopmanbsHbiil ypoBeHb DA B CBIBOPOTKE KPOBU
310poBbIX il coctaBiser 0 - 2 mr/mn (0 - 120 mxmonw/in). Ypoerb @A B KpoBH
YeJIoBeKa BbIIIE 2 MI/AJ KBATUPUUUPYIOT Kak runepdenmiananuaeMuto. I'GA ¢

ypoBHeM Bbiie 8 Mr/m (480 MKMOJIB/1) OTHOCST K paziuuHbiM popmam OKYVY.

4. TauaemMHasi MacC-CIIEKTPOMETPUSA —  AHAIUTUYECKUM  METOJ
MCCJICIOBAHUS, OCHOBAHHBIM Ha MAacC-CIIEKTPOMETPUYECKOM U3MeEpeHUn. BHenpen
BO MHOTMX CTpaHax, i1 I[POBEACHUS HEOHATAJIbHOIO CKPUHHMHIA Haydal
MIPUMEHATHCA U B Poccun. MeToa Mo3BOJISIET OQHOBPEMEHHO ONPEAEIATh YPOBEHD

TUPO3UHA U COOTHOIIECHHE (PeHUTaTaHUH/TUPO3HH.

buonornyeckum marepuaioM JUId HCCIECIOBAHUA CIIY’KAaT BBICYLICHHbIC
MTHA KamWUIAPHOM KpPOBM HOBOPOXKIAEHHBIX Ha (UIBTPOBAILHON Oymare.

['maBHBIM KpuTepueM AuMarHoCTUKH ['PA SBISIETCS NOBBIMIEHHOE COIEpkKAHUE
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dbeHunanaHrHa B KpOBU, HOPMAJIbHBI YPOBEHb KOTOPOTO B KPOBH Y 3/10POBBIX

monen cocrasisger 0-2 mr/m.

B pomunbHOM 10Me y BCeX HOBOPOXKIEHHBIX Ha 4-i JIeHb XKU3HU (Y
HEJIOHOLIEHHBIX Ha 7-M JeHb) OepeTcss KpOBb U3 TSATKU HAa TeCT-OJaHKU
(mpumnosxenne 1), KOTOpbIE TOCTABISIOTCS B J1a00OpPaTOPHI0O MEIUKO-TEHETHUIECKON
KOHCYJIbTalluM, OCYIIECTBIIAIOLIEN ONIPeeIICHUE coepannust @A B KpOBHU.

3nauenue ¢enmnananuHa Beime 2,0 Mr/an kinaccudunupyercs kak ['DA,
KOTOpass TpeOyeT NMPOBENCHUS YTOUHSIOLIEH TMAarHOCTHKU. JTO 0oJiee CIIOXKHas
npolenypa, WHOTJa MHOrolTanHas. Bo-mepBbiX, HEOOXOAUMO MOATBEPIUTH
runeppeHunalaHiHEMHIO U, BO-BTOPBIX, YCTaHOBUTh ee npuunHy. ['®A moxer
ObITb  OOyclioBleHa  Kjaccuueckor  (tunmumyHoit) DKV, cBsizaHHOW C
HEJJ0CTaTOYHOCTHIO (b eHnIaTaHUHT U IPOKCHUIIA3BI, NTEPUH-3aBUCUMBIMU
(kodakTopHbiMH) (opmMaMu  OOJIE3HHU, PE3UCTEHTHBIMU K JUETOTEpaIuH,
HacJeICTBEHHOM runepdeHnianannaemMueii (1oopokadectsennoit [ @A), npyrumu

dbopmamu HapylIeHUs] METa00aU3Ma (TUPO3UHEMUS, TAIAKTO3EMHUS U JIp.).

Ha yrouHsitoniem starne npoBOJUTCS IOBTOPHOE 00CIIEIOBAaHUE BCEX JETEN C
nepBuyHoOi runepdennnananunemueii. [lpu conepxanuu @A B kposu o1 2,1 10 8,0
MI/n1  mpeanojaraercs goOpokadectBeHHas ['DA. PebGenok HaOmomaercs B
MEIUKO-TCHETUUECKOW KOHCYJIbTallMM B TEYEHUE INIEPBOrO Troja >KHU3HU C

€KEMECSIYHBIM KOHTPOJIEM ypOoBHS DA KpOBH.

IIpu xonuentpammu DA B kpoBu Bbimie 8,0 MI/I1 IUArHOCTHPYETCS
(eHUIKeTOHypHUs, Ha3HAdaeTcs IJUEeToTeparus, Ha OCHOBaHUU 3((HEKTUBHOCTH
KOTOpPOW IUIAaHUPYIOTCSI MEpONPUATUS 1O YTOYHEHHWIO JWarHo3a U BbIOOpPY
najgbHEeNIeH TaKTUKU HEOOXOAUMOT'O JICUEHUS.

st yrounenuss Hozosoruuecko ¢opmbl ['GA B HEKOTOPBIX CTpaHax
OPOBOANTCA (PEHMJIAIAHUH-HAIPY30UHBI TECT C OMNpECICHHEM KOHLEHTPALUU
TUpo3uHa © akTUBHOCTH OAI. [loBbillIeHHAas] KOHIIEHTpAUMWs THUPO3UHA B
HArpy304YHOM TECT€ CBUAETEILCTBYET O JTOOPOKAUECTBEHHOM WM TPaH3UTOPHOM

xapaktepe ['@A. Heob6xoaumMo ydHTBIBaTH, YTO MPHU ONpPENESICHUH aKTUBHOCTU
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OAI' B monoBune ciydaeB kiaccuueckod DKV oOHapykuBaeTcs ocTaTouHas
aktuBHOCTh DAI’, cocraBiromas 10 6% OT HOPMBI, UTO CBA3aHO C U3MEHEHHUEM
BTOPUYHON CTPYKTYphl (pepMeHTa BCJIEACTBUE OJHOHYKICOTHUAHBIX 3aMEeH U

TOYKOBBIX Jiesielnil B reHe. B PO manHbI METOT HE IPUMEHSIETCSL.

Crnenyromm 3TamoM [ YTOYHEHHS KIACCHYECKOW (PEHHIKETOHYPHH
SIBIISIETCS MOJIEKYJISIPHO-T€HETUYECKasl TMarHocTUKa. B 6oipmmHCTBE TabopaTopuil
CYIIECTBYIOT HaOOPBI, MO3BOJISIONINE ONPEACIATh YacThie MyTaruu B rene DAT,
umeromecs y 80% OGonpubix OKVY. [Ipu oTCyTCTBUM HCCIEAyEeMbIX MyTalUd y

MMalucHTa pCKOMCHAYCTC: IIPOBCACHUC CCKBCHUPOBAHUA I'CHA PAH.

JIist uckiroYeHus: nTepuH-3aBUCUMBIX (opM DPKY BO MHOTMX pa3BUTHIX
CTpaHax y JUIl ¢ TUnep(eHmIaTaHnHEMUeN UCCIeNyI0TCsS NTepUHbI B Moye. B PO
IpU TOJO3PEHUU Ha JaHHblE (OPMBI JUATHO3 MOJITBEPKAAETCS MOJIEKYJISIPHO-

ICHCTUYCCKHUM MCTOJO0M.

CrenyeT OTMETUTh, YTO INPU OINPEIEICHHBIX MyTauusx B reHe PAH tipu
BBeJleHuU Kodakrtopa BH 4 aktuBHOCTh epmenta DAL’ BoccTaHaBIMBAeTCs, B
TaKOM CJy4yae COOJIOJEHUE AMEThl He TpeOyeTcsl WM AHeTa PacUIUpseTcs ¢
YBEJIMYECHHEM B palMoHe OeTKOBbIX NpoaykToB. [lpm momo3penun Ha BH4-
YyBCTBUTEIbHYIO (OopMy B psae cTpaH mnpoBoauTcs Harpy3ka ¢ BH4 mnpu
yHoTpeOJIeHUH OEJIKOBBIX MPOAYKTOB MOJ KOHTPOJIEM YPOBHSI (p€HUJIATIAHWHA B
kpoBu. OTcyrcTBHE HapacTaHusi ypoBHA @A B KpPOBHM IO3BOJIIET NMOATBEPIUTH

JaHHYI0 (OpMY MATOJIOTHH.

Ha 3aK/IIOYUTCIBHOM oTaIIcC IIPpOBOAUTCA MCAUKO-TCHCTHYCCKOC

KOHCYJIbTUPOBAHUEC CCMbH, INIAHUPYCTCA MPCHATAIbHAA JUArHOCTHKA.

HpI/I OTCYTCTBHUH  JAdHHBIX HCOHATAJIBHOI'O CKPHHHUHIA JAMUArHOCTHUKA
3a00JIEBaHHUSI OCHOBBIBAETCS Ha COBOKYITHOCTH TI'CHCAJIOIrMYCCKOIO aHaMHEC3a,
pPE3yJIbTaTOB KIIMHUYCCKOTO U OMOXHMHUYECKOTO OGCJ’IGI{OB&HHH, BO3MOXXHa

MOJICKYJSIpHAasA  JUArHoCTHKaA. 'maBHBIM  OMOXMMHUYECKHUM KpUTCpucMm  1JId
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YCTAHOBJICHUA JHArdHo3a OCTAaCTCA BBICOKOC COOCPIKAHHC (I)CHI/IJIaJIaHI/IHa B

CBIBOPOTKC KPOBH.

MOJIeKyJIﬂpHO-FeHeTH‘IECKI/Ie METOAbI JHAIrHOCTUKH

JIns yTOYHEHUS KIMHUYECKOTO JIHUarHo3a HCIOJIBb3YIOTCS MOAeKYAAPHO-
2eHemuuecKue memoosvl TUATHOCTUKH TeHHoro nedexra. [IpoBomutcs npsmot
MOMCK Haubojiee YacTo BCTpeUarIMXcs MyTanui reHa PAH ¢ 1omoIlibio
CUHTETUYECKUX OJIMTOHYKJICOTUIHBIX 30HAOB. Eciam ucciegyembie MyTaluud He

BBISIBJIICHBI, PEKOMEHAYETCS] CEKBEHUpOBaHUE reHa PAH.

B cityyae HEeBO3MOKHOCTH NOJIYUYECHUS IPSAMBIX TEHETUUECKUX JAHHBIX O T€HE
PAH wmeTonoM CEKBEHHPOBAHMS, MCHOJIb3YyeTCs Oojiee JOCTYIHOE KOCBEHHOE
MOATBEPKACHUE HACIEAOBAaHUS MYTAHTHOTO Jiokyca PAH B OIHOW WM NBYX
Konusax, unentuduimpyemoe 1o [NJIPD (momumopdusm IIUHBI PECTPUKITUOHHBIX
dbparmentoB) uian VNTR (BapuabenbHbIC O KOJIUYECTBY TaHAEMHBIE TTIOBTOPHI) B
JIHK npoGannma u ero poauTteneit. JlaHHBIM METOJ MO3BOJISIET BBISBUTH HE CaMy
MyTaluio, a (akT nepeaadyd MOTOMCTBY XPOMOCOMBI, HECYIIEW MOIuMOp(HBIN

Mapkep, TCCHO CBSI3aHHBIM C MYTAaHTHBIM I'CHOM.

B nacrosimee Bpemst uzBectHo Oosnee 600 myrtanuii B rene PAH, criekTp u
pacIpoCTPaHEHHOCTh KOTOPBIX HWMEET MEXKIOMYJISIIUOHHBIE W ATHUYCCKUC
ocobennoctu. Mg xuteneir EBponbl, B T.4. nns PO, maxopHoii B rene PAH
apisgercs mytanus R408W, B To Bpems kak B SAnonun u Kutae nannast myranus He
HaijieHa. BO MHOrMX €BpONEUCKUX TMOMYJSIIUSAX C OTHOCUTEIBHO BBICOKOU
JacTOTOM perucTpupyrorcs cieayromue mytarmuu: 1VS12ntl, R261Q, R252W,
R158Q, P281L, IVS10nt546, 165T.

BonbinHCTBO reHeTnyeckux n3Mmenennii rena PAH —31o Muccenc-myranuu,
HO C CaliTaMHU CIUIaliCMHTa, HOHCEHC-MYTAallMd U MYTallii B HECTPYKTYPHBIX F€HAX;
MOT'YT TPOUCXOJUTh W CABUTH paMKU U Oojiee KPymHBbIC yAaJeHUsS U BCTaBKHU.
Paznbie myTaruu BnusitoT Ha padboty dhepmenta PAH B paznuuHoil cTeneHn — 3TuM

MOXET OOBICHATHCS O0JbIIOe pasHooOpasue mokazatenss @A B KpoBU OOJBHBIX
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OKYVY. MecTtomnosoxeHue u BuJI MyTaiuii B rene PAH noka Henb3st ucroiab3oBaTh
JUIS. TIOJTHOTO TMPOTHO3a KJIMHUYECKOro (heHoTuna, M B HACTOSIIEE BpeMs
reHoTunupoBanue reHa PAH wuMeer nuImb OrpaHUYEHHYIO IIEHHOCTh IpHU

nuarsoctuke ¢penoturno GOKVY.

MOJ'ICKy.HHpHO'FeHeTI/I‘-IeCKI/Ie MECTOObI ITO3BOJIAIOT TaKXKC BBISIBUTH
ICTCPO3UTOTHOC HOCUTCIIbLCTBO I'CHHOI'O I[C(i)eKTa N IIPOBCCTU IIPCHATAJIBHYIO

AUArHoCTHUKY.

KIIMHMYECKHUE ITPOSABJIIEHUA

Knaccuueckast  ¢penwakeronypusi  (penwakeronypusi 1 Tuma).
Manugecranus 3aboneBaHMsl MPOUCXOIUT Ha MEPBOM TOAY >KU3HH, OOBIYHO B
Bo3pacte 2-6 wMecsieB. llepBbiIMU MpOSBICHUSMH OOJI€3HU CIYXKAT BSJIOCTh
pebeHKa, OTCYyTCTBME MHTEpeca K OKpY)KaloIlleMy, HHOI/Aa IIOBBIIICHHAS
Pa3apaKUTENbHOCTh, OECIIOKOICTBO, CPBITMBAHNUS, HAPYLIEHUE MBIILIEYHOI'O TOHYCA
(dame MplllIeYHasi TUIOTOHUS), CYJOPOTH, MMPU3HAKU aJNIEPITHUECKOr0 JI€pMaTHUTA.
OtueriBOo  (GopMuUpyeTCs 3a/€pKKa CTaTUKOMOTOPHOTO M IICMXOpPEYEBOTO
pa3BUTHs, BO3MOXHO (opMupoBaHMEe MHUKpolepaiuu | rugpouedanuu.
XapakTepHbl Takue (PEHOTUINYECKHE OCOOCHHOCTH KaK TMIIONUTMEHTAIUsl KOXKH,
BOJIOC, paayKHOW o0osouku Tia3. OOpaimaer BHUMaHHE CBOEOOpa3HbIN

«MBIIITUHBINY 3a11aX MOYH OOJILHBIX.

ONWIENTUYECKUE MPUCTYIbl 3aHUMAIOT BaXXHOE MECTO B KIMHHYECKOUN
KapTuHe PeHunkeTonypuu. OHU BCTPEYAIOTCS MOYTH Y MOJIOBUHBI OOJBHBIX U B
HEKOTOPBIX CIydasX MOTYT CIYXHUTb MEPBbIM Mpu3HakoMm Oosie3Hu. OOBIYHO
OTMEUAIOTCS TeHEPAIM30BaHHBIC TAPOKCU3MBI IO TUITY UH(PAHTHIBHBIX CIIa3MOB B
BU/JIE «CajaaMOBBIX» CYI0POT, «KKUBKOBY», MOTYT Ha0JItoAaThCsa abcanchl. [Ipuctymnbl
HOCAT YIOPHBIN XapaKTep U IJI0X0 NOAAAI0TCS aHTUKOHBYJIbCAHTHOU Tepanui. [Ipu
OTCYTCTBUU CHEUU(PUIECKOTO JICUCHUS OO0JIE3Hb MEJUICHHO MPOTPECCUPYET.
YMCTBEHHass OTCTaJOCTh JOCTUTaeT, Kak MpaBujio, riaybokoi crenenu, 1Q
coctaBiisier okojo 20 enunun, (Hopma 85-115 emunun). B ncuxosoruueckom

cTaTyce OOJBHBIX OTMEYAIOT HApYyIICHUE UTPOBON U MPEAMETHON NESATEIHHOCTH,
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OTCyTCTBUE TUDPEPEHIIMPOBKH 3MOLMOHAIBHBIX PEAKIMd, HEIOCTATOYHOCTh
OKCIIPECCUBHOM W HMMIIPECCHUBHON peuu. MoryTt HaOmoaThCs JIBUTATEIIBHBIC
CTEpPEOTUIINH,  HACWJIbCTBEHHBIE  JBUMKEHHUS,  IICUXOIATONONOOHBIE WM
30 peHONoI00HbBIC HAPYIIICHUS.

B cnydae ecnu y pebenka ¢ runep@eHUIaIaHUHEMUEH, BBISIBICHHOTO TpU
MPOBEJCHUHA HEOHATAJIbHOTO CKPUHMHIA M HAXOMAIIErocs Ha JUETE C
OrpaHM4YeHHEM (EHWIAIAaHWHA, OTMEYAEeTCs HapYyIIEHUE HEBPOJIOTHYECKOrO
cTaryca, He0OX0IMMO MCKIIIOUaTh NTepUH-3aBUCHMBIe popmbl PKY.

®ennakeronypusi II xapakrepusyercs MaHudecTaluel Ha MEPBOM TOIy
*u3HU. KilMHHYeckuwe MposIBIEHUS BKIIOYAIOT HApYIIEHHE ICUXOMOTOPHOIO
pa3BUTHS,  TOBBINIEHHYIO  BO30YyAMMOCTb,  THIOTOHHUIO,  CYXOXHJIBHYIO
runeppedekcuio, CHacTUYECKUd TeTpamnapes3, MHUOKJIOHHUYECKYIO SIHIIEIICHUIO,
MuUKporiedanuo, TUNepciatoHoTeueHue, auxopagku. Ocobennoctssmu OKVY-II
SBJIIIOTCSI THOEJIb HEMPOHOB, KalblM(PUKAIMA U aHOPMaJIbHAsI BACKYJIIpU3AIlUs B
LEHTPAJIBHOM KOpe, OeJIoM BelleCcTBe, 0a3alIbHbIX TAHIJIMAX M TaJlaMyce, a TaKKe
HapylieHue Metabonusma (osatoB. Teuenwe O0oJie3HHM Mporpeccupyromiee u

HEPEIKO MPUBOJUT K CMEPTH B BO3pacTe 2-3 JIeT.

DeHUJIKETOHYPUS I11. OcHOBHBIE IIPOSIBIICHUS nedunura
OUPYBOMJITETPATUAPONTEPUHCUHTETA3bl HANIOMUHAIOT TaKOBbIE MpH 00JIE3HU
[TapkuHCOHA, YTO CBUAETEIBCTBYET O HEXBATKE J0MAMUHA B 0a3aJbHbBIX TAHIJIHSIX.
[Ipu3Haky HKCTpanupamMUAHONW HEIOCTATOYHOCTH BKIIOYAIOT MOCTYPalbHYIO
HECTaOUJIbHOCTh, TUIOKWHE3UI0, TPYJHOCTH TMOXOJAKH, THUIEpCAIMBALHUIO,
HapylIEHUsl TJIOTaHUs, OKYJOrMpHble Kpusbl. CyIIECTBYIOT JIBa pa3IMYHBIX
(deHoTUIa HEJOCTATOYHOCTH 6-IMPYBOUIITETpAaruaponTepuHcunTerassl. Hanbonee
yacto BcTpeuatomasics (80%) Tskenas 1eHTpasibHas (TunuuHas) Qopma
COMPOBOXKIAETCA PE3KUM CHIDKEHHUEM COJEpX aHusi OWOTeHHbIX aMUHOB B
HepeOpPOCIUHANIBHON  JKUJIKOCTH, ONpPENEISIEeMbIX H3MEpEeHHEM MeTaboIUTOB
CEpOTOHMHA W KaTEXOJaMUHOB B JUKBOpe. BTopas, ymepeHHas, nepudepuiinas
(HeTunuyHas) popma COnpoBOKAAETCSI HOPMATIBHBIM COJEPKAHUEM MEAUATOPOB U

ymepeHHon ['@A.



17

Hecmotpss Ha TO, 4TO paHHEE BMEIIATENBCTBO C LIEJIBIO CHHXKEHUS
KoHUeHTpauuu DA B KpoBU MOXET MPEAOTBPATUTH CEPbE3HBIE MOCIEICTBHS, HE
COOJIIOJICHNE PEKOMEHJAIMN M0 AUETOTEepanuu, HEJOCTATOYHBIA KOHTPOJIb 3a
ypoBHeM DA B KpOBH MOTYT UMETh OTJAJICHHbIE MOCJEACTBU, Takue Kak Oosee
HU3KHA KOA((UIMEHT HHTEIEKTa, 3aMeJIEHHAs pedb, HapYIICHHs MaMsTH,
poO0JIeMBbl ¢ KOHIIEHTpaIMe BHUMAHUS U IOBEJICHUEM.

VY B3pOCHBIX MAIMEHTOB, MPEKPATUBIIUX COOJIOICHUE TUEThI, BO3MOXKHO
YXYALIEHHE  HEBPOJOTMYECKOTO M IICUXOJOTMYECKOTO  COCTOSIHHSL — C
BO3HMKHOBEHUEM IO3/IHEH SMUIICTICUU, aTaKCUH, TPEMOpa U TaKUX MpoOsieM, Kak
JENPECCHs], HEBPO3bl U TPEBOKHOCTb.

B ciywae, ecnu mnanuMeHThl HE MNPUHUMAIOT —CHENHAIN3UPOBAHHbBIC
aAMUHOKHCIIOTHbIE cMecu Oe3 (heHMJIallaHWHA, a HaXOAATCA Ha JUETE C PE3KUM
OTpaHUYECHHEM BBICOKOOEIKOBBIX MPOIYKTOB, BOBMOXHO Pa3BUTUE HYTPUTUBHOTO
nedunuTa o BUTAaMUHAM, MUKPO U MaKpO3JIEMEHTaM.

VY nerei, poauMBIIMXCS Y KeHIIMH, crpagarommx OKVY m He nmomydaBmmx
JUETUYECKOTO JICYEHUS JI0 3a4aTHs U BO BpeMs OEpPEMEHHOCTH, UMEETCS BBICOKHIA
puck (10 90% B 3aBucHMOCTH OT ypoBHS DA B KPOBH KCHIIUHBI) CUHOPOMA
mamepunckoi  genunkemonypuu. KIVHUYECKM  CHUHIPOM  NPOSBISETCS
nu3Mopdueld I, BBIPAKEHHON 3aJepKKOM YMCTBEHHOTO H  (PU3UYECKOTO

pa3BUTHS, MUKpoLIepaineil, BpOKI€HHBIMU MTOPOKAMH CEepLa.

JTUNOOEPEHIIMAJIBHA A TMATHOCTHUKA

HuddepenunanbHas AMArHOCTUKAa  (DEHUJIKETOHYPUM  TMPOBOJUTCA  C
TPaH3UTOPHOW  TUNep(eHUIaTaHuHEMUEeH  HEJAOHOIICHHBIX, THUPO3HMHEMHEH,
raJlakTO3eMHUEH, IPYTUMH 3a00J€BaHUSMU, CBSI3aHHBIMU C HapylieHUeM (yHKUUU

IICYCHU.

JIEHEHUE
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CumnromaTuueckoe JieueHHe OoybHBIX  JiI0OoW  dopmoit DA
Hed((PEKTUBHO, B CBSI3M C YEeM OCHOBHOW METOJ JICYCHHS — JUETOTEpaIus,
OCHOBaHHas Ha PE3KOM OrpaHWYCHHUH (DeHUIIaIaHNHA B palliOHe OOJLHBIX JeTeH 3a
CYeT UCKJIFOYCHHS BEICOKOOEIKOBBIX MPOAYKTOB. HepocTaromee komuaecTBo Oemnka
BOCIIOJTHSIETCS 3a CUET CIEIUATN3UPOBAHHBIX JICUSOHBIX TPOTYKTOB, YACTUYHO WUITH
MIOJTHOCTBIO JIUIICHHBIX (heHWIamannHa. BeiOop TakThku nedeHus neteit ¢ ' DA
3aBUCUT OT TEPBUYHOTO OMOXMMHUYECKOTo HapymeHus. [l kaxmon (hopmbl
CYIIIECTBYIOT CBOM OCOOCHHOCTH ameTroTepanuu. Heobxoawmmo yduThIBaThH, YTO

3(1)(1)CKTI/IBHOCTI) JICUCHU 3aBUCHUT OT BPCMCHH €TI0 Ha4aJIia.

Jleuenne kiaaccuyeckon PKY
Juerorepanus — TATOTCHETHMYECKHM OOOCHOBaHHBIM U Haubosee
s pexkTBHBIN MeTO JedueHus Kiaccuueckot @KV ee 0CHOBHOM 1LIENIBIO SBIISICTCS
npenynpexiaenue pazsutus noBpexnaenus LIHC, napymenuit ¢usndeckoro u
WHTEIJIEKTYaJIbHOTO pa3BUTHA. /ueroTepamnus MobkHA OBITH HayaTa HE TO3JHEe

NEPBBIX HEJENb )KU3HU peOeHKA.

CoryracHO COBpPEMEHHBIM JaHHBIM, TUETUYECKOE JICUCHUE HAa3HAYAIOT IPH
ypoBae DA 360 - 480 mrmonws/n (6 - 8 Mr%) u Bbllle, PU ATOM IMPOBOJSAT
MOJICKYJIIPHO-TEHETUIECKOE UCCIICIOBAHNE ISl YTOUHEHUS (OPMBI 3a00JICBaHUS.
Takoi moaxona MO3BOJSET MOBBICUTHh d(PPEKTUBHOCTh CKPUHHUHTA, HE JOMYCTHUTH
JIO’)KHOOTPHUIIATEIBHBIX PE3YIbTaTOB, N30€kKaTh PA3BUTHS KIMHUYECKHX CHMITTOMOB
3aboneBanus. [Ipu monrBepkaenun auartos3a jierkod ['DA guera moxker OBITH
pacmipeHa TmMoJi HaOJIJEeHWEM Bpadya M TOJA KOHTPOJEM OHOXMMHYECKUX
nokasareyieil. [ JTaBHBIM KpPUTEPUEM JHATHOCTUKA W OICHKH 3(()EKTUBHOCTH

MIPOBOANMOTO JICUEHUS CITYKUT YpoBeHb DA B KpOBH.

Pamion GombHoro ®KVY crTposT mo mpuHIUIY PE3KOr0 OrpPaHHYCHUS
(deHnnanaHnHa, MOCTyNawIIero ¢ nuuieil. 3 nuranus UCKIIOYarOT NPOAYKTHI C
BBICOKMM COJiep>)KaHueM Oejka (COOTBETCTBEHHO U (PEHMJIANaHWHA): MSICO,
MSICOTIPOAYKTHI, PbIOY, ppIOOTIPOIYKTHI, TBOPOT, SIHI110, 0000BBIE, OPEXH, IIOKOIAT U

Ap. I[OHyCTI/IMBIG B IUCTC HATYpPAJbHBLIC IIPOAYKTEI, TAKHC KaK KCHCKOC MOJIOKO,
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JIETCKUE MOJIOUHbIE cMecH (11 AeTel B Bo3pacTe 10 1 roaa), opomu, GPyKTH U
HEKOTOpbIE JpPyTHe TPOAYKTHl C HHU3KHM COJECp)KaHHEeM Oelka BBOIAT B

COOTBCTCTBHH C IIOACUYCTOM COACPIKAIICTOCA B HUX q)eHHHaJIaHHHa.

[Ipu pacueTax mnHUTaHUS PEKOMEHAYETCS OPHEHTUPOBATHCS Ha HOPMBI
(bU3MOIOTUYECKONH TOTPEOHOCTH B OCHOBHBIX HYTPHUEHTAxX sl OOJBHBIX JCTEH
Pa3IUYHBIX BO3PACTHBIX Ipyim B coorBercTBuu ¢ MP 2.3.1.2432-08 (tabm. 2, 3),
JOTTYCKAeTCsl yMEHBIIICHUE KOJWYecTBa CyTouHOoro Oenka (He Oomee 10%) B
3aBUCUMOCTH OT TOJICPAHTHOCTH OOJIBHOTO K MUIIE U K (DeHUJIATaHUHY, a TAaKXKe OT

COCTOAHUA HYTPUTHUBHOI'O CTATYyCA.

Tabnuna 2. CpegHecyTouHble HOPMBI MOTPEOHOCTEN B OCHOBHBIX MHILIEBBIX

BCIICCTBAX U OHCPIUU IJIA I[CTCﬁ IICPBOI'0 IroJia ’KU3Hu (Ha KI" MaCChbI TGJ'Ia)

Bo3zpacr DHeprus, benok, Kupsi, YrneBonsl,
(mec.) KKaJj/ Kr /KT /KT /KT
0-3 115 2,2 6,5 13
4-6 115 2,6 6,0 13
7-12 110 2,9 55 13

Ta6numa 3. Hopmbl ¢u3nosioruyeckoii moTpeOHOCTH B OCHOBHBIX ITHUIIIEBBIX

BEILIECTBAX M DHEPTUM JJIs JeTel cTapiie rojaa™

Bospacrt DHeprus, benok, Kupsi, YrineBoasl,
KKal r/geHp** I/ IeHb I/ IeHb

ot 1 roga o 2 net 1200 36 (28) 40 174
oT 2 JIeT 10 3 JIeT 1400 42 (33) 47 203
ot 3 niet 1o 7 ner 1800 54 (46) 60 261
or 7 net o 11 ner 2100 63 (54) 70 305
ot 11 ner no 14 ner 2500 75 (64) 83 363
MaJIbYUKU
ot 11 ner go 14 ner 2300 69 (59) 77 334
JICBOUYKH
ot 14 ner no 18 ner 2900 87 (74) 97 421
IOHOIIIN
ot 14 net no 18 ner 2500 76 (64) 83 363
JCBYIIKH
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* MP 2.3.1.2432-08 «Hopmbl (pu3noOoru4eckux NoTpeOHOCTEeH B DHEPIUU U
MUIIEBBIX BEIIECTBAX I Pa3IUYHBIX TPYII HaceneHus Poccuiickoit denepammm»
.5, Ta0i.5.4.

** B ckoOkax yKa3aHO OpPHEHTHPOBOYHOE TOTpebOsieHne Oenka 3a Ccuér
CHeMATU3UPOBAHHON cMecH 0e3 (eHnmanaHuHa.

benok 3a cyer ecTeCTBEHHBIX NPOAYKTOB B JIUETE PACCUUTBHIBAETCS, UCXOS
U3 JIONYCTUMBIX CYTOUYHBIX KosindecTB DA ¢ yuerom, yto 1 r Oenka comepk Ut
npubmmsurenbHo 50 mr GA. B 3aBUCMMOCTHM OT NEPEHOCHMOCTH IMHULIEBOTO
(eHmIanaHHa JOIyCTUMOE U Oe301acHoe KoanuecTBo DA B CyTKU COCTaBISET OT
90 no 35 Mr/kr mMacchel Tena I I€Te MepBOro rojaa >KW3HU. B mutaHum nerei
CTapIle roja AOIYCTUMOE KoamuecTBO @A mocreneHHO cHuxkaercs oT 35 mo 10

MTI/KT Macchl Teja pedeHka (taoi. 4).

Tabmuua 4. JlonycTumMoe KOJIMYECTBO (DeHWIAJaHWHA B MUTAaHUU JETEH C

@KV B 3aBUCUMOCTH OT BO3pacTa

Bo3spact nereit KonuuectBo penunananmna
(Mr/KT Macchbl T€a B CYTKH)
ot 0 10 2 mMecs1eB 90-60
2-6 MecsIIcB 55-45
6-12 mecsieB 40-35
1-3 35-25
3-7 25-20
7 v cTapiie 20-10
Henocraromiee KOJIMYECTBO Oenka BOCTIOJTHSICTCS 3a cYeT

CHEIUATN3UPOBAHHBIX JICUSOHBIX TTPOYKTOB - CMECH AMHUHOKHCIIOT, YaCTUYHO WUITU
MOJTHOCTBIO JIMIICHHBIX (PEHUTAIAHWHA, W MaJ00EIKOBBIX IMPOMYKTOB IMUTAHUS.
AMUHOKHCJIOTHBIE CMECH PA3JIMYAIOTCS 1o conepkanuio Oenka (ot 13 r 1o 75 r Ha
100 r cyxoro mpoayKTa) W APYTUX MHTATEIbHBIX BEIIECTB (YIJICBOABI, JKHUPBI,
BUTAaMHUHBI, MUKPO- U MakpodJeMeHThI). Bce cMecu B cBoeM cocTaBe HE CojJieprKat
dbenunananH. AMUHOKUCIIOTHBIE cMeCH ¢ conepkanuem 13-15 r Genka B 100 r
CyXOil cMecu mnpefaHazHaueHbl aia jgered no 1 roma. Jersim Ooiiee crapiiero

BO3pacCTa Ha3HA4Yar0TCsA CMCCH C OOIBIINM COACPIKaHUCM Oeka.
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Heob6xoaum exxeTHeBHBIN MOJCYET YpOBHS (heHUIIaTaHUHA, [T0TYy4aeMOro ¢

nuuiei, yuet OeIKoB, KUPOB, YTIEBOAOB, SHEPTHH, YIOTPEOISIEMON MALIUEHTOM.

PacueT CyTOYHO# 703bI CIEMUATU3UPOBAHHOTO MPOAYKTA TPOU3BOIUTCS T10
bopmyie: (Ps-Pn) x 100

P :
rae  Ps - cyrounoe konndecTBo Oelnka,

Pn - 6ellok ecTeCTBEHHBIX IIPpOAYKTOB,

P - xomuectBo 6enka B 100 r cyxoro crnenuain3upoBaHHOTO MPOAYKTa

IIpumep pacuera nuranus pedeHky ¢ DKY
PeGenok 3 met, macca Tema 14,5 kr

1. Obwee cymounoe konuuecmeao benxa 6 payuore 60abHo20 (cm. maon.3). 54,0 e
2. Jlonycmumoe cymounoe Koauuecmeo heHunaianuna (cm. maon.4):

25x 14,5 =363 me
3. Jlonycmumoe Koauwecmeo 0Oeaka ecmecmeeHHvlX Npooykmoe (le benka
cooepoicum 50 me ghenunananuna):

363:50=7,3 2
4. Konuuecmeo oenxa 3a cuem cmecu « MDuun OKY 1»:

54,0-7,3=146,72
5. Cymounoe koauuecmeo cmecu « MDmun @KV 1» (100 & cmecu codeporcum 20 2
benxa):

46,7 x 100:20 = 233 2
6. Heobxooumoe cymounoe Koiuwecmaso sxcupa 6 payuore (cm. maon.3): 60 e.

7. Heobxooumoe cymounoe konuuecmeo yeneso0os (cm. maon.3): 261 a.

B OGonbmmHCTBE CTpaH HATypalibHbIE MPOAYKTHI, Ha KOTOPBIX CTPOUTCS
paIuoH, MO COACP)KAaHUIO B HUX O€NKa JENST Ha TPU TPYIIIbI, COCTABISIONINE TaK

Ha3bIBaCMBIi «IHUIIEBOM cBeTOGop» OobHOTO OKY (mpmnoxxenue 3).

B kpacHblil COUCOK BXOIAT MHPOAYKTBHI C BBICOKUM cojaepxkannem DA,

KOTOPbIE MOJHOCTBIO UCKITIOYAIOTCs U3 parrona 6osbHbIx OKYVY.
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XKenThlil cMKUCOK — MPOAYKTHI, KOTOPHIE COACPKAT YMEPEHHOE KOJIUYECTBO
Oenka U, cieloBaTeNbHO, (PEHIIAJaHNHA, U TTO3TOMY JIOJDKHBI MCIIOJIB30BATHCS C
OCTOPOKHOCTBIO, B HEOOJBIINX KOJIUYECTBAX U MOJ CUCTEMATUYECKUM KOHTPOJIEM

DA KpOBH. Onu TaKxe AOJIKHBI PABHOMCPHO paClIpCaAC/IATbCA B TCUCHUC THA.

3eJIEHBIM CIUCOK — IMPOAYKTHI, COACPKAIMNEC HE3HAYUTCIBHOC KOJIUYCCTBO
q)CHHHaJ'IaHI/IHa, KOTOPBIC MOTI'YT IIPUMCHATHCA COBCPIICHHO CB06OI[H0 B OOBIYHBIX

KOJIMYECTBAX.
[Ipu opranu3anuu JUETOTEpANIN HEOOXOAUMO YIUTHIBATD:

- KIIMHUYECKYI0 hopMy 3a00JIeBaHUS;

- ypoBeHb DA B KpoBH;

- BO3pacT peOcHKa,

- HyTPUTHUBHBIN cTaTyc (PU3NUECKOE Pa3BUTHE);

- TOJIEPAHTHOCTh peOeHKa K nuieBomy DA ;

- konnyecTBO DA 1 HaTypallbHOTO OesKa, MOJy4aeMoro ¢ MUIIEH;

- KOJIMYECTBO OCHOBHBIX IMHUILIEBBIX BEIIECTB U YHEPTUH B JICUEOHOM pallOHE.

[Ipu Ha3HaUYEHUH AMETHl BAXKEH UHAMBUAYAIbHBIN U U depeHIrnpOoBaHHBIN
IIOAXOJ K HCIIOJIBb30BAHUIO CIELUAIU3UPOBAHHBIX M HATYyPAJIbHBIX IPOAYKTOB

COOTBETCTBEHHO BO3PACTY peOCHKa.

DA sgBageTcss HE3aMEHMMOM aMHHOKHCIOTOM, HEOOXOOIMMOM I
aJIeKBaTHOTO Pa3BUTHS. Y CTAHOBJICHO, UTO Y€M MJIaJIIIe peOeHOK, TeEM B OOJIbIIEM
koJimuectBe DA OH HYXKIAETCs, TaK KakK, B OTJIMYKE OT B3pocibiX, 40% mnuiieBoro

DA y neteit mepBoro rojia JKU3HU PacxoyeTcsi HA CHHTE3 COOCTBEHHBIX OCJIKOB.

Bricokuii ypoBeHb @A B KpOBU OKa3bIBAET HETATUBHOE BIIMSIHUE HA PA3BUTHE
MO3ra, B TO BpeMSA KakK HENOCTATOYHOE IIOCTYIUIEHHWE JTOM HE3aMEHUMOU
AMUHOKHMCJIOTBI B OpPraHW3M MOJKET SBUTbCA NPUYMHOW OTPULIATEIILHOIO
azotucroro Oananca. I[To3ToMy oueHb Ba)KHO ONpPEAEIUTH OE30I1aCHOE CYTOYHOE

conepxxanne @A B parmone 60ipHOro pedeHka. ['eHeTHueckas TeTeporeHHOCTh
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3a00JIeBaHUsl ONPEJENAET CTENEHb AKTUBHOCTH (PEPMEHTOB, YYacTBYIOIIUX B
oOMEHE aMHUHOKHUCJIOT M BIUSET HAa HHIWBUIYaJbHYIO TOJIEPAHTHOCTh K DA,

KOTOpasd OLCHUBACTCA B IICPBLIC THU JUCTOTCPAIINH.

Y OGompHbix DKV crapmie 18 jeT BO3MOXXKHO CMSTUYCHHE JUETHYECKHUX
OTPAaHUYCHHUM 3a CYET BKIIOYEHHUS B PAIMOH HEKOTOPBIX KOJHUYECTB KPYII,
KHCJIOMOJIOYHBIX U Psiia IPYTUX MPOIYKTOB, O€JIOK KOTOPHIX HE COJACPIKUT BHICOKUX
koHieHTparuii ®A. Takue aueTHYECKHE «MOCIA0IECHUS» OHKHBI MPOXOAUThH Ha
dboHEe peryaspHOro KOHTposii ypoBHI DA B KpPOBH W TPHU COXpPaHECHUU
HCIIOJIB30BaHUs B JIMETE BBICOKOOEIKOBOTO MpoaykTa 6e3 MA Ha OCHOBE cCMecu
aMUHOKHCJIOT B KondecTBe He MeHee 50% OT CyTOYHOTO OEIKOBOr0 YKBUBAJICHTA.
[{enb HA3HAYEHMS CIICIMATIU3UPOBAHHOIO MPOIYKTa B TaHHOM BO3PACTHOM TpyIIIie,
ITIOMHUMO oOOecIieueHHsT OOJBHBIX aJeKBAaTHBIM KOJIMYSCTBOM O€ika, COCTOHWT B
YBEIIMYEHUH  TOTPEOJICHUSI TaK  Ha3bIBAEMBIX  «OOJIBIIMX  HEUTpaJIbHBIX
aMHUHOKHCJIOT», TO €CTh TUPO3UHA, TpulTodaHa, JeHIIMHA, U30JICHIIMHA W BaJIMHA,
obnmamarommx  ¢usunonoruyeckuM  3GHEKTOM  TOPMOXKEHHSI  TPaHCIOPTa
dbeHnananHa n aHOMAaJILHBIX MPOAYKTOB ero oOMeHa yepes

reMaTosHIeannIecKkuii 6apbep B MO3T.

Jns 6onbHbix DKY HE3aBUCMMO OT BO3pacTa, COXpaHSAETCS 3alperT Ha
MPOJYKTHI, Haubomee Oorateie DA, Takhe Kak MACO, pbi0a W M3ACIUS U3 HHX.
TBopor, TBEpbIE ChIPBI, 0000BBIE, KypHUHBIE SIa, OPEXH MOTYT B OTPAaHUYCHHOM
KOJMYECTBE BXOJIUTh B PAIWOH TMAIMEHTOB CTapIIero BO3pacTa C Yyd4eTOM
tosniepanTHOCTH K DA. He pexomenayercs ynorpebnenue mamueHtamu ¢ OKY
npoaykroB «fast food», rasupoBaHHBIX HANMTKOB C  IOJCIIACTUTCIIIMH,

coaepxauMmu OA.

Jlist sxenuuH, 60mpHBIX PKY, B IpeIKOHIIENTYaIBHBIN IEPUOT, U B TCUCHHE
BCEel OEpeMEHHOCTH HEOOXOJUM BO3BpaT K HaubOOJIee CTPOrMM JUETUUYECKUM
OTPAHUYECHHUSIM C MOJHBIM UCKIFOUEHUEM MPOJIYKTOB U3 «KPACHOTO» M «KEITOTO»
CIIMCKA W PABHOILICHHBIM 3aMEIICHUEM HX CHEIUaTu3UpPOBAHHBIM MPOJYKTOM Ha

OCHOBE CMECH aMHHOKHUCIIOT 0e3 DA.
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Jleyenne nrepun-3aBucumMbix Gopm @KY

B xommuiekc gedenus OoapHBEIX DKV |l THma, momMmMo gueTHl C
orpannucHrueM DA, Bxomaar npenapathbl L-modsr (10-15 MIr/Kr/cyT) B coueTaHHH C
kapoumodoit  (1-1,5 wmr/kr/cyr), 5-okcutpunrodpan (10  wmr/kr/cyr), 5-
dbopmrurTeTparuipodoiaT B CpeaHei 103¢€ 25 Mr/cyT. JlonoTHUTEIPHO Ha3HAYACTCS

tetparuapoouonteput (10-20 Mr/kr/cyr).

[Ipu Tsxenoi neHtpanpHOil (TMnMuHON) popme DKVY-IIl pexomennyercs
Ha3HAYCHHE TETParuapoOHONTEpUHA (MM €r0 CHHTETHUECKUX aHAIOrOB, KOTOPHIC
Jy4le NpOHUKAIOT Yepe3 reMarodHiedaindyeckuil 6apbep) U npeAlecTBEHHUKOB
HelpoMenuatopoB - mpenaparbl L-model B coueraHun ¢ kapoupodou, 5-
okcutpuntodan (mo3bl yKazaHbel Bbeime). [lpu ymepenHol mnepudepuiiHoi
(HETUITMYHON ) dbopme OKVY-1I1I Ha3HA4YaeTcs MOHOTEpanus
TETParuApoONONTEPUHOM, YTOOBI TMOAJEPKUBATH HOPMAJIbHBIE IIJIa3MEHHbBIC

ypoBHU DA.

[TonoxutenbHbIN PPEKT TeueHruss OTMEUEH HE y BceX OOJIbHBIX. B cBsI3u ¢
TUM BEIYTCS MOWCKU OoJiee aKTMBHOIO MTEPUHOBOrO aHaliora, oOCyXKaaeTcs

BOIIPOC PAHHET 0, BO3MOXHO, IIPEHATAIIBHOIO Hayasa TEPaIuu.
TakTnka qUeTOTEpANIMM NP CONMYTCTBYIOUIUX 3200/ IeBAHUAX

[Ipu BO3HMKHOBEHUH OCTPHIX HMH(EKIIMOHHBIX 3a00JIEBAHUM, BBIPAKECHHOM
TUTIEPTEPMUN, UHTOKCUKALIUH, PA3JTMYHBIX JUCIICTICUYECKUX SABICHUSIX U OTKA3€ OT
npueMa aMHHOKHCIOTHOM CMECH BO3MOXKHO KPaTKOBPEMEHHOE (Ha HECKOJIbKO
JHEH) TpeKpallleHue JTUETOTeparMd C 3aMEHOW JIe4eOHBIX MPOAYKTOB Ha
HaTypaJbHbIE C HEBBICOKUM cojepkaHnueMm Oenka. Ilocne cTuxaHus ocCTporo
neprojia OOJIe3HH B paldoH peOCHKa BHOBb BBOJUTCS CIEIHUATU3UPOBAHHBIN
MIPOJIYKT, HO 3a O0Jiee KOPOTKHIM Mepro, yeM B Hauajse JieueHus. Eciau peObeHok He
OTKa3bIBAETCS OT MUIIM BO BpeMsi 0O0JIe3HU, MPUOCTAHABINBATh TUETOTEPANIUIO HE

CIIEITy€T.
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JleyeHue cOmyTCTBYIOIIMX COMAaTHYECKUX 3abojeBanuil y nereir ¢ OKY

IIPOBOAUTCSA MO OOLIEIPUHATOMN cXeMe B He TpeOyeT MpeKpalleHus] IUeTOTePaTTHH.
KoHTposib 32 a1eKBATHOCTHIO JHETOTEPANINH

Huetndeckoe jgeduerne 60sbHbIX PKY He00X0a1MMO IPOBOIUTH MO CTPOTUM
KOHTpoJieM copaepkanus DA B CHIBOPOTKE KPOBH. DTOT IOKA3aTeNb SBISETCS
IJIaBHBIM KpuTepueM 3pdpexktuBHOCTU AUeToTepanuu. Y 6osibHbIX DKV oH nomkeH
HaXOoJUThCA B cpenaux npeaenax 180-240 mxmons/m (3-4 mr/mi). Eciim ypoBens @A
cocraBisieT 120 MKMOJIB/JT 1 HUKE (2 MT/II1 ¥ HEDKE) WU TipeBbliaet 6 mr/m (360

MKMOJIB/JT), He00X01uMa KOppeKIus Oesika B paliioHe peoeHKa.

B Poccuu pexomenayercs cineayronas cxeMa KOHTPOoJis 3a coaepxkannem OA
B KpOBH Yy JieTell u B3pocibiX, 00bHBIX DKY: B Bo3pacTe 10 3-x MecsieB - 1 pa3 B
HEeJIeNI0 (10 MOy4eHUs] CTaOUIIbHBIX PE3yJIbTaTOB) M Jajee HEe MeHee 2-X pa3 B
MecsI, oT 3-x MecseB 10 6 jeT — 1 pa3 B mecsll, mpu HEOOXOIUMOCTH -2 pa3a B
Mmecsil, ¢ 7 10 12 net - He menee 1 pasza B 2 mecsina, nocie 12 ner - 1 pa3 B 3 mecsia,
y 6epemennbix ¢ PKY 1 pa3 B 7- 10 nueit. Conepxxanue @A B CHIBOPOTKE KPOBH,

nomyctumoe i 6osbHbIX ¢ @KV paznuuHoro Bo3pacta npeacTaBieHo B Ta0. O.

Tabnuua 5. PekoMmennyembiii ypoBeHb @A B CHIBOPOTKE KPOBH Y OOJIBHBIX

OKY, nomydaronmx AUETOTEPATTUIO

Bo3zpacr Yposenb DA

Y TIEPUOJIbI )KU3HU NAIIUEHTOB MKMOJIb/J1 MIr%
0-6 et 120-360 2-6
7-9 ner 120-360 2-6
10-12 ner 120-360 2-6
13-15 ner 120-600 2-10
16-18 ner 120-900 2-15
18 ner u crapiie 120-900 2-15
[TpenkoHIIENTYaTbHBIN IEPUO | 120-240 9.4
nepuo 0epeMEeHHOCTH

Ha ¢one nedyenunss HEOOXOAMMO MPOBOIUTH KOHTPOJIL 32 HYTPUTUBHBIM
CTaTyCOM 0O0JIbHOTO, (PU3NYECKUM U MHTEJUICKTYaIbHBIM PA3BUTHEM, OCYIIIECTBIISITh

HaOJIOJICHHE 3a COCTOSIHUEM 37I0pOBbSl JIeTe C TpPUBJICYEHUEM Bpauei
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CHEIUAINCTOB, MCIOJIb30BAHUEM (YHKIIMOHAJIBHBIX METOJOB HCCIEI0BAHMUS

(Y3U, 23I', MPT), a Takke KOHTPOJIb KJIMHHUKO-Ta0OpaTOPHBIX MOKa3aTeyen
(oOmrue aHaaM3bl KPOBH M MOYH, OOIIMI OEOK M ero (ppakiuu, Mo moKa3zaHusIM
JUNUAHBIA Tpoduiib, raoKo3a, GeppuTHH, KPEaTUHUH, CHIBOPOTOYHOE KEJIE30 U
ap.), 1 pa3 B rogy peKOMEHAYyeTcs UCCAeA0BaTh AMUHOKHUCIIOTHBIN CIIEKTP KPOBH.
OOmumii aHanM3 KpPOBU PEKOMEHAYETCs NeiaTh He pexke 1 pa3za B 6 Mecslies,
omoxumudeckuii — 1 pa3 B rox. Jlma OIeHKM WHTEIJIEKTa W JIPYTUX BHUIOB
ncuxuyeckon nedarenbHocTH O0onbHBIX DKV  uCnons3yloT COOTBETCTBYIOIIKE
nporpamMmbl M TecThl. [lokazaHa KOHCYJIbTalMs MEIUIIMHCKOTO ICHUXOJIOTA.
Kontpons dochopHo-kanbimeBoro oomeHa (kanabliuid, ¢ochop, OCTECOKaIbIINH,
napaTropMOH U Jp.) JOJKEH MPOBOAUTHCs ¢ 1 roaa sxu3Hu. [larmentam crapiie 13

JICT PCKOMCHAYCTCA IIPOBCACHNUC ICHCUTOMCTPHUHA 1 pa3 B I'OA.

I[TPOI'HO3

HpOFHO3 COCTOAHHA N YPOBHS IICUXUYCCKOT'O PA3BUTHA OOJBHBIX 3aBHCHUT OT
MHOI'IX (baKTOpOBi (bOpMBI 3a00J1€BaHMs M CBSI3aHHOM C HEH TSIKECTH DH3UMHOTO

z[e(beKTa, CpOKOB Ha4daJla 1 aACKBATHOCTU CIICHUAJIN3UPOBAHHOI'O JICUCHMUS.

Hnst knaccuueckoit OKVY, BhIsIBICEHHON B TEpBbIE HENENHM KU3HU peOEHKa,
npu coOIOCHUM PEKOMEHIallui Bpayuell Mo JIeYEeHUI0, MPOTHO3 O 3a00JIEBaHUIO
OnaronpusATHbIA. JleTH mocemiaroT MaccoBble JETCKME U 00pa3oBaTelbHBIE
YUPEKICHU, 3aHUMAIOTCA B JOIOJIHUTEIBHBIX KPYKKax, B JaJbHEUIIEM

IOCTYIIAIOT B BBICIIHC y‘l€6HBI€ 3aBCACHUA.

[TPOOUNITAKTUKA

[IpdunakTuky pEeHMIKETOHYPUH MOXKHO Pa3IeInuTh HA TPU YPOBHSI.

|  IIpocmeKTUBHOE  MEIUKO-TCHETHYECKOEC  KOHCYJbTHpPOBAaHWE  Tap,
IUIAHUPYIOIUX ~ OEpPEeMEHHOCTh C  pEeKOMeHaamued  oOcienoBaHUs  Ha

reTEepO3UTrOTHOE HOCUTEIBCTBO YAacThIX MyTauuid B reHe PAH. Ilpu BbIsiBIIeHUN
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@KV B cembe — 06CJ'I€,Z[OB3.HI/IC POACTBCHHHUKOB JId YTOYHCHHA I'€TCPO3UTOTHOI'O

HOCHUTCJIbCTBA MYTAallUH.

Il B cemne, rae umeetcs peoenok ¢ @KV, npu ciemyromieit 6epeMeHHOCTH
MIPOBEJICHUE MPEHATATLHOW JUATHOCTUKH TSl YTOYHEHUs] HAJWU4YWs TMATOJOTHHU Y

jaoaa.

Il [TpoBeaeHNE HEOHATAILHOTO CKPUHMHTA C MTpakTUdeckuM oxBatoM 100%
HOBOPOXKICHHBIX, TO3BOJISIIONIEIO PAaHO BBIIBUTH 3a00JIEBAaHHE, CBOCBPEMEHHO

HAYaTh JICUCHHUE U U30€KaATh THKEIIBIX HpOfIBHeHI/Iﬁ IIaTOJIOTHH.

MATEPUHCKAS ®KY

Havano neuenus ®OKVY B JOKIMHHAYECKYHO CTAIHMIO ITyTEM NIPOBEIACHUS
runoQeHmIaIaHnHOBOM IMEThI MPEOTBPAIIACT Pa3BUTHE TSKEIIONH HHBAIUIHOCTH,
YTO OMNpEAENsAeT BBICOKYI0 MEAMIMHCKYIO U SKOHOMMYECKYIO 3((EKTHUBHOCTh
HEOHATAJIbHOTO CKPUHHMHIA Ha ATy MATOJOrui0. BeposTHOCTH poauth pedOeHka ¢
OKY y ®KeHIUHBI, CTpagaronieit JaHHBIM 3200JIEBaHHEM, MOKET OBITh TOJIBKO B TOM
cilyyae, e€Ciu MYy CTpaaaeT TeMm ke 3abosieBanuem (puck 100%) unu sBisieTcs
reTEPO3UTOTHBIM HOCUTENEM MyTaHTHOTO TeHa (puck 50%). B cBsi3u ¢ TeM, 4TO Ha
KIIMHUYECKOM YPOBHE HOCUTEIBCTBO MyTAHTHOTO I'€HA BBIIBUTH HEBO3MOKHO, BCEM
3I0POBBIM MY’>KUMHAM, BCTYHAIOIIMM B Opak C >keHIMHamMu, O0osbHbIMH DKV,

JKEJIATENIbHO ITPOBECTU MOJIEKYJIAPHO-TEHETUUECKUN aHaAJIN3.

[Tatorenernueckuii moaxon k JyedeHutro PKY He ycTpaHAeT OCHOBHOIO
IF€HETUYECKOro, a, CIEI0BaTeIbHO, W OMOXMMHYECKOro JedekTa, 4To HMeeT
OonbIlIoe 3HAUCHHME I JKeHIIWH, OoybHBIX DKV, jkemarommx HMMETh JCTEH.
Haunnast ¢ moapocTKOBOro BO3pacTta, JUeTa CTAaHOBUTCS 0o0Jiee pacIIMpEeHHOU U
nomyckaroriei oospiee KoaudecTBo MA. BONBIMIMHCTBO KEHITUH JETOPOIHOTO
BO3pacTa yKe He COOJII0Iat0T, JIMOO He CTPOTO COOII0IAI0T THIO()EHIITATTAHUHOBY IO
JIMETy C MPUMEHEHHWEM OEJKOBBIX 3aMEHHUTEJICH, UYTO MPUBOJMUT K TOBBIIICHUIO
ypoBHs1 DA B KpoBHU. BbicOKasi KOHIIEHTpalus 3TOM aMUHOKHUCJIOTHI B KPOBU U

OKOJIOIUIOAHBIX Bojax OepeMeHHOM, ctpagatomed DKV, obnamaer cepbe3HbIM
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TEpaTOT€HHbIM  BoO3AciicTBMEM Ha IuIoA. JlaHHBIA (EeHOMeH moJydHi
HanMeHOBaHue mamepunckou @OKY. IloseneHne NpPU3HAKOB NATOJOTUU Y
MIOTOMCTBA HE 3aBUCUT OT HAJIMYMS WIM OTCYTCTBUSL YMCTBEHHON OTCTaJOCTH Y
YKEHILIUHBI U HEe 00YyCIIOBIICHO pa3BuTHeM y aeteid GKYVY.

KimHnyeckne npU3HAKKM MATOJOTMM BKJIKOYAIOT MOBBIIIEHHYI0 YacTOTY
CIIOHTAHHBIX a0OPTOB y OOJBHBIX KEHIIUH, CHUYKEHHUE MACChl M pOCTa JIETEeH MpHU
POXACHUM, YMCTBEHHYIO OTCTaJlOCTh, MHKpOIE(haINio, BPOXKICHHBIE TOPOKU
cepana, opodanuanbHble PacUIeNMHbI, YKCTPO(UI0O MOYEBOrO My3bIps. OnucaHbl
TaK)Ke JIMLEBbIE TU3MOP(GUU: TUIIEPTEIOPU3M, IIUPOKOE MEPEHOCHE, BHIBEPHYTHIC

HO3JIPH.

TsKecTh MOpaKeHUsI TI10Ja KOppennupyeT ¢ ypoBHeM PA B 11a3Me MaTepH.
YcraHoBneHa nOpsiMas  3aBUCHMOCTb  MEXKIY  OKPYXKHOCTBKO  TOJIOBBI Y
HOBOPOJKJICHHOT O, a TAKKE €r0 Maccor M KOHIEeHTpanuen @A B ra3Me y MaTepu B
nepuon 3auarus [Smith . et al. 1990]. Tlo nannbim Levy H.L. (1996) y sxeHIuH c
kinaccuyeckod KV, uelr ypoBenb @A Bo BpeMst GepeMeHHOCTH TpeBbimaet 20
MT/JI1 PUCK POKJIeHHs peOeHKa ¢ Mukportiedanueii coctabisieT 73%, ¢ yMCTBEHHOU
OTCTaNOCThIO — 92%, C BpOKI€HHBIM MOPOKOM cepata - 12%, ¢ Hu3Kkoi Maccoit npu
poxaenun — 40%. 1o 3apyOeXHbIM JAaHHBIM, PUCK Pa3BUTHS MUKpolehaIuu y
mwiona npu yposHe DA OGonee 15mr/nnm Ha 8 Henene OEpeMEHHOCTH COCTABISIET
0K0J10 85%. PHCK BO3HUKHOBEHHS Yy TJ10/1a TOPOKOB CEP/ILIA BO3HUKAET MPHU YPOBHE

®A B kpoBu OepeMeHHOM Ha 8 Henesne OepemeHHocTH Oonee 10 mr/m.

[TPODPUIIAKTUKA MATEPUHCKOHN ®KVY

YacTtoTa OTHENBHBIX IPOSIBICHUNA IATOJOTMM PE3KO CHHXKAETCA IpHU
yMEHBITIEHUHU KOHIIeHTparu DA B KpoBU OEpEeMEHHOMN KEHIIMHBI. EMMHCTBEHHBIM
METOJIOM MPEIOTBPALICHUS HAPYIIIEHUI B AMUHOKHUCIIOTHOM OOMeHe y OepeMeHHON
»eHmuHbl ¢ KV gBnserca orpannuenne noctyrieHuss @A B OpraHu3M ¢ MUIIEH.
OT0 mocTUraeTcsl TPAAULMOHHBIM METOJIOM CTPOro COOJII0aeMON JUETOTEpaIlny,

MPUHIIAI KOTOPON HUYEM HE OTJIMYAETCS OT AUETOTEpanuu AeTeit, 6oibHbIX DKV,
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AnexBaTHas Tepanusi cocoOHa MNPENOTBPaTUTh BCE WM OOJBIIMHCTBO
nposienieHnit matepuHckoit @KVY. Tak kak >MOpHOH OCOOCHHO YYBCTBHUTEJCH K
TEPAaTOTEHHBIM  BO3JCUCTBUSAM, PEKOMEHIYETCsl HaduHaThb JUETy €me g0

HaCTYILICHUSA 6€p€M€HHOCTI/I.

IHoaroroBuTebHBIN ITAMN - NEPHO/ NPUHATHS PelIEHUS O
A€TOPOXKIEHUHU

Ha moaroroBuTenbHOM 3Tarne KejlaTelIbHO MPOBECTH  OOCIEI0BaHHE
OyIy1ero oTua Jjsi UCKJIIOYEHHs] BO3MOXXHOTO HOCUTENIbCTBA MyTaluil reHa PAH,
OLICHUTh  (PU3MYEeCKOoe  pa3BUTHE W  3J0poBbe  Oyaymiel  marepu,
MPOKOHCYJIBTUPOBATH €€ Y THHEKOJIOTA.

[IpoBoauTcsa Oecena ¢ xeHmuHoW ¢ auarHozom DKV, kenaromeid crath
MAaTEPhIO, O BO3MOXKHOCTH TepaToreHHoro BimsHuS ©OA Ha miox npu
HECOOJIIOJICHUHU ONTUMaJIbHOTO ypoBHS DA 10 3auatuss U BO BpeMsl Bcew
O0epeMeHHOCTH. YpoBeHb (DA CHIBOPOTKH KpOBH Oyaylleil MaTepu He IOJIKEH
npesbimath 120-240 mMxMouib/a (2-4 Mr/mi), ocoOEHHO B TEPBBIA W BTOPOU
TPUMECTPHI OEPEMEHHOCTH, KOT/Ia B OPTaHW3Me IUIO/AA €Ile He BBIPA0aTHIBAIOTCS
coOCTBEHHbIE (epMeHThl. DTO CBsi3aHO C TeM, uTo coaepxkanue DA B
OKOJIOIUTOAHBIX BoJax B 1,5-2 pa3a Bhlllie, Y4eM B CHIBOPOTKE KPOBH.

Oco0eHHO BakHO, 4TOOBI HACTYIUICHHE OCPEMEHHOCTH MPOUCXOAUIIO TPHU
ypoBHe @A B KpoBH, HE mpeBblaioneM 4 mr/mi. VccrnenoBanue, mpoBeeHHOE B
BenukoOputanuu (Lee et al.) mokasano, 4To y KEHIIMH, HA4YaBIIUX COOJIOATH
TUETY YK€ TIOCTIe HACTYIUICHHsI OEpEMEHHOCTH JIETH POXKAATUCH C MEHBIIIEH Maccoi
Y OKPY>KHOCTBIO T'OJIOBBI, CPE/IM HUX Yallle OTMEYAIIUCh TIOPOKHU CeP/IIa U HUKE OB

WHJIeKC UHTeUIeKTyanbHoro passutus (1Q).

Tabnuua 6. BausiHue CpokoB Hauajga JTUETUYECKOW TEpamuul y >KCHIIWH C
OKVY Ha pusznueckoe COCTOSTHUE W TICUXUYECKOE PAa3BUTHE POJMBIIMXCS y HUX

nereii (Levy H.L.et al.,2001,1996)



30

CocrosiHue 310pOBbs Marepu Havanu nquery | Marepu Hadanu querty
POIUBLINXCSA AeTel 710 HACTYTUJICHHUS MocJie HACTYIUICHUS
3a4aTus OepeMeHHOCTH
Macca tena (1) 3160 (+ 612) 2818 (+ 711)
OKpYy>XKHOCTB TOJIOBBI (CM) 336 (+1)9) 32,7(+ 2)
Hanuuue nopokos cep/ua 2,4% 17%
IQ B 8-Mu JIeTHEM BO3pacTe 108,9 (+ 15) 86,5 (+ 13)

Oco0eHHO Ba)XXHO MOMHHUTHL O HEOOXOAMMOCTU 3ayaTusi peOeHka Ha (oHe
HU3KOro ypoBH DA B kpoBu xkeHumHam ¢ ['®A nmo 8 Mr/mi, y KOTOpBIX
OTCYTCTBOBajia HEOOXOAUMOCTh COOJIIOIaTh IUETY B JIETCTBE.

Hccnenosanune kanajackoro ydenoro W.B.Hanley, o60o6muBIero MupoBoit
OTIBIT ¥ COOCTBEHHBIEC HAOIIOICHHUSI, TOKA3aJIH, YTO KEHIIUHBI C MATKUMH popMamMu
OKY u 'OA ¢ HOpManbHBIM MHTEIJIEKTOM MOTYT POJUTH JIETEH C CEPhE3HBIMU
MOpPOKaMU pa3BUTHA. BBIXOOOM M3 CO3MaBIICICA CUTyallUM aBTOpP CYWTAET
nposeneHne ckpuHuHra Ha @KV y s)keHIMH (epTUibHOTO BO3pacTa.

[Tockonpky B Poccum momoOHBIM CKPUHUHT HE MPOBOJUTCS, POAUTEIISAM
neBouek ¢ I'DA, HaOMOMAOMMXCA B MEIUKO-TEHETUYECKUX KOHCYIbTAIUsX,
HEOOXOIMMO TMEPUOAUYECKHM HAlOMUHATh O HEOOXOJMMOCTH MOCEUIECHUs
KOHCYJIBTAIIMH 10 JOCTHKEHUIO MAIlMEHTKON (hepTHIIBHOTO BO3pacTa sl 6ecebl O
OyaymieM  TMOTOMCTBE W HEOOXOJAMMOCTH  WHIMBUAYaJIbHOTO  moadopa
runo(eHmIaTIaHnHOBOM TUETHI 10 3a4aThs U BO BpeMsi OEpEeMEHHOCTH.

JeBouxkam ¢ ®KY Heo0Xx0anMo nmoaaepxuBath coaepxxanne @A B KpoBH
HA YPOBHe /10 4 MI'/IU1 HE3AaBHCHUMO OT BO3PACTAa, TaK KaK BHOBB IEPEUTH Ha OoJiee
KECTKYIO JTMETy B CTaplleM BO3pacTe, a TeM OoJiee BO BpeMsi OepeMEeHHOCTH (C
Y4€TOM OCOOCHHOCTEH MCHX0-IMOIMOHAIBLHOIO CTaTyca OEepeMEHHBIX) Tropas3fo

CJIOZKHCC.

IlepBblii 3Tan - Nepexo/1 HA ANETOTEPANIMIO U TOCTHKEHUE
ypoBHs DPA 3-4 mr/na
XKenmmuam, He CcOONIOAABIIMM CTPOTYIO JUETY, OO HACTYIUICHHMS

OEpEMEHHOCTH HEOOXOAMMO BEPHYThCS Ha runodeHuIanaHuHoByo auety. [lo
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BO3MO>XHOCTH, IE€PUOJ MEXKIY MOMEHTOM, KOTJa JIOCTUTHYT JOIYCTHUMBII
ypoBeHb DA B KpOBH, U MOMEHTOM 3a4aTHUs JOJDKEH ObITh MHHHUMAIHHBIM.
Y InuHeHne 3TOro nepuoja MOXKET MPUBECTU K HEXKENIATENIbHBIM IOCIEICTBHIM:
CHUKEHUIO MAcCChl KEHIIUHBI, YXYIIICHUI0O HYyTPUTUBHOIO CTaTyca, 00OCTPEHUIO
XPOHUYECKUX 3a00JIEBAHMIA.

[Ipu opranuzanuu auerotepanuu skeHmmMHaM ¢ DOKY  Heobxomumo
YUYUTHIBATD:

1) ximHMYecKkyto Gopmy 3a00JIeBaHMS,

2) UHJIMBUIYAJIbHYIO TOJEPAHTHOCTD KEHIIUHBI K DA,

3) ypoBenb @A B KpoBU J10 Ha4asIa IUETHI.

XKenarenpHo /U1 KaXK0M AKEHILKHBI 10A00paTh HauboJIee ONTUMAIIBHYIO 110
BKYCOBBIM KadyecTBaM JICYEOHYI0O aMMHOKUCJIOTHYIO cMech. B mocneanue roasl B
KauecTBe JIe4eOHOro MpOoAyKTa HCHoib30BaUCh «lIAM-yHuBepcanbHbiil», «XP
Makcamym» u «MD mun OKVY-3y. [Ipenapatsl mogoupamuch ¢ yaeToM MUIIEBBIX
npuctpactuid. [IpenmyiecTBeHHO Oyaylive MaTepu BBIOMpAOT TOT Ipenapar, K
KOTOpPOMY TMpUBBIKIM B jAercTBe. B Hacrosmee Bpems B ¢upme Hyrtpurms
cymectByeT npenapar «IIAM nns Mam», KOTOpPBIH MMEET aMUHOKHCIIOTHBIH,
BUTAaMHHHBIA, MUHEPAJIbHBIM M MUKPOAJIEMEHTHBIN COCTaB, COaTaHCUPOBAHBINA J1JIs1
MOJIHOTO TOKPBITHSI MOTPEOHOCTEN Oyaylieil MaMbl U €€ pacTyIIero Majibliia BO
BpeMsi OepemeHHOCTH. HecmoTpst Ha TO, 4TO OOJBIIMHCTBO JIEYEOHBIX CMecei
collepKaT aJeKBaTHOE KOJMYECTBO BHUTAMHUHOB M MUHEPAJIBbHBIX BEIIECTB,
HEOOXOJMMO KOHTPOJIMPOBaTh YPOBEHb Oe€jKka, IeMOorjo0MHa, MHHEpaJIbHbIX
BeliecTB (keesa, MeIu, Kajblus, Gocdopa, ceiacHa, IMHKa), PoTreBON KUCIOTHI B
KpOBU >OKeHIIUHBL. [lpu BbISIBICHUM JAepUIIMTA TEPEUYUCICHHBIX BEIIECTB
HEOO0XO0MMO A00aBIITh UX B BHUJE BUTAMUHHO-MHUHEPAIbHBIX KOMIUIEKCOB. JlJis
MOBBIIICHUS KAJIOPUWHOCTU palMOHA PEKOMEHJYeTCs aKTUBHOE MPUMEHEHHUE
Maji00eTKOBBIX MPOAYKTOB. B Tabmwuie 7 mpuBOAUTCS MOTPEOHOCTH B MHUIIEBBIX

uHrpenuentax y xeHuud ¢ ®KY npu noaroroske k 0epeMeHHOCTH.
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Ta6muma 7. [ToTpeOHOCTh B OCHOBHBIX MHUIIEBBIX BEIIECTBAX Y KEHIIUH C

®KYVY npu noarotroBke kK 6epeMeHHOCTH

benok, DA, mr (B Kupsl, | Yrinesoasl | Kamopuu,
r 3aBHCHMOCTH OT r , T KKaJI
KJIMHUYECKOM
(bopMbI U
VIHIMBUTyaJIbHOU
TOJIEPAHTHOCTH )
Ha xr maccel 1-1,2 4-10 1,5 6,5-7 40-50
Cpennecyrounas | 65-75 200-600 100 400 2500-3000
OTpeOHOCTH

YpoBenb PA B KpOBH JOJDKEH KOHTPOJIMPOBATHCA B YKA3aHHBIA NEPUOJ
exxeHenenbHo. Ilocne goctmxenus ypoBHs DA 3-4 MI/m1 MOXKHO pa3pelIuThb

PEKPATUTh KOHTPALIETILIHIO.

Bropoii 3Tan - Auerorepanusi BO BpemMs OepeMeHHOCTH

OcHOBHOI1 3a/1a4eil JaHHOTO TMepuo/a SBIseTCA Nojep:kanue ypoBHs DA B
KpOBH OEPEMEHHOM B JJOMYCTUMBIX, B 3aBUCUMOCTH OT TPUMECTPA, Mpeeax myTeM
nuerorepanuu. YpoBeHb @A B KpoBU B TeUueHHE |-ro TpumecTpa GepeMeHHOCTU
KOHTPOJMPYETCS Y KEHILUH 2-3 pa3a B HEJEII0, BO 2-M TPUMECTPE - €KEHEAEIBHO,
B 3-M - B cpefiHeM 1 pa3 B 2 Henemnu.

B tabi1. 8 npuBeneHa ogHa u3 HanboJee ONTUMAJIBHBIX CXEM HaOII0ICHUS 32
oepemennsiMu ¢ KV (Maillot F. et al., 2007), Ha xoropyro B cBoel pabote
ONMUPAIUCH Bpauyd MOCKOBCKOIO IEHTpa HEOHATAJIBHOTO CKPUHHHTA, B KOTOPOM
poauiuch yxxe 17 3mopoBbIx fieteit oT marepeit, ctpaaatommx @PKY. CornacHo 3Toit
CXeMe, HauyuHas CO BTOPOro TpUMECTpa, NOTPeOHOCTh B (peHUIaTIaHUHE BO3PACTaeT

B CBA3H C YBCIIMYCHUCM TOJICPAHTHOCTHU K HCMY ILIIOJAA.

Tabmuma 8. Cxema HaOmogenus 3a skeHmmHamu ¢ DKY Bo Bpems

oepemennoctu (Maillot F. et al., 2007).

ITepnon 6GepemeHHOCTH
1 TpumecTp 2 TPUMECTP ’ 3 TpumMecTp



http://www.ncbi.nlm.nih.gov/sites/entrez?Db=pubmed&Cmd=Search&Term=%22Maillot%20F%22%5BAuthor%5D&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_DiscoveryPanel.Pubmed_RVAbstractPlus
http://www.ncbi.nlm.nih.gov/sites/entrez?Db=pubmed&Cmd=Search&Term=%22Maillot%20F%22%5BAuthor%5D&itool=EntrezSystem2.PEntrez.Pubmed.Pubmed_ResultsPanel.Pubmed_DiscoveryPanel.Pubmed_RVAbstractPlus
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JlommycTuMBIi  YpOBEHB 1,6-4,2 1,6-75 1,6 -10
DA xpoBH, MI%

KpaTtHocTs KOHTpOIIA 32 | 2-3 pa3a B €KEHEICTIbHO 1 paz B2
ypoBHEM DA B KPOBU | HEZIEIIO HEIEIU

KOHTpOJII) MacCCHI TCJIa

1 pa3 B HEnEMI0

OOGmuit aHaIM3 KPOBU

1 pa3 B 1,5-2 mecsna

PasBepnyThIN
OMOXUMHUYCCKUM
aHAIN3 KpOBU c
ONPEAECICHUEM
YPOBHEMN 3JIEKTPOJIUTOB
Y BUTAMUHOB

1 pa3 B 1,5-2 mecsna

Onpenenenre  ypoBHS
TUPO3HMHA B KPOBU

1 pa3 B TpumecTp

CormnacuHo Ha6JIIOI[€HI/ISIM MOCKOBCKOI0O HCHTpa HCOHATAJIbHOI'O CKpUHHUHI'A,

y keHmuH ¢ ®KY Bo BpemMs OepeMEHHOCTH HMeeTCs O0OImas TEHACHIUS -

IMPaKTHYCCKN BCC JKCHIONMHBI BO BPEMs IICPBOTO TpUMECTpa TCPAIM B MACCE B

cpendem 4,5 xr. [IpubmusurensHo ¢ 15-17 Henenr 6epeMEHHOCTH HayMHAJIACh

npubaBKa B Macce pa3IMyHou crenenu (B cpeanem 10 kr).

B Ta6JIHHe 9 IMPUBCACHLI HOTpe6HOCTI/I B OCHOBHBIX ITHMIICBBIX BCIICCTBAX Y

YKEHIIUH BO BpeMsi OEpEMEHHOCTH.

Tabmuma 9. [ToTpeOGHOCTh B OCHOBHBIX MHIIEBBIX BEIICCTBAX y KEHIUH C

®OKY Bo Bpemsi OepeMeHHOCTH

[Tepuon [Torpebnocts B | benkwu, benxn Kupsl, | Yraesoas! | Kamopun,
OepeMEeHHOCTH OCHOBHBIX r €CTECTBEHHBIX r , T KKaJl
MHUIIEBBIX MPOJTYKTOB, T
BEIIIECTBAX
1 Tpumectp Ha KI' MaccChl 1-1,6 0,11- 0,13 15 6,5-7 40-50
cpennecyrounas | 70-80 6,6-9,2 90-100 400 2400-
oTpeOHOCTh 3500
2 TpuMecCTp Ha KI' MaccChl 1,2-1,7 0,15-0,2 1,6 7-7,5 45-55
CpEIHECYTOYHAs 80 9-14 96-110 | 420-520 2700-
oTpeOHOCTh 3800
3 Tpumectp Ha KT MacChl 1,2-1,9 0,25-0,33 1,6 7-7,5 45-55
CpeIHEeCyTOYHAs &5r 15- 20 96-110 | 420-520r 2700-
MOTPeOHOCTH 3800
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JleTn cpasy 1ocie poKICHHs JTODKHBI IPOUTH MOJTHOE HEBPOJIOTHYECKOE
oOcnenoBanue u uccaenaopanne Ixo-KI', B Bospacre 1, 4, 8 u 14 net - obcnenqoBanue

HCBPOJIOT'a H IICUXO0JIOI'a, BKIIIOYArOMICC OMPCACICHUC NHTCIUICKTYAaJIbHOT'O YPOBHA.
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[Tpunoxenue 1

IIpaBusa 3a60pa KPOBH Y HOBOPOIKIAEHHOI0 /IJIsl CKPUHUHTA HA

HACJEACTBEHHBIE 00JI€3HN 00MEeHAa

3a00p KpOBU y HOBOPOXKIACHHOTO TPOBOAWTCS Ha 4-5-ii neHb ku3Hu (y
HEJIOHOIICHHBIX JeTel Ha 7-W JeHb KU3HM), HO HE paHee 4eM depe3 2 JIHS Mociie
HayaJyia SHTEPAJIbHOrO MUTAHUS. 3a00p KpOBU paHee 4-X JHEH )KU3HU HexelnaTelleH
u3-3a OOJBLIOTO YHUCJA JIOKHOMOJOXKUTEIBHBIX M JIOKHOOTPUIATEIbHBIX

pe3yJbTaTOB TECTUPOBAHUS.

Obpazen; kpoBU OepyT U3 MATKH HOBOPOXKJIEHHOTO pebeHka uepe3 3 yaca
nocie kopmieHus. IlpenBaputrenbHO HEOOXOJIMMO COTpPETh CTOIMy peOEHKa,
00epHyB €€ B MOJOTEHIIe, CMOUYEHHOE TEIUION BOJI0M (He BbIiie 42 rpaaycoB) Ha 1-
2 MUHYTBI, 3aTEM MIPOTEPETh 00JIACTh MYHKIIUU CTEPUIILHOM can(eTKoN, CMOYEHHON
70% cnuptom. Bo u3bexxaHnue remolin3a KpoBH OOpaOOTaHHOE MECTO CJIEIyeT

IIPOMOKHYTb CyXOM CTEPHIIBHOM Can(eTKOM.

Mecto mHpokKona pacroIOKEHO MEIHUAIBHO OT JIMHUHU, IMPOBEICHHOU OT
00JIBILIOTO MaJbLA 10 MATKH, UM JIATEPaIbHO OT JIUHUM, IPOBEACHHON OT MU3HUHLA
10 TATKU (3alITPUXOBaHHAs o0nacTh Ha puc. 2). [MyOMHA MyHKTUPOBAHUS HE
JOJDKHA TPEBBIIATH 2-5MM, T.K. OpH Ooisiee TIIyOOKOM MPOKOJIE BO3HUKAET

OITACHOCTBh OCTCOMMUCIINTA.

Puc. 2. 3a6op oOpa3ua KpoBU U3 MATKH HOBOPOKIEHHOTO

[Ipokosi ocCylIecTBIs€TCS OJHOPA30BBIM CKapU(PUKATOPOM, TEpBas Karuisd
KPOBU CHUMAETCS CTEPUIIBHBIM CYXUM TaMIOHOM. BTopas karisi KpoBU HaHOCUTCS

Ha TGCT-6J'IaHK, HpOHHTBIBaeMLIﬁ KPOBBIO ITOJIHOCTBIO M HACKBO3b B YKA3daHHBIX
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MecTax (Kpyxxku). UpesaMmepHoe cIaBiIMBaHUWE MeCTa IMPOKOJa MOXKET BBI3BATh

remMoJin3 Uiv IpuMCIINBAHUE K O6p8,3Hy TKAHEBOU KHUIKOCTH.

KpoBb HaHOCHTCS TOJBKO Ha JUIEBYIO CTOPOHY Onanka. Ha kaxmyro o6nacts
KPOBb HAaHOCHUTCS TOJIBKO OJMH pa3. 3alpelleHO0 HAclIauBaTh HA YK€ HAHECEHHYIO
KpPOBb BTOPOH CIIOH, 3TO UCKaXKaeT pe3yabTaThl uccineaoBanus. Eciau kpoBu maso,

JIydHic IIpaBUJIbHO 3aIIOJIHUTh MCHBIIC 06JI&CT€I?I, 4EM BCC, HO HCIIPABUJIBHO.

B cBs3u ¢ TCM, YTO CKPUHHUHI' IIPOBOJUTCA HAa HCCKOJIBKO Oose3HEeH O6MCHa,
IIATEH AO0JIZKHO OBITh HE MEHEE ITSTH. BI/II[ IIATCH JOJIKCH OBITH OJHMHAKOBBIM C obenx

CTOpPOH TecT-0OJaHKa.

braHk ¢ KpOBBIO BBICYIIUBAETCS B TOPU3OHTAIBHOM TOJIOKEHUH HA YUCTOM
00e3)XKMPEHHOM MOBEPXHOCTH B TCUCHUE 3 YaCOB IPU KOMHATHOM TemmepaType (15-
22 rpanyca Lenbcust). He nomyckaercs cOnpruKOCHOBEHUE OJIaHKOB MEXKIY COOOM
BO BpeMs cymiku. Henb3s wucnonb3oBarh JiI0Oble BHJIBI HarpeBa OJaHKa ISt

YCKOPEHHMSI CYLIKH (COJIHEUHBIHN CBET, PeH, OaTtapes U T.I1.).

B oOMeHHOI KapTe HOBOPOXAEHHOIO JIENAE€TCd OTMETKAa O MPOBEACHHOM
3abope KpoBU. B ciiyyae oTCyTCTBHUS B TIOKyMEHTallUd HOBOPOKJIECHHOIO peOeHKa
OTMETKH O 3abope oOpaslia KpOBM, NMPU €ro MOCTYIUIEHWU MOJ HaOJIO/IEHUE B
JIETCKYIO TOJUKIMHUKY 0 MECTY >KUTEJIbCTBA WM MEPEBOAE MO MEIUIIMHCKUM
MOKa3aHUsIM B OOJIBHUYHOE YUpEKIeHUE 3a00p 00pas3ia KpoBH OCYLIECTBISETCS B
YKa3aHHBIX MEIAULMHCKUX YUYPEXKICHHUSIX B COOTBETCTBHUM C PEKOMEHIALUSMHU.
BoicymieHHbI TecT-01aHK ¢ 00pa3loM KpOBU OTIIPABISIETCS € COONIOJCHHUEM

TEMIIEPATYPHOT'O PEKHUMa B JJaOOPATOPHIO HEOHATAIBHOTO CKPUHHUHTA.

HenpasunbHas moaroToBka nanueHTa K B3siTUIO KPOBU, HAPYILICHUE TEXHUKU
B3STHUS POOBI, MPABUJI XPAHEHUS U TPAHCIIOPTUPOBKH OMOJOTMYECKOT0 MaTepHara,
MOKET MPHUBECTH K OIIMOOYHBIM pe3yJbTaTaM JIaDOpaTOPHBIX HCCIIEJOBAHUM.
JIOKHOIIONIOKUTENIBHBIE  PE3YyJIbTAaThl CKPUHUHIA MPUBOIAT K YBEIWYCHUIO
KOJIMYECTBAa HEOOXOJMMBIX MOBTOPHBIX HCCIENOBAHUI M pacxoda peaKTHBOB, K
HEOITPaBIaHHOMY MICUXOJIOTUYECKOMY cTpeccy y POAUTENEH.
Jlo’kHOOTpHULIATENIBHBIE PE3YIBTATHI MOTYT MPHUBECTU K MPOMYCKY CKPUHUPYEMOTO
3abonieBanus. B mpoiecce HaOmoneHusa 3a peOEHKOM MEAMATP MOXKET BBISIBUTH
KJIMHUYECKHE CUMIITOMBI, XapaKTepHbIE Ul HACJIEICTBEHHBIX OoJie3HEeH oOMeHa,
JaXe€ IIPpU OTPULIATENIBHBIX pPE3ysibTaTax CKpUHUHIa. B 3TOM ciywae crnepyer

MPOBECTH YIIIyOJIeHHOE 00cneoBaHue peOeHKa.
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[Ipunoxenue 2

MeTOIl BBECACHUSA CIICHNHAIU3IUPOBAHHBIX IPOAYKTOB JIe4eOHOro NUTAHUSA

Crnenuanu3upoBaHHbIE MPOAYKThI HA OCHOBE CMECH aMHUHOKUCIIOT 0e3 DA
BBOJISIT B PAIIMOH MOCTENIEHHO, B TeUeHUE 7/-14 qHel, HayaabHbIE 103l COCTABIISIIOT
1/5-1/10 yacTh OT MX HEOOXOJUMOr0 CyTOYHOro KojuuectBa. OIHOBPEMEHHO B
pallMoOHE YMEHBIIAIOT JOJII0 TPYJHOrO0 MOJIOKA WA aJanTUPOBAHHOW CMECH.
Crnenuanu3upoBaHHBI MOPOAYKT JIO00ABISAIOT B KaXIbId MPUEM NOHUIM K
CII)KEHHOMY KEHCKOMY MOJIOKY WJIM aJIallTHPOBAHHON MOJIOYHOM CMECH, KOTOpbIE
JI0 BBEJCHUS MPUKOpPMa CiIy»Kat Jis pedenka, 6osbHoro MKV, enuHCTBEHHBIM

HMCTOYHUKOM HATYypaJIbHOTO (€CTECTBEHHOT0) OelKa.

CueXeHHOE KEHCKOE MOJIOKO WA BOCCTAHOBJIIEHHYKO MOJIOYHYIO CMECH
COCIMHSIOT C HEOOXOAMMBIM KOJMYECTBOM CHEHUAIM3UPOBAHHOTO MPOAYKTA,
Pa3BEICHHOr0 KUIMSYEHON BOJOM MU CIIENMATbHON BOJOM ISl AETCKOTO MUTaHUS,
pu ATOM OOIIUA 00BEM MUTAHUSI COOTBETCTBYET Bo3pacTy OoibHOro. Ilutanue

PEKOMECHAOBAHO I'OTOBUTD IICPEA KAXKIBIM KOPMJICHUCM.

Bo3MoxHBI U Apyrue moaxonbl K Ha3HAYEHHUIO JUETHl TPYAHOMY PEOEHKY.
Ecnu ypoBenp @A B KpoBU oueHb BbICOK (900-1200 MKMOIB/JT), IpU MIEPEBOAE HA
Je4eOHyI0 AUETY PEKOMEHIYIOT KOPMUTh OOJBHOrO B TeueHHe 2-3 JHEeH TOJIbKO
CHeUaIu3MPOBaHHBIM MPOAYKTOM Ha OCHOBE CMeCH aMUHOKHUCIOT 0e3 PA. D10
MO3BOJIIET Oo0Jee WHTEHCUBHO CHU3UTH YypoBeHb {MA kpoBu. Ilocne ero
HOPMAJIM3ALMU B PALIMOH ITOCTENEHHO BO3BPALIAIOT CLEXKEHHOE KEHCKOE MOJIOKO
WIM aJanTHPOBAHHYI0 MOJIOYHYIO CMECh. J[IUTEeNnbHOE BCKAPMIIMBAHUE TOJBKO
CHEUAIN3UPOBAHHON CMECBIO HEIONYCTUMO, TaK KaK MOXET IPUBECTH K
nucOamaHCy aMHUHOKHCIOT B OpraHM3Me, CHHKEHHI0 MMMYHHOTO CTaTyca,

HapyILICHUIO PAa3BUTHA U T.[I.

B HEKOonopbslx ciayuasiax H€l4€]l€COO6p(Z3H0 OMMEHAMb epydﬂoe BCKApMIUBAHUE

C I’lOCJleayiOu/ﬂlM KOPpMJIEHUEM CYEINHCEHHBIM MOJIOKOM, IN10, KAK npasuo, npueodum
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K CHUJICEHUIO JlaKkmauyuu 6njiombs 00 NOAHO20 UCYE3HOBEHUSL MOJOKA y mamepu u

CYUWjecCmeeHHO Hapyuiaem nCUXo0IMOYUOHANbHBIL CIMAamyc Mamepu u pebeHKa).

[Tpu mepeBoie peOeHKa Ha JICYEOHYIO AUETY MPOU3BOISIT OPUEHTUPOBOYHBIN
pacdéT KOJIMYeCcTBa CIEIUATM3UPOBAHHOTO IPOAYKTA U MMPOJIYKTOB C HATYPATbHBIM
0ekoM (3KEHCKOE MOJIOKO WJIM JIETCKasi CMeCh, B TaJIbHEWIIIeM OJTi0/1a PUKOpMa),
MOJICYET XMMHUYECKOTO COCTaBa paIlMOHA, KOTOPBIH JODKEH COOTBETCTBOBATH

BO3PACTHBIM MOTPEOHOCTSIM peOEHKa.

[Tpu Ha3HaueHUU AMETHI U BBIOOpE JeueOHOro mpoaykTa aist 60iapHbIX OKY
CTapiie OJHOTO TroJia BaXXHO YYUTHIBATH BO3pAacT JETel, UuX BKYCHI,
WHIUBUyaIbHBIE OCOOEHHOCTH. B 3TOM BO3pacTHOM MEpHOJIE€ PEKOMEHIYETCs
OCYILECTBIATh TMOCTENEHHBIM TMepexoJ B  TeueHue 1-2-x Hemelab €O
CHELMATTU3UPOBAHHON CMECH JUIs JIeTed MEepBOro rojia *KU3HU Ha JeueOHYI0 CMECh
JUIS IeTel crapiero Bo3pacra. O0beM npeablayIeii cMecu yMeHbmaloT Ha 1/4-1/5
4acTh U J0OABISAIOT SKBUBAJIEHTHOE 10 OEJIKY KOJIMYECTBO HOBOTO MPOIYKTa, Jajiee
MOCTENIEHHO YBEJIMYMBAIOT KOJMYECTBO JIEYEOHOr0 MPOAYKTA 0 HEOOXOIMMOIO
o0bema. Crienuanu3upoBaHHBIN MPOAYKT MPEANOYTUTEIBLHO JlaBaTh NpoOHO 3-4
paza B J€Hb, 3alMBaTh COKaMM WIM BOJOW. KoiaM4ecTBO €ro paccumThIBaKOT B

3aBUCUMOCTH OT MAacCChl T€JIa, UCXOJIA U3 IOMYCTUMBIX KoandecTB DA.
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[Tpunoxenue 3

«[IAIIEBON CBETO®OP»

KPACHBIN CIIUCOK

( MPOAYKTHI HE HCIOJIb30BATH!)

Msico u MsICHBI€E M31eJIUS

bapanuna, roBsnMHa, CBHHMHA, MSICO TITHIL
(Kyphbl, YTKH, UHJIEKC | T.II.), KOJIOACHI, AIITETHI,
cap/esbKu,
MOYKH, CepAlle W T.M.), MSCHBIC JEJIMKATEChI

(kapOoHaT, Oy»KE€HHUHA U T.I1.).

COCHUCKH, CyONpOAYKTHI (II€YEHBD,

Pp10a u pbIOHBIC IPOAYKTHI

Poiba Mopckas u  pedHas  CBeXas W
3aMOpO’KEHHasi, PBHIOHbIE

KpaOoBble U pBHIOHBIE

KOHCEPBBI, HUKpa,

IMaJIOYKH, KpPCBCTKHU,

MOJUIFOCKH, ITaCThI U ITAIOTCTHI, paKH.

TBopor u cbIpbI

TBOpOI‘, TBOPOKKH, TBOPOKHBIC MAaCChbl U CbIPKH,
6pI)IH3a, CBIPBI TBEPABLIC U MATKHUC, CBIPBI U CBIPKH
IIABJICHBIC, CBIPHBIC IMACTHI.

Myka  (mmieHu4Has, — pikaHas,  OBCsSIHAasi,
X71e6 1 XJ1e606y10UHbIC rpeuHeBas), xJjeO Oenblii W YepHbIM, XJICOHbIC
U3/1eJ U najoukd,  OapaHkud,  OyJIOYKH,  TICUCHBE

MUPOXKHBIE, CYIITKH, TOPTHI.

Kpymna rpeuneBas, miieHo, TOJOKHO, Kpyma

Kpyna u xjaonbst

MaHHasi, TYHEBasl, XJIOMbs OBCsHBIE «I epKyecy.

CoeBble IPOAYKTHI

Myka coeBas, NMPOAYKTbl M3 COU (3aMEHUTEIH
Msica U T.IL.), WIMAPOKO pPacCIpOCTPAHEHHBIE B
BEIr€TapUAaHCKOM IIUTAHWUM, ITOII-KOPH.

Sita Bce Buap! guir.
Opexu Bce Bunb1 opexos.
Acnapram HuskokanopuiiHble HANWTKH W KEBATEIbHBIE

(koa mo eBponencKom
kjaaccupuxanuu E-951)

PE3UHKH, coJieprKalue HCKYCCTBECHHBIN

IMOACIaCTUTCIIb aCllapTaM.
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JKEJITBIN CIIMCOK (npuMeHSATH ¢ OrPAHHYEHUSIMH)

OcHoBa nepevHsi — KOJIUYECTBO MPOAYKTA, o0ecneynBailee norpedjaeHue
50 mr ¢enunanannHa

MoJ/10K0 ¥ MOJIOYHBIE
MPOAYKTHI

Mosoko, kedup, HorypT (¢ comepkaHueM Oeika
He 6ouee 2,8 1/100 mur) — 30 M

MoJ10KO CrylIeHHOE ¢ caxapoM — 15 M
[TaxTa — 30 M

CopiBOpoTKa TBOpOXkHast — 120 mn
Cwmerana-35 mn

CimBku 35% xupHoctr — 45 M

CiuBku 10% xuproctr — 30 Mt

Kpyna u kpynsinbie
u3aeJIus

Puc orBapnoii —45
Kykypy3Hnas kpymna BapeHas (Mamainbira) — 35 T

Kykypy3nsbie xmonbs — 15 T

OBoum

Kaprodens Bapenslit B Mynaupe — 80 r
Kaprodens-dppu i xapensiii — 55 T
Yuncer —45 T

KaprodensHoe mope OBICTPOro MPUTOTOBIICHHUS
—10r

Kanycra nsernas Bapenas — 30 r
bpokkonu ceipast, Bapenas — 30 r

Bproccenbckas kanycra, BapeHas — 35 T.

OBo1IHBbIEC KOHCEPBBI

Nkpa Gaknaxkannas — 60 r
Nkpa kabaukoBas — 50 T
[nunat-irope —50 T

I'opomek koHcepBupoBanubiii — 30 T
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(MpoayKThl, NPpUMeHsieMble CBOOOIHO, HO 3TO HE OTMEHsIeT He0OX0AMMOCTH

yuera norpedjennsi peHnJIaJIaHNHA)

3EJIEHBIN CIIUCOK

@OpyKTHI U ATOABI

Caexue u KOHCEpBUPOBAHHbIE (v
MIPUTOTOBJICHHBIEC B caxape) GpyKThl: aOpUKOCHI,
aiiBa, aHaHac, amneibCHHBI, apOy3, BHUHOTPA/,
rpaHat, rpymu, Tpedndpyr, ryaBa, AbIHA,
©KEBHKA, U3IOM, WHXUP (CBEXKUH, HO He
CYLIEHBIN ), KUBH, KIIyOHHKA, KPBIXKOBHHUK, JINMOH,
MaJMHA, MaHI0, MaHJApUHbI, HEKTapHHBI,
OJIUBKM, NEPCHUK (CBEXHUI, HO HE CYLICHBIN),
ClIMBa, CMOpOJMHA CBeXas (4YepHas, KpacHad,
Oenasi), TEpH, YEPHHUKA, YEPHOCIIUB, IIEIKOBUIIA,
s0510ku, (PYKTOBBIC cajaThl, 3acaxapeHHbIC
Arobl U QPYKTHI.

OBo1IY M 3€JIeHb

ApTHIIOK, OaKIakaHbl, OpIOKBa, Kabauku, Kpecc-
caimar, Kamyra Oeno- M KpacHOKOYaHHasd,
Kanepchl, KOPHHUIIIOH, JYK-TIOPEH M pemndaThli,
MOPKOBbB, OT'YpPIIbl, TACTEPHAK, TATUCCOHBI, TIEPeIl
(KpacHBIN, 3€JIeHBbIN, JKEITHIH W OpPaH)KEBBIN),
MOMUJIOPBI, METPYIIKA U JTr00as 3€JeHb, PEBEHb,
penuc, pema, CBEKIA, CENbIEpeHl, calaT-laTyk,
ThIKBa, (DEHXENIb, MApUHOBAHHbBIC JIYK, YECHOK,
OBOIIIU, 3€JICHbD.

Kpyna u 3epHoBbIe

Myka pucoBas U KyKypy3Hasi, KpaxMaJl TAITUOKH,
KYKYpPY3HBI U KapTO(EeIbHBIH, TaHOKA, Caro.

Kupsl 1 maciaa

CnuBouHoe Macio (coaepxkanue xupa 82%, HO
HE MaprapuHbl M HHU3KOXKHUPHOE «MacIioy,
cojaepikaimiee  maxTy),  TOIUICHOE  Maclo,
pacTUTENbHBIE Maclia BCEX BHJAOB (KUIKHUE H
TBEpbI€), JsIpA (BHYTPEHHUN CBHHOM KHD),
TOTUICHBIE JKUPBI (TOBSKUM, CBUHOM, KYpUHBII),
cajo cBMHOE (IIMUT, HO HE OEKOH).

Caxap u caagocTu

Caxap, ¢pykTo3a, TJIFOKO3a, MOJIOYHBIN caxap,

MaJIbTOACKCTPUH, COHOJIOBBIﬁ OKCTPAKT, BAPCHLE,
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JDKEMBI, KOH(QHUTIOPBI, CHPOIIBI, MEJI, MapMela,
JIeJISHIIBI, IPO3payHas KapaMmesb, caxapHas BaTa,
(GpyKTOBOE MOpPOXKEHOE (3aMOPOKEHHBIH COK),
epoeT PpyKTOBBIH.

[TutseBast Bosia, B TOM 4yucie OyTUIUPOBAHHAS U

ra3upoBaHHAs, MHHEpaJIbHbIC BO/IBI,
Hanurku
ra3upoBaHHbIC HAMMUTKU (HO HE C acrapTamMom),
COKH, HEKTaphl, yaid, Y4epHBIN Kode.
XKenupymme BemiectBa (arap-arap, >enaTHH,
NEKTUH, PpACTUTEIbHBIE CMOJBI — KaMeu),
MUIIEBbIE APOMATU3ATOPhI U KPACUTENU (BaHUIIb,
PasHoe

BaHWUJIMH, MUHJIaJIbHAS SCCEHIIMS, IEPEUHAst MATA,
madpaH), ropuuua, AYLIUCThIE TPaBbl, MEPELl,
CIIELINH, YKCYC.

- banaubl, cyxoQpyKTbl, 0000BbIC 3HAYUTEJIBHO YBEIUYHBAIOT
nocrymienue pennnananuna. Cieayer orpaHH4UTh UX NOTPedIeHne
TOJIBKO OTHMM IPOAYKTOM M TOJbKO OJMH Pa3 B A¢Hb, PEANOYTHTEIbHO
BO (DPYKTOBBIX HJIM OBOIIHBIX CAJIATAX C YYETOM COJCPKAHUSA B HUX

0eJsIKa.

- Bcerja BHMMAaTeJIbHO YMTANTe ITUKETKY HA YIIAKOBKE.

- Heo0xoaumo oOpamaTs BHUMaHHE HA cOJlepPkaHue 0eJika B POAYKTe,
KMPa B CJINBOYHOM MacJjie, WJIN Ha NpUCyTCTBHe acnaprama. Ecian
YyeTKHE CBe/IeHUsI OTCYTCTBYIOT, TO JIy4llle BO3IePKATHCH OT
NPUOOPeTEeHUs1 TAKOT0 NMPOAYKTA.

Buumanue poauressim!




