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CIIMCOK COKPAIIEHUI

ANAT — ajlaHuH aMUHOTpaHcpepasza

AcAT — acnaparun aMmuHOTpaHcdepasa

PHIIL] — PecnyOnukaHCKUM HAyYHO-TIPAKTHUYECKUM LIEHTP
VY31 — ynapTpa3ByKOBOE HUCCIICIOBAHKE

DA — deHnIanaHuH

OAT" — (heHunaaHUHTUIPOKCHUIIA3A

OKY — ¢enunnkeronypus

OAAT — denunanannHaMuHOTpaHCPepasa

OEHUJIKETOHYPUA

®enunnkeronypus (PKY) — naciencrBeHHoe 3a00JIeBaHHE TPYIIIbI
dbepMeHTONaTHI, CBS3aHHOE C HapyIIEHHEM MeTaboJiu3Ma aMHHOKHCIIOT,
ri1aBHBIM 00pa3oMm ¢enunanannna (PA). OHO CONMpPOBOXKIAECTCA HAKOTICHUEM
@A ¥ ero TOKCUMYECKHX MPOIYKTOB, YTO MPUBOJIUT K TSKEIOMY MOPAKEHUIO
HHC, nposiBisromeMycs, B 4aCTHOCTH, B BUJE€ HAPYIICHUS YMCTBEHHOTO pa3-
Butua. B Pecnybnuke benapyck 310 3a0oiieBaHHMe BCTpeyaeTcs C 4acCTOTOM
1: 6000 HoBOpOXKIEHHBIX. B roa BeisiBisieTcss ipuMepHO 15—20 HOBOPOK/IEH-
HBIX C Takoi martosiorueil. Takum oOpazoM, cucTeMa MacCOBOIO CKpUHUHTA Ha
OKYVY cnacaer ot rirybokoit muHBauaHOCTH 110 20 feTeit B ro.

B MKB-10 3aboneBanne perucTpupyeTcss B pyOpuKe ClemyromuM oopa-
30M: Ki1accudeckas penmnkeronypus — E70.0; npyrue Bunbl runepdenunana-
HuHemun — E70.1.

IIATOT'EHE3

Cxema Metabonmzma ®A npencraBieHa Ha puc.

KaTa60nm3T Benka KaTa6on|3M 6enka
SEHUNTANTAHNH _——— TUPO3WH
deHunanaHvHrMgpokcunasa
OAAT TuposnHasa
CwuHTes Genka CDeHlI/IJ'II'II/lpyBaT , . . CuHTes benka

OvokcudpeHnnanaumH MenanvH ApgpeHanuH HopagpeHanuH

Puc. Merabonusm (enunnananuHa

B GonpmmHcTBE ciydaeB B ocHoBe DKV nexut HegoctaroyHocTh DAL —
dbepMeHTa, o0OecreurBaroero OJJUH U3 dTaroB npepamieHus @A B TUPO3HH.
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B pesynbTare nosbimaercs cogepxanne @A B ceiBopotke kpoBH 10 20-30 mMr%
(12001800 mxmoutb/) ipu HOpMe 2—6 Mr% (120-360 mxmoub/a). B mporecce
nezamuHupoBanus u3 DA oOpa3yroTcs (QeHWIITWIAMUH, (EHUIMOJIOYHAs,
dennnykcycHas, GeHUIMMpOBUHOTpaaHast KucioTa u 1p. [locTynaromuii B op-
ranu3M DA wuzer Ha MOCTpoeHUEe OEIKOBOM LIETH WM MPEBpAIIaeTCsl B TUPO-
3uH. OtcyrcTBHE B neueHn DAl mpensaTcTByeT HOPMaJIbHOMY IMPEBPAILIECHUIO
@A numm B THpo3uH. [loatomy DA ncnons3yeTcs Julllb NpU CUHTE3E Oelka,
M30BITOK B BUJE (HEHUIMMPOBUHOTPATHOW KHUCIOTHI U (PEHHIITHIAMUHA OT-
KJIaJIBIBAETCS B TOJIOBHOM MO3re, (PEHHIIyKCYCHAasi HAKAIUIMBAETCS B MEYEHH,
a (peHMIMOIIOUHAs, TOCTYyMas B TMOYKA B BUAE KETOHOBBIX TEI, BBIBOJUTCS C
Mo4oi. IMEeHHO BbIieNIeHHe B M30BITKE ¢ MOUYOH (heHUIIKETOHA M a0 Ha3Ba-
HUE «(EHUIKETOHYPUSI».

[Iponyktel MeTabomu3ma DA OKa3pIBalOT TOKCHYECKOE BO3/ACHCTBUE Ha
rojoBHOM Mo3r. CuMTaercs, YTO OCHOBHOM BpeAsmuid 3PQPeKT OKa3bIBaeT
(pEeHWISPTUIIAMUH, XOTS JOMYCTUMO, YTO OIpeAeNiCeHHass pPOjb MPUHAIJICKUT
IeUIUTY psAJa aMHUHOB, CYIIECTBYIOUIMX B HopMme. BropuuHo Hapymiaercs
oOMeH THpO3WHA U TPUNTO(aHa, YTO MPUBOJUT K HEJAOCTATOYHOMY OOpa3oBa-
HUIO HOpaJpEHAINHA, aipeHaJInHA, 10paMiUHa U MEJIOHUHA.

Ectb u apyrue tumnsl pepMeHTaTUBHBIX HapylieHui, Beaymue k @KV, Tak
Ha3blBaeMble aTUNu4Hble (popmbl. Ho B m000M ciydyae KIMHMYECKas KapTHHA
3a00JIeBaHUs Pa3BUBAETCS TOJBKO Y TOMO3UIOT, YHACIEIOBABIIMX MO OJHOMY
MATOJIOTUYECKOMY T€HY OT Ka)J0r0 U3 POJUTENEH — reTepO3UroTHhIX HOCUTE-
ner mytanTHoro reHa. Tak kak DKV Hacnemyercs mo ayToCOMHO-periec-
CUBHOMY THUITYy, 3a00JIEBaHHE BO3HUKAET, KOrAa 00a pOAUTENS — HOCUTENU T'eHa
OKYV. B takom Opake poxxzieHue 001bpHOro pedenka cocrapisier 25 %.

BAPUAHTHI PKY

denunkeronypus |. Knaccuyeckas denmnkeronypus onucana A. Folling
B 1934 r. 3a0osieBaHue HACIEMYETCS MO ayTOCOMHO-PEIIECCUBHOMY THUITY U BbI-
3BaHO MYTallMeH T€Ha, TOKAJIU3YIOMIErocs B JUIMHHOM 1uiede 12-if XpOMOCOMBI.
Yactora cpenu HOBOpOkAeHHBIX Konebmercs ot 1 : 5000 mo 1 : 14 000.

B ocnoBe 3aboneBanus nexutr aehunut ¢epmeHTa (peHmIamaHuH-4-
TUAPOKCUIIA3kl, oOecrneunBaromiero npeppaiieaue @A B tTuposus. B pesynbra-
T€ META0OIUYECKOTO OJIOKA MPOUCXOANT 3HAYUTEIIFHOE HAKOIUICHUE B TKAHSIX
U KUAKOCTSIX 00sibHOTO opranu3mMa @A u ero MeTadoNIuToB: PEeHMIITUIIAMUHA,
(eHUIMOIOUHON, (PEHUITYKCYCHON, (EHUINUPOBUHOTPATHON KUCIOT, (EHUII-
alleTWITIIIOTAMUHA U TIP.

B narorene3ze ®KY umeroT 3HaU€HHUE CIEAYIOMINE MEXaHU3MBI:

— npsMoe Tokcnueckoe aercteue Ha [{THC DA u ero npous3BOIHBIX;

— HapylieHue B oOMeHe OeITKOB, JIMTO- U TIIUKOIPOTEU/IOB;

— paccTpoicTBa TPAHCHIOPTa AMUHOKHUCIIOT;

— HapylleHue MeTadoJin3Ma TOPMOHOB;
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— HapylieHne oOMeHa MOHOAMUHOBBIX HEHpOMEAHaTOpoB (KaTexojJamu-
Ha ¥ CEpOTOHMHA);

— HapyleHue (QYHKIUM MEYEeHU: NUCIIPOTEHHEMUS, TeHepaIu30BaHHAs
TUNEpAMUHOALIUIEMHUS, METa0OJIMYECKUM alu103, HApYIIEHUE OKUCITUTEIBHON
1 OCIIKOBOCHUHTE3UPYIOIeH (PYHKIIUH.

®ennnkeronypusi |l. Brepsoie atunmunas @KV omwmcana |. Smith B
1974 r. 3aboneBanue HaclneayeTcs MO0 ayTOCOMHO-PEIECCUBHOMY THUIY U BbI-
3BaHO J1e(heKTOM reHa, JIOKATU3YIOIIET0Cs] B KOPOTKOM Tuiede 4-if XpOMOCOMBI.
YacroTa cpeau HOBopoxaAeHHBIX Konebnercs ot 1 @ 100 000.

B ocnoBe 3aboneBaHusi — HEIOCTATOYHOCTh (epPMEHTA TUTHUIPONTEPU-
JUHPEIYKTa3bl ¢ HapyIIEHHEM BOCCTAHOBJICHMSI aKTHMBHOW ()OpPMBI TeTparu/-
poOuonTeprHa, y4acTBYIOIIETO B Ka4ecTBEe KO(aKTOpa B THAPOKCHUIUPOBAHUH
@A, Tupo3uHa u Tpunrodana. BeneacTsue 3Toro pa3BuBaroTCs MeTadoIHue-
ckue OJIOKM Ha myTsx mpeBpamieHuss @A B THPO3UMH, a Takxke 00pa3oBaHUS
IPEIIIECTBEHHUKOB HEHPOMEINATOPOB KATEXOJIAMUHOBOIO U CEPOTOHUHOBOTO
psana L-nodwt u S-okcutpunrodana, 4To MOATBEPKAACTCS PE3KUM CHIKEHUEM
coJiepKaHUsl B TKAHIX U KUIKOCTSIX OOJIBHOTO OpraHM3Ma UX KOHEUHBIX MPO-
JTYKTOB — TOMOBAHUJIMHOBOM U S5-OKCHUHIONYKCYCHOM KUCIOT. PaHo HawyaToe
JedeHue crnocodcTByeT HopManuzanuun @A B KpOBH, OAHAKO, HE MPEayIpexk-
JIAeT MOSBJICHNE KIMHUYECKOW CUMIITOMATHUKU, KOTOpasi pa3BUBAETCsS B HaJale
BTOPOTO MONyroaus kxu3Hu. Oenmnketonyputo |l Ha3pIBaIOT TUETOPE3UCTEHT-
Houi OKYVY.

®ennmnkeronypus lll. Omucana S. Kaufman ¢ coast. B 1978 r. 3aboue-
BaHUE HACIEAYETCS MO ayTOCOMHO-PEIIECCUBHOMY THITY M CBSI3aHO C HEIOCTa-
TOYHOCTBIO O-TIMPYBOMITETPATUAPONTEPUH CUHTETA30M, YYACTBYIOLIEH B IPO-
[[eCCe CHHTEe3a TeTparuapoononTeprHa. JIokanusanus reHa B HacTOSIIEe BPeMsI
He yTouHeHa. Pa3BuBaronuecs: mpu 3TOM pacCTpONCTBA CXOAHBI C HAPYIICHU -
mu npu @KV [l. Yactora 6one3nu coctaiser 1 : 30 000 HOBOPOXKIEHHBIX.
Oenumnkeronypust |1l Takke queTope3ncTeHTHA.

Martepunckas ¢penmwiakeronypusi. B 1956 r. C. Dent nan nazpanue co-
CTOSIHUIO, TIOJTyYMBIIIEMY HAa3BaHHUE «MaTEpHHCKasl (EeHUIKETOHYpus». JlanHoe
3a0oJsieBaHrE OOYCIOBJIEHO pa3pabOTKON M IIMPOKUM BHEAPEHUEM METOOB
nedyenuss ®KY. 3to npuBeno Kk ToMy, 4T0 MHOTHE OOJIbHBIC KEHIITUHBI JIOCTHUT-
JM IETOPOJHOTO BO3pacTa. Y JAeTed TaKuX >KEHIIMH HEePEAKO HaOIIoNaroTcs
MUKpoliedanuss 1 BpOXKACHHBIC MMOPOKH CEP/Ia, MOBBIIIEH PUCK YMCTBEHHOU
OTCTaJIOCTH, PUCTYNA 3aIHETO MPOX0Ja, TUCIUIa3Us Ta300€PEHHBIX CyCTaBOB
THIpOLIeTIe, TUIOCTIaAus, Mayible aHoMaluu. [IOCKONbKY NeTH >KEHIIMH C
OKY — HocuTenu TOJNBKO OJHOTO PELiECCUBHOIO MyTaHTHOro rena MAI’, Ha-
PYIICHUS Pa3BUTHUS Y HUX OOBSCHSIOTCS MOBBIIMICHHBIM ypoBHeM DA B KpoBH
o0epemenHor. YpoBenb DA, Oe3omacHbId Jjisi OEpEeMEHHON W HE MPEMsATCT-
BYIOIIMI HOPMajabHOMY MOCTHATaIbHOMY Pa3BUTHIO, MOXET OBITh OMACHBIM
TUTSI TUTOAA.



KIIMHUYECKAS KAPTUHA

Hetn ¢ ®KVY, kak npaBwio, poxkaat0Tcsl B CPOK C HOPMAJIbHONW MacCOM.
Hukakux KIMHWYECKUX OTKJIOHEHUN y HOBOPOXKICHHBIX HE HaOJromaeTcs.
Ecnu He mpoBOAMTH AMETOTEpAINIO, TO Pa3BUTHE TaKUX JIE€TEH HECKOJbKO
3aMEIIJICHO, HO B MEPBBIC MECSIBI KM3HU OHO PACCMATPUBAETCS KaK HOpMa
U JIUIIb K 6—8 Mecsiam 3ajepxKa ICUXOMOTOPHOTO Pa3BUTHSI CTAHOBUTCS OUe-
BUJIHOW. B nanpHeiieM B HamOOJIBIICH CTENEHU CTpajacT pa3BUTHE PEUH.
[ToMuMO 3a7€pKKU MICUXOMOTOPHOTO Pa3BUTHUSL OTJIMYAIOT CUMITOMBI ITOBBI-
IIIEHHOW BO30YJUMOCTH ¥ PBOTHI.

[IpumepHoO y '/ HemeueHBIX meTeit Pa3BUBAETCA DK3€Ma, COXPaHAIOLIAACA
10 3—4 net. TunudyeH cBOeoOpa3HBIM «MBIIITUHBIN) 3amax OT MEJICHOK, CBA3aH-
HBIM C HAJTUYMEM B MOUYE HETIPUATHO MaxHyIIeH (HEHUITYKCYCHON KUCIOTHI.

CormacHo KJIacCMYECKUM TpeacTaBieHusM, y nererd ¢ @KV csernas ko-
’&a, ToyOble ria3a, pbbKUe BOJIOCHI, OJIHAKO YacTo npuxoautcs BuaeTh OKY u
y TEMHOBOJIOCBIX JIE€TEN C KapUMU Ij1a3aMy, OJHAKO, OTU JETHU BCErJa CBETJIEE
CBOMX pOAMTENeil U 30pOBBIX OpaTheB M cectep. IllpumepHo y /4 ciaydaes
OTMEUYAKOTCSI TOHHUKO- WJIM MHOKJIOHHYECKHE CyHoporu. IlomMumo 3anepxku
IICUXWUYECKOT0 Pa3BUTHUSL €CTh HEBPOJOTMYECKUE HAPYIICHUS: IOBBIIICHHBIN
MBIIIEYHBIN TOHYC, BBICOKHE pedIIEKChl, MOSBICHUE MATOJIOTUYECKUX pedieK-
COB, KIIOHYCBI, MEJKHH TPEMOp, NOCTOSIHHBIE HENPOU3BOJIBHBIE JBUKCHUS
MAJIBIIEB, BPAILATEJIbHBIE JBUKEHUSI PYK WIM PACKauUMBAHUE Tejla U3 CTOPOHBI
B cTopoHy u MuKporedanus (68-94 % ciydaes). [Ipu sunedanorpadumn i
KOMITBIOTEPHOU ToMOTpaduu OOHApYKUBAIOTCS MPHU3HAKK aTpOoGUU KOPbI
TOJIOBHOT'O MO3ra.

B HekoTOphIX ciydasix 3a/ep:KKa MCUXWYECKOrO Pa3BUTHUSL BBIPAXKECHA HE
cuiibHO, et ¢ OKY MOryT yuynThCs B MIKOJAX M B JAJbHEHIIEM BBIOIHATH
HECJIOKHYIO paboTy.

JIMATHOCTHUKA U TU®PEPEHIIUAJIGHBIN TUATHO3

B Pecniybnuke benapycs ¢ 1978 r. o6cnenoBanuto Ha DKV moanexar Bce
HOBOPOXJICHHBIC JETH, JTOHOIICHHBIC Ha 3-U JeHb, HEAOHOIICHHbIC Ha 7—14-¢
CYTKHU XW3HU. MaTepuanaom Jig UCCIIEIOBAHUS SIBIIIETCS KalWUIspHAas KPOBb,
B3sITasl U3 MaJbIa TPATUIIUOHHBIM CIIOCOOOM.

TectupoBaHue MPOBOJUTCS B KIMHUKO-AUATHOCTHYECKOW T'€HETHYECKOU
nabopatopun PecnyOnmkanckoro HaydHo-npaktudeckoro uentpa (PHIILL)
«Martb u 1uta» B cyxux npobdax kpoBu. CkpunHupyomum tectom Ha DKV 8-
nsercst onpeneneHue OA  ¢daroopoMeTpudeckuM MeToaoM. ['paHunieir HoOp-
MaJbHBIX 3HaueHu DA sBrseTcs koHueHTparus 180 MxMomw/a. [Ipu npeBbI-
IIEHUN 3TUX 3HAYEHUH OCYIIECTBISETCS IMOBTOPHOE TECTHPOBAHHUE, KOTOPOE
JOJKHO OBITh MPOBEJEHO JI0 IBYXHEAENBHOrO Bo3pacta pedbenka. [Ipu coxpa-
HEHHUU TOBBIIEHHOTO YpOBHS DA peKOMEHIyeTCs B TPEXJIHEBHBINA CPOK TOC-



nutanu3upoBaTh pedenka B PHIIL «Matp u quts» 1is BepupuKauy Juario-
3a, Ha4aJla Tepariy U KOHCYJIbTAl[UM Bpaya-Tr€HETUKA.

Bepuduxkanus quarsosa BKIIOYAET:

— onpeaeneHue KonueHTpauu @A B CBIBOPOTKE KPOBHU;

— ompeneneHue (GEHUITYKCYCHOW W (DEHUITTUPOBUHOTPATHON KHUCIOTHI
B MOYE;

— UCKIIIOYEHHE MPOYUX HACIEACTBEHHBIX AePEKTOB MeTaboIM3Ma 1o ce-
JIEKTUBHOM CKPUHHUPYIOLIEW IPOrpaMMe: aMHUHOKHUCIIOTBI, IPOCTHIE YTJIIEBOBI,
[JIMKO3AMUHOTJINKAHBI;

— 00U aHAIU3 KPOBH;

— oOmIMid aHAIIN3 MOYH;

— MoJekyJsipHo-reHeTndeckuii ananu3 (JIHK) marmuenta u poaureneit
(ompenenicHre OCHOBHBIX MyTanmii reHa DAT).

JlonoyHUTENbHASI TUATHOCTHKA (110 TIOKa3aHUSIM):

— OMOXMMMYECKOE HCCIEIOBAaHUE KPOBU: KOHIEHTpaLus OOIIero Ouiu-
pybuHa, oOumiero Oenka, OIpelIeiIeHHEe AaKTUBHOCTU AaclapariHOBOM amu-
HoTpaHchepassl (AcAT), anannHoBol amuHoTpancdepassl (ATAT);

— yJIpTpa3BykoBoe uccienoanue (Y3H1) roaoBHOro Mo3ra;

— Y3MU oprasoB OprOITHOM MOJIOCTH.

Camo no ce6e noseiieHne @A B cbIBOpoTKE HE Beerna ropoput o KV,
ATO MOXET ObITh runeppeHuIaIaHuHeMUs. Y HEJIEYEHbIX JeTel OoTMedaeTcs
HEBpOJIOTMYECKAsi CUMIITOMATUKA (BSUIOCTh, OTCYTCTBHME HWHTEpeca K OKpY-
YKAIOIIEMY, MOBBILICHHAs Pa3IpaXMMOCTh, CPBITMBAHHUE, PBOTA, CYAOPOKHBIN
CUHPOM).

B xpoBu HaOmogaetcs nosbiieHne @A U cHUKEHUE THpo3uHA. B mMoue
OMPENENSIOT MOBBIILIEHHOE coepkaHue GEeHUINTUPOBUHOIPATHON U (DEHUITYK-
CYCHOM KHCJIOT.

Panbiie st BbIsiBIeHUs 3a00sieBaHUs NpUMEHsach npoda denuHra Ha
(peHMIMUPOBUHOTPAJHYIO KUCIOTY B MOU€, KOTla HECKOJIBKO Kareiab 5%-Horo
pacTBopa TPEXXJOPHUCTOIO jKejie3a U YKCYCHOW KHCIOTBI B MOYE OOJIBHOTO
NPUBOAMIIO K TOSBICHHUIO 3€JIEHOM OKpacku nsATHa Ha neneHke. Ceiuac
MCIOJIB3YIOT MUKPOOHOJIOTHYECKUM U (DIFOOpPOMETPUYECKUI METOMbI Ompee-
neHus KoHueHTpauud @A B kpoBu. TOUHO ONpeEeaTUTh AMUHOKHCIIOTHI TI03BO-
JISI€T TOHKOCJIOWHAS WM KUIKOCTHAsI XpoMaTorpadusi 1 Macc-ClieKTPOMETPHS,
MO3BOJIAIOLIME BBISIBUTH BECh CIIEKTP aMUHOKHUCIIOT.

B Hactosmiee BpeMs pa3paOoTaHbl M BHEAPEHBI MOJIEKYJSIPHO-
TFeHETUYECKUE METO/IbI BBISIBJICHUS! TeHHOTO JedekTa. OObEKTOM HCCIe0BaHUS
MOTYT CIYXHUTb JTUM(OUUTHI, aMHUOLIUTHI, KIIETKH XOpUOHA. MyTaHTHBIA IreH
JUArHOCTUPYIOT OMPEJEICHUEM PA3IMYHbIX MO0 MOJIUMOPPU3MY JUIMH PECT-
pukIMoHHbIX (pparmenToB rammotunoB JIHK, uccremoBanmeM cekBeHUpPYIO-
men nocienosarensHocty JJHK meTonom nosnmmepasHoON HENMHONW peaknyvu U
ruOpuan3auy ¢ ajjienb-cnenupuieckumMu onuronykiaeoruaamu. [locnennuii
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METO/I TTOJIy4UJT HauOoJIblllee MPUMEHEHHE B CBSI3U C BHICOKOW YyBCTBUTEIBHO-
CThIO, TOYHOCTHIO U CHIEUU(PUUHOCTHIO. DTO 00YCIABIMBAET 3HAUMMOCTh MOJIE-
KYJISIPHO-T€HETHYECKUX CIIOCOOOB BBISIBIICHUS MyTaHTHOTO I'€Ha, B YaCTHOCTH,
Ha OCHOBE I'€HHBIX 30H/I0B HE TOJIBKO JUIsl yCTAHOBIICHUS 3a00JIeBaHUS B TPY/I-
HBbIX JJISI JUArHOCTUKHM CIy4dasiX, HO W IS OINPEIEICHUS] T€TEPO3UTOTHOTO
HOCUTEJBCTBA U NpeHaTanbHON Auarnoctuku OKVY.

BrlisiBiieHHE TETEPO3UTrOT MOKET MPOBOJAUTHCS U OMOXUMHUYECKUM TECTOM
nocie Harpy3ku @A B go3e 25 MI/KT.

Hueropesuctentuoie popmbl @KV nuarHoCTUPYIOTCS MTPH MTOMOIITH:

— HCCJeI0BaHMs OMONTEPUHOB MOYH;

— TEepopajIbHOr0 Harpy304YHOro TECTA C TETPAruaApoOHONTEPUHOM (depes
4—6 yacoB Mociie OJHOKPATHOM Harpy3ku B J103€ 7,5 MI/KI MaccChl Tella PE3KO
CHWKAETCS U HOpManu3yeTcsl ypoBeHb DA B KpOBH € OJTHOBPEMEHHBIM MOBBI-
IIICHHEM YPOBHS TUPO3MHA, a ipu Kiaccudeckoit @KV storo He HaOmoqaeTCs);

— MCCJENOBAHMS aKTUBHOCTU JUTMAPONTEPUINHPENYKTA3bl U 6-IIMPYBO-
WITETParuApoONTEpUHa CUHTETA3bl B KyJIbTYpe KOXKHBIX (pUOpOOIacTOB, IpPUT-
POLIMTOB, FE€NaTOLIUTOB.

HuddepeHnnanbHblii TUarHo3 OPOBOAAT C APYTMMU HAclEACTBEHHBIMU
HapylIeHUAMHA OOMEHa BEILECTB, COMPOBOXKIAIOIIUMUCS 3a1€PKKOU ICUXOMO-
TOPHOTO Pa3BUTHUS, C SHLEPATONATUAMHA TMIOKCHYECKOTO U TPAaBMaTUYECKOTO
reHe3a, BHyTpHYTPOOHBIMU UH(PEKIHUSIMHU.

JIEUEHUE

Tak kak KJIMHHYECKasl KapTHHA 3a00JIeBaHUs pa3BUBAETCS JIULIb MIPHU MO-
crymiennu @A B opranusm pebeHKa ¢ MOJIOKOM, TO 1 Jedyenuss PKY HazHa-
YaeTcsl clelralibHasi AUeTa ¢ UCMHOJb30BAHMEM aMHUHOKHMCIIOTHBIX CMeEceil, He
cojepkamux (eHWwIalaHuH JU00 cofepkKaliuxX €ro B HEOOJbIIUX KOJUYECT-
Bax. AMMHOKHCIIOTHBIE CMECH JOJDKHBI BKJIFOUATh JIOCTATOYHO HE3aMEHHUMBbIE
aMUHOKUCTOTHL. Mamy 0oJIbHOTO peOeHKka 00yJaroT pacdeTy MUTaHUsl B 3aBU-
CUMOCTH OT Macchl pebeHka u ypoBHs DA B ChIBOpOTKE KpoBU. B mporiecce
JIeUEHUs MepUOaUUecKH omnpeneisior @A B KpoBH, B Cilydae HEOOXOIMMOCTH B
JUETY BHOCAT KOPPEKTHUBBI.

Ecnu nedenne Havyato 10 MOSIBICHUS KIMHUYECKUX HapyUICHHWH, TO mpa-
BUJILHO TMOJ00paHHasi AWeTa OOecreunBacT HOPMaJIbHOE pa3BUTHE peOCHKA.
Ecnu nedyenne HavyaTo, KOrja KIMHUYECKUE HAPYIICHUS YK€ €CTh, PE3yIbTaThl
OyIyT 3aBHCETh OT BO3pacTa peOCHKA U CTENEHU TsKecTu 3adoseBanus. Jleue-
HUE, HayaToe MocJie roja, MpakTUYeCKu Bceraa He 3(PEeKTUBHO.

Panee Obu10 MPUHATO MPOBOAUTH AUETOTEPAIUIO A0 6 JeT (MOCKOJIbKY T'o-
JIOBHOM MO3r HanboJjiee YyBCTBUTENIECH K TOKCUYECKOMY AeicTBUI0O DA UMEHHO
B OTOM BO3pacTe). 3aTeM JIUeTOTeparnvio peKoMeHaoBaau g0 12-14 ner.
B Pecny6nuke benapych cornmacuo mpukaszy M3 Pecny6muku benapycs Ne 781
ot 07.08.2009 r. GecruiatHOoe oOecredeHne CHelHaTu3UPOBAHHBIMU CMECIMU
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npoBoauTes A0 18 ner. B mocnenHee BpemMsi yCTaHOBJIEHO, YTO TOJIOBHOM MO3T
cTpagaeT oT u30bpiTka @A Ha NPOTSKEHUH BCEH JKU3HH, IOITOMY TUETY PEKO-
MEHAYIOT COOII0AAaTh BCIO OCTaBUIyOCs KU3Hb. [loTpedHOCTh Opranusma B A
3aBHCHUT HE TOJBKO OT BO3PACTa U aKTUBHOCTH, HO U OT MHAUBHUAYAIBHOM Ie-
PEHOCUMOCTH, O0YCJIOBJIEHHOW CTENEHbIO OCTATOYHON aKTUBHOCTH (hepMeHTa
®AI'. OgHako HEOOXOIMMO MOMHHUTh, YTO HENOCTATOUHOE MoTpediieHne A
TaKXKe OIACHO, KaK U N30bITOYHOE.

Jlnst oGecniedeHust peOeHKa OEJIKOM Ha3HAYAIOT aMUHOKHUCIOTHBIC CMECH,
munieHHble DA, KOTOpbIE CTAHOBATCA TJIABHBIMH IPOJYKTaMH IUTAHUSA,
00ecreynBaIIMMHU MOTPEOHOCTh B Oenke: 10 1 roxa ucnonb3yror «MJMmit
OKVY-0», «Jlopenomnak», «Dennn-Opuy, «Adenunak»; ¢ 1 roga go 4-5 ner —
«Mmun OKVY-1», «Terpaden», «bepnoden», «Amnontm», «l'umnodenary,
«Hodenan»; crapue 5 mer — «MAmun OKY-3», «Terpaden», «Hodemnan»
(mpun. 1, 2).

Crienmanu3upoBaHHbIE CMECU MPEACTABIAIOT COOOM aJanTUPOBAHHBIE
CMECH 1o OesKkaM, JKHpaMm U yrieBojaM. benkoBblii KOMIIOHEHT HpeCTaBJICH
HabopoM 17 amuHOkuCIOT; He coaepxkutr DA. IloBblieHO copepKaHUE amMu-
HOKHCJIOTBI TUPO3UHA, AePUIUT KoTopoil BbipaxkeH npu OKVY. Kupsl cocrost
U3 CMECH KYKYpy3HOI'O, COEBOTO U KOKOCOBOI'O PACTUTEIBHBIX Macell, C KOTO-
PBIMM OpPraHW3M IIOJIy4aeT HEHACBHIIICHHBIE >KMPHBIE KHUCIJIOTBHL. YTJIEBOIBI
MIPEACTABIICHBl MaJbTOAECKCTPUHOM. MMUHEPAIBHBIM W BUTAMUHHBIA COCTaB
nmoo0paH B COOTBETCTBUU C BO3PACTOM peOCHKA.

[Turanue pedenka ¢ ®KY Ha3zHavaroT B 3aBUCMMOCTH OT BO3pacTa U Mac-
Chbl T€JIa, OPUEHTUPYSACh HA HOPMbI (PU3HOJIOTUYECKUX MOTPEOHOCTEN IS 3/10-
POBBIX JETEH, OJJHAKO, KOJMYECTBO O€JKa B PAllMOHE MOMKET OBITh YBEIMYEHO

(Tabu. 1).

Tabnuya 1
HNurpeauents! numm y gereid ¢ ®KY pa3imyHbIX BO3pacTHBIX Tpynn

Bec Teaa, DA, EcTecTBeHHbDIH Odmuii feoK Kupsl, | Yraesoasl, | Kaa B
KT MI/KI/cyT | 0esoK, r/cyT (ect. Gexrok + beatok r/cyT r/cyT CYTKH
cMecH), I/Kr
2,5 57,0 2,9 4,2 10 44 320
3,0 55,0 3,3 4,0 11 52 380
3,5 52,0 3,6 3,8 13 60 430
4,0 50,0 4,0 3,7 15 68 490
5,0 47,0 4,7 3,6 19 80 600
6,0 44,0 5,3 3,5 23 97 710
7,0 41,0 5,7 3,4 26 107 800
8,0 38,0 6,0 3,2 30 116 880
9,0 35,0 6,3 3,0 33 125 950
10,0 32,0 6,4 2,8 34 132 1000
11,0 29,0 6,4 2,6 37 138 1050
12,0 27,0 6,5 2,4 40 142 1100




Oxonuanue maon. 1

Bec Tea, DA, EcTecTBeHHbBIH O6muii Gerox Kupsl, | Yraesoasl, | Kaa B
(ecT. OeJ1OK + DeJIOK
KT MI/Kr/cyT | 0eJIoK, r/cyT r/eyt r/eyT CYTKH
cMecH), I/Kr

14,0 24,0 6,7 2,2 44 158 1200
16,0 21,0 6,7 2,0 48 171 1300
18,0 19,0 6,8 2,0 49 173 1350
20,0 19,0 7,6 2,0 50 181 1450
25,0 18,0 9,0 19 64 226 1750
30,0 16,0 9,6 1,8 77 276 2100

Benenue nedenus:

1. Jletn ¢ ®KY no aueroTepanuu rOCIUTAIM3UPYIOTCS B HHOEKIIMOHHOE
otaenenre HoBopoxkaeHHBIX PHIIL] «Math u autsy», rie HaOMOJal0TCs Bpa-
YOM-TE€HETUKOM, BpauoOM-NEeIuaTpoM U (MO MMOKa3aHWsIM) BpauOM-HEBpOIIa-
TOJIOTOM.

2. Benenue nueToTepanuu CMEChI0O aMUHOKHCIIOT OCYIIIECTBIISIOT B T€UE-
HHE 6—7 THEHN: €KETHEBHO OJIHO KOPMJIEHHUE 3aMEHSETCA CMEChI0O aMUHOKHCIIOT
(mox kouTposiem DA).

3. B mampHeilimem pomutesneit pebeHKa 00y4JaroT pacueTy MUTaHUS B 3a-
BUCHUMOCTH OT CYTOYHOM notpedHocTH DA 1 MacChl Tea.

Oo0pazen pacyera amernl. J[J11 mpuMepa pacCMOTPUM COCTABJICHUE
JMEeTHI 11 peOeHKa 3,5 MecsIieB ¢ BECOM 6 KT

1. Ins pacyera CyTOYHOW NOTPEOHOCTH B 3aBHCMMOCTH OT BO3pacTa
pebeHKa BOCIIOIb3yeMCsl «00BEMHBIMY CITOCOOOM pacueTa MUIIIN:

— ¢ 2 10 6 Heenb — /s Macchl Tena;

— or 1,5 1o 4 mecsiueB — /g Mmaccrl Tena;

— 0T 4 110 6 MecsIEeB — */; Macchl Tea;

— 0T 6 110 12 MecsmeB — /g MacchI Tena.

[Ipu 5TOM 00BEM MUK HE JOJKEH MPEBBIIATH 1 TUTpa B AeHb. B Hamem
ciyuyae pedeHKy 3,5 MecsleB U Bec 6 Kr, ClIeI0BaTeIbHO, €r0 00beM MUIIIH:

X =6000: 6 =1000 mm.

2. JIns pacuera cyrouHoro konmdectBa DA, ecTeCTBEHHOTO M OOLIETO
Oenka, >Kvpa, YIJIEBOJOB M KaJOPHUM MJisi JaHHOTO peOeHKa BOCIOJIb3yeMCS
tabm. 1.

— (denunananuu: 44 - 6 = 264 wmr;

— eCTECTBEHHBLIN OeJIoK: 5,3 T

— oOmmi 6enok: 3,5 6 =21r;

— ©Oenok cMecu aMHHOKHCIOT «MJImuim ®KY-0»: 21 -53=15,7r;

— kup: 23 13

— yrueBoabl: 97 1

— Kamopuu: 710 kau.
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3. Janee paccuuTbiBaeM O0BEM CMECH, C KOTOPOH pEOEHOK MOIYyYUT
JIOCTATOYHOE KOJIMYECTBO OEJIKOB, JKMPOB, YIJICBOJAOB U KaJOPHUM, TIPU ATOM
koJindectBO DA He AOJDKHO MPEBBINIATH JOMYCTUMOTO YpPOBHS. MOXHO HC-
MOJIb30BaTh TPYJHOE MOJIOKO JTUOO MOJIOUYHYIO CMECh, MPEIHA3HAUYCHHYIO IS
MUTaHUS TPYJIHOTO pebeHka AToro Bo3pacra. ConepikaHue Cyxoi cMmecu Oell-
KOB, >KHMPOB, yrieBoi0B 1 kKasopuii B 100 r ykazaHo Ha ynakoBKe (JIJIsI HEKOTO-
pPBIX CMECEeW W JPYyruxX MPOJYKTOB HY)KHO TMOJIb30BAaThCS TOTOBOM TaOuIen
U3 npui. 1, B KOTOpoOHl coJep:kaHue 3TUX BewecTB JaHo Ha 100 r mpoaykra).
Jliist Toro, uto6s! HaiiTh kommyecTBO DA B 100 T cyxoii cmecH, TaHHBIX O KO-
TOPOM HET B TAOIUIIE, MOKHO MOJB30BaTHCA CICIYIOIIUM COOTHOIICHUEM:

B 1 r 6enka — 50 mr ®A
10,9 r 6enka (100 r cyxoii cmecu «benmnakt»y) — x Mr @A;
x=10,9 - 50 = 545 mr @A B 100 r cyxou cmecu «bemmakry.

PaccunthiBaeM KonmmuecTBO cMecH «bemmakT» ucxos U3 Toro, 4ro pede-
HOK JIOJDKEH NoJyduTh 264 Mr @A B CyTKH, U COCTaBIISIEM MPOIOPIIHUIO:

100 r cmecu «bemmakmy — 545 mr @A
x T cmecu «bemmaky — 264 mr @A
x=100-264:545=48r.

Haxonnm xonmmdaecTBo Oenka B 48 T «bemmakTy:

100 r «bemmakt» — 10,9 r
48 r «bemnakTy — X T
x=48-10,9:100=5,2r.

Haxonum konmmuecTBo xupa B 48 1 «bemmakmy:

100 r «benmakT» — 26,51
48 r «bemnakT» — X T
x=48-26,5:100=12,7r.

Haxoaum koinuecTBo yriieBogoB B 48 T «betakTy:

100 r «bemmakmy — 56,2 r
48 r «bemmakTy — X T
x=48-56,2:100=27r.

Haxonum konuuecTBo kanopuii B 48 1 «bemnakT:

100 r «bemmakT» — 507 kan
48 T «bemtakTy — X Kall,
x =48 - 507 : 100 = 243 xau.

4. 3anucaB MOJy4YE€HHbIE JaHHbIE B TAOIUILy (Tabi. 2), Mbl BUJUM, YTO pac-
CUMTaHHOE KOJu4ecTBO cMecu «bemnakt» He olecrieunBaeT peOCHKa IMOJIHO-
CThIO O€NKaMH, >KMpaMH M yrieBogamMu. HeaocTaTok 3THX MUINEBBIX WHIPEIU-
€HTOB BOCTIOJIHSAETCS MPHU J00ABJIEHUH cMeCH aMUHOKHUCIIOT «M Imun OKY-0».

KomnuectBo «MAMuin @KVY-0» paccUuThIBaIOT UCXOAS M3 TOTrO, YTO C
ATOW CMECBhI0O HYXHO JaTh Hemoctaromme 15,8 T Oenka (5,2 © peOEHOK yxe
Moxy4uil co cmechio «bemnakt»). CoctapisieM NPONOPIHIO;
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100 T «M/Immr ®KY-0» — 13,0 r 6enka
x T «MJImun ®KVY-0» —15,8 T 6enka;
x=100-15,8:13 =122 r «M/Imua OKVY-0».
®enunananvd B «M/mun O®KY-0» orcyTcTBYyET.
Haxoaum konmuuectBo xkupa B 122 r «MJImun OKY-0»:
100 r «M Mt ®KY-0» — 23,01
122 r «Mmun ®KVY-0» — x 1
x=122-23:100=28,1r.
Haxomaum xonmudectBo yrieBogoB B 122 r «M/Imun OKVY-0»:
100 T «M/Imur ®KY-0» — 54,0
122 v «MAmun ®KY-0» — x T
x=122-54:100=659r.
Haxonum xommdecTBo Kajopuii B 122 T «MJImun OKVY-0»:
100 r «MJImun ®KY-0» — 475 xan
122 r «MJmun ®KVY-0» — x kai;
x =122 -475:100=579,5 kau.
Tak kak pebenky Heooxoaumo nath 1000 My cMecH, TO pacCUMTAHHbBIE
48 r cmecu «bemnakm» u 122 r «MImun @KVY-0» pactBopsiem B 1000 mut BOIbI.
[Tocne cocraBieHus TaOIUIBI HAJIO OLEHUTH HEOOXOJIUMOE KOJIUYECTBO

O€JIKOB, JKMUPOB U YTJIEBOJOB C UX COJIEP)KAaHUEM B PACCUMTAHHBIX MPOJYKTaX
(Tabun. 2).

Tabnuya 2
PaccuuranHbiii M1 He00X0AMMBII 00beM NUTAHUA 1A pedenka ¢ DKY
Ecr. | O0mmii | besnok
HaumenoBanue Obbem, T DA, GOk, 6e.:(l)l<, CMecH, Kupsl, | YraeBoasl, Kan
NUTAHUA MI/cyT r/eyT r/eyt
r/cyT r/cyT r/cyT
CmMmecs «bemmakr» 48 264 5,2 5,2 - 12,7 27 243
M/Imun ®KVY-0 122 0 0 15,8 15,8 28,1 65,9 579,5
Bona Ho 1000
Bceeo| 1000 264 5,2 21 15,8 40,8 92,9 823

JomxencTBytonuit 00bem: 00beM — 1000 r, DA — 264 mr/cyT, ectecT-
BEeHHBIN Oenok — 5,3 r/cyT, obmmii 6emok — 21 r/cyr, Oenok cmecn —
15,7 r/cyt, xupsl — 23 1/cyT, yraeBoasl — 97 r/cyt, kanopuu — 710 kai.

[lepenocumocts DA, T. e. KonuuecTBO notpedisieMoro pedeHkoMm DA,
Opy KOTOPOM Yy HETO COXPAaHSETCS JOMYyCTUMBIM ypOBEHb JAHHOW aMHUHOKHC-
JOTHI B KPOBH, MHAUBUyalIbHA. [[09TOMY MpU pacueTax JUEThl B JalbHEHIIEM
HEO00XO0IMMO OPUEHTHUPOBATHCS HA PE3YJIbTATHI aHAIM30B KPOBH.

[Ipu HEOOXOAMMOCTH M00ABIEHUS KUpPa KOPPEKIHUIO MPOBOJAT 3a CYET
PACTUTENIBHOTO U CIMBOYHOTO Macia B cootHomeHuu 1 : 1. Koppekuuro yrie-
BOJIOB — 3a CUET caxapa M Kpaxmaja B COOTHOIIeHHH 2 : 1.

BBenenne npuxopmoB. B Bo3pacte 4—6 mecsiieB BBOAUTCS NEPBBIM MPHU-
KOPM. DTO MOKET OBITh Kallla UJIM OBOIIHOE Mope. i MPUroTOBIEHUS OBOIII-
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HOTO MIOpPE B Hayasle MCIOJb3YIOT MOPKOBb, KamycTy, KapTodenb, Kabadok H
TBIKBY. Bo 2-M mosyrogauu >kM3HM clielyeT 100aBUTh CBEKIY, PEIy, OpIOKBY,
mnuHart. [lone3ns! GppyKTOBO-OBOLIHBIE MIOpE: A0JI0YHO-MOPKOBHOE, SI0JI0UHO-
TBIKBEHHOE. MOKHO MCIIONIb30BaTh TAKK€ OBOLIHBIE U (PPYKTOBBIE IIOpPE MPO-
MBILLUIEHHOTO NPOU3BOACTBa (coaepkanne PA B HUX cuuTaTh U3 pacyeTra 1 T
oenka — 50 mr DA).

Pacuer nuersl HYy)KHO HAUMHATBH C OBOIIHOTO Mmope: 25 r kapTodens, 30 r
MOPKOBH, 10 I KammycThl (OBOILM B3BEIIUBATH CHIPBIMH), 5 T CIIMBOYHOI'O Maca.
JIis KaXI0TO M3 ATHX OBOIIEH HAXOJUM COAepkKaHue Oelika, )KUpa, yIIeBO0B
u kasopuid. CocTaBiisieM NPONOPLUU:

100 r kapTrodens — 98 mr A
25 r kapTodensa — x Mr DA;
x=25-98:100=24,5 mr QA.

Jlanee cocTaBisieM NPOIIOPLUH 110 U3BECTHOM CXEME.

Copepxanue Oenka, )Kupa, yriaeBoI0B U KaJOpUil B OBOLIHOM IIOpE Mpe-
CTaBJIEHO B Ta01. 3.

Tabnuya 3
KosimyecTBeHHBbI U KAaUeCTBEHHbIH COCTAB OBOLIHOIO IIOpe
HaumMmeHnoBaHue Koamuectso, r | DA, Mr benok, Kupbl, |¥YriaeBoasl, Kan
NPOAYKTOB r/cyT r/cyT r/cyT
Kaprodenn 25 24,5 0,025 0,025 492 20,7
MopkoBb 30 9,3 0,39 0,03 2,1 9,9
Kamycra 10 3,6 0,18 0,54 0,535 14
CIuBO4YHOE MACIIO 5 15 0,006 41 0,045 37,4
Bceeo 70 38,9 0,6 4,7 7,6 82

Ecnu Ha Bec 6 Kr peOeHOK AOKEeH noiayduTh 264 mr @A, a ¢ OBOIIHBIM
mope oH nostyunst 38,9 mr @A, TO ¢ IpyruMu NpOAYKTaMH OCTaIoCh 100aBUTh
225,1 mr @A. Cnenytromum aeictBueM Oyaet pacueT «bemmakray.

100 r cmecu «bennakm»y — 545 mr ©A

x T cmecu «bemmaky — 225,1 mr DA;

x =100 - 225,1 : 545 =41 r cmecu.
Haxonnm xommuectBo Oenka B 41 r «bemmakTy»:

100 r «bemmakT» — 10,9 T Oenka

41 r «bemmakmy — X T Oenka;

x=41-10,9:100=4,5r Oenka.

Jlanee pacCUMTBIBAEM KHUPHBI, YIJICBObI, KAJIOPUH, 3aMOJIHIEM Bce rpadbl
Ta0INIBI AaHAJIOTHYHBIM CIIOCOOOM.

C OBOIIHBIM IMIOPE U CMECHIO PEOCHOK MOJTYUUT:

0,6 +4,5=15,1 r 6enka (€CTECTBEHHOTO).

Bcero on nomken monyunth 21 r obmero Oenka. Hempocraromue 15,9 r
6enka BocrosiHUM Tipu romontu «MJImun @KV -0». PaccunTteiBaem ee Kosmue-
CTBO:
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100 T «M/Immn ®KY-0» — 13 r 6enka
x T «MJImun ®KY-0» — 15,9 r 6enka;
x=100-159:13=122r.

Jlanee paccuuThIBaEM cojepKaHue OEIKOB, )KUPOB, YIIEBOIOB U KalOpui
B 122 1 «M/JImun ®KY-0».

Uepe3 2 Henenu mociie NEPBOTO MPUKOPMa BBOAST BTOPOM B BUJE Kallu
(OpenmodtreHre OTHAETCS KpylaM, COAEpKalluM HaWMEHbIlee KOJIUYECTBO
®A). IlepBrie 2 Heenmu roToBAT 5%-Hyto kamry (5 r kpymsl Ha 100 Mt Bozbl), a
3ateM — 10%-ny1o0. K cBapenHoi Kaiie 100aBISIOT caxap U CIMBOYHOE MacCIo.

Bce pacuetsl nenarot aHanornyHo. C nomolunero nponopunii Haxoasit ®A,
OeIoK, JXKUp, YTAEBOABI B KaXaA0M Hpoaykre. [lomyyeHHble JaHHBIE CpaBHUBA-
0T C T€M, YTO peOEHOK JOJDKEH MOJyYUTh Ha CBOM KOHKpETHBIM Bec. Ilpu
HEO0OXOAMMOCTH (HEJOCTATKE TOTO WJIM MHOTO MHIPEAMEHTA) MPOBOJAAT KOP-
pekuuio 6enka ¢ nomorisio cmecu «MJImuin OKY-0», sxupa — pacTuTeabHbIM
Y CJIMBOYHBIM MacjiOM, YTJIEBOJOB — KpaxMaJOM H CaXxapoM.

Ecnu pebenky 0osbllie roja, €ro paldoH CTPOST MO HMPUHLHUITY PE3KOTo
orpanundeHuss @A, nocrynaroiiero ¢ nuiiei. C 3Toil 1eNbI0 U3 MEHIO OOJIBLHOTO
HEOOXOAMMO TMOJHOCTBHIO UCKIIIOUUTE OoraThlie OelnKaMu MPOAYKTHI: MACO, KOJI-
Oacy, pbi0y, OyJIbOHBI, SIHIA, TBOPOT, ChIP, MYUYHBIC U3/EIIUs, KAl U3 €CTECT-
BEHHBIX KpyTI, acoiib, Opexu, Mokoaj. B pannon takux aerei BXoaaT Gpyk-
Thl, OBOIIIM, KpaxMaJbHbIE U3/EIUs, KUPbl CO CTPOTUM YUYETOM COJEpKaHUS B
Hux @A. OTKa3 OT psaZia BBICOKOOEIKOBBIX ITPOIYKTOB OOCIHIET PallioOH 00Jb-
HBIX JIETEH, HE JAaeT BO3MOKHOCTH OOECHEeUUTh JOCTATOYHBIA 00beM ONt0a U
HEOOXOJAMMYIO AHEPreTHUYECKYI0 LEHHOCTh. B CBsI3u ¢ 3TUM 1enecoo0pa3Ho
HCIIOJIb30BaTh CIiEHUaIbHbIE 0€30€IKOBBIE MPOAYKTHI, CO3JaHHbIE HAa OCHOBE
MIIEHUYHOTO0 U KYKYpY3HOro Kpaxmana: 0e30eJKOBble MaKapOHHbIE H3/EIUs,
caro, 6e30eKOBBIN XJ1€0, KYKYpY3HBIM KpaxMall, aMUJIONIEKTHHOBBIA Kpaxmal.

[Ipu ykazaHHOW nueTe OENOK 3a CYET €CTECTBEHHBIX MPOIYKTOB COCTaB-
nsiet 20-22 % ot Bo3pacTHOM (hu3mosornueckoil HopMel 6enka. Hemocraroree
KOJIMYECTBO O€JKa BOCIOJHSETCS 3a CYET CMeceld aMUHOKHUCIOT, COOTBETCT-
BYIOLIMX BO3PACTY.

Ocob6ennoctu panuona npu OKVY npuBoasT He ToNbKo K nedunuty 6e-
Ka, HO W Xupa. [ TaBHBIM UCTOYHUKOM KUPOB 17151 O0bHBIX DKV sBrsroTCs
pacTUTENbHOE, CIIMBOYHOE U TOIUJIEHOE Macio. PacTuTenbHble Maciia coaepkar
MOJIMHEHACHIIICHHbIE KUPHbIE KUCIOThI, HEOOXOAUMbIE PACTYLIEMY OPTraHM3-
my. CozepkaHue xupa B aAueTe OOJBbHBIX JE€TEH TOJKHO OBITh B IMpeaenax
30-35 % o0111ei KaJTOpUINHOCTH TTHUIITH.

VYTIIeBOHBIN KOMIIOHEHT METhl COCTOUT M3 Pa3IMYHBIX OBOLIEH, Ppyk-
TOB, COKOB, caxapa M KpaxMmajcoJepKallux MpoayKToB. O0Iiee KOIMYeCTBO
VTJIEBOJIOB B paliioHe OOJLHOTO OJDKHO obecnieunBath S0—60 % oOmieit kao-
PUHHOCTH.
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HeoOxomumoe komm4ecTBO Kajnopuil oOecrednBaroT OOJIBHOMY peOEHKY
3a CYET yBEJMUYEHHUS KUPOB U yrieBoJoB Ha 10 % OT BO3pacTHBIX (HU3UOIIOTH-
yeckux HOpM. C 3TOM 1eJIbI0 KpOME PAaCTUTEIBHOTO, CIMBOYHOI'O M TOTIEHOTO
MacJa MCIOoNb3YIOT Mapraput, cMerany. M3 crnamgocrteit, kpome caxapa, JOIyc-
KaeTcsl MeJl, BAPEHbE, JHKEM.

bnaronapst neuenuto MHorue >xkeHuHel ¢ ®KY gocturim neTopoaHoro
Bo3pacTta. OHaKo y AeTeH OT TaKuX >KCHILUH HEPEIKO HAaOII0AaeTCsl yMCTBEH-
Has OTCTaJoCTh, OOyclIOBIeHHas rurnepdenunatanuaemucii. [loatomy Oymy-
UM MaTepsiM PeKOMEHIYeTCs:

— co0moaTh IUeTy B TEUEHUE HE MEHee 3 MECSIEeB J0 3a4aTus — J0
HOpMasu3auu ypoBHs DA B CBIBOPOTKE KpoBH (He O6osee 360 MKMOIIb/1);

— CTpOTo CcOOJN0aTh JUETY BO BpeMs BCEeM OEpPEMEHHOCTH C OTpaHHUue-
HUEM €CTECTBEHHOTO OeJIKa M 3aMEHON €ro CMEChI0 aMHUHOKHCIIOT;

— KoHTpoJsinpoBaTh DA y GepeMeHHBIX 2 pa3a B HEZEI0, C PEKOMEH ye-
MbIM ypoBHeM DA (120-360 MKMOJIB/JT) Ha IPOTSHKEHUH BCel OEPEeMEHHOCTH.

Huetnueckoe seyeHue OonbHbIX DPKVY Ha mpoTskeHuM KU3HU JOJDKHO
IPOBOJUTHCA MOJ KOHTposIeM cojepxkaHust @A B KpOBH, UTO U SBJISETCS IJIaB-
HBIM KpuTepueM 3¢ (HEeKTUBHOCTH IUETOTEPATIUH.

Kpome auerorepanuu 6onpHbiM ¢ @KV 2-3 pa3a B roja Ha3Ha4aroOT Mpe-
napathl ¢ IPOMEAUATOPHBIM J1EUCTBUEM:

1) «Hakom» (komOuHamus «Kapou-odpa» u «JleBo-Hoda»): 100—
375 mr/cyT B Teuenue 3—4 Henemb, epephiB MEXAy Kypcamu 1,5-2 mecsua;

2) «JleBo-Jlodan: 10—15 mr/kr/cyT;

3) 5-oxcutpuntodan: 10 mMr/kr/cyr;

4) HOOTpOIHBIE MPETaPaTHhI;

5) BUTaMHHBI.

Taxxe pekomennyrot JIOK u maccax.

[Tpu nuerope3ncTeHTHBIX (hOpMax B JieUeHHE BKIIOYAIOT « TeTparuapolu-
onrtepun» B 103¢ 10-20 Mr/kr/cyT.

JINCNIAHCEPHOE HABJIOJIEHUE

JlucriancepHoe HaAOJIOJIEHUE OCYIIECTBISIETCS MEAMKO-TeHETUYECKUM
LHEHTPOM (OTIelIeHueM, KOHCYJIbTAlMe) B 00IaCTHBIX OpraHU3alUsIX 37paBo-
OXpaHEHUS U BKIIFOYAECT:

1. Kontpoib ypoBHst DA B CHIBOPOTKE HIIM CYyXOM MSATHE KPOBHU:

— 'y JleTel mepBOTro rojia )KU3Hu — 2 pasza B MecsI;

— c¢ 1 roga no 12 ner — 1 pa3 B mecsiy;

— B JalibHeMmemM — | pa3 B KBapTal.

[Ipuyem ypoBenb @A He nomkeH npesbimarb 600 MKMOJIB/II.

2. OcMOTp Bpa4yOM-T€HETHUKOM (T10 MECTY KUTEIHCTBA):

— 10 1 rona — 1 pa3 B 6 mecsIIeB;

— B JAJIBHEUIIEM — €KETOIHO.
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3. Koncynbranum Bpada-HEBpOIATOJIOTa, TacTPOIHTEPOJOra U APYTUX
CIIEIIMATUCTOB (I10 TTOKA3aHUIM ).

4. JluetoTepanuio ¢ OrpaHMYCHUEM €CTECTBEHHOIO Oelika U 3aMEHOU €ro
CMeChl0 aMUHOKHCIOT. OHa JOJKHA MPOBOAMTHCA 10 18 7ner, B JanbHEN-
IeM — C YYETOM MHJIUBUAYaTbHBIX OCOOCHHOCTEH MalreHTa.

5. IlpoBeneHrue TreHETUYECKON CIYKOOM MEAMKO-TeHETUYECKOro KOH-
CYJIbTUPOBAHUs, MOJIEKYISIPHO-TEHETUUECKOTO UccienoBanus cemen ¢ KV u
MpeHaTalbHasl IUArHOCTHKA NPH JaJbHEHIINX OEpEeMEHHOCTAX (MO KEITaHHUIO
CEMBH).

6. Ananu3 JIHK >xeHumHsl u ee cymnpyra npu IJIaHUPOBaHUH OepeMeH-
HOCTH XeHIuMHOU, crpanaromer OKY. [Ipu reTepo3uroTHOM HOCUTEIBCTBE
MyTaluu 000MMHU CynpyraMu MPOBOJAT MPEHATAIbHYIO JUArHOCTUKY (IO Ke-
JIAHUIO CEMBH).

JEUIIAHO3 (BOJIE3Hb KJIEHOBOI'O CUPOIIA)

JleinnHo3, WK 60J€3Hb KJIEHOBOI'O CHUpPOIa BbI3BaHA HEJOCTATOYHOCTHIO
JETUPOTreHa3bl KETOKUCIIOT C pa3BETBICHHOM 11enbl0. BriepBbie OHO ONucaHo B
1954 r. Menkes u coaBT. B ocHOBe 0JI0Ka OKHUCIUTEIHFHOTO JEKApOOKCHIUPO-
BaHUSl AMUHOKHUCJIOT C Pa3BETBJICHHOHN YIIepOAHOM LENblo (JIEHIUH, U30eii-
L[MH, BaJIMH) JEXKUT ayTOCOMHO-PELIECCUBHBIA TN HacilenoBanus. Yactora 3a-
6onesanus — 1 : 300 000.

B MKB-10 3aboneBanue perucrtpupyercs B pyopuke E71.0 xak 607e3Hb
KJIEHOBOTO CHPOIIa.

IIATOT'EHE3

[Ipy maHHOI MATOJOrMH OTCYTCTBYET (DEPMEHT AETrMAaporeHaza KEeTOKHC-
JIOT C Pa3BETBJIICHHON YIJIEPOJHOM lienblo. B pesynpraTe HapyiieHus oOMeHa
AMHHOKHCJIOT C PAa3BETBICHHOM YIVIEPOJHOM LIENBIO B IIa3M€, CIIMHHOMO3IO-
BOM >KUAKOCTH, MOUE€ HAKaIlJIMBACTCs JICHMIUH, U30JICHIIMH, BaJIMH, a TAKXKE UX
MIPOU3BOJHBIE.

Crnennduyeckuii 3amax MOYM CBSI3aH C O-OKCHUIIPOW3BOJHBIMU JICHITMHA
1 n3osenunHa. KeTOKHCIIOTHI, HaKaIluIuBasCh B OPTraHU3ME, BBI3BIBAIOT pac-
CTpOMCTBA psi/la OpraHoOB U CUCTEM U, Tipexae Bcero, [IHC.

KIIMHNYECKAS XAPAKTEPUCTHKA PA3JIMYHBIX ®OPM
3ABOJIEBAHUS

Knaccuueckas ¢gopma seidunno3a. [lepBbie cMMITOMBI MOSIBIISIIOTCSL HA
1-it nenene xu3HU pebeHka. CHauama OTMEYAIOTCSl TeHEepaIn30BaHHBIE CYI0-
pOTH, TIOBBIIIICHHAS BO30YIMMOCTh, PE3KHI KPHK, OTKa3 OT MHUIIH, YIMOpPHAs
pPBOTA, MBIIIIEYHAs! TUIIEPTOHUS (BIUIOTH A0 OMHCTOTOHYca). [lo Mepe mporpec-
CHUpOBaHUs 3a00JIEBaHUS Pa3BUBAIOTCS MPHU3HAKU 00e3BOXKUBaHUSA. Bo30yxe-
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HUE CMEHseTCs BsU10CThIo, yrHeTeHneM [{THC, BO3MOXHBI KOMaTO3HBIE COCTOSI-
HU, HapyLIEeHUE AbIXaHus. [leproapl MBIIIIEYHOTO TUIIEPTOHYCA YEPEAYIOTCS C
BBIPAKEHHOM TrUnoToHuen. Ha Koxe NosBISAIOTCSA 3pUTEMATO3HBIE BBICHIITAHUS.
Bosie3Hb MpOTEKAET OYEHD TAKEIIO U HEPEAKO MTPUBOIUT K CMEPTH.

JleTn pe3Ko OTCTalOT B MCUXOMOTOPHOM PAa3BUTHH; B HEBPOJOTHYECKOM
CTaTyCE€ OMPEACIISIIOTCS MBIIIEYHAS] AUCTOHUS, MUPAMUIHBIE HAPYLIEHUS, CY-
IOPOXKHBIN cuHIpoM. KapauoMuonatus He XapakTepHa JUisl JaHHOUW MaTOJIOTUN
B OTJINYME OT Apyrux auuaeMuid. OgHaKko B HEKOTOPBIX CIIydasX MpU KapAHo-
JIOTHYECKOM oO0cienoBaHuu yuynHseTcs uaTepBan QT u HapymaoTes (yHK-
IIUU JKEITyI0YKOB MPH AOMIUIep-3X0oKapauorpaduu. B cBs3u ¢ pa3BUBAIOLIIMCS
UMMYHOJC(PHUIIITOM OTMEYAETCS CKIOHHOCTh K TMOBTOPHBIM HH()EKIIMOHHBIM
3a001€BaHUsAM. Y OTIEIbHBIX NAMEHTOB ONKMCAH MMAHKPEATHT.

NuarepmurTupyomas ¢opma 06oJsie3Hu. OHa XapakTepusyeTcs BbIpa-
KEHHBIM MPUCTYNOOOpa3HbIM TeueHnueM. O0oCcTpeHne NpOBOLUPYETCS UHTEp-
KyppPEHTHBIM 3a00JI€BaHUEM, XHUPYPTUUYECKUM BMEIIATEIbCTBOM, IMPUEMOM
0O0JIBIIKX KOJMYECTB Oenka v ApyruMu paktopamu. Mexay npucTynamu 4acTto
y JeTeil He 00HapYyKUBalOT HUKAKOW KIMHUYECKONH CUMITOMATHKH.

IIpome:xxyTounas ¢opma seiinuno3a. J[annas hopma oTIMyaeTcsi MEHEe
3JI0KQYECTBEHHBIM T€UEHHEM 0€3 BBIPAXKEHHBIX NPUCTYNOB. boJIbHBIE OTCTAIOT
B IICHXOMOTOPHOM pPa3BUTUH, Y HUX OTMEUYAIOTCS CyJAOpPOIH, MBILLIEYHAsA TUII0-
TOHMS, all/103, MOXKET ObITh XapaKTEPHbIN 3arax MOYHU.

TuamunzaBucumas ¢gopma 0Oosie3Hu. OHa 1O CBOMM MPOSIBICHUSIM U
TEYEHUIO0 0ObIYHA CXOAHA C MPOMEXYTOYHBIM BAPUAHTOM.

JIMATHOCTUKA U JUOGDEPEHIUAIBHBIN JUATHO3

[ToBbIIIEHHOE Coep)aHue 3 aMHHOKHUCIIOT (JICWIIMH, W30JICHITNH, BaJIHH)
Y UX KETOMPOU3BOIHBIX HAOIIOAAETCA B KpOBU U Mode. OOMEHHbIEC HapyIICHUS
XapaKTepU3yITCA alHUI030M U BBICOKHM COJIEPKAHUEM MOJIOYHON KHUCIOTBI
B KPOBH.

Moua nMeeT xapaKTEepHbIM 3alax KJIEHOBOTO CHPOIIa, OTBapa KOPHEIIO-
JIOB, TIMBHOM 3aKBACKH, MSICHOTO CyIla WJIA KapaMelIu3upoBaHHOTO caxapa. [Ipu
MOBBIIIICHHOM BBIJICJICHUN OPTaHUYECKUX KHUCIOT TPoda MOYM C TPEXXJIOPH-
CTBIM JKEJIE30M IOJIOKUTEIbHA U XapaKTepU3yeTCsl MOSIBJIEHUEM TEMHO-CHUHETO
okparmmBaHus (mpoda denunra).

K Ouoxumudeckum NpU3HAKAM OTHOCSAT THUIIOTJIMKEMHIO, KETOHYPUIO
U KeToHeMHuio. ['unorimkemusi oOycaoBI€HA HAPYIICHUSIMH TJIFOKOHEOTeHe3a
Y TIOBBIIICHUEM YPOBHS JICHIIMHA B KPOBU U OOBIYHO MPOSIBISAETCS Y HOBOPOIK-
JIEHHBIX MPU 3aJPKKE KOPMJIICHHUS.

[Ipu MarHUTHO-PE30HAHCHOM TOMOTPa(UUECKOM HCCIIEIOBAHUU TOJIOBHO-
r0 MO3Tra BBISBISIOTCS Mpu3Haku JudPy3HOro oreka MO3roBOM TKaHU, U3MEHE-
HHe OEeJI0ro BEIIECTBAa MO3Ta, MO3KeuKa M Oa3aJbHBIX TaHIVIMEB, B YaCTHOCTH,
Oemoro mapa, Taiamyca, CTBOJIa MO3Ta, BHyTPEHHEH U HAPYKHOU KarCyJibl.
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C uenplo mpeHaTaabHON NUATHOCTUKHU OMPENEISIOT COCTAB OPraHUYECKUX
KHUCIIOT aMHUOTHYECKOM >KMJIKOCTU UM JENAI0T YH3UMATHUUECKOE HCCIIEOBAaHUE
AMHHUOITUTOB U KJIETOK XOPHUOHA.

HuddepeHumanpHblii [UarHo3 MNpPOBOAST € APYTMMH SH3UMONATHSMU
AMUHOKHCIIOTHOTO OOMEHa, COIMPOBOXKIAIOIIMMHUCS 3aJEP>KKOU MCUXOMATOp-
HOTO pa3BUTHS, C HHIE(DATONATUSIMU TUIIOKCUYECKOTO0 W TPaBMaTHYECKOTO
reHe3a, BHyTpUYTPOOHBIMU UHPEKIUSIMHU.

JIEYUEHUE

[Tpu Gosie3HM KJIEHOBOTO CHPOIA MPUMEHSIOT CMECh aMUHOKHCIIOT B TOM
YK€ MPOMOPIINH, KAK U B )KEHCKOM MOJIOKE, HO JUIICHHYIO JICUIIMHA, N30JICUIH-
Ha u BammHa («Kenotex», «MSUDy», «Koprekcun»). DTH aMHHOKHUCIOTHI
MOJIy4aroT U3 HAaTypAJIbHBIX MPOAYKTOB. JKUPBI B TAKOW CMECH MPUCYTCTBYIOT
B BHJI€ KYKypy3HOro Maciia, a YIJI€BOJbl 3aMEHEHbl JEKCTPUH-MaJIbTO30M.
B cmech no6aBiieHbl MUHEpaIbHBIE BELIECTBA U BUTaMHUHbI. Kak TobKO 0011ee
COCTOSIHME peOEHKa YJIy4IlIaeTcs, MOSBIAETCS alleTUT, HOPMaIU3yeTCs HEB-
poJjioruyeckasi CUMIITOMAaThKa, B PAlMOH BBOJSAT HEOOJIBLIOE KOJIUYECTBO
MoJIoKa (0OBeM JieinnHa He aosbkeH mpeBblimarh 40-60 mr/kr/cyT). OpyKThI
U OBOLIY, COAEPIKAIUE MUHUMAIBHOE KOJUYECTBO JAHHBIX AMUHOKHCIIOT, Ha-
YUHAIOT JaBaTh peOeHKy ¢ 3 MecdueB. B 6—8 mecsieB MOXHO ynoTpeOiarh
KEJATUH, KOTOPbIA HE COAEPKUT yKa3zaHHbIX amMUHOKHCIOT. C 9—10 Mmecsies
€XKEJIHEBHAS MOPILMS MOJOKA JOKHA cOoCTaBisATh 120 mi. Takke mOCTOSTHHO
ONPENENsIOT KOHUEHTPAUI0O aMUHOKHCIIOT B TUIa3ME€ U KOPPEKTUPYIOT CONEp-
KaHUe JIWIMHA, W30JeHMHAa U BaJMHA B nuTaHuu (mpwi. 3). Y rpyIHbIX
JeTeil moTpeOieHrue aMUHOKHUCIOT B IEpecyYeTe Ha a30T JOJDKHO OBbITh HE
MeHee 1,5 r/kr/cyT, a B crapuiem Bo3pacte — 1 r/Kr/cyT.

Tuamun3zaBucuMas ¢opma JeHIMHO3a MOJAACTCS JICYEHUI0 BUTAMUHOM
B; (TnamuH, 103a KOTOpOro coctapisieT 10 MI B CYTKH U BBIIIIE).
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Ipunoscenue 1

Conep:xkanue penniiajiannna, 0ejika, ;Kupa, yriesoaos u kajgopui B 100 rpammax
npoaykra (JI. C. MukyJsioBu4 u ap., 2006; B. B. Ceperun, 2002)

DA, | beaok, | Kupsl, | YriaeBoasl, | Kagopuiinocts,
IInmeBbie NPOAYKTHI MI r r r K
AMUHOKHCIOTHBIE CMECH
«M v OKY-0» 0 13 23 o4 475
«AdeHunnak» 40 15,7 20,5 57 475
«Terpaden-30» 0 30 0 45 300
«Terpaden-40» 0 40 0 38 312
Cyxue MOJIOUHbIE CMeCH
«bemmakT» 545 10,9 26,5 56,2 507
«bonay 600 12 27 56 520
«["'ymanay» 660 13,2 23,4 57,8 495
«CHOYy» 675 13,5 27,3 57,7 520
«Cumuak» 570 11,4 27,6 55,8 515
«Mmmpeccy 625 12,5 25,9 57,1 508
«bebu-manay 350 7 3 83 512
Mo04YHBIE IPOAYKTHI
JKenckoe MOJIOKO 62 1,2 4.1 6,9 71
KopoBbe Mos10KO 171 3,1 3 49 61
Ko3be Mmoioko 136 3 4,2 45 62
MOoJI0KO CTEpUIN30BaHHOE 146 2,9 3,5 4.7 61
MOoJI0KO CyXoe IeJIbHOE 1224 | 25,6 25 39,4 475
MoI10KO acTepru30BaHHOE 140 2,8 3,2 4.7 58
Cnusku 10%-HOM KUPHOCTH 120 3 10 2,9 116
Cnuku 20%-HOW KUPHOCTH 124 2,8 20 3,6 205
CruBku 35%-HOU )KHPHOCTH 110 2,5 35 3 337
Cwmetana 10%-HOM KUPHOCTH 120 3 10 2,9 116
Cwmertana 20%-HOM KUPHOCTH 112 2,8 20 3,2 206
Cwmetana 25%-HOM KUPHOCTH 106 2,6 25 2,7 248
Cwmetana 30%-HOM KUPHOCTH 106 2,6 30 2,8 293
CBIPKHU TBOPOXKHBIC JIETCKUE 455 9,1 23 18,5 315
Kedup xupHbIii 141 2,8 3,2 4.1 59
Kedup HexupHbIit 150 3 0,05 3,8 30
TBOpoOr KUPHBIH 762 14 18 1,3 226
TBOpOr HEXXUPHBIN 930 18 0,6 15 86
KoHcepBBI 1S IETCKOTO TUTaHMS

[Trope si60uHOE CO CTUBKAMHU 30 0,6 2 16,9 85,5
U caxapoMm
[Trope u3 16710K C KPACHOCMOPOTH- 20 0,4 1,8 27,6 107
HOBBIM COKOM U CaxapoM
[Trope n3 KabaukoB U AOJIOK 25 0,5 1,7 15,9 64
[Trope 3 KabaykoB ¢ MOJIOKOM 120 2,4 5,6 11,9 105,6
[Trope u3 516710k U KITyOHUKH 35 0,7 2,8 17,3 69,6

C caxapom
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IIpooonscenue npun. 1

I DA, | beaok, | Kupsl, | YriaeBoasl, | Kasopuiinocts,
HIleBble MPOAYKTHI

Mr r r r KaJ
ITrope 13 mepcukoB 25 0,5 0,15 12 52
BuramunusupoBaHHas rpeuHeBas 450 9 2 79 194
KpyIa JUIs JETCKOrO IMUTAHUS
PucoBas myka Juis 1€TCKOTO 400 8 1 81 189
MMATAHUS

Kpyrsl
MaHHas kpyrma 565 11,3 0,7 73,3 326
Puc monmpoBaHHbII 350 7 0,6 77,3 323
OBcsiHas Kpyma 550 11,9 5,8 65,4 345
I'peunesas sapuna 540 12,6 2,6 68 329
['peunessblil mpojen 407,1 9,5 1,9 12,2 326
ITmreno 580 12 2,9 69,3 334
[lepnoBas kpymna 460 9,3 1,1 73,7 324
Caexxue GpYKTHI U ATOJIbI
S16mokn 9 0,4 0 11,3 46
ATrienbCUHBI 27 0,9 0 8,4 38
AOpPUKOCHI 13 0,9 0 10,5 46
[lepcuku 16 0,9 0 10,4 44
Bananebl 55 1,5 0 224 91
JbIHs 30 0,6 0 9,6 39
Manpgapunsl 35 0,8 0 8,6 38
JINMOHBI 35 0,9 0 3,6 31
CnuBa 35 0,8 0 9,9 43
['pymia 31 0,4 0 10,7 42
KpbokoBHUK 40 0,7 0 9,9 44
Bunorpan 12 0,4 0 17,5 69
3eMIIHUKA cazoBas 23 1,8 0 8,1 41
KiryOHuka 45 0,9 0,4 8 39
YepHuka 30 11 0 8,6 40
Manuna 65 0,8 0 9 41
KpacHas cmoponinHa 55 0,6 0 8 38
YepHas cMOpOAMHA 50 1 0 8 40
Bumnsa 40 0,8 0 11,3 49
bpycHuka 14 0,7 0 8,6 40
KiroxBa 25 0,5 0 48 28
ApbOy3 16 0,7 0 9,2 38
CBexue OBOIIH

Kamycra Genokoyannas 36 1,8 0 54 28
MopkoBb KpacHast 31 1,3 0,1 7 33
CsekJa 45 1,7 0 10,8 48
Kaprodens 98 2 0,1 19,7 83
Orypiisl 17 0,8 0 3 15
Penuc 41 1,2 0 4,1 20
nouaar 121 29 0 2,3 21
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Oxonuanue npun. 1

I DA, | beaok, | Kupsl, | YriaeBoasl, | Kasopuiinocts,
HuIeBbIe MPOIYKTHI . r C - e
ITomu0pbI 25 0,6 0 4.2 19
bproksa 58 1,2 0,1 8,1 37
KabGauku 15 0,6 0,3 5,7 27
TreixkBa 29 1 0 6,5 29
Pena 27 15 0 59 28
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Ipunoswcenue 2

XHMHUYeCKUI COCTAB U HEPreTuyecKasi HeHHOCTh MPOAYKTOB,
HCMOJIb3yeMbIX /1JIfl CIeNHMATU3MPOBAHHOIO PAIIMOHA 00JbHBIX (PEHUITKETOHYPHEeH

(K. C. Jlagono u ap., 1999)

Crienuaan3upoBaHHbIE MPOIAYKThI
IMoka3aTenn (na 100 r cyxoro mpoaykra)
«AdeHunax» «Terpaden»
Benok, r 15,7 40
DA, Mr 30-40 0
XKupsl, 20,5 0
VrineBonpl, T 57,0 38,0
KanopuitHoctb, KKas 475 312
ButamMuHsbr:
A, UE 1372 561
D,, UE 0 440
D3, ME 220 0
By, Mr 0,23 0
By, Mr 0,32 2,1
Bs, Mr 0 11
Be, Mr 0,18 2,1
B, Mr 0,8 0,005
PP, mr 0 15
C, Mr 44 125
dosmeBast KUCI0Ta, MKT 22 0,6
ITaHTOTEHOBAST KHCIOTA, MT 1,7 0
buornH, MKT 8,2 0,2
XonuH, MT 38,5 0,5
Huamuu, mr 1,4 0
Kapautun, mr 10 0
HUnosuron, r 0 0,5
MuHepanbHbIE€ BEIECTBA
Kanpmuii, Mr 275 1100
Hatpwuii, Mmr 138 1100
Kanwii,mr 440 3200
Maruuii, Mmr 33 200
docdop, Mr 156 800
Kemeso, mr 55 23
Mens, Mr 330 2,6
unk, Mr 2,8 16
Mapraseri, Mmr 28 23
o, MKT 30 130
X70p, Mr 302 1900
MoaubaeH, Mr 0 0,013
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IIpunoowcenue 3

Conep:xxkanue peHnJIaTaAHNHA, JJEHIIMHA U N30J1eHIMHA B IPOAYKTAX NUTAHUS
(8 100 rpammax) (JI. C. MukyaoBu4 u ap., 2006; B. B. Ceperun, 2002)

ITpoaykThI ®deHnaajaHuH, T JleduuH, r H3oaeiinun, r
MOJI0KO XKEHCKOE 0,062 0,108 0.062
Mo0JI0KO KOPOBBE 0,171 2,278 0,182
Kedup 0,150 0,263 0,173
TBopor 0,930 0,924 0,548
Sino kypuHoe 0,652 1,130 0,83
Ms1CO TOBSIXbE 0,795 1,730 1,06
Msico kypuHoe 0,744 1,620 1,117
[TeyeHb rOBKBA 0,928 1,543 0,800
Tpecka 0,800 1,222 0,879
Kpyna pucosas 0,350 1,008 0,369
Kpymna mannas 0,565 0,364 0,258
Kpyrma rpeuneBas 0,540 0,702 0,301
Kpymna oBcsinas 0,550 0,672 0,302
Kpyna niennas 0,580 1,040 0,244
Kpyna nepnoBast 0,460 0,584 0,258
I"opox 1,110 1,204 0,780
Myka nieHunIHas 0,500 0,567 0,290
MakapoHHBbIE U3JENHs 0,626 0,690 0,380
Xneb prxkaHoi 0,309 0,275 0,146
X1e0 mIeHHYHbII 0,395 0,550 0,250
Ileuenne 0,626 0,357 0,171
Kaprodens 0,098 0,107 0,083
MopKoBb 0,031 0,061 0,034
Kamycra Gemokoyannast 0,036 0,059 0,040
ATnenbCHHBI 0,027 0,019 0,019
JIuMOHEBI 0,035 0,013 0,016
Coxk A0JI09HBII 0,007 0,015 0,009
CoK arneabCHHOBBIA 0,040 0,150 0,010
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