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Cnucok cokpameHmni

AnAT — ananuH amMmuHOTpaHCchepasa

AcAT — acnaparud aMmruHOTpaHcepasa

PHIIL] — PecnyOnukaHCKuii HAy4YHO-TIPAKTUYECKUN TIEHTP
VY31 — ynbpTpa3ByKOBOE UCCIIEIOBAHUE

DA — penmnananun

OAT — (eHnnanaHUHTHIPOKCHUIIA3A

OKY — ¢denunkeTonypus

OAAT — deHunanannHamMuHOTpaHchepasa

DEeHUIKETOHYpHS

®ennaxkeronypusi (PKY) — nacneactBenHoe 3a0ojieBaHUE TPYMIBI
(dbepMeHTONAaTHl, CBSI3aHHOE C HaApYLIEHWEM MeTabojM3Ma aMHHOKHCIOT,
riiaBHbIM 00pa3oMm ¢penmnanannHa (PA). OHO cCOMPOBOKIAETCS HAKOIJIECHUEM
DA U ero TOKCMYECKUX MPOIYKTOB, YTO MPUBOAUT K TSKEIOMY MOPAKEHHUIO
HC, nposiBasironieMycsi, B YaCTHOCTH, B BUAE HapYILICHUS YMCTBEHHOI'O pa3-
Butua. B PecnyOnuke bemapyck 310 3a0osieBaHuMe BCTpedaeTcs ¢ 4acTOTOM
1 : 6000 HOBOpOXKIEHHBIX. B roj BoisiBIAETCS npuMepHO 15—20 HOBOPOXKIECH-
HBIX C Takoi maTtosorueit. Takum oOpazoM, crucTeMa MacCOBOTO CKPUHWHTA Ha
®KY cnacaet ot riry6okoit nHBanuaHOCTH A0 20 neTeit B To/.

B MKB-10 3a6oneBanue peructpupyercs B pyoOpuke cleayronmm oopa-

30M: Kiaccuueckas penmnkeronypus — E70.0; npyrue Buabl runepdenniana-
HuHemun — E70.1.

MNaToreHes
Cxema merabonuszma A npencraBieHa Ha puc.

KaTa60nm3T Benka Katabonuam Gernka
SEHUNATTAHVH ———— TUPOS3NH
deHnnanaHnHrngpokcmnasa
OAAT TuposuHasa
CwuHTtes 6enka PenunnupysaT CwuHTes benka

AunokcudennnananumH MenanvH ApgpeHanuH HopagpeHanuH

Puc. Merabonms3m ennnanannna



B GonbmmnacTBe cityyaeB B ocHoBe DKV nexut nHegocrarounocts DA —
¢depmenTa, 0OeceunBaloIIero OJUH U3 3TanoB mnpeBpaiieHus @A B TUPO3UH.
B pesynbprare noseimaercs conepxkanue @A B cblBOpoTKe KpoBu 10 20-30 Mr%
(1200-1800 mxmow/n) ipu HOpMe 2—6 Mr% (120-360 mxmouib/in). B mpoiiecce
nezamuHupoBanus u3 ®A oOpazy deHwndTWIaMUH, (DEHUIMOJIOYHAS,
benunykcycHasi, GeHUITUPOBUHOTD: 1 kucyora u ap. [locrynaromuii B op-
rauu3M OA uJeT Ha MOCTpOeHUE OENKOBOM LIENH WM MPEBpaIaeTcsi B TUPO-
3uH. OtcyTcTBHe B neueHn DAL mpenarcTByeT HOPMaIbHOMY IMPEBPALLEHUIO
@A numum B Tupo3uH. [loatomy DA ucnons3yercs Julllb MPU CUHTE3E Oelka,
n30BITOK B BUJE (DEHWIMUPOBUHOTPATHON KHUCIOTHI M (HDEHUIITHIIAMHHA OT-
KJIJIIBAE€TCSl B TOJJOBHOM MO3re, (PEHWIyKCYyCHAsi HAKaIIMBAETCs B IEUYEHH,
a (peHUIMOJIOUHAs, MOCTyMas B MOYKU B BUJAE KETOHOBBIX TEJ, BBIBOJUTCS C
Mo4oil. IMEHHO BblJieJieHHEe B U30BITKE C MOYOW (PEHUIIKETOHA M JAJI0 Ha3Ba-
HUE «(PEHUIKETOHYPUS.

[Iponyktel MeTabonu3ma DA OKa3bIBalOT TOKCMYECKOE BO3JECHCTBUE HA
rojoBHOM Mo3r. CyuTaercsi, 4TO OCHOBHOM Bpeasiuuid 3(Q(exT oka3bIBaeT
(GEeHUIITUIIAaMHUH, XOTS JIONYCTHMMO, YTO ONpEIEJeHHas poJib MPUHAIJIEHKUT
nepuuuTy psla aMUHOB, CYUIECTBYIOUIMX B HOpMe. BTOpuUYHO Hapymaercs
OoOMEH THUpO3WHAa U TpUnTo(daHa, YTo MPUBOAUT K HEAOCTATOYHOMY 0Opa3oBa-
HUIO HOpaJIpeHaInHa, aipeHannHa, 1ohaMruHa U MEJIOHHHA.

Ectps 1 npyrue tunsl hepMeHTAaTUBHBIX HapylieHui, Beaymme k PKY, tak
Ha3bplBaeMble aTunu4Hble popmbl. Ho B m000M ciyyae KIMHMYECKash KapTHHA
3a00JIeBaHNs PAa3BUBAETCS TOJBKO Yy TOMO3MIOT, YHACJIEAOBABUIMX 110 OJHOMY
[IATOJIOTUYECKOMY I'€HY OT KaXKJI0T0 U3 POJAUTENIEH — I'eTePO3UTOTHBIX HOCUTE-
Jed MyTtanTHoOro reHa. Tak kak @KV Haciaemyercss 1mo ayToCOMHO-perec-
CUBHOMY THUITY, 3a00JIEBaHHE BO3HUKAET, KOI/1a 00a pOAUTENS] — HOCHUTENH IeHa
®KYV. B rakom Opake pokaeHue 00JIbHOT0 pedeHKa coctapisieT 25 %.

BapunaHTbl PKY

®ennakeronypus I. Kitaccuueckas pennnkeronypus onucana A. Folling
B 1934 r. 3a0oneBaHue HaciaeayeTcs 0 ayTOCOMHO-PELIECCUBHOMY THITY U BbI-
3BaHO MyTalMEU I'eHa, JOKAIU3YIOIIErOCs B JNIMHHOM Iuiede 12-i XpOMOCOMBI.
YacToTa cpenu HOBOpoxkAeHHBIX kosebnercs ot 1 : 5000 xo 1 : 14 000.

B ocHoBe 3aboneBaHus nexutr AehpuuuT ¢depmeHTa (QeHuIanaHuH-4-
IUIpOKCUiIas3bl, obecneunBatoniero npespaunieHue @A B Tupo3us. B pesyinbra-
T€ METa0OJINYECKOTo OJI0Ka MPOUCXOIUT 3HAYUTEIHHOE HAKOIUIEHHUE B TKaHSIX
U KUAKOCTSIX O0sbHOro opranu3Ma @A u ero MeTaboiIUTOB: GEHUIITHUIIAMUHA,
(heHmIMONI0YHOM, (PeHUITYyKCYCHOH, (heHUIMUPOBUHOTPATHON KUCIOT, (heHUJI-
aleTIITIIOTAMUHA U JP.

B nmaroreneze ®KVY umeroT 3HadueHUE CIEAYIONME MEXAHU3MBbI:

— mnpsaMoe Tokcuueckoe aeicteue Ha [JTHC DA u ero mpou3BOIHBIX;

— HapylieHue B 0OMeHe OeNKOB, JTUMO- U TJIUKOMPOTEHIOB;
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— PaccTpOMCTBA TPAHCIIOPTAa AMUHOKHUCIIOT;

— HapylleHue MeTadoJu3Ma FTOPMOHOB;

— HapyleHue oOMeHa MOHOAMHMHOBBIX HEHPOMEIUATOPOB (KaTeXOJIaMHU-
Ha ¥ CEpOTOHMHA);

— HapyueHue (pyHKIMM TEYEHH: AUCTIPOTEMHEMUs, T'€HEepaJTu30BAHHAS
rUNepaMUHOALUIEMUs, METa0OIMYECKUM alu103, HAPYUICHUE OKUCIUTEIbHON
1 OCJIIKOBOCHUHTE3UpYIOer (PYHKIIUH.

®ennakeronypusi Il. Bnepsoie atunuunas ®KVY ommcana I. Smith B
1974 r. 3aboneBaHue HacleqyeTCsl IO ayTOCOMHO-PEIECCUBHOMY THUIY U BbI-
3BaHO J1e()eKTOM reHa, JIOKAJIU3YIOIIET0oCcsl B KOPOTKOM Iiede 4-ii XpOMOCOMBI.
YacroTa cpenur HOBOpOKACHHBIX Kosiebercs ot 1 : 100 000.

B ocHoBe 3aboneBanus — HEIOCTATOYHOCTh (DEPMEHTA TUTHAPONTEPHU-
JUHPENYyKTa3bl ¢ HAPYILIEHUEM BOCCTAHOBJIEHHUS aKTUBHOW (DOPMBI TE€Tparui-
poOuonTeprHa, y4acTBYIOLIEr0 B KauecTBE KOPAKTOpa B TMAPOKCUIMPOBAHUU
@A, tupo3una u tpuntodana. Benenctsue sToro pasBuBaroTcs mMetadoinye-
ckue OJOKM Ha myTAx mnpeBpamieHuss @A B THUPO3HMH, a Takxke 0Opa3oBaHUS
MIPEAIIECTBEHHUKOB HEUPOMEINATOPOB KaTEXOJIAMUHOBOIO U CEPOTOHMHOBOTO
psana L-godsl u S-okcutpunrodana, 4To mOATBEPKAACTCS PE3KUM CHUKEHUEM
COJIepKaHMUsI B TKAHIX U KUJIKOCTSAX OOJIBHOTO OpraHM3Ma UX KOHEYHBIX MPO-
OYKTOB — TFOMOBAaHWIMHOBON U 5-OKCUHAOJYKCYCHOW KHCJIOT. PaHO Hauatoe
JedeHre crnocoocTByeT HopManuzanuu MA B KpoBU, OAHAKO, HE TIPEAYITPEK-
JAeT MOSIBICHUE KIMHUYECKON CUMITOMATUKHU, KOTOpas pa3BUBAETCs B Hayaje
BTOPOro nosuyroaus xu3Hu. @eHmnketonyputo Il Ha3pIBarOT 1HMETOPE3UCTEHT-
Hou OKY.

®enunkeronypus III. Onucana S. Kaufman ¢ coast. B 1978 r. 3a0oe-
BAHME HACJIEAYETCS IO AyTOCOMHO-PELECCUBHOMY THILYy M CBSI3aHO C HEIOCTa-
TOYHOCTBIO O-IUPYBOMITETPATrUAPONTEPUH CUHTETA30M, YUaCTBYIOIIEU B IIPO-
LIECCE CUHTE3a TeTparuapooronTepuHa. JIokanusanus reHa B HaCTOALLEE BpeMs
HE yTO4YHeHa. Pa3BuBaromuecs mpu 3TOM pacCTpOMCTBA CXOAHBI C HAPYIIEHUS-
mu nipu OKVY II. Yactora 6ose3nu coctapiser 1 : 30 000 HOBOPOXICHHBIX.
Oenwikeronypus Il Takke 1MeTOpE3UCTEHTHA.

Martepunckasa penunkeronypus. B 1956 r. C. Dent nan Ha3zBaHue co-
CTOSIHUIO, MOJYUYMBIIIEMY Ha3BaHHE «MaTepUHCKas (eHUIKEeTOHypus». JlanHoe
3a0osieBaHuE OOYCJIOBIECHO pa3pabOTKON M IMUPOKUM BHEIPEHHEM METOJIOB
nedenus OKY. 31o npuBeso K ToMy, YTO MHOTHE OOJIBHBIC KCHIITUHBI JJOCTHT -
JU JIETOPOJHOTO Bo3pacTa. Y jaeTed TakuxX >KeHUIMH HEepeAKO HaOII0AaroTCs
MUKpoIedaauss U BpOXKICHHBIE TIOPOKU CEP/Illa, MOBBIIIEH PUCK YMCTBEHHOMN
OTCTaJIOCTH, (UCTYA 3aHErO MPOX0JIa, AUCILIa3Us Ta300€JPEHHBIX CyCTaBOB
TUApoLee, TUNOCHAAus, Majble aHOMAJIWH. IIOCKOJIBKY I€TH XEHIIUH C
OKY — HOcHUTENM TOJIBKO OAHOTO PELECCUBHOrO MyTtaHTHOro reHa ®AI', Ha-
PYIICHUSI Pa3BUTUSA Y HUX OOBSICHSIOTCSI MTOBBIIEHHBIM ypoBHEM DA B KpOBU
O0epemenHol. YpoBenb DA, OezonacHbIl 111 OEpEMEHHOM U HE MPEenATCT-
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BYIOIIMIT HOPMAJIbHOMY MOCTHATaJbHOMY Pa3BUTHIO, MOXKET ObITh OMACHbIM
IUIA TUI0/A.

KnuHnyeckas kKapTuHa

Hetn ¢ ®KVY, kak mpaBwiio, poxKaar0TCsd B CPOK C HOPMAJIBbHOM MacCOM.
Hukakux KIMHUYECKUX OTKJIOHEHUW Yy HOBOPOXKICHHBIX HE HaOJIOAACTCH.
Ecnmn He mpoBOAMTH AMETOTEpANMIO, TO PA3BUTHUE TAKUX JETEH HECKOJIBKO
3aMEIIJICHO, HO B MEPBBIC MECSIBI KM3HU OHO PAacCMAaTPUBAECTCA KaK HOpMa
U JIMIIb K 6—8 MecsAlam 3aJepxKa ICUXOMOTOPHOTO Pa3BUTHUSI CTAHOBUTCS OYe-
BUJHOW. B nanbpHeimeM B HaumOOJIbIIEH CTENEHU CTpadacT Pa3BUTHE PEUH.
[ToMUMO 3a7€PKKU NMCUXOMOTOPHOTO Pa3BUTHS OTIWYAIOT CUMIITOMBI IOBbI-
HIEHHOW BO30YMMOCTH U PBOTHI.

IIpuMepHO y '/3 HeleYeHbIX AeTeil Pa3BUBACTCS HK3eMa, COXPAHSFONIASCS
10 3—4 net. TunuyueH cBOeOOpa3HbIi «MBIIIMHBINY 3aMax OT MEJICHOK, CBsI3aH-
HBIM C HATMYMEM B MOYE HETIPUSATHO MaxXHYIICH (EHUITYKCYCHONU KHCIIOTHI.

CornacHo KJlaccM4eCKUM TpeacTaBieHusM, y aeteil ¢ ®KY cernas ko-
’a, TOyOBIe ri1a3a, ppKUE BOJIOCHI, OJTHAKO YacTo mpuxoautcs suaetb DKV u
y TEMHOBOJIOCBIX JIETEN C KapUMH IJa3aMH, OJTHAKO, 3T JIETH BCErJa CBETIIEE
CBOMX POJHTENCH M 3M0pOBBIX OpaTbeB U cectep. Ilpumepno y '/ ciydacs
OTMEUAKOTCS TOHHKO- WJIM MHOKJIOHHYECKHE cyaoporu. [lomumo 3anepikku
MICUXUYECKOTO PAa3BUTUSA €CTh HEBPOJOTMYECKUE HAPYIICHUS: IMOBBIILICHHBIN
MBIIIEYHBIN TOHYC, BBICOKHE PE(IIEKCHI, MOSBICHUE MATOIOTUYECKUX pedIiek-
COB, KJIOHYCBI, MEJKHI TpPEMOp, MOCTOSHHBIE HENPOU3BOJIbHBIC JIBUKCHUS
najablEB, BpallaTeabHbIE ABUKECHUS PYK WM pACKauMBAaHHME Tejla U3 CTOPOHBI
B cTOpoHy U MuKpouedanus (68—94 % ciyuaen). [Ipu snnedanorpabuu unm
KOMITBIOTEPHOU ToMoOTrpaduu OOHAPYKUBAIOTCS MPHU3HAKK aTpoduu KOpbI
TOJIOBHOT'O MO3ra.

B HekoTOphIX ciiydasx 3a/iep’KKa NCUXUYECKOrO Pa3BUTHUSL BBIPAXKEHA HE
cuiibHO, JeTH ¢ PKY MoryT yunthes B mIKoJIaX U B JAIBHEHIIEM BBINOIHSATH
HECTIOXKHYI0 padoTy.

AnarHocTtuka n aucpdepeHumanbHbIN AUarHo3

B Pecny6uke benapyce ¢ 1978 r. o6cnenoBanuio Ha ®KY moiexar Bce
HOBOPOXJICHHBIC JETH, IOHOLICHHBbIC Ha 3-i JI€Hb, HEJOHOIICHHbIE Ha 7—14-¢
CYTKH XW3HU. MaTepuanom I UCCIECIOBAaHMS SBISETCS KallWLIIpHAs KPOBb,
B3sTasl U3 MabIa TPAIUIIMOHHBIM CITIOCOOOM.

TecTupoBaHHE MPOBOJIUTCS B KIMHUKO-AUATHOCTHYECKOW T€HETHYECKOU
naboparopun PecnyOnukaHckoro Hay4dHo-npaktudeckoro uentpa (PHIILL)
«Martb u 1uta» B cyxux npobax kpoBu. CkpuHupyromum tectoM Ha OKY sB-
nsercs omnpenenenne PA  ¢aroopoMerpuueckuM MeTojnoM. ['panuiieil Hop-
MajbHBIX 3HaueHud DA sBngercs koHueHTpauus 180 mxmouns/n. [Ipu npesbi-
IMIEHUU 3THX 3HAYEHUI OCYLIECTBISETCS MOBTOPHOE TECTHUPOBAHUE, KOTOPOE



JIOJKHO OBITh MPOBEACHO 10 ABYXHEAEIBHOTO Bo3pacta pedenka. IIpu coxpa-
HEHHUM ITOBBIIEHHOTO YpoBHS DA pEeKOMEHIyeTCs B TPEXIHEBHBIM CPOK TOC-
nutanu3upoBaTh pedenka B PHIIL «Matb u nutsa» 1uist Bepudukanuu JuarHo-
3a, Ha4aJla Teparuy U KOHCYJIbTAallMM Bpada-reHETHKa.

Bepuduxkanus quarsosa BKIIOYAET:

— onpezaeneHue KoHueHTpanuu @A B CBIBOPOTKE KPOBH;

— ompeneneHue (GEHUITYKCYCHOW U (DEHHIMUPOBUHOTPAAHOW KHUCIIOTHI
B MOYE;

— HCKIIIOUYECHUE MPOYUX HACIEACTBEHHBIX Ae(PEKTOB MeTadoIu3Ma 10 ce-
JIEKTUBHOM CKPUHUPYIOLIEH IporpaMMe: aMHUHOKHUCIIOTBI, IPOCTHIE YIJIEBOAbI,
[JIMKO3aMUHOTJIMKAHBI;

— 00mui aHaau3 KpOBU;

— 0o0mMi aHAJIM3 MOYH;

— MoJekyJsapHo-reHetnyeckuil ananu3 (JHK) marmuenta u poaureneit
(ompenenenue oCHOBHBIX MyTanuii rena ®AT).

JlonmoHUTENbHAS THArHOCTHKA (110 TTOKA3aHHUsIM):

— OMOXMMHYECKOE UCCIIEIOBAHUE KPOBU: KOHIIEHTpalus 001iero Ousu-
pyOuHa, oOmiero Oeika, OMNpENEICHHE AaKTUBHOCTH aclaparuHOBOM aMu-
HoTpaHchepassl (AcAT), anannHoBoM amuHoTpaHchepasnl (AnAT);

— ynbTpa3BykoBoe uccienopanue (Y3U) rogoBHoro mo3sra;

— Y3U oprasoB OpOIITHOM MOJIOCTH.

Camo 1o cebe mosbitieHue A B cbIBOpoTKe He Beeraa roBoput o OKY,
3TO MOXKET ObITh runeppeHmwIaIaHuHeMus. Y HeJNeUeHbIX JeTed OTMedaeTcs
HEBPOJIOTMYECKAs] CUMITOMAaTHKa (BAJOCTb, OTCYTCTBHUE HHTEpEca K OKpY-
KAIOIIEMy, MOBBIIICHHAS Pa3IpaKUMOCTh, CPBITMBAHKUE, PBOTA, CYJIOPOKHBIN
CUHJIPOM).

B xpoBu HaOmopaercs noselieHne ®A u cHuxeHue tupo3uHa. B moue
OTIPEETSIOT MOBBIIIEHHOE coep)kaHne (HEeHWIMHUPOBUHOTPATHON U (DEHUITYK-
CYCHOM KHUCJIOT.

Panbiie as BbIsiBIEHUs1 3a00sieBaHUSl MpUMEHsUIach npoba denuHra Ha
(eHUIMMPOBUHOIPAJIHYIO KACIOTY B MOY€, KOTJJa HECKOJIBKO Kamelb 5%-HOoro
pacTBOpa TPEXXJOPUCTOTO jKelie3a M YKCYCHOM KHUCIOTHI B MO4Y€ OOJIBHOIO
OPUBOAMIIO K MOSIBJICHUIO 3€JIEHOM OKpacku IisiTHA Ha mneneHke. Ceilyac
UCIOJIB3YIOT MUKPOOHOJIOTMYECKU U (I0OPOMETPUUYECKUN METOJIbI OIpeie-
neHus koHueHTpauuu @A B kpoBu. TOYHO onpenenuTs aMUHOKHCIIOTHI O3BO-
JSIeT TOHKOCJIOWHAS WIIH JKUJIKOCTHAs XpomaTorpadus U Macc-CIIEKTPOMETPUS,
NO3BOJISIIOIIME BBIIBUTH BECH CIIEKTP AMUHOKHUCIIOT.

B Hactosmee Bpems pa3paboTaHbl W BHEJPEHbI  MOJEKYJSPHO-
T€HETUYECKUE METO/IbI BBISIBIECHUS T€HHOTO edexTa. OObEeKTOM HCCIIeJ0BAaHUS
MOTYT CIYKUTh JTUM(OIUTHI, aMHUOITUTHI, KIETKH XOpHOHA. MyTaHTHBINA TeH
JUArHOCTUPYIOT OMpPENEICHUEM Pa3jINYHbIX MO MOIUMOPPHU3MY IJIMH PECT-
puKIMOHHBIX (pparmenToB ramnotunoB JHK, uccienoBanueM cekBeHUpylo-
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men nocienosarensHocty [JHK meTonoM nonmmepasHoW LENMHON peaknyuy U
ruOpUAN3AINH C aJlIeNb-CHeU(PUIECKUMH OJUronykKiIeotuaamu. [locmeanmii
METO/1 MOJYYUJT HanboJIblliee MPUMEHEHNE B CBA3HU C BHICOKON UYBCTBUTEIBHO-
CThIO, TOYHOCTHIO U CHEUU(PUUHOCTBIO. DTO 00YCIABIMBAET 3HAYMMOCTh MOJIE-
KYJISIPHO-T€HETUYECKUX CIIOCOOOB BBISBIICHUS MYTaHTHOTO T'€Ha, B YaCTHOCTH,
Ha OCHOBE I'€HHBIX 30HJ0B HE TOJBKO ISl YCTAHOBJICHMS 3a00JIeBaHUS B TPY/I-
HBbIX ISl JUArHOCTUKHM CJIy4dasiX, HO W JJI1 ONPENENICHHs] TeT€pO3UTrOTHOTO
HOCHUTENBCTBA U MPEeHATAIbHOU nuarHocTuku OKVY.

BrlsiBlieHHE TETEPO3UTrOT MOXKET MPOBOAUTHCS U OMOXUMHUYECKUM TECTOM
nocie Harpy3ku @A B 103e 25 MI/KT.

Huetopesuctentabie hopmbl ODKY nuarHoCTUpPYyOTCS IPU TTOMOIIIH:

— HCCcle0BaHus OMONITEPUHOB MOYH;

— TEepOopaJbHOr0 Harpy304YHOr0 TE€CTa C TETParuIpoOMONTEPHUHOM (Uepes
4—6 4acoB MocCje OJHOKPATHOW HArpy3KH B J03€ 7,5 MI/KT MacChl Tela PEe3KO
CHU)KAeTCsl U HopMaiin3yeTcsl ypoBeHb DA B KpOBU € OJTHOBPEMEHHBIM ITOBbI-
HIEHUEM YPOBHS TUPO3UHA, a Npu Kiaccuyeckoi KV storo He Habmo1a€TCSA);

— HCCJEAOBAHMS aKTUBHOCTU JUTUAPONTEPUAUHPENYKTA3bl U 6-ITUPYBO-
WITETPAaruApONTEPUHA CUHTETA3bl B KYJIbTYype KOXKHbBIX (pruOpoOIacToB, IpUT-
POLMTOB, TENATOLUTOB.

JuddepenunanbHplii [uarHo3 MpoBOAAT C JIPYTMMU HACJEICTBEHHBIMU
HapylIEHUSIMA OOMEHa BEIlleCTB, COMPOBOXKIAIOIIMMUCS 3aJEPKKOM MCUXOMO-
TOPHOTO Pa3BUTHUSA, C 3HIIE(ATONATUAMU TMIOKCHYECKOTO U TPAaBMaTUYECKOTO
reHe3a, BHyTpUYTPOOHBIMU MH(EKIHSIMHU.

JleueHue

Tak kak KIMHAYECKasl KapTUHA 3a00JIEBaHMS Pa3BUBAETCS JIMIIb MIPHU TO-
crymienud @A B opranusm pedeHKa ¢ MOJIOKOM, To s Jieuenns PKY HazHa-
4yaeTcs CIeUHalIbHAs JHeTa C MCIOJIb30BaHUEM AMUHOKHUCIOTHBIX CMECEW, He
conepxamux (eHUJATaHuH JUO0 COIepKAIIUX €ro B HEOOJBIIMX KOIHYECT-
Bax. AMMHOKHUCIIOTHBIE CMECH JOJDKHBI BKIIIOUATh JOCTATOYHO HE3aMEHHUMBbIE
aMUHOKHUCIOTBI. Mamy O0JIbHOro pedeHka 00y4aroT pacueTy NUTaHUs B 3aBU-
CUMOCTH OT Macchl peOeHka u ypoBHs DA B chIBOpoTKe KpoBH. B mporecce
JedeHus nepuogudecku onpenessitor @A B KpoBH, B cilydae HEOOXOJIUMOCTH B
JTIUETY BHOCAT KOPPEKTHUBHI.

Ecnu neyeHne HayaTo 10 MOSIBJICHUS KJIMHUYECKMX HApyIIEHUH, TO mpa-
BWJIBHO MOJ00paHHas aueTa 00ecleunBaeT HOPMaJbHOE pa3BUTHE peOCHKA.
Ecnu neyenne Hauato, KOrja KJIMHUYECKUE HAPYILICHUS YK€ €CTh, PE3YyJIbTAThl
OyIyT 3aBHCETh OT BO3pacTa peOeHKa U CTEIEeHH TSKECTH 3aboseBanus. Jleue-
HUE, Ha4YaToe Mociie To/ia, MPaKTUYEeCKH Beeraa He 3P PEeKTUBHO.

Panee ObUTO MPUHSATO IPOBOIUTH JUETOTEPAIHUIO 10 6 JeT (MOCKOIBKY To-
JIOBHOM MO3T HanboJiee YyBCTBUTENEH K TOKCUYECKOMY JielicTBHI0O DA UMEHHO
B 3TOM BO3pacTe). 3aTeM [UETOTEpallhi0 peKoMeHAoBaiu 10 12-14 ner.



B Pecny6nuke benapycs cormacno mpuka3zy M3 Pecy6muku benapycs Ne 781
ot 07.08.2009 r. OecraTHOE 0OECHEUYEHHE CIEUUATU3UPOBAHHBIMU CMECSIMU
npoBoauTcs 10 18 ner. B nmocnenHee Bpemsi yCTAaHOBJIEHO, YTO TOJIOBHOW MO3T
cTpanaer ot u30biTka @A Ha NPOTSHKEHUM BCEH KU3HH, MOITOMY JIUETY PEKO-
MEHYIOT COOMI0aTh BCIO OCTaBIIYyIOCA *KU3Hb. [loTpedHOCTh oprannsma B @A
3aBUCUT HE TOJBKO OT BO3pacTa U aKTUBHOCTH, HO U OT MHAMBUYaJbHOM Iie-
PEHOCUMOCTH, OOYCIIOBJIEHHOM CTENEHbI0 OCTATOYHOM aKTUBHOCTH (pepMeHTa
OAI'. OgHako HEOOXOJUMO MOMHHUTBH, YTO HEAOCTATOUYHOE moTpedsienue OA
TaK)Ke OMacHO, KaK U U30bITOYHOE.

Jlia obecrieyeHust pebeHkKa OETKOM Ha3HAYar0T AMHUHOKHUCIIOTHBIE CMECH,
nuiieHHble DA, KOTOpbIE CTAaHOBSATCSA TIJVIABHBIMH IIPOJYKTaMH IHUTaHUSA,
obecrieunBaOIIMMU TTOTPEOHOCTh B Oenke: 10 1 roma ucmoib3yroT «MIMumn
OKVY-0», «Jlodpenonak», «Dernmin-Opu», «Adenunak»; ¢ 1 roga 1o 4-5 ner —
«MAmun OKV-1», «Terpadpen», «bepnoden», «Amontm», «l'umodenary,
«Hodenan»; crapme 5 ner — «MAmun OKVY-3», «Terpaden», «Hodeman»
(mpun. 1, 2).

Creunanu3upoBaHHbIE CMECH TMPEACTaBIAIOT COOOM aganTUPOBAHHbIE
cMecu 1o Oenkam, >KUpaM U YTrjieBoJaM. belKOBBIM KOMIOHEHT MpE/ICTaBICH
Habopom 17 amuHokucnot; He cojepxutr PA. [loBbiieHO conepkaHUEe aMu-
HOKHUCJIOTHI TUPO3UHA, AePUIUT KOTOopoi BeipakeH npu OKVY. Kupsr cocrost
U3 CMECU KYKYpPY3HOT'O, COEBOIO U KOKOCOBOI'O PAaCTUTENIbHBIX MAaCEll, C KOTO-
pPBIMU OpraHU3M IOJy4aeT HEHACBILIECHHBIE >XUPHBIE KHUCIOTBL. YTJIEBOMBI
MPEJICTABICHBl MaJIbTOJAEKCTPUHOM. MMUHEpaIbHbli WU BUTAMHUHHBIM COCTaB
Mo100paH B COOTBETCTBUU C BO3PACTOM peOCHKA.

[Muranue pedenka ¢ ®KY Ha3zHayarOT B 3aBUCMMOCTH OT BO3pacTa U Mac-
Chbl T€Ja, OPUEHTUPYSACh HA HOPMbI (PU3HOJOTMYECKUX NOTPEOHOCTEN ISl 310-
POBBIX J€TEH, OJJHAKO, KOJIMYECTBO OEJKa B PAllMOHE MOXKET OBITh YBEJINYEHO

(Tabm. 1).
Tabnuya 1

HNurpennentsl nuim y aereil ¢ ®KY pa3jn4yHbIX BO3PACTHBIX TPy

Bec Tena, DA, EcTecTBeHHBIN OB Genox Kupsl, | Yraesoasl, | Kan s
KI MI/KI/CyT | 0eJIOK, I/cyT (ect. benok + Geaok r/eyT 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




| 120 [ 270 | 6,5 | 2,4 | 40 | 142 [ 1100 |

Oxonuanue maobn. 1

Bec Tena, DA, EcTecTBeHHBII O6wmii Getox Kupsl, | Yraesoasl, | Kan s
(ecT. DeJIOK + OeJIoK
KI MI/Kr/cyT | 0eJoK, r/cyT r/cyT r/cyT CYTKH
CcMeCcH), 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 1,9 64 226 1750
30,0 16,0 9,6 1,8 77 276 2100

Benenue neyeHus:

1. letu ¢ ®KVY no nuerorepanuu roCIUTATU3UPYIOTCS B MHPEKITMOHHOE
ornenenre HoBopoxkaeHHbIX PHIIL] «Mate u nuts», T/1e HaOII0Mar0TCS Bpa-
YOM-TE€HETUKOM, BpadyoM-MeauaTpoM M (10 TOKa3aHUAM) BpadyoM-HEBpOIIa-
TOJIOTOM.

2. Benenue nuetorepanuu CMEChI0 aMUHOKHUCIIOT OCYIIECTBIISIIOT B T€Ue-
HHE 6—7 THEW: €KETHEBHO OJTHO KOPMJICHHE 3aMEHSIETCA CMEChI0O aMUHOKHCIIOT
(mox koutposnem DA).

3. B nmanpHelmem poguteneit pebeHka 00y4aroT pacyeTy MUTaHUS B 3a-
BHUCHUMOCTH OT CyTOUHOM noTpedHocTu DA 1 Macchl Tena.

OoOpasen pacuera aumerbl. U1 mpumepa pacCMOTPUM COCTABIICHHE
JUETHI 1)1 peOeHka 3,5 MecsI1eB ¢ BECOM 6 KT

1. JInsg pacuera CyTOYHOM MOTPEOHOCTH B 3aBHCUMOCTH OT BO3pacTa
pebeHKa BOCIIONIb3yeMCsl «00BEMHBIMY CITOCOOOM pacueTa MUILU:

— ¢ 2 510 6 uenenp — 1/5 MaccChl TeJia;

— or 1,5 10 4 MecseB — '/ Macchl Teja;

— 0T 4 110 6 MecsLEB — '/; Macchl Tea,;

— 0T 6 10 12 MecsieB — /g Macchl Tea.

IIpu 3TOM 00BEM MUK HE JOJKEH MPEBBILIATH | TUTpa B AeHb. B Hamem
ciydae pedeHKy 3,5 MecsleB U Bec 6 Kr, CIe0BaTEIbHO, €r0 00beM MUIIIK:

X =6000:6=1000 mm.

2. Jlns pacuera cytouHoro kosmyectBa DA, ecTeCTBEHHOro W OOLIETrO
Oenka, >kKupa, YIJIEBOJAOB M KaJOpHUM 1Jii JAHHOTO peOeHKa BOCIOJIb3yeMCs
Tabm. 1:

— (enunananuu: 44 - 6 = 264 mr;

— eCTeCTBEHHBIN OeoK: 5,3 1

— o0mmii 6enok: 3,5-6=21r;

— ©Oenok cmecu aMHHOKHCIOT «M/JImun ®KY-0»: 21 — 5,3 =15,7;

— xkup: 23 13

— yraeBoabl: 97 T;
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— kanopun: 710 xai.

3. Hanee paccuMTbiBaeM O0BEM CMECH, C KOTOPOH pEOCHOK MOIYyYUT
JIOCTATOYHOE KOJIMYECTBO OEJIKOB, JKHPOB, YIJIEBOJOB U KaJIOPHUH, MPU STOM
kojimyectBoO DA He MOKHO MPEBBINIATH JAOMYCTUMOTO YPOBHS. MOXHO HC-
M0JIb30BaTh IPYJHOE MOJIOKO JHMOO MOJOYHYIO CMECh, MPEIHA3ZHAUYCHHYIO IS
MUTaHUs TPyAHOro pedeHka »Toro Bodpacra. ConepkaHue Cyxod cMmecHu Oel-
KOB, JKUPOB, yriaeBoAoB U kanopuii B 100 r ykazaHo Ha ynakoBke (JJ11 HEKOTO-
pPBIX CMECel W JIpyrux MPOIYKTOB HYXKHO IOJIb30BAaThCA T'OTOBOM Tabiuien
U3 npwi. 1, B KOTOpo# cojiepkaHue dTUX BemiecTB gaHo Ha 100 T mpoaykTa).
Jlist Toro, uro6s! HaiiTh konuyecTBO DA B 100 T cyxoit cmecH, TaHHBIX O KO-
TOpOH HET B TabJIMIIEe, MOYKHO MOJIb30BATHCS CIICAYIOMIUM COOTHOIIEHUEM:

B 1 r 6enka — 50 mr ®A
10,9 r 6enka (100 r cyxoit cmecu «bennakt») — x Mr @A;
x=10,9 - 50 = 545 mr ®A B 100 r cyxon cmecn «bemmakTy.

PaccuntbiBaeM KOIM4YeCTBO cMecH «beiakT» ucxoas u3 Toro, 4to peode-
HOK JTOJKEH NOJMy4YuTh 264 Mr @A B CYyTKH, U COCTABJISIEM MIPOIOPLIUIO:

100 r cmecu «bemnakr» — 545 mr ®A
x I cmecu «bennakty — 264 mr @A;
x =100 -264:545=48 .

Haxonum konuuectBo Oenka B 48 r «bemnakmy:
100 r «benmak™» — 10,91
48 r «bemmakTy — X T
x=48-10,9:100=5,2T.

Haxonum konuuecTBo xKupa B 48 1 «bemmakmy:

100 r «bemmakTy — 26,5 T
48 r «benmakTy — X T}
x=48-26,5:100=12,7r.

Haxonum konmnuectBo yriieBonoB B 48 r «bemnakm:

100 r «benmakt»y — 56,2 T
48 r «bemmakT»y — X T;
x=48-56,2:100=27r.

Haxonum xonmuuecTBo kanopuii B 48 1 «bennakT»:

100 r «bemnakt» — 507 kain
48 r «bemmakT»y — X Kal;
x =48 - 507 : 100 = 243 xamn.

4. 3amnucaB MOJIyYeHHbIE TaHHbIE B Ta0IMITy (Tabm. 2), MBI BUIMM, YTO pac-
CUMTAHHOE KOJIM4YeCTBO cMecu «bemmakty He obOecreunBaeT peOeHKa TOJHO-
CThIO Oelkamu, KMpamMH U yrieBojamMu. HemocTaTok 3TUX MUIIEBBIX WHTPEIN-
€HTOB BOCHOJIHSETCA MPU A00aBIECHUU cMecH aMUHOKUCTOT «MImun OKY-0».

KomnuectBo «M/Imun ®KVY-0» paccuuTeIBalOT HCXOAS M3 TOrO, YTO C
ATOW CMECBI0 HYXXHO AaTh Hemocrtaromme 15,8 r Oenka (5,2 T peOeHOK yxe
noJiyyuii co cMechio «bemnakTy). CocTapisieM MPONOPILUIO:
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100 r «MImun ®KVY-0» — 13,0 r 6enka
x T «M/mun ®KVY-0» —15,8 T 6enka;
x=100-15,8:13 =122 r «M/muin OKY-0».
Oenmnananud B «MImuin KY-0» oTcyTcTBYyET.
Haxonum xonuuectBo xupa B 122 1 «Mmuin OKY-0»:
100 r «kMIMusn ®KY-0» — 23,01
122 r «MImunn OKY-0» — x 1
x=122-23:100=28,1r.
Haxoaum konuuectBo yriieBogoB B 122 1 «MJImun OKY-0x:
100 r «MImus1 ®KY-0» — 54,0
122 r «MImunn ®KY-0» — x 1
x=122-54:100=659r.
Haxonuwm xonmnuectBo kanopuii B 122 r «M/Imun OKVY-0»:
100 T «MImun OKY-0» — 475 kan
122 v «MAmun OKY-0» — x kai;
x =122 -475:100=1579,5 kan.
Tak kak peOeHky Heobxomumo aath 1000 mMia cmecu, TO pacCUUTaHHBIE
48 r cmecu «bemtakt» u 122 v «MImun ®KY-0» pactBopsiem B 1000 M1 BObI.
[Tocne cocraBiieHuss TaOIUIBI HAO OLICHUTH HEOOXOJMMOE KOJIHMYECTBO

6€J'IKOB, JKHUPOB U YIUICBOAOB C UX COACPIKAHNCM B PACCUHNTAHHBIX ITPOAYKTAX

(Tabm. 2).
Tabnuya 2

PaccuuranHblii 1 He00X0AUMBIH 00beM NMUTAHUA /151 pedeHka ¢ DKY

HaumeHnoBanue DA, Ecr. - Obuuii | Bexoxk Kupnbl, | Yrieso-
Oo0bem, r 0eJIoK, | 0€JI0OK, | cMecH, Kaax
NUTAHUA MI/CyT r/eyT |Aapl, r/cyT
r/cyT r/cyT r/cyT
CmMmech «bennakT 48 264 5,2 5,2 - 12,7 27 243
M/Imun GKY-0 122 0 0 15,8 15,8 28,1 65,9 [579,5
Boma o 1000
Bcezo| 1000 264 5,2 21 15,8 40,8 92,9 823

JlomkeHcTBytomuii 00bemM: 00beM — 1000 1, DA — 264 mr/cyT, ecTect-
BeHHBI Oenmok — 5,3 r/cyt, oOmmuii 6emok — 21 r/cyt, 6eok cmecu —
15,7 v/cyt, supbl — 23 r/cyT, yraeBoasl — 97 r/cyT, kamopuu — 710 kain.

[Tepenocumocts DA, T. e. KonuuecTBO norpedisieMoro pedenkom DA,
IpU KOTOPOM Yy HETO COXPaHAETCS JOMYyCTUMBIN ypOBEHb JAaHHOW aMUHOKHC-
JIOTHI B KPOBH, MHAUBUyabHA. [l09TOMY TIpH pacuerax AUETHI B JaTbHEHIIIEM
HE0OXOIMMO OPUEHTUPOBATHCS HA PE3YJIHTATH AHATH30B KPOBH.

[Ipu HEOOXOAMMOCTH N1OOABICHUS *KUPa KOPPEKIUIO MPOBOMIIT 3a CYET
PACTHUTENIBHOTO U CIMBOYHOTO Macia B cootHomeHnu 1 : 1. Koppekuuro yrie-
BOJIOB — 3a CYET €axapa M KpaxMajia B COOTHOIIEHHH 2 : 1.
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BBenenue npukopmos. B Bo3pacte 4—-6 Mecs1eB BBOAUTCS MEPBbINA NPU-
KOpPM. DTO MOXET OBITh Kallla WJIK OBOIIHOE MIope. [ MpUroToBIEHUS OBOIII-
HOTO IMIOpe B Hayaje MCIOJIb3YIOT MOPKOBb, KamycTy, KapTodenb, kabayok u
THIKBY. BO 2-M monyroauu >ku3Hu ciefyeT 100aBUTh CBEKIY, pery, OprOKBY,
mmuHat. [lone3Hsl GpyKTOBO-OBOIIHEIE MIOPE: I0JI0YHO-MOPKOBHOE, SI0JIOYHO-
THIKBEHHOE. MOKHO UCIOJIb30BaTh TaKKE€ OBOILIHBIE U (PPYKTOBBIE IMIOpPE MPO-
MBIIIJIEHHOTO Mpou3BocTBa (conepkanne MDA B HUX cuuTaTh U3 pacuera | r
oenka — 50 mr DA).

PacueT nueTsl HY’)KHO HauMHATH C OBOIHOTO miope: 25 T kaptodens, 30 r
MOpPKOBH, 10 T KammycThl (OBOIIM B3BELUIMBATH CHIPHIMU), 5 T CIIMBOYHOTO Macia.
JUis KaXK10T0 U3 ATHX OBOILEH HAXOJUM cojepkKaHHe Oelka, )Kupa, yriieBOAOB
1 kanopuid. CocTaBisieM MPONOPLUU:

100 r kapTodens — 98 mr ®A
25 r kapTodensa — x mr DA;
x=25-98:100 = 24,5 mr OA.

Jlanee cocTaBisieM MPOMOPIMU MO U3BECTHOM CXeMe.

Copeprxanue 0enka, )KUpa, yriieBOJOB U KaJIOPUW B OBOLIHOM IIOPE Mpe-
CTaBJI€HO B Tad1. 3.

Tabauya 3
KosmuyecTBeHHBIN H Ka4eCTBEHHBI COCTAB OBOIIHOIO MIOpe
HaumeHnoBanue Koamuectso, r | ®A, mr Beaok, AKupsl, |YriaeBoasbl, Kan
NMPOAYKTOB r/cyT r/cyT r/cyT
Kaprodens 25 24,5 0,025 0,025 4,92 20,7
MopkoBb 30 9.3 0,39 0,03 2,1 9.9
Kanycra 10 3,6 0,18 0,54 0,535 14
CnuBOYHOE MAacIio 5 1,5 0,006 4,1 0,045 37,4
Bcezo 70 38,9 0,6 4.7 7,6 82

Ecnu Ha Bec 6 Kr peOEHOK AOKEH MonyduTh 264 mr @A, a ¢ OBOIIHBIM
mope oH nostyurit 38,9 mr @A, TO ¢ IpyruMu MpoIyKTaMH OCTajIoCh 100aBUTh
225,1 mr ®A. Caenyromum aeiictBueM Oyaet pacdet «bemmakray.

100 r cmecu «bemnakT» — 545 mr @A

X I cmecu «bemnakmy — 225,1 mr @A;

x =100 -225,1:545=41 r cmecu.
Haxonum xonmyectBo Oenka B 41 r «bemmakT»:

100 r «bemmakt» — 10,9 r Oenka

41 r «bemtakT» — X T 0OeJIKa;

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

Jlanee paccUMTBHIBAEM KUPBI, YTIAEBOIbI, KaJIOPUH, 3aMOTHSIEM BCe Tpadbl
Ta0IUIbl AHATOTUYHBIM CITOCOOOM.

C OBOIIHBIM MOPE U CMECHI0 PEOEHOK TOJTYYHT:

0,6 +4,5=15,1 r 6enka (€CTECTBEHHOTO).
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Bcero on momken momyunth 21 T obmero 6enka. Hemoctatomue 15,9
6enka BocosHUM mipu oMotu «M/mun ®KVY-0». PaccuntpiBaem ee konmde-
CTBO:

100 r «Mmun ®KVY-0» — 13 r Genka
X T «M/Imua ®KVY-0» — 15,9 r 6enka;
x=100-159:13=122r.

Jlaniee paccuuThiBaeM cojepkaHue O0eIKoB, )KUPOB, YIIIEBOIOB M KaJopuid
B 122 r «MJImusn ®KVY-0».

Yepe3 2 Henenu mociie NEPBOTO MPUKOPMa BBOAST BTOPOMl B BUJE Kallu
(mpennodreHWe OTHAETCS KpylaM, COAEPXKAIIMM HauMEHbIIEEe KOJINYECTBO
@A). IlepBbie 2 Hegenu roToBAT 5%-Hyto Kaury (5 T kpynsl Ha 100 mut Boasl), a
3atreM — 10%-nyro0. K cBapeHHOi#1 Karie 100aBiIsIoT caxap U CIMBOYHOE MAcCIIO.

Bce pacuertsl nenmarot anHanorndHo. C momMombro mponopuuil Haxomiat PA,
0€eJIOK, KUp, YIJIEBOJABI B KaxA0M Npoaykre. [lonydeHHble 1aHHbIE CpaBHUBA-
I0T C TEM, YTO PEeOEHOK JOJKEH MOJYy4YHTh HAa CBOW KOHKpETHBIM Bec. [lpum
HEOOXOAMMOCTU (HEJOCTAaTKE TOTO0 WJIM MHOTO MHIPEAMEHTA) MPOBOMASAT KOp-
pekuuio 6enka ¢ nomoibo cMecu «MJmun OKVY-0», xkxupa — pacTUTEIbHBIM
Y CJIMBOYHBIM MacJIOM, YII€BOJAOB — KPaxMajiOM U CaXapoM.

Ecnu pebenky Oombliie rojia, €ro pamydoH CTPOAT MO MPHUHIUIY PE3KOro
orpannuenust @A, nocrynaroiero ¢ nuiied. C 3Toil 11es1bI0 U3 MEHIO OOJIBLHOTO
HE0OXO0IMMO MOJHOCTBIO UCKIIIOUUTH OOraThie OeKaMu MPOIYKThI: MsICO, KOJI-
Oacy, peiOy, OYJIbOHBI, SIiIIA, TBOPOT, ChIP, MYYHBIC M3JEIHUs, KAl U3 €CTECT-
BEHHBIX KpyT, (acoiib, Opexu, MOKoIal. B panron Takux nerei BXoasaT Gpyk-
ThI, OBOILIH, KpaXMaJIbHbIE U3JEIUS, KUPbl CO CTPOTUM YUETOM COACPKAHUS B
HuX DA. OTKa3 OT psAsia BHICOKOOCITKOBBIX MTPOJTYKTOB OOCAHSAET PAIlOH OOJIb-
HBIX JIETEW, HE JAeT BO3MOXHOCTH OOECIEUUTh JTOCTATOYHBIA 00beM Oyroa U
HEOOXOIMMYIO IHEPreTUYECKYyI LEHHOCTb. B CBs3uM ¢ 3TUM wLenecooOpa3HO
UCTIOJIb30BaTh CHEIHANbHBIE 0€30€1IKOBBIE MPOAYKTHI, CO3/IaHHBIE Ha OCHOBE
NIIEHUYHOTO0 W KYyKYypY3HOro Kpaxmasa: 0e30e/IKOBble MaKapOHHBIE M3JETusl,
caro, 6e30esIKOBbIi XJ1€0, KYKypYy3HbIi KpaxMall, aMUIONEKTHHOBBIA Kpaxmal.

[Tpu yka3zaHHOI aueTe OEOK 3a CYET €CTECTBEHHBIX MPOJYKTOB COCTaB-
asiet 20-22 % oT Bo3pacTHOM (u3Hooruyeckor HopMel Oenka. Hemocraromee
KOJIMYECTBO O€JIKa BOCIOJHSETCS 3a CYET CMECed aMHUHOKHCIIOT, COOTBETCT-
BYIOILIMX BO3PAcCTYy.

Ocobennoctu pamrona npu OKVY npuBoasT He TONMbKO K aeuiuty Oen-
Ka, HO W Xupa. [ TaBHBIM MCTOYHUKOM KHPOB st 60ipHBIX DKV sBisroTcs
PaCTUTENBHOE, CIIMBOYHOE U TOIUIEHOE Macyo. PacTuTenbHbIE Maciia coaepxar
MOJIMHEHACHIICHHBIE JKUPHbIE KUCIOThI, HEOOXOIMMBIE PACTyIIEMy OpIraHM3-
My. CogepxkaHue xupa B AMETE OOJBHBIX JE€TEH JTOJDKHO OBITh B Mpeaenax
30-35 % oO11iei KaTOPUUHOCTH MUIIIH.

VYrneBoAHBI KOMIIOHEHT JUETHI COCTOUT M3 PA3IUYHBIX OBOIICH, PpyK-
TOB, COKOB, caxapa M KpaxMaJcoJepKallux MpoayKToB. OOIiee KOJIMYECTBO
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YTIEBOJIOB B palioHe 00JIbHOTO AOKHO obOecnieunBath S0-60 % oOrieit kamo-
PUIHOCTH.

Heobxoanmoe koIn4yecTBO KaJlopuil 00ecreynBalOT OOJbHOMY pEOEHKY
3a CYET YBEJIMUCHUS KUPOB U yrieBogoB Ha 10 % oT Bo3pacTHBIX (hU3HUOIOTH-
yeckux HOpM. C 3TOH 1IeJIbI0 KpPOME PACTUTENBHOTO, CIMBOYHOIO M TOIJIEHOTO
MacJja MCIOoNb3YIOT Mapraput, cMetany. M3 criagocreil, kpome caxapa, JOIMmyc-
KaeTcsl MeJl, BAPEHbE, JHKEM.

bnaronapst neuenuto Muorue xeHuHel ¢ ®KY nocturim aeTopoaHoro
Bo3pacTta. OHAKO y JeTeil OT TaKUX KEHIIMH HePeJIKO HAOII0JaeTCsl YMCTBEH-
Hasi OTCTaJOCTh, OOycliOBIeHHas runepdenunanannaemueii. [loatomy Oymy-
LM MaTePSIM PEKOMEH Iy EeTCS:

— co0noaTh AMETy B TEUEHUE HE MEHee 3 MecAleB A0 3a4aTtus — J0
HOpManu3aluu ypoBHsi @A B ChIBOpOTKE KpoBHU (He Oosee 360 MKMOIIB/11);

— CTporo coOJroAaTh AUETYy BO BpeMs BCEHl OEpPEMEHHOCTH C OrpaHuye-
HUEM €CTECTBEHHOI'0 OeJIKa U 3aMEHOM €ro CMEChI0 aMUHOKHUCIIOT;

— KoHTpoJupoBaTh PA y OepeMeHHbIX 2 pa3a B HEEII0, C PEKOMEHTye-
MbIM ypoBHEM DA (120-360 MKMOJIB/T) Ha POTSHKEHUHU BCEH OEPEMEHHOCTH.

Juernueckoe sneuenue OonbHbIX PKY Ha NpOTSKEHUU KU3HU JOJIKHO
POBOJUTHLCS MOJI KOHTposieM conaepxkanusi @A B KpoBH, UTO U SIBIISIETCA TJIaB-
HBIM KpUTepreM 3()PEeKTUBHOCTU AUETOTEPAIIUY.

Kpome nuerorepanun 60npHbIM ¢ @KV 2-3 pasza B roj Ha3HA4awoOT Ipe-
napathl ¢ IPOMEINATOPHBIM JIEHCTBUEM:

1) «Hakom» (xomOunamus «Kapou-Hodba» wu «JleBo-Hodar): 100-
375 mr/cyT B TeueHue 3—4 HeJelb, MepEephIB MEX 1y Kypcamu 1,5-2 mecsna;

2) «JleBo-Jloda»: 10—15 mr/kr/cyT;

3) 5-okcutpunrodan: 10 Mr/kr/cyT;

4) HOOTpPOIIHBIE NPENAPATHI;

5) BUTaMHHBI.

Taxxe pekomenaytot JIOK n maccax.

[Tpu auerope3ucTeHTHBIX (OpMax B JedyeHHE BKIoUaoT « Terparuapolu-
ontepun» B 103e 10-20 mMr/kr/cyT.

OvucnaHcepHoe HabnaeHuve

JlucriancepHoe HaOJIOJEHUE OCYIIECTBIACTCS MEAUKO-TEHETUUECKUM
IIEHTPOM (OTAeJICHUEM, KOHCYJIbTal[uel) B 00JIACTHBIX OPTaHU3AIMAX 3/IPaBO-
OXpaHEHUS U BKIIIOYAET:

1. Kontpons ypoBHsi @A B CHIBOPOTKE WJIM CYXOM ISITHE KPOBHU:

— y JleTel mepBOoro rojia >KU3Hu — 2 pasza B MECsI;

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

— B JanbHeimem — 1 pa3 B KBapTai.

[Ipudem ypoBenb @A He nomkeH npeBbimarh 600 MKMOJIB/II.

2. OcMOTp BpauyOM-T€HETUKOM (110 MECTY KHUTEIbCTBA):
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— 1o 1 roma — 1 pa3 B 6 mecH1ieB;

— B JAJbHEUIIEM — €XKErOaHO.

3. KoHCynbTauu Bpava-HEBPOIMATOJIOTA, TACTPOIHTEPOJIOra M APYTUX
CIEUAIIUCTOB (110 MOKA3aHUIM).

4. JlueroTepamnuio ¢ OTpaHMYCHUEM €CTECTBEHHOTO OeJiKa U 3aMEHOU ero
CMEChI0 aMUHOKHCIOT. OHa JOJDKHA MPOBOAUTBHCA 10 18 7ner, B JanbHEN-
IIeM — C YYETOM UHJIMBHUIYyaTbHBIX OCOOCHHOCTEH MalreHTa.

5. IlpoBeaeHrue TEHETHYECKON CIyXO0W MEIUKO-T€HETHUYECKOro KOH-
CYJIbTUPOBaHUs, MOJIEKYISIPHO-TEHETUUECKOI0 ucciienoBanus cemed ¢ @KV u
NpeHaTalbHas TUAarHOCTHKA MPU JATbHEHIINX OCpPEeMEHHOCTAX (TI0 KETAHHIO
CEMBH).

6. Ananmuz JIHK xeHmmHBI ¥ ee cynpyra npu IUIAaHUPOBAHUU OepeMeH-
HOCTH >XKeHIMHOHU, cTpanaromeirn OKY. Ilpu rerepo3nuroTHOM HOCHUTEIBCTBE
MyTaluid 00OMMHU CYNpPyraMu MPOBOJST MPEHATAIbHYIO JUATHOCTUKY (IO Ke-
JIAHUIO CEMBH).

JleiiiiuHo3 (00/1€3Hb KJIEHOBOI'0 CHPOIIA)

JleiiHo3, WK 00JIe3Hb KJIEHOBOI'O CHUPOIIAa BbI3BaHA HEIOCTATOUYHOCTHIO
JErUIpOreHasbl KETOKUCIIOT C pa3BETBIECHHOM 1Ienbl0. BriepBbie 0HO ONUCcaHo B
1954 r. Menkes u coaBT. B ocHOBE 0J10Ka OKHCIUTEIHHOTO IEKapOOKCHINPO-
BaHMSI aMUHOKHCIIOT C Pa3BETBIECHHOM YIJIEPOJHOM LIENbIO (JEHIUH, U30JIEh-
L[MH, BAJIMH) JIGKUT ayTOCOMHO-PELECCUBHBINA TUN HaciegoBaHus. YacTtora 3a-
6oneBanus — 1 : 300 000.

B MKB-10 3a6oneanue peructpupyercs B pyopuke E71.0 kak 601e3Hb
KJIEHOBOT'O CHpOIIA.

MaToreHes

[Ipu naHHO#M MATONOrMU OTCYTCTBYET (PEPMEHT AETHIpOreHa3a KeTOKHC-
JOT ¢ pa3BETBIECHHOW YIJIEpOJHOW Lienblo. B pe3ynpraTe HapylieHus oOMeHa
AMUHOKHCIJIOT C Pa3BETBICHHOU YITIEPOJHOM LIENBIO B IUIA3ME, CIIMHHOMO3IO-
BOM XKUJKOCTH, MOYE HAKAIlJIMBACTCS JICMIUH, U30JCULIVH, BaJIUH, a4 TAKKE UX
[IPOU3BOJHEIE.

Crnenuguyeckuil 3amax MOYU CBA3aH C (-OKCHUIIPOM3BOJHBIMU JICHIIMHA
1 u3onennuHa. KeToKHCIIoThI, HAKaIuIMBasCh B OPraHU3ME, BBI3BIBAIOT pac-
CTPOWCTBA Psifla OPTaHOB U CUCTEM U, npexae Bcero, LIHC.

KnuHnyeckas xapaktepuctuka pasfnimyHbix hopm
3aboneBaHus

Kanaccuueckasi popma JseiinumHo3a. [lepBpie CUMIITOMBI MOSBIISIIOTCS Ha
1-i1 Henene xu3Hu pedeHka. CHavyana OTMEUAIOTCSl T€HEPAIU30BAHHbBIEC CYJI0-
poru, MoBbIIIEHHAs BO30YJIMMOCTh, PE3KUH KpPHUK, OTKa3 OT MHUILU, YHOpPHas
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PBOTA, MBIIIEYHAs TUIIEPTOHUS (BILUIOTH A0 onucTOTOHYca). [Io Mmepe mporpec-
CHUpOBaHUS 3a00JEBaHUS Pa3BUBAIOTCA MpHU3HAKU 00e3BokMBaHusA. Bo30yxe-
HUE CMEHSETCS BAJIOCThIO, yrHeTeHueM LIHC, BO3MOKHBI KOMATO3HBIE COCTOS-
HUs, HapyLIEeHUe AbIXaHus. [Ieproibl MBIIIEYHOTO TUIIEPTOHYCA YEPENYIOTCS C
BBIPAKEHHOM TUIIOTOHUEN. Ha KOXke NOABISAIOTCS 3pUTEMATO3HbIE BHICHITIAHUA.
bosne3Hp npoTeKaeT 0YEHb TSKENIO U HEPEAKO IPUBOIUT K CMEPTH.

JleTn pe3Ko OTCTalT B MCUXOMOTOPHOM pPAa3BUTHH; B HEBPOJIOTHYECKOM
CTaTyCE OMNPEAEINISAIOTCS MBIIICYHAs] AUCTOHUS, MUPAMUIHbIE HAPYLIEHUS, CY-
JIOPOKHBIN cuHIpoM. KapanoMuonatus He XapakTepHa JUisl JaHHOW NaTOJOTUH
B OTJIMYME OT ApYrux auujaeMuil. OHAKO B HEKOTOPBIX CIy4dasiX MPU KapaHuo-
JIOTHYECKOM o0ciieoBanuu yjuinHsercss uatepsain QT u HapymaroTcst (QyHK-
LIUU JKETyI0UKOB MpH AOMIUIep-3X0oKapauorpaduu. B cBs3u ¢ pa3BUBarOIIMMCS
MMMYHOJE(PUIUTOM OTMEYAETCS CKIOHHOCTh K MOBTOPHBIM HH()EKIIMOHHBIM
3a00s1eBaHUSAIM. Y OTJEIbHBIX NAUEHTOB ONKMCAH MAHKPEATHT.

NutrepmurTupyromas ¢opma 0osae3nu. OHa XapakTepHu3yeTcsl BbIpa-
KEHHBIM IPUCTYOOOpa3HbIM TeueHueM. O0OCTpeHne NPOBOLUPYETCS HUHTEP-
KYPPEHTHBIM 3a00JIEBAHHEM, XUPYPIHUECKHUM BMEIIATEIbCTBOM, MPUEMOM
OOJBIIMX KOJMYECTB Oeika U IpyruMu paktopamu. Mexay npucTynamMmu 4acto
y IeTel He 0OHAPYKUBAIOT HUKAKON KIMHUYECKON CUMIITOMATHKHU.

IIpomexxyTounasi popma neiiumuo3a. Jlannas ¢popma oTIMIaeTCss MEHEE
3JI0KAYECTBEHHBIM T€UE€HHUEM 0€3 BBIPAKEHHBIX NMPUCTYNOB. boiabHbIE OTCTaIOT
B IICHXOMOTOPHOM Pa3BUTHH, Y HUX OTMEUYAIOTCSA CYJOPOTH, MBIIIEYHAs TUIIO-
TOHUS, aIlUI03, MOXKET OBITh XapaKTEPHBIN 3a1ax MOYHU.

TuamunzaBucumasi gopma Oosie3Hu. OHa 1O CBOMM MPOSIBICHUSIM U
TEYEHHIO OOBIYHA CXOJIHA C IPOMEKYTOUYHBIM BapHAHTOM.

AnarHocTtuka n aucpdepeHumanbHbIN AUarHo3

[ToBbllIeHHOE coaepkaHue 3 aMUHOKHUCIOT (JI€HUMH, W30JICUIINH, BaJUH)
U UX KETOIPOU3BOIHBIX HAOMI0JaeTCsl B KPOBU U Moue. OOMEHHbIEC HAapyIIEHUS
XapaKTEPU3YIOTCS allu030M U BBICOKHM COACPKAHUEM MOJIOYHOW KHUCIOTHI
B KPOBH.

Moua umeeT XapaKTepHbIH 3amax KJIEHOBOI'O CHpOIa, OTBapa KOPHEILIO-
JI0B, MMBHOM 3aKBAaCKH, MSICHOT'O CyIIa MJIM KapaMeJn3UpoBaHHOIO caxapa. [lpu
MOBBIIIEHHOM BBIJIEJICHUM OPraHUYECKUX KHUCIOT Mpoda MOYU C TPEXXJIOpHU-
CTBIM KEJIE30M IOJIOKHUTENbHA U XapaKTePU3YETCsl MOSIBICHUEM TEMHO-CUHETO
okpamuBaHus (nmpodba denunra).

K OuoxumuueckuM MpU3HAKAM OTHOCSAT THUIOTIMKEMHUIO, KETOHYPHIO
U KeTOHEeMHUI0. ['urnoriukemusi o0ycloBjieHa HapyUICHUSIMU TIOKOHEOreHe3a
U TOBBIIICHUEM YPOBHS JIEHIIMHA B KPOBU U OOBIYHO MPOSIBISETCS Y HOBOPOXK-
JEHHBIX IIPU 3aJ€PIKKE KOPMIICHUS.

[Ipu MarHUTHO-PE30HAHCHOM TOMOIPaUUECKOM HCCIIEIOBAHUU T'OJIOBHO-
IO MO3Ta BBISBJISIFOTCS MPU3HAKU AUPPY3HOTO OTeKa MO3rOBOM TKaHU, U3MEHe-
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HUe OeJoro BEIIeCTBa MO3ra, MO3KEeUKa M 0azajbHBIX TAHTJIHEB, B YaCTHOCTH,
6emoro 1mapa, TaaMmyca, CTBOJIa MO3Ta, BHyTPEHHEH U HApYKHOU KaTCyJIbl.

C nenbro npeHaTaJbHOM THATHOCTUKYU ONPENEISIOT COCTAB OPraHUYECKUX
KHCJIOT AMHUOTUYECKON KUAKOCTU U AENAKT 3H3UMATUYECKOE HCCIIETIOBAHUE
AMHHOLIMTOB U KJIETOK XOPHOHA.

JHuddepeHunanbHblii AMarHo3 MPOBOAAT € JAPYTUMHU 3H3UMOIATUSIMU
AMUHOKHCIIOTHOIO OOMEHA, COIPOBOXKIAIOIMMUCS 3aJEP’KKOM ICUXOMaTOop-
HOTO pPAa3BUTHUS, C 3HILE(ATONATUAMU TUIIOKCUYECKOTO U TPaBMATUYECKOIO
reHe3a, BHyTPUYTPOOHBIMU UHPEKIUSMHU.

JleyeHue

[Ipu Gose3HU KIEHOBOTO CHUPOIA MPUMEHSIOT CMECh aMUHOKUCIIOT B TOU
K€ MPONOPILINH, KAK U B )KEHCKOM MOJIOKE, HO JINILICHHYIO JEHIIUHA, U301eH11-
Ha u BamuHa («Kenotex», «MSUD», «KopTekcun»). OTH aMHUHOKHUCIOTHI
NOJIYYarOT U3 HAaTypaJIbHBIX NMPOAYKTOB. JKHUpBI B TaKOM CMECH MPUCYTCTBYIOT
B BHJE KyKypy3HOIO Macjla, a yTJIEBOAbl 3aMEHEHBI JEKCTPUH-MaJIbTO30M.
B cMmech 1o0aBneHbl MUHEpaJIbHBIE BEIleCTBA U BUTAaMHUHBI. Kak TonbKko of1iee
COCTOSIHME peOCHKa YIy4IlIaeTcs, MOSBIACTCS aNNeTHT, HOPMaJIU3yeTCs HEB-
pOJIOTHYECKAsl CHUMITOMATHKA, B PalMOH BBOASAT HEOOJIBIIOE KOIMYECTBO
MoJioKa (00beM JediuHa He HoJpKeH npeBbimath 40—60 mr/kr/cyT). OpyKThI
Y OBOLIH, COJAEPKALIME MUHUMAJIbHOE KOJMYECTBO JIaHHBIX aMHUHOKHCIIOT, Ha-
YUHAIOT J1aBaTh peOeHKY ¢ 3 mecdaieB. B 6—8 mecsieB MOXHO yHoTpeOsiTh
JKEJIATUH, KOTOPBIA HE COAEPKUT yKa3aHHbIX aMUHOKHUCIOT. C 9—10 mecsanes
€KEIHEBHAS MOPUUA MOJIOKA JOJKHA cocTaBisaTh 120 mul. Takke mOCTOSTHHO
ONPENEIISIOT KOHIIEHTPAMIO AMUHOKHCIIOT B IUIa3M€ U KOPPEKTUPYIOT COJIEp-
KaHue JIeWIMHA, M30JeHIMHa M BalvHAa B nutaHuu (npwi. 3). Y rpyaHbIX
neTe moTpelieHre aMMHOKUCIOT B IMepecdyeTe Ha a30T JOJDKHO ObITh He
menee 1,5 r/kr/cyT, a B ctapiiem Bo3pacte — 1 T/Kr/cyT.

Tuamun3zaBucumas gopma JeHIMHO3a TOAAAETCSA JICYCHUIO BUTAMHHOM
B, (tuamun, no3a koroporo coctasisier 10 MI B CyTKHU U BBIIIE).
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Hpunaoxenue 1

Coaepxxanue geHnIaNaHnHA, 0eJKa, )KUPA, YIJIeBoaoB U kajgopuii B 100 rpammax
npoaykra (JI. C. MukynoBu4 u ap., 2006; B. B. Ceperun, 2002)

DA, | beaok, | Kupsl, | Yraesoasl, | Kasopuiinocts,
IMuieBbie NPOAYKTHI
Mr r r r KaJl
AMHHOKHCIOTHEIC CMECH
«MJImun OKVY-0» 0 13 23 54 475
«Adenunax» 40 15,7 20,5 57 475
«Tetpaden-30» 0 30 0 45 300
«Terpaden-40» 0 40 0 38 312
Cyxue MOJIOUHBIE CMECH
«bemmakTy 545 10,9 26,5 56,2 507
«boHay 600 12 27 56 520
«I"'ymaHay» 660 13,2 23,4 57,8 495
«CHOYy» 675 13,5 27,3 57,7 520
«CumMmnaxy 570 11,4 27,6 55,8 515
«mmpeccy 625 12,5 259 57,1 508
«bebu-mamnay 350 7 3 83 512
Mouio4HBI€ IPOLYKTHI
’KeHckoe MOI0KO 62 1,2 4.1 6,9 71
KopoBbe M0o110KO 171 3,1 3 4,9 61
Ko3bse Moitoko 136 3 4.2 4.5 62
Mo0JI0KO CTepHIN30BaHHOE 146 2.9 3,5 4,7 61
Mo10KO CcyX0€ LETbHOE 1224 | 25,6 25 39,4 475
Mo010KO NTacTepu30BaHHOE 140 2,8 3,2 4,7 58
Causku 10%-HoM )XUpHOCTH 120 3 10 2,9 116
CiuBku 20%-HOM )KUPHOCTH 124 2,8 20 3,6 205
Causku 35%-HoH )KUPHOCTH 110 2,5 35 3 337
Cwmerana 10%-Ho¥ KUPHOCTH 120 3 10 2,9 116
Cwmetana 20%-HOM XKUPHOCTH 112 2,8 20 3,2 206
Cwmetana 25%-HOM KMPHOCTH 106 2,6 25 2,7 248
Cwmetana 30%-Hoil >KUPHOCTH 106 2,6 30 2,8 293
ChIpKH TBOPOXHBIE JETCKHUE 455 9,1 23 18,5 315
Kedwup >xupHbrit 141 2,8 3,2 4,1 59
Kedup HexupHbIit 150 3 0,05 3.8 30
TBOpOr )KUPHBIN 762 14 18 1,3 226
TBopor HEXUPHBIH 930 18 0,6 1,5 86
KoHcepBsl A JeTCKOTO MUTaHUS

[Trope si67109HOE CO CITMBKaMU 30 0,6 2 16,9 85,5
1 caxapoMm
[Trope u3 516710k ¢ KPaCHOCMOPOTH- 20 0,4 1,8 27,6 107
HOBBIM COKOM M Caxapom
[Trope 13 KabaykoB U A0JT0K 25 0,5 1,7 15,9 64
[Trope 13 KabauKoB ¢ MOJIOKOM 120 2,4 5,6 11,9 105,6
[Trope u3 610K U KITyOHUKH 35 0,7 2,8 17,3 69,6
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| c caxapom

IIpooonscenue npun. 1

DA, | Beaok, | Kupsl, | Yraesoasl, | Kanopuiinocts,
IInieBbie MPOAYKTHI

Mr r r r KaJl
[Trope 13 nepcuxkoB 25 0,5 0,15 12 52
BuTtamuHu3zupoBaHHas rpeyHeBast 450 9 2 79 194
Kpyna JJist IE€TCKOro MUTAHUS
PucoBas myka jy1st A€TCKOTO 400 8 1 81 189
MMUTaHUS

Kpynsl
ManHast kpyrna 565 11,3 0,7 73,3 326
Puc nonmpoBaHHbIN 350 7 0,6 77,3 323
OBcsiHas Kpyna 550 11,9 5.8 65.4 345
['peuneBas sapuna 540 12,6 2,6 68 329
['peuneBbIii Ipojen 407,1 9,5 1,9 72,2 326
[Tmeno 580 12 2,9 69,3 334
[lepnoBas kpyna 460 9,3 1,1 73,7 324
CBexue QpyKThbl U Ar0JIbl
Slomoku 9 0,4 0 11,3 46
ATiennCuHBI 27 0,9 0 8,4 38
AOpPHUKOCHI 13 0,9 0 10,5 46
[Tepcukn 16 0,9 0 10,4 44
Bbanansr 55 1,5 0 22,4 91
JpIHS 30 0,6 0 9,6 39
MaHapuHsl 35 0,8 0 8,6 38
JIMMOHBI 35 0,9 0 3,6 31
CnmBa 35 0,8 0 9,9 43
['pyma 31 0,4 0 10,7 42
KpbxoBHUK 40 0,7 0 9,9 44
Bunorpan 12 0.4 0 17,5 69
3eMIISTHUKA cagoBast 23 1,8 0 8,1 41
KiyOHnuka 45 0,9 0.4 8 39
Uepnuka 30 1,1 0 8,6 40
Manuna 65 0,8 0 9 41
Kpachnas cmoponuHa 55 0,6 0 8 38
Uepnast cMmopoanHa 50 1 0 8 40
Bumus 40 0,8 0 11,3 49
bpycHuka 14 0,7 0 8,6 40
Kmroksa 25 0,5 0 4.8 28
Ap0Oy3 16 0,7 0 9,2 38
CBeXxue 0BOIIU

Kanycra Genokouannas 36 1,8 0 5.4 28
MopkoBb KpacHast 31 1,3 0,1 7 33
Caekia 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
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IuHaT | 121 [ 29 0 23 | 21 |

Oxonuanue npun. 1

DA, | Beaok, | Kupsl, | Yraesoasl, | Kanopuiinocts,
Hl/lIIIeB])Ie NMPOAYKTHI MI r r r K
[ToMu0pbI 25 0,6 0 4,2 19
bproksa 58 1,2 0,1 8,1 37
Kabauku 15 0,6 0,3 5,7 27
TrIkBa 29 1 0 6,5 29
Pena 27 1,5 0 59 28
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Ipnaoxenune 2

XuMH4ecKHii COCTAB U JHEPreTHYecKasi HEHHOCTh NPOAYKTOB,
HCIOJIb3yeMbIX /ISl CIIeHAJTU3UPOBAHHOIO PALIMOHA 00JIbHBIX (hpeHUIKeTOHYpHeil

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

Crnenuaan3upoBaHHbIE POLYKThI
IHoka3zarean (1a 100 r cyxoro npoaykra)
«AdeHnaax» «Terpaden»
bemnok, T 15,7 40
DA, mr 3040 0
Kupsl, r 20,5 0
Vriesonapl, T 57,0 38,0
KanopuiiHocTb, KKal 475 312
Buramusbr:
A, UE 1372 561
D,, UE 0 440
D3, UE 220 0
By, Mr 0,23 0
B,, mr 0,32 2,1
Bj3, Mr 0 11
B¢, Mmr 0,18 2,1
B]z, Mmr 0,8 0,005
PP, mr 0 1,5
C, Mr 44 125
®doaueBas KHCI0Ta, MKT 22 0,6
ITarTOTEHOBAS KHCJIOTA, MT 1,7 0
buorun, MKT 8,2 0,2
XO0auH, M 38,5 0,5
Huanyn, Mr 1,4 0
Kapuutun, Mr 10 0
Wno3uToH, T 0 0,5
MuHepaabHBIE BEIISCTBA
Kanpimii, Mmr 275 1100
Hatpuii, mr 138 1100
Kammii,mr 440 3200
Marnuii, Mmr 33 200
docdhop, Mmr 156 800
Kemeso, mr 5,5 23
Menn, Mr 330 2,6
[uuk, Mr 2,8 16
Mapranen, Mr 28 23
ﬂon, MKT 30 130
Xnop, Mr 302 1900
MoaubaeH, Mr 0 0,013
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[pnaoxenune 3

Coaepxanue GpeHHIATAHNHA, JeHIIMHA U H30JIeIIMHA B IPOAYKTAX NIUTAHUS
(B 100 rpammax) (JI. C. MuxyaoBuy u ap., 2006; B. B. Ceperun, 2002)

ITpoxykThl DeHuIANAHNH, T JleilliuH, r W3ogaeinun, r
Mooko KeHCKOoe 0,062 0,108 0.062
Mo0J10KO 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
Msico TOBSIKBE 0,795 1,730 1,06
Msico KypuHoe 0,744 1,620 1,117
IleyeHb roBsIKbLS 0,928 1,543 0,800
Tpecka 0,800 1,222 0,879
Kpyna pucoBas 0,350 1,008 0,369
Kpyna mannas 0,565 0,364 0,258
Kpyna rpeunesas 0,540 0,702 0,301
Kpyna oBcsinas 0,550 0,672 0,302
Kpyna nmennas 0,580 1,040 0,244
Kpyna nepnosas 0,460 0,584 0,258
I'opox 1,110 1,204 0,780
Myka nieHuyHas 0,500 0,567 0,290
MakapoHHbIE U3JIETIUS 0,626 0,690 0,380
Xneb prkaHoi 0,309 0,275 0,146
X11e6 MIIeHUYHbINA 0,395 0,550 0,250
Ileuenne 0,626 0,357 0,171
Kaprodenb 0,098 0,107 0,083
MopKOBb 0,031 0,061 0,034
KamycTa GenokoyanHas 0,036 0,059 0,040
ArnrenbCHHEBI 0,027 0,019 0,019
JIMMOHEBI 0,035 0,013 0,016
COK s107109HBIH 0,007 0,015 0,009
Cox aneianrCHHOBBIN 0,040 0,150 0,010
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