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BBEJAEHHUE

3nauenue aMuHOKUCIOT (AK) 115 opranuszma upe3Bbl4aiiHO BHICOKOE MOTOMY,
YTO OHM HCHOJIB3YIOTCS JI CHHTE3a OEJIKOB, BXOJSIIMX BO BCE KOMIIOHEHTHI
KJIETOK, TKaHEW, OpraHOB YeNIOBEKa, /Il OMOCHHTE3a HEMPOMEANATOPOB U TOPMOHOB.

AK cnyxar poHopamMu a3oTa IpU CHHTE3€ BCEX a30TOCOAEPIKALIUX
HEOEJKOBBIX COEIMHEHHH, B TOM YHUCJIE M HYKIECOTHAOB, reéMa, KpeaThuHa, XOJWuHa
u Jp.

3nauutenpbHa W dHepretuyeckas ¢yHkuus AK, Tak kak ux kaTaboiIu3M
CIY’)KUT UCTOYHUKOM 3Hepruu ajsi cuHteza AT®. B3aumocBsi3b MHOTOUYMCICHHBIX
XMMHYECKUX MpEBpalIeHUI B opraHu3Me ocyiectniser oomeH AK.

B opranusme uyenoBeka coaepxutcs 35t AK, cBobogubix AK - 35-65mr/m,
Oonpiras yactb AK BXOAUT B cocTaB O€IKOB, KOJIMYECTBO KOTOPBIX COCTABISIET 15
kr. Mcrounukom AK siBisitoTcst O€NKM MUIM, COOCTBEHHbIE OEIKU TKaHEW U CHUHTE3
AK u3 yrneBonos.

MHorue KJIeTKH 4YelOBEYeCKOro opraHuzma ucnoib3ytor AK nans cunresa
OMOJOTMYECKH aKTUBHBIX BEHIECTB - (pocomunuaoB, KaT€XOJIAMUHOB, TUCTAMUHA,
NypPUHOBBIX W NHPUMMJIUHOBBIX oOcHoBaHWil. Pesepom AK saBnsgiorcs Bce
(GyHKUMOHANBHBIE U CTPYKTYPHBIE O€TKU, 8 UCTOUHUKOM — OEJIKH MHUIIH.

AK mnoanepXuBalOT a30TUCTHIM OanmaHc B opraHuzMe (pasHUIy MEXIy
KOJIMYECTBOM a30Ta, IOCTYMAIOMIero C MNUIIeH U KOJIMYECTBOM BBIIEISEMOr0),
CIIOCOOCTBYIOT COXPAHEHHUIO a30TUCTOrO paBHOBecHs. MUHUMaIbHOE KOJIUYECTBO
OelkoB B THIIe, HeoOXoAMMoOe i MOAJIepKaHUS a30TUCTOrO PaBHOBECHS,
cootBeTcTBYeT 30-501/CYT, ONTUMATIBFHOE K€ KOJUYECTBO MPHU cpeaHell pusnyeckoin
Harpy3ke cocrapisiet ~ 100-120 r/cyr.

B xoze »BOJIIOIMM YETOBEK YTPATUI CHOCOOHOCTh CHUHTE3UPOBATH IMOYTH
MOJIOBUHY W3 JBaJATH aMHHOKHCIOT, BXOIAIIMX B cocTaB OenkoB. K ux uymcny
OTHOCSIT T€ aMUHOKHUCIIOTBI, CHHTE3 KOTOPBIX BKJIIOYAET MHOTO CTaJUi U TpedyeT
OonpIIOro  KonMuecTBa  (DEPMEHTOB,  KOJUPYEMBIX  MHOTMMH  T'€HaMH.
CnenoBaTesibHO, T€ aMUHOKHCIIOTBI, CHHTE3 KOTOPBIX CIOKEH U HEAKOHOMUYEH JIJISt
OpraHu3Ma, OYE€BUJHO, BBITOAHEE IMONy4yaTh ¢ nuleid. Takue aMUHOKUCIOTHI
Ha3bIBAIOT HE3aMEHUMbIMU. K HHMM OTHOCST (eHuIalaHUH, METHUOHUH, TPEOHUH,
TpunTodaH, BaJIUH, TU3UH, JEUIINMH, U30JECHIIUH.

JIBe aMUHOKHUCIOTBI- aprMHUH U TUCTUAMH - Yy B3pOCIBIX 00pa3ylorcs B
JOCTaTOYHBIX KOJMYECTBAX, OJHAKO JETSAM JJIsI HOPMAJIbHOTO pOCTa OpraHu3Ma
HEO0OXOIUMO JTOTIOJHUTEIBHOE TTOCTYIUIEHUE 3TUX aMUHOKUCIOT ¢ nuiiei. [loatomy
UX Ha3bIBAIOT YACTUYHO 3aMEHUMBIMH. JIBe Apyrue aMUHOKHUCIOTHI - TUPO3HH U
IUCTEUH - YCIOBHO 3aMEHUMbIE, TaK Kak s MX CHHTe3a HEOOXOIUMBbI
HE3aMEHUMbIE AMUHOKHUCIOTHL. THPO3WH CHUHTE3UpYETCs W3 (eHWIalaHuHA, a IS
oOpa3oBaHus IUCTEHHA HEOOXOAUM aTOM CEepbl METHOHHUHA.

OcTanbHble AMUHOKHUCIIOTHI JIETKO CHHTE3UPYIOTCA B KJIETKaX M Ha3bIBAIOTCS
3aMeHUMbIMH. K HHMM OTHOCST TJIMIMH, acnaparduHOBYIO KHCIOTY, aclaparu,
[IIyTAMUHOBYIO KUCIIOTY, TJIyTaMUH, CEpUH, MPOJIMH, aJTaHUH.



OCHOBHBIM HCTOYHHKOM

HIUPOKUX Tpenenax (tadm. 1).

AMUHOKHUCJIOT JUIsl KJIETOK OpraHu3Ma SBISIOTCS
OeJIkM MUIIY. B pa3nuuHbIX MUIIEBBIX MPOAYKTaX CoJepKaHue Oenka KoneOaeTcs B

Tabnuna 1 — Kosau4vecTBo 0eika B HEKOTOPBIX NUILEBBIX NPOAYKTAX

Ha3panue npoaykra Coaepxanue 6enka, %

Msico 18-22
Pr16a 17-20
Ceip 20-36
Monoxko 3,5
Puc 8,0
I'opox 26
Cos 35
Kaprodenp 1,5-2,0
Kanycra 1,1-1,6
MopkoBb 0,8-1,0
SIonoxn 0,3-0.4

PacturenbHblie OeaKky 1Mo OMOIOTUYECKOM IIEHHOCTH YCTYNAIOT )KUBOTHBIM, TaK
KaK TpyJHEe IepeBapuBaIOTCS W O€JHBI JM3UHOM, METHOHMHOM M TPHUNTO(AHOM.
Opnako mpu onpeneaéHHOW KOMOMHAIIMM PACTUTENbHBIX OEJIKOB OpraHU3M MOKHO
o0ecreyuTh NOJHOM U cOalaHCUPOBAHHOM CMEChI0 aMUHOKHUCIIOT.

bnarogapss ycnexam B HM3y4€HHUHM T€HOMa 4YEJIOBEKa YCOBEPILEHCTBOBAIHUCH
METO/bl JMArHOCTUKA W OOOCHOBaHBI MMATOI€HETHMYECKHE MOJAXO0Jbl K Teparuu
MeTabO0JNYECKUX HApYIICHUH.

Cpenu u3BeCTHBIX 3a00JIEBaHUI YeIOBEKa Haclle/ICTBEHHbIE 0OJIe3HH OOMEeHa
BemectB  (HBO) coctaBnsitoT  cymiectBeHHoe — kosmdecTBO — (Oosee 500
HO30JIOTMUECKUX eAuHuI]). X cymmapHas 4acToTa y HOBOPOXKJACHHBIX COCTAaBJISET
npubnusurenbao 1:1000. Okono 40% 3Tux 3a001€BaHUN XapaKTEPU3YIOTCS PAaHHUM
HayaJIoM, MPOTPEAUSHTHBIM TEUEHHUEM U JIETAIbHBIM HCXOJOM B BO3pacTe A0 Tpex
net. [puunnamu HBO saBnstoTcs MyTauuu CTPYKTYPHBIX T'€HOB, IMOJ KOHTPOJEM
KOTOPBIX OCYIIECTBISECTCS CUHTE3 OCJIKOB, BBIMOJIHSIOIIUX pa3InyHble (DYHKIIUU B
opranusMe - (epMEHTHOTO KaTallh3a, CTPYKTYpPHBIEC, TPAHCIIOPTHBIE. BOIbIIMHCTBO
HBO nacnenyiorcs 1o ayToCOMHO-PELIECCUBHOMY THITY.

HBO nonpaznensior Ha cieayronue Kiacchl: 00JI€3HU YIIIEBOJHOTO 0OMeHa,
00JIe3HH aMUHOKHUCIOTHOIO 0OMEHa (aMUHOAIMA0NATUH, OPTAaHUYECKUE alluIypHUH),
OOJIE3HU JIbIXaTEJIbHOM 1€MW MHTOXOHJpUN (MUTOXOHApPHUAIbHBIE OOJE3HNU),
HapyUIEHUsI MUTOXOHIPHUAIBHOTO OeTa-OKUCICHHUS >KUPHBIX KHUCIOT, JHU30COMHbIE
00JIe3HHU, TIEPOKCHCOMHBIE O00JIe3HU, OO0JIE3HH NYPUHOBOTO M MUPUMHUIUHOBOTO
oOMeHa, 0o0je3HH OOMEHa METaJlJIOB, HACJEACTBEHHbIE OOJE3HU TPAHCIOPTHBIX



CUCTEM, HACIEACTBEHHbIE OOJIE3HH KEIYJOUHO-KUIIEYHOrO0 TpakTa, OO0Je3HU
HelpoTpaHcMuUTTEpHOrO0 oOMeHa u apyrue popmer HBO.

OcHoBHBIMM ~ KIMHHUYeCKMMH TposBienusimu  HBO y nerelt  sBustitoTcs
HapylUIeHUs1 CO CTOPOHBI LeHTpanbHOW HepBHOM cucteMbl (LIHC): Tak, BO3MOXHO
pa3BUTHE CYJOPOKHOTO CHUHAPOMA, TUIOTEPMHH, KOMBI, JIETApTUH, TUIIEPTOHYCA
MBI TYJOBMILA W KOHEYHOCTEH, TIeHepalM30BaHHOW MBIIIEYHOW TUIIOTOHUH,
sHIE(DATONATUH; bIXaTEeIbHBIX HAPYLIEHUN (altHO3, AUCITHOD, TAXMUITHO?); YaCTHIMU
MPOSBICHUSAMH SIBJISIOTCS PBOTA C JETUApaTalMel; KapAMOMUONATHUS; apUTMus,
ocTpasi cep/ieuHas HeJIOCTaTOYHOCTb, HapyllleHne (PYHKIIMY MEeUYEHU U TTOYEK.

HuddepenunanbHas  IMarHOCTHKA MPOBOAUTCS  MEXKIY  pa3IuYHbIMU
kiaccamu HBO, co cXomHOW KIMHUYECKOW CUMITOMATUKOM, CHUHIAPOMAJIbHBIMHU
COCTOSIHUAMM, opranndeckum nopaxenuem L{HC, BHyTpuyTpoOHBIMU HHPEKIUSIMU,
renaTUTaMmu, MaToJOruel KOCTHOM cucTeMbl, 3a00JI€BaHUSIMU TTOYEK.

B HacTosmiee BpeMs H3BECTHO OOJIbIIOE KOJMYECTBO HACJIEICTBEHHBIX
3a0o0yieBaHUi, Cpeau KOTOPHIX 3HAUMTENIbHYIO TPYIIY COCTaBJISIOT HH3UMOIATHUH,
CBsI3aHHBIC C HAapyLUIEHUEM OOMEHAa aMHUHOKHUCIOT ((PEHUIKETOHYpHS, TUPOZHHEMUS,
TUCTUIMHEMHUSI, TOMOLUMCTUHYPHS, 00JIE3Hb «KJIEHOBOTO CHPOIaY, U30BaJepHaHOBas
anuaeMusi, METUIMAJIOHOBAsl U MPOMMOHOBAs allMAEMHUs, TIyTaTpoBasi aluaypus) —
Jajnee «HacleICTBeHHbIE 00Je3Hn oOMeHa amuHokuciaoT» - HBO AK.

B ocHoBe renesa maHHbIX 3a00JI€BaHUM JEXKHUT HapylleHHE aKTUBHOCTH TOTO
WK MHOTO (hepMEHTa, yYaCTBYIOIIETO0 B METa00IN3ME aMUHOKHUCIIOT, TTOCTYAIOIINX
¢ nuiend. biaok, KoTtopblii oOpa3zyeTcss Ha MyTH OOMEHAa aMUHOKHUCIOTHI JUOO0 eé
BTOPUYHBIX  META0OJMTOB, MPUBOAUT K  U30BITOYHOMY  HAKOIUIEHHIO B
OMOJIOTUYECKUX KUAKOCTSIX M TKaHAX OOJIBHOIO ATOH aMUHOKUCIOTBHI HWIIU
MPOAYKTOB €€ oOMeHa, oO0JagarmuX OOIIETOKCUYECKUM U HEUPOTOKCUUECKUM
JEVCTBUEM.

Jleuenne HBO wu, B uwactHoctu, HBO AK u mnpodunaktuka ux TSKEIBIX
MOCJIEICTBUN SIBJIIETCA OJHOM M3 Ba)KHEHIIUX MPOOJEM KIMHUYECKOW T€HETHUKU U
neguatpud. [Ipu HeCBOEBpEMEHHOM JIEYEHUH Takue 3a00JI€BaHUs XapaKTePU3yIOTCs
MPOrPEIUCHTHBIM TEYEHHEM M TMPUBOAAT K TSDKENBIM TOPAXEHUSM LEHTPaTbHOU
HEPBHOM CUCTEMBbI U WHBAIUJIU3AIMK AeTeil. PaHHee BBIABICHHE U CBOEBPEMEHHOE
nedyeHre 3a0oneBaHUM oOOMEHa BEIIECTB — O3TO peajbHas BO3MOXKHOCTH
NpeaynpeIuTb pa3BUTHE TSHKEJION KIMHUYECKON NaTOJOTHH.

OcnoBHasg ponb B koppekuun HBO AK orBomauTcs MeTomam mnaTtoreHe-
TUYEeCKOM Tepanuu. Benymum, a mopoil eIMHCTBEHHBIM METOJOM B KOMILJIEKCHOM
JEYEHUH 3TUX OOJIe3HEH SBISETCS CHEelUaIu3upoBaHHas AueToTepanus. | naBHas
Hueiab JAUeToTepanuu - OOOWTHM OJIOK B METa0OJMYECKOM WeNmu C Yy4dacTHEM
nedeKkTHOro ¢epMeHTa MyTeM OrpPAHUYEHHMS MOCTYIJICHUS C MUIIEH aMUHOKHUCIOT,
O0OMEH KOTOPBIX OKAa3bIBAETCSl HAPYILIEHHBIM.

C Bo3pactom HBO AK He uzneunBarorcs, HO Ha (pOHE CBOEBPEMEHHO HAaYaTOU
JIUETOTEepanuy, Ha3HayaeMoil B OOJIBIIMHCTBE CIy4YaeB, MOKU3HEHHO, U COCTOSIICH B
OTpaHUYEeHUH MOTPEOJICHUs C MUIIel Oelka W Ha3HAYeHHM CHEeIUaTM3UPOBAHHBIX
MPOJYKTOB Ha OCHOBE CMeced KpUCTANIMYECKUX L-aMHUHOKHUCIOT, YJaeTcs



MPEIOTBPATUTh Pa3BUTHE TSKEIBIX MOPAKEHUIN LEHTPAIbHOW HEPBHOM CHUCTEMBI U
COLIMAJIBHO a/IallTUPOBATh OOJIBHOTO.

ITomumo nuertorepanuu, B jedeHun HekoTtopslx HBO AK omnpenenénnyro
poJib Uurpaet (hapMakoTepanusi, NpoBOAUMAs C UCIOJIb30BaHUEM (hapMalleBTHUECKUX
7103 BUTAMUHOB T'pyIIbl B, KapHUTHHA U HEKOTOPHIX APYTUX MPEnapaToB.

MenuKO-reHeTUUECKOE KOHCYJIbTUPOBAHUE C IPOBEACHUEM IPEHATAIBHOU
IUArHOCTUKU criocoOcTtByeT panHemy BbisBieHuio HBO AK. B 3aBucumoctu oT
3a00JIeBaHUS OCYILECTBIIAIOTCS Pa3IMYHbIE TOJIXO0/IbI K UX JOPOJIOBOM TUArHOCTHKE:
ONpeJieieHHe AaKTUBHOCTM MyTaHTHoro ¢epmeHta B OuomnTare XOpHUOHA,
ONpeJieieHHe KOHLEHTpaluu crnenupuyeckux MeTaboIUTOB B aMHHOTHYECKOMN
KUJKOCTH, MOJIEKYJIIPHO-T€HETHUYECKoe uccienoranue. Jins nandosnee yacteix HBO
AK  (benunkeTtoHypusi, THUCTHAMHEMHsS, OOJIE3Hb  “KJIECHOBOTO  cHpora’)
PEKOMEHAYETCS IPOBEIEHUE MAaCCOBOIO CKPUHHUHTA.

3a pyOexoM Ha MNpoTsDKeHUM mnocienHux 30 JeT B IPOMBIIUIEHHBIX
MacmTabax MOPOU3BOAATCS MPOAYKTHI Il MPOBEICHUS CIEHHATM3UPOBAHHON
aueTorepanuu  (PeHWIKETOHYPUH, TUPO3MHEMHUHU, TOMOLMCTUHYPHUH, TIIyTapOBON
auuMaypuH, HW30BAJIEPHUAHOBOM, METWJIMAJIOHOBOW M MPOINMOHOBOM AIUIAEMUH,
OoJsie3Hu “kieHOBOrO cupormna’, ructuauHeMun. B Poccuu u Ykpaune 1151 60JIBHBIX €
YKa3aHHOM NATOJIOTMEN aHAJIOTMYHbIE NMPOAYKThl OTE€UYECTBEHHOTO MPOU3BOJICTBA /10
HACTOSIILIETO BPEMEHH OTCYTCTBYIOT, 3@ HCKIIOYEHUEM CHENUAIU3UPOBAHHBIX
npoaykToB cepun «Adenmnak» u «Terpadeny», mpeaHa3HAUCHHBIX Ji1 OOJBHBIX C
benunkeronypuei. B HacTosiee BpeMs pa3pabarTbiBaeTCs TOJIHAA — JIMHUS
OTEUECTBEHHBIX CIEHHUATU3UPOBAHHBIX MPOJYKTOB, YYUTHIBAIOIIUX IHILIEBHIE
NOTPeOHOCTH B aMUHOKHUCIOTaX 00JIbHBIX Beex BhimenepeuncieHubix HbO AK Bcex
BO3pacToB (BKJIIOYAs JKCHIIMH B NPEKOHIENTYaJbHOM TMEpUOAE U BO BpEeMs
OepeMEHHOCTH), OTKPBIBAIOTCS IIMPOKHE BO3MOXKHOCTH [JIsi OCYUIECTBJICHUS
agekBaTtHOl auerorepanuu 0onbHBIX HBO AK.



IHOKA3AHMUSA U ITPOTUBOIIOKA3AHUSA K IIPUMEHEHNIO METOJA
JAUETOTEPAIINHU

[lokazaHusstMu K  TNPOBENECHHIO  METOJA  AUETOTEPANUU  SIBIAECTCS
YCTAHOBJICHHBII JMarHo3 HAcJeACTBEHHbIX OO0JIe3HEH AMMHOKHUCIOTHOTO OOMEHa:
(EHUIIKETOHYpUH, THUPO3UHEMHH, TOMOLMCTUHYPHUH, TJIyTapOBOW alUAypuH,
M30BaJIEPUAHOBOM, METHJIMAJOHOBOM M MPONMHOHOBOM auujaeMuu, OO0JIe3HU
“KJIGHOBOT'O cupomna”’, TicTUANHEMUN. [IpoTUBOIIOKAa3aHUIl HET.

MATEPUAJ/IBHO-TEXHUYECKOE OBECIIEYEHUE METO/JA

s npoBeaenus auerorepanuu npu HbO AK Heobxoaumo:

— OCYIIECTBJICHHE CBOCBPEMEHHOW JUArHOCTUKH 3a00JIEBAHMUS;

— HaJIMYKE CMEeNUATM3UPOBAHHBIX MPOJAYKTOB Ha OCHOBE CMecel aMUHOKHUCIIOT
0e3 MaTOreHeTUYeCKd 3HAYMMOW AaMHHOKHUCIOTHI (IJI1 TUPO3MHEMUU — 0e3
(deHunanaHuHa U TUPO3MHA, JUIsl M30BAJECPUAHOBOM aluaeMuu — 0e3 JnednuHa, s
TOMOILUMCTUHYpUU — O€3 METHOHMHA, Al OOJIe3HH «KIJIEHOBOTO cHupoma» - 0e3
JelHa, W30JeHlMHa U BalliHA, AJis TIyTapoBOM auuaypuu — 0e3 Tpunrodana u
JU3WHA, I METWIMAJIOHOBOM M NPOMHUOHOBOM anuaeMun — 0e3 METHOHHHA,
u30JeilMHa, BaJMHA W TPEOHWHA, I TUCTHIAMHEMHH — O0€3 THUCTHIMHA),
b depeHIrpOBaHHBIX IO COCTAaBY B BO3PACTHOM ACIHEKTE;

- HaJu4ue MajioOeNIKOBBIX M 0e30€IKOBbIX MPOAYKTOB Ha OCHOBE Kpaxmala B
BUJIE CYXUX MOJy(paOpUKaTOB JUIsl BBINEYKU Xje0a, KOHAUTEPCKUX M MYYHBIX
U3JIeTTUi, TPUTOTOBJICHUS HAMMTKOB JJI1 00eCredeHus] COOTBETCTBYIOIIEH BO3pPaCTy
HHEPIreTUYECKOM IEHHOCTH PallMOHA.

KIMHHNYECKASA XAPAKTEPUCTUKA HACJIEACTBEHHBIX
BOJIE3HEWI AMUHOKHUCJOTHOT'O OBMEHA

Tupo3unemus

HaubGonee yacto BcTpeuaromiasics opma 3a0o0jieBaHUs — TUPO3UHEMHUSI 1 TUTIa
Obuta onucana M. Baber ¢ coaBropamu B 1956 rony. EE uacrota cocraBisieT
1:100000 wHoBOpoxIeHHBIX. JlaHHOe 3a00JeBaHKME BBI3BIBACTCS IEPBUYHBIM
nedexrTom mneueHouHo (ymapoanieroanerarruaponnasbl (FAH) (metabonnueckuii
650k 1 Ha pucyHke 1), B pe3ysibTaTe 4ero B OpraHu3Me HaKarjiuBaeTCs aHOMAaJIbHbBIN
METa0OJUT CYKIMHWIALIETOH, KOTOPBIA oOpasyeTcss u3 (PyMapuianeTOyKCyCHOM
kuciaotel. Ilpu TuposmHemuu Tuma 1b B ciaydae HaaM4Ms B OpraHuU3Me
(GYyHKUMOHANBHOW  aKTUBHOCTH  MalleWialeroareTaTu3oMepasbl  00pa3oBaHue
CYKIIMHWJIALIETOHA MPOUCXOIUT U3 MAJICUIIAIleTOYKCYCHOM KUCIOTHI B 00X0/ CTaAuu
oOpa3oBaHus (HymMapuIalleTOYKCYCHOU KUCIOThI (aHOMaJIbHBINA MyTh MeTaboau3ma 2
Ha pucyHke 1). CyKUMHHUIIALETOH BBICOKO TOKCHYEH M €ro JEUCTBHE CBSA3aHO C
HapyIlIeHUEM TPAHCHOPTHONW (YHKIIMUM U aKTUBHOCTU TEYEHOYHBIX ()EPMEHTOB, B
YaCTHOCTH, U30BITOYHON aKTHUBAIlMEN KaK pP-THAPOKCU(ESHWINMHPYBATINOKCUTEHA3BI



(p-OHPPAD), Tak u wu jeruaparasbl O-aMUHOJEBYJIEHOBOW KHCIOTHL. C
MOBBIIIEHUEM AaKTUBHOCTH JTOro (epMeHTa CBA3BIBAIOT HAOMIOAAIOLIMECS TIPHU
TUPO3UHEMUU SMU30/1bI TOPPUPHUH, TPOSBIISIONIEHCS )enTyXxoil. UHrubuposanue p-
OHPPAD npenapaTom (2-HuTpO-4-TpUdTOpMETHIOEH30MN)- 1,3 -LIUKIIO-
rekcanquoHoM (NTBC) cnocoGHO mMpeaoTBpaTUTh OCTPhIE AMU30AbI KEITYXH M
3aMeJIUTh IPOrPeCCUPOBAaHUE IUPPO3a MeUEHU U cuHApoMa DaHKOHHU.

Tun HacnenoBaHus - ayTOCOMHO-PELIECCUBHBII.

MNuweson
6enok

KaTtabonunam
TKaHeBbIX Genkos

CVHTE3 TKaHeBbIX
6enkoB

deHnnanaHuH CO2+H20 |

TI/IpO3I/IH MenaHuH |
OnuHedprH |
I::IB TUPOKCUH |

A 4

v

| P-rugpokcudennnnupysat |

[;4

| [omMOreHTM3nHOBas KMcnoTa |
|

| ManeunnaueTtoykcycHas - 2
/ Kucrnora \\
~
~
~
~

dymapunaueToykcycHas
Kmucnota

:121

dymapoBas kucrnota+ CyKUMHMMaLeToH
aLeToyKCycHas Kucrnota

CyKuMHMnaLeToykcycHasi
Kucnora

Pucynoxk 1. Cxema MeTab0IM4ECKUX POLIECCOB, IPUBOIAIINX K PA3BUTUIO TUPO3ZUHEMUU
1-3 Tunos

O6o3Hauenus: 1,2 — merabonuyeckuili OJOK M aHOMaJbHBIM MyTh MeTabo-
JU3Ma, MPUBOASIINE K pa3BUTUIO TUpo3uHeMuu la u Ib tuna; 3 — metabonuueckuit
6si0k npu Tupo3uHeMuu II-ro tuna, 4 — I1I-ro tuma. IlaTonornyeckre MeTabOIUTHI
BBIJICJIEHBI IBOMHOW PAMKOW.

Paznuuaior ocTpyro (HEOHATalIbHYI0) U XPOHUYECKYIO (OpMbI 3a00JI€BaHMS.
OCHOBHBIMHM KJIMHUYECKUMU TPOSABICHUSIMU OCTPOM (opMbl OONE3HU SBISIOTCS
"KanyCTHBIM" 3amax Tena, XKeNTyxa, T'eNaToOMETaMs WM TeNnaToCIUICHOMEralus,
pBOTa, Auapes, oO€3BOXKHMBaHUE, TIpydas 3aJepkKa (QU3UYECKOro pPa3BUTHUA,
runotTpodusi, JUXOopajaka, MbllledyHas TUNoToHus. WMHdexuuoHHble 3a00iieBaHUS
MPOBOLUPYIOT BO3HUKHOBEHHE y pEeOEHKA OCTPBHIX IMEYEHOYHBIX KPU30B, ACLIUTA,
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KEIYJOUYHO-KUIIEUHbIX KpoBoTeueHuil. [Iporno3 wHeOmaronpuatHsii. CMepTh
HACTyMaeT B BO3pacTe 0 roja OT MEYeHOYHOW HEJO0CTAaTOYHOCTH, LUPpO3a WU
KapUUHOMBI [T€YEHU.

XpoHudeckas Gopma OTIUYAETCS OT OCTPOM Oojiee MO3THEH KIMHUYECKOU
MaHu(decranmer u Oosiee JETKUM TEYEHHEM, a TakKXkKe MPUCOSAUHEHUEM
HEBPOJIOTUUECKOW  CUMIITOMAaTHKU  (OCTphle  MPUCTYNbl  nepudepuyeckon
MOJIMHEUPONATHH ), & B PAJIE CIY4aeB - TUIEPTPOPUUECKON KapAMOMHUOIATHH.

buoxumunyeckas quarHocTuka:

— B KpOBHU OOHapy»XuBaeTcs TunepomupyOuHeMHusi, yBeIUYEHUE KOHILIEHT-
panuy NeYeHOUYHBIX TPaHCAMHUHA3, PE3KOE YBEIMUYEHHE KOHIIEHTPALUU TUPO3WHA (B
20-50 pa3) Ha doHe 001IeH TUIIepaMUHOAITUIEMHUH, TUITOXOJIECTEPUHEMUS;

— B MOYE€ pE3KO YBEJIMYCHA KOHIICHTpAllUMs THUpPO3UHA Ha (QoHE 0OIIei
rUNepaMUHOALMIYPUH, YBEJIMYEHAa KOHIIEHTpalus CYKIMHWIALETOHa, THapa-
TUAPOKCU(EHUIIIAKTATA, napa-ruipokcupeHnInupyBara, napa-ruJpoKcH-
deHunaneraTa; CHW)KEHUE AaKTUBHOCTH  (pyMapuialeToanerarruapoiasbl B
muMm¢onuTax, OuonTare rneyeHu.

Jleyenue: npueroTepanus C OrpaHMYEHUEM TUPO3MHA U (EeHUJIATaHUHA,
CUMIITOMAaTH4YeCKasi Teparus, B psje ClydaeB - Nepecajka MeYeHu U TeMOJuain3,
UL TIpEeIOTBpallleHus] MpOAYyKUMK (ymapuiialeroaneraTa MCIOIb3YIOT Mpenapar
NTBC (nmpousBoactBo - @panius).

Tuposunemus 2-ro tumna Brepsble onucana gepmaroiorom H.Richer B 1938 r.,
a 3areM pgomnoiHeHa E.Hanhart B 1947 r., KOTOpbIN BBISBUJI XapaKTEpHYIO TpHALY
KIIMHUYECKUX CHUMITOMOB: MOpPaX€HHWE KOXH, TJIa3 U YMCTBEHHash OTCTalOCTb.
3aboneBaHue NJIUTENBHOE BpEMs pPAacCMaTPUBAIIOCh KaK TE€HETUYECKUH CHUHAPOM
(cunnpom «Puunepa-Xanxapra»), Mo3IHee OBUIO BBISIBICHO, 4YTO B OCHOBE
MATOJIOTUH JIEKUT NePekT oOMeHa Tupo3uHa. YactoTa 60J€3HU HE YCTAHOBJICHA.

Tunm  HacienoBaHHWsT —  AyTOCOMHO-PELIECCHUBHBIM.  MyTaHTHBIM  I'eH
JIOKAJIM30BaH Ha JIMHHOM ILJIeue XpoMocoMbl 16, B mokyce 16q22.1- q 22.3.

3aboneBanue  oOycinoBieHO  AeduuuTOM  (HEepMeHTa  TUPO3UHAMHUHO-
TpaHcdepasbl, y4acTBYIOLIEH B TMpeBpallleHUH THPO3UHA B 4-THapokcude-
HUWINUPOBUHOTPAHYIO KHCIOTY (Merabosnueckuit Oiok 3 Ha pucynke 1). B
pe3ysbTaTe MeTabOJUYecKOro OJ0Ka B TKaHAX U OMOJIOTMYECKUX SKHJIKOCTSIX
HAKaIUIMBAaeTCsl TUPO3UH, €r0 KPHUCTAJUIBl OTKJIAAbIBAIOTCS B KJIETKaX KOXU U
POTOBUIIBI.

Bpemss wManudecranmu  00Jie3HH  BapbUpPyeT OT HEOHATAJIbHOTO  JIO
MOJIPOCTKOBOTO Bo3pacTa. Yaile nepBble MpU3HAKKU NOABISIIOTCSA B Bo3pacte 1—4 ner.
VY 80% 001BHBIX OTMEYAIOTCS TUTUYHBIE U3MEHEHUSI KOKU — OYyJUIe3HbIE MOPaKEHUS
KOHEYHOCTEW B OCHOBHOM B OOJIACTH JIaJIOHEN U MOJOIIB C pa3BUTUEM 0OJIE3HEHHBIX
runepkeparuueckux Omsmek. Y 75% BBISIBISIETCS MATONOrMs TJia3 B BUJE
reprneTuOpMHOr0  U3bA3BICHUS  POTOBULIBI, CHUXEHUS  OCTPOTHI  3pEHUS,
pa3HOOOpa3HbIX  NPOSABICHUM  KOHBIOHKTHBUTA  (CBETOOOSI3HM,  YCHJICHHOMU
BaCKyJISIpU3alliu CKIIep, pe3H B IJla3ax u T.1.).

YMCTBEHHOE pPa3BUTHE MOXKET ObITh pa3iuyHbiM, 60% OOJIBHBIX CTPaIalOT
onuroppeHueil, y MHOTHX OTMEUYaeTCs HEBpOJIOTMYECKass CHUMOTOMATHKA!
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HapylIeHUEe MEJIKON MOTOpHUKHU, peueBblie nedekTsl. B paHHeM Bo3pacte y OONBHBIX
MOTYT HaOJIOAAaThCS pBOTA, IMOBBIIMICHHAS pPa3IPaXUTEIbHOCTh WU BSIJIOCTb,
COHJIMBOCTh. Hepenko netu oTcTaioT B pU3MUYECKOM Pa3BUTHH.

buoxuMmuueckas TMarHOCTHKA!

-B KPOBHM M MOY€E OOJBHBIX YPOBEHb TUPO3UHA 3HAUUTEIHHO MOBBILIEH; B MOYE
onpeAeNstoTcs: 4-ruipoKCUPEHMINMUPOBUHOTpaHAS, 4-TUIPOKCU(DEHUIMOIOYHAS,
4-ruapokcuPeHmTyKcycHast, PeHMITyKCYCHast KUCIOThI, N -alleTUATHPO3HH.

Pa3paboTanbl MOJIEKYJISIPHO-TE€HETUYECKHE METOBI JUAarHOCTUKH
Ttrpo3nHemuu II-ro Tumna ¢ UCNOAB30BaHUEM MOJUMEPAZHON LEMHON PEAKIINY.

JleyeHue OCHOBaHO Ha CTPOTOM OrpPaHWYEHWH TMOCTYIUICHHUS C MHILEH
(deHunanaHMHa W THUPO3WHA JO0 MHUHUMAJIBHOM CYyTOYHON mMOTpeOHOCTH. Ycmex
IUETOTEPANIMM 3aBUCUT OT BPEMEHM €€ Hadajla. B cilydyae paHHEro Ha3HayeHUs
IUETbl C TEPBbIX MECALEB KU3HU OTMEYEHO HOPMAJIBHOE IICUXUYECKOE U
(bu3nYecKoe pa3BUTHE JIETEH.

Tuposzunemus Il tuna onmcana B 1983 r. O.Giardini ¢ coasT. u F.Endo ¢
coaBT. Yacrtora 3a0o0JieBaHMS HE YCTAaHOBJICHA, B HACTOSIIEE BpPEMs OIKCAHbI
€IUHUYHBIE OOJILHBIE C DTOM ITATOJIOTHUE.

B ocHoBe MeTab0nMMUECKMX HAPYIIEHUNA MPH «KIACCUYECKON» TUPO3UHEMUU
3a tuna sexuT uzonupoBaHHblil nedpunur p-OHPPAD, yuactBylomei B OKUCIECHUN
MpOJayKTa Kartaboiu3ma THUpPO3UWHA — 4-TUIPOKCU(EHUITUPOBUHOTPATHON KUCIOTHI
(MeTabonmueckuii 610Kk 4 Ha pUcyHKe 1).

3aboseBaHue MPOSIBIISIETCS] HA MEPBOM T'OJly KU3HU, OTMEYAIOTCS CYJOPOTH 10
TUNY HMHQAHTUWIBHBIX CHA3MOB, PAcCCTPOWMCTBA JIbIXaHMS, BSUIOCTb, MBbIIIEYHAs
TUIIOTOHMS, aTAKCHsl, TEMUIIAPE3, 3a€PKKA IICUXOMOTOPHOTO PA3BUTHS, YBEIUYEHUE
nedyeHu. B cTapuieM Bo3pacte MOKeT HAOIIOAATHCS TUPEOUTUT.

buoxuMmuueckas TMarHOCTHKA!

— BBICOKOE COJIep’KaHWE THUPO3WHA M €ro MeTabOJIUTOB B KPOBH U MOYE;
CHU)KEHHE aKTUBHOCTH 4-ruipcu(peHIIIMUPYyBaTAMOKCUTEHAa3bl B OO TaTaX MEUYEHU;

— BBIp@XEHHas TUNEPAMMOHHEMHSI C YMEPEHHBIM TMOBBIIICHUEM (peHuIa-
JJAHWHA B KPOBHU.

JIns neyeHus Ha3HA4YaeTCs AMETOTEpanus C OTPAHUYECHHEM IOCTYIUIEHUS
HaTypajbHOro Oelika, THUpPO3WHA W (EeHUJATaHUHA 10 BEIUYMHBl MUHUMAaJIbHON
CYTOYHOW moTpeOHOCTH. MaiobenkoBasi AueTa CHOCOOCTBYET HOpMalIU3alluu
YPOBHSI TUPO3WMHA B KPOBH, OJHAKO CTENEHb €€ KIMHUYECKOM 3((PEKTUBHOCTH HE
YCTaHOBJICHA.

Bapuantom 3a0osieBaHMs  SBISETCS  KpallHE pPEIKO  BCTpeyarouascs
tuposuHemusi Illb Tuna wim «Xokuncunypus» (Hawkinsinuria), xoTopas
NpOSABIISAECTCS  YBEJIMYEHHOW  HSKCKpeuued ¢ moyoil  2-l-umcrennun-5-1,4-
JTUTUIPOKCULIUKIIOTEKCUHMI-5, | -yKCYCHOM ~ KUCTIOTBI, KOTOpas oOpasyercs U3
MHTEPMEINATOB, BO3HUKAIOIINX BCIEICTBUE aHOMaNIbHOM akTuBHOCTH p-OHPPAD.

[IposiBnenusiMu  GOJIE3HU SABIAIOTCS METAOOMMYECKUI auuao3, 3aJepiKKa
(Gu3MYecKOro pa3BUTHS W MUCXOASUIMI OT OOJIBHOIO 3amax «IJIaBaTeIbHOro
Oacceiinay ("swimming pool"-like odor). IlepeuncieHHble CHUMITOMBI OBICTPO
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CHUMAIOTCA MPU OrPaHMYCHUH (EeHUTAIaHMHA U TUPO3HHA B palMOHE OOJIbHBIX J10
YPOBHSI, OTBEYAIOIIET0 MUHUMAJIbHON (PU3HOJIOTHYECKON TOTPEOHOCTH.

OO6mmii nmpuHUUI pacu€ra cocTaBa palroHa OoJibHBIX THpo3uHemuent [-II1
TUIIOB COCTOUT B HEOOXOJMMOCTH TOJJAEpPKAHUS YpPOBHEHW (eHWIallaHWHA U
TUPO3MHA IJIa3Mbl KPOBM B Ipejenax, yKa3aHHbIX B Tabnuue 1, 3a c4€T 3aMeHbl
yacT O€NKOB, TMOCTYMAIONIMX C OOBIYHBIMU NHUIIEBBIMU NPOJAYKTaMHU, Ha
aMUHOKHCIIOTHYIO CMECh, HE COZIEPKALYIO (DEHMIIaIaHnHA U THPO3HHA.

Tabmuma 2 — PedepenTHBIe YPOBHM (DeHUIATAHUHA U THPO3HHA B IJIa3Me KPOBH

AMUHOKHCIOTA YPpOBEHb B IIa3Me KPOBH, €JI. U3M.
MKMOJIb/JI mr/100 mn

deHunanaHud 35-90 0,58-1,49

Tupo3un 40-80 0,72-1,45

[lpu cocrtaBieHHH panyoHa OONBHOTO BAXKHO YUYUTHIBAThH, UYTO CIIHIIKOM
HU3KO0e ToTpebieHne QeHnIaTaHiHa U TUPO3WHA TaK K€ BPEIHO, KaK MX M30BITOK,
MOCKOJIBKY TPH 3TOM HE 00ECTeYMBAIOTCS TUIACTHYECKHE MOTPEOHOCTH OpraHu3Ma
pebeHka (pacxo/i aMUHOKHUCIIOT Ha CHHTE3 COOCTBEHHBIX OCJIKOB), CJICICTBUEM YEro
MOXKET OBITh 3aJepXKKa pocTa M (PU3MUECKOTO pa3BUTHA, CHIDKEHHE (DYHKIUU
UMMYHHTETa W COMPOTHUBISIEMOCTH OpPTaHW3Ma BHEIIHUM CTPECCOPHBIM (haKTOpaMm.
[TosTomMy naueToTepamuisi JOKHA MPOBOJUTHCS TIOJ PETYJISAPHBIM KOHTPOJIEM
KOHIICHTpaIMil (eHIIaJaHnHa ¥ THPO3UHA B KPOBH, KOTOPHIE HE JTOJDKHBI BBIXOUTH
3a BBIICYKa3aHHbIE WHTEPBAIBI pePepeHTHBIX 3HaueHWil (Tabmuma 2). Ilpum
MOCTPOCHUHU €KEAHEBHBIX IHET CIIEAYEeT PYKOBOJICTBOBATHCS OPHEHTHPOBOYHBIMHU
BEJIMYMHAMU MOTPEOHOCTH B (PCHHUIIATAHWHE W TUPO3UHE Y OOJNIBHBIX TUPO3UHEMHUEH
pa3HbIX BO3PACTHBIX rpymnil (Tabnuua 3).

Tabmuma 3 — OpueHTHPOBOYHAS NOTPEOHOCTH B (peHnsiaiannue (DeH) U TUPO3UHE
(Tup) y 00oabHbIX THPpO3MHeMueH I-111 Tuna

Bo3spact 6051bHbBIX dopma 3ab0eBaHus
Tuposunemus la, Ib Tuposunemus 11, 111
[TotpebHOoCTh, Den+Tup [ToTpebHOCTh, Den IToTpebHocTh, Tup
1 2 3 4
MuaieH1sl MI/KI Macchl Tejla
0 - <3 mec 65-155 30-90 35-90
3 - <6 mec 55-135 30-70 30-70
6 - <9 mec 50-120 25-50 25-50
9 - <12 mec 40-105 20-40 20-40
Hetn MT/JICHb
1 —<4rona 380-800 250-500 200-450
4 — <7 ner 390-900 260-550 250-500
7 —<I11 ner 400-1000 270-600 260-550
[TonpocTku u MT/JIeHb
B3pOCIIbIE
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Oxonuanue maobn. 3

1 2 3 4
Hesymku 11- <15 | 800-1200 300-650 290-500
JeT
Hesymku 15- <19 | 800-1200 280-700 270-450
JeT
Jesymiku 19 ner | 800-1000 270-700 260-450
U crapiie
Onomm 11-<15 | 990-1200 275-700 260-550
JeT
Onomm 15- <19 | 1000-1500 350-750 340-550
JeT
Onoum 19 ner u | 1000-1500 340-750 330-550
crapiie

CyTouHast SHepreTHIECKas [ICHHOCTh pallMoOHa M TIOTPeOJICHHE OeliKa JOJIKHBI
COOTBETCTBOBAaTh HOPME (PU3MOJIIOTUYECKON TOTPEOHOCTH MJisi JAHHOTO BO3pacTa
(mpunoxenue 1). OOmee coaepxkaHue ¢eHUIaTaHUHA W THUPO3WHA B CYTOUYHOM
palMoHe, COCTaBJICHHOM W3 OOBIYHBIX MHIIEBBIX IPOJYKTOB, MOXET OBIThH
pPacCYHMTaHO I10 JIAHHBIM, MPECTaBICHHBIM B Ta0ymie 3. OHO HE JIOJKHO BBIXOJIUTH
3a TpaHUIBl peEpEeHTHBIX 3HAYEHWH, YKa3aHHBIX BhImie B TaOymie 3. Ilpu stom
CIIeIyeT YYUTBIBaTh, YTO OCHOBHBIMH MCTOYHHKAMHM THPO3WHA W (DCHHIIAJaHWUHA B
MUTAHUU JETCH TEepPBBIX 6 MECSAIEB >KU3HU SIBISIIOTCS TPYIHOE MOJIOKO W/WIU
aJanTHPOBAaHHAS MOJIOYHAS CMECh; y JeTer 6-12 MecsIeB )KU3HU, B JIOMOJHCHHE K
ATOMY, TIPOJYKTHl MPUKOPMa Ha OBOIIHOW, (GPYKTOBOM U 37aKOBOU (O€3MOJIOUHOI)
OoCcHOBe. Y OOJIBHBIX cTapiie | TojJa MCTOYHUKAMHM THPO3WHA W (DeHHMIIaJaHWHA
SBIIIOTCS (PPYKTHI, OBOIM W 37aku (kamu, xie0). Hemocraromee 10 HOPMBI
(bU3HOIOTHYECKON MOTPEOHOCTH KOJHMYECTBO O€lKa B pallMOHE BOCIIONHSETCS 3a
CU€T BBEACHUS CICIMAIM3UPOBAHHOTO MPOAYKTa 0e3 (eHUIalaHnHA U TUPO3WHA, a
HEJ0CTAIIass 10 HOPMbI DHEPreTHdecKas IICHHOCTh y OOJBHBIX CTapIie Toja
KOMITCHCHPYETCS 32 CUET BKIIFOUCHUS B PAIMOH CIICIHATM3HPOBAHHBIX 0€30€IIKOBBIX
MPOAYKTOB Ha OCHOBE KpaxmaJa 1, 9aCTUYHO, 3a CUET JOOaBICHHOTO caxapa.

PekoMeHIyeMbIii COCTaB aMHUHOKHUCIOTHOW CMECH CIICIIHAIN3UPOBAHHBIX
MIPOYKTOB IS OOJIBHBIX THPO3WHEMHEH BCEX BO3PACTOB MPEICTABIICH B Ta0HIIE 4.

Ta6J'II/IIIa 4 — PeKOMeH}IyeMbIﬁ CoCTaB CME€CH aAMUHOKHUCJIOT IIPU THPO3UHEMHUU

AMMHOKHUCIIOTA Conepxanue
r/100 r cmecu | 1/100 r 6GenkoBOTO Ckop 1o
AMHHOKHCIIOT SKBUBAJICHTA AMHHOKHCIIOTHOM IITKaJIE

»KEHCKOI'0 MOJIOKa, %
1 2 3 4

Ananun 4,6 5.5 -

ApruauH 6.3 7,5 -

AcmaparuHoBasi KUCIJIOTa 10,1 12,0 -

Huctun 2.4 2,9 -
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Oxonyanue maon. 4

1 2 3 4
I'myramunoBas Kuciora 10,0 11,9 -
['myramun 4,2 5,0 -
I'munma 2.4 2,9 -
I'uctuaun 2,7 3,2 -
H3zonennun 5.9 7,0 153
Jleitna 10,1 12,0 121
JIM3uH MOHOTUAPOXIIOPHL 10,1 12,0 155
MeTtnonusa 2.4 2,9 157
deHMTaTaHIH 0,0 0,0 0
[Tponnn 9,4 11,2 -
Cepun 5.3 6,3 -
Tpeonnn 5,1 6,1 120
Tpunrodan 1,9 2,3 119
Tuposun 0,0 0,0 0
Banun 7,1 8,4 165

I'omouucTunypus

3aboneBanue Brepsbie onucaHo u 1962 r N.A.Carson u D.W.Neil. YactoTa B
nonyysauu coctasisier 1:50000 -1:250000. I'en nokanu3oBaH Ha JJIMHHOM ILUIEYE
xpoMocoMsl 21, B mokyce 21q22.1.

Tun HacnenoBaHUS — AyTOCOMHO-PELIECCUBHBIH.

Boigenstor 4 ¢opmbl 3aboneBanusi: Bg-3aBucumas (1-1 ¢dopma) u Bg-
pesuctentHas (2-1  ¢opma) OOYyCIOBICHBI  HEJOCTATOYHOCTHIO  (hepMeHTa
nucratuoHuH-B-cuntaszel  (CBS) (Mmetabonuueckuid 650k 1 Ha pucyHke 2).
Bo3MoxkHO Takke HapylleHHE aKTUBHOCTH clieayioniero ¢epmMeHta B 3TOU
MeTa00IMYEeCKON IIeNU- IMCTOTHOHA3bl (MeTaboiaudeckuii 00K 2), OJAHAKO OHO
SBIISICTCS, TIO-BUAMMOMY, KIMHHYECKH OecCHMNTOMHBIM. JIBe cremyromue (HhopMbl
CBSI3aHBI C TEHETUYECKH JICTCPMUHUPOBAHHBIMH Je()EeKTaMH pEeMETHIMPOBAHMUS
METHOHWHA, BO3HHUKAIOUIMMH BCICJACTBUE HAPYIICHUS AKTUBHOCTH S-METHUIITET-
paruapodonar-romouucTenH-MeTunTpancdepasol  (3-1  popma, meTaboauyecKuit
ook 3 Ha pucynke 2) u Osokom ¢depmenta N (5,10)-meTtunenrerparuapo-
dbonarpenykrasbl (4-s1 ¢dopma, Mertabonuueckuit Onoxk 4). B mnemmarpuyeckoi
MpaKkTUKe HanboJiee 4acTo BCTpeyaroTcs JiBe nepBbie (hopMbl OOJIE3HHU.

[Ipu romonuctunypuu (I'HY)1-ii u 2-i GopmMbl IPOUCXOIUT HAKOILJICHUE
romorictiHa (I'L]) m MeTHoHWHA W WX METaOOJIWTOB B OpraHax M TKaHIX, YTO
BbI3bIBaeT mopaxkenue I[HC, coenmHuTenbHOW TKAaHM, MEYEHH, MOYEK, CTPYKTYP
rna3. lomoumcTuH aktuBUpyeT ¢akrop XaremaHa, CIOCOOCTBYs IpoLeccy
TpOoMOOOOpa30BaHUSI B KOPOHAPHBIX, COHHBIX, IMOUYEYHBIX aAPTEPHUAX, TCHEPAIH-
30BaHHOW BEHO3HON TpoMO0IMOONIHMH, MPUBOASAIICH K TKEIOW WHBAIUIU3ALNN U
paHHEN CMEPTH.

[lepBbie cuMNTOMBI 3a00Ji€BaHMSI BBISBISIOTCS B BO3pacte 3-5 JeT.
N3meHeHuss coO CTOPOHBI KOCTHO-CYCTAaBHOM CHCTEMBI BKIIOYAaIOT B ce0s
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JOJIMXOCTEHOMENNIO, KH(O3, CKOIMO3, BOPOHKOOOPA3HYIO WM KWJIEBUJIHYIO
nedopMaliio TPYAHOM KIETKH, apaxHOJAKTWIMIO, THUIEPMOOWIBHBIA CHHAPOM,
BaJIBIYCHYIO Je(dopMalui0 KOJEHHBIX CYCTaBOB, ocTeonopo3. Habmronaercs
u3MeHeHrue (OpMBI U paACIONIOKEHUS 3yOOB, HU3MEHEHHE CTPYKTYphl BOJOC,
HapylleHUWEe MUTMEHTAaluuu Kokd. [JmasHas cuMmnToMartuka BKIIOYAaeT B cels
no/ABBIBUX Xpycranuka (y 60% mnaiueHToB), MHOIHKIO, aTpoduI0 3PUTEIbHBIX
HEPBOB, KaTapakTy, OTCIONKY CETYaTKH, TTIaAyKOMY.

VY GoJIbIIMHCTBA MAIlUEHTOB, HAXOAAIIUXCS 0€3 JieueHus, ObICTPO BOZHUKAET
YMCTBEHHAsl OTCTalI0CTbh, CYJOPOKHBIA CUHAPOM, F€MUILIETHS, ICUX03bl. BO3MOKHO
MOpa)KEHUE MEeYEHHU, COMPOBOXKIAIONICECS YBEIMUCHUE KOHIIEHTPALMHU EYEHOYHBIX
TpPaHCaMHUHA3.

Kunaccudpukanusi roMOuMCTUHY PHHA

Hapywenue — Pacnpeoenenue no Xpomocomnasn | Ne MIM
NOPAICEHHBIN KOMNOHEHM MKAHAM JIOKAU3AYUsL

10.1 Metnonunanenosmwirpanc-  [ledens 250850
depaza (MAT) neyenun
10.2 [ucratnonun Oera-cuHtaza |[ledyeHb; TOJIOBHOM MO3T; 21q22.3 236200
(CBS) muM(poO6IacThl; KYJIbTUBHPYEMbIE

(huOpoOIaCThI, AMHHOLIUTHI U

XOpHaJIbHbIE BOPCUHBI
10.3 Tamma-uucratuonasza (CTH) [[leuens; numdobiiacTsr; 16 219500
10.4 Cynbdutokrcuaaza,u3onupo- [ledenp; mMOUKH; JIETKHUE; CEPIIE; 272300
BaHHas, WIK KodakTop MoanbaeHa nmuMdo061acTel; XOpuaibHbIE
10.4.1. Tunm A BOPCHUHBI; KYJIbTUBUPYEMBIE 252150
10.4.2 Tun B ¢ubpo6IACTHl U AMHUOLIUTHI 252160
10.5 5,10- [Teuens; TuMdOIHTHI, 1p36.3 236250
Metuiienterparuapodosar- muM(poO6IacThl; XOpHaJIbHbIE
penykraza (MTHFR) BOPCHUHBI; KYJIbTUBUPYEMBIE

(bubpoOIacTsI
10.6 MeTtuonuHcuHTa3a [leueHp; KyIbpTUBUpPYEMBIE 236270
(metunkob6anamun) cblE, cblG ¢ubpo6IaCTHl U AMHUOLIUTHI 250940
10.7 Metunmanonun-CoA-myrasza |[leueHb; KyJIbTUBHpPYEMbIE 277400
(ameHo3MIKOOATAMUH U ¢uOpoOIaACTHI M1 AMHUOIIUTHI 277410
METUOHMHCHUHTA3a 277380
METHIIKOOaIaMIH)

Jlecxas cUnepcoMoyuCmuHemusl

Knuanaeckne npu3Haku: Hanudure ¢akTopa pucka (0COOCHHO B CBSI3H C
HEJ0CTaTOYHOCThIO (pojIaTa) npu:

- paHHEH COCyIUCTON MaToJioruu (MHPapKThl, TPOMOO3BI,
HMOOJIMN — HE COOTBETCTBYIOLIUE AETCKOMY BO3pPAaCTY);

- HATMYUU Je(PEKTOB HEBPAJIbHOU TPYOKH MpPU MaTEPUHCKON
THIIEPTOMOIICTEHHEMHUH.
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[IpynuunHeI:

MTHFR—monumopduszm A222V (677C>T), TepMo1aOuiIbHbII
BapUaHT, FOMO3UIOTHOCTH Y 5% eBpomeiilieB), B CBA3U C
OTHOCHUTEJIbHOM HEJIOCTAaTOYHOCTHIO (hoJiara.
reTepO3UrOTHOCTD MO0 HEJJOCTATOYHOCTH LIUCTATUOHUH-
B-cuHTa3bI;3HI0T€HHBIE U IK30I'€HHbIE HAPYLICHUS
MeTabom3Ma (POITMEeBOM KUCIOTHI,
HEJIOCTaTOYHOCTh BUTaMHUHA B12.

Jlnarnos: 1 TOMOLIMUCTEHH B 11a3me (cnenudpuyuecknii ananmmz) m1o 30-40
MKMOJIB/JI, y4€CTh METHOHUHOBYIO HAaTPy3Ky
Tepanus: mpuém 5 mr/cyt goauenoil kucnotsl, 100 Mr/cyt Butamuna B6

(MUPUIOKCHH).

Knaccuueckasn comoyucmunypus

KinnHnueckue npusHaKku:

BIMIIETICUS, YMCTBEHHAsl OTCTAJIOCTh, IPOTPECCUPYIOIAs
0JIM30PYKOCTH (PAaHHUI CUMIITOM), TTIOABBIBUX XPYCTaIIMKA,
0CTEOIIOPO3, TPOMO0IMOO0ITHS,

Manudecramms mporpeccupyromas 0071e3Hb, 00BIYHO HAUUHAIOIIASICS B
[IIKOJIFHOM BO3pacTe.

DepmeHT: [UCTaTHOHUH-0ETa-CHHTAa3a.

broxumust: MEHSIOIIASICS OTATOMIEHHOCTH 110 HEIOCTaTOYHOCTH (DepMEHTa,
HAKOTICHHE TOMOLIMCTEHHA —HAPYIIEHUE KOJUTareHa.

Jlnarsos: AK B mna3zme: T Met, T romonuct(e)un (cneunduyueckuit

aHanu3: > 150 MKMOIIB/11),
ICys;

JlnpdepeHunanbHbld JUarHos:

Hapymienue cunTe3a METHOHHHA; AePEeKThl KoOalaMUHa.

Tepanus:

CoOuroieHuEe THETHL;

npuém 50-100 mr/cyr nupuaokcuna (rumoc 10 mr/cyr
(hoTMEBOM KHUCTIOTHI); B TOM CJIydae, €CIIi 9TO HE OKa3bIBACT
BozneicTBus: 100 mr/kr/cyt
(npu HEoOxoauMocTH 10 3r X3 r/cyr).

[{esb: romomucTenH B tutazMe < 30 MKMOJIB/ L.

HepocraTtounocts nucratnonus 6era-cunrassl (CBS)

Cucmema Cumnmomvi/mapxepol V[emckuii  |B3pocivie
6o3pacm
Crienupuyeckue DKTOIUS XPYCTATUKOB H +
KIMHAYECKHE CHMITOMBI  [YMCTBEHHAs OTCTAJIOCTh H- +
TpomM060IMO0IMUECKHE OCTOKHEHHS H +
Creuupuyeckue OcTteonopos H- +
KIIMHIYECKHE CUMIITOMBI
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CriennanbHast 1abopaTopust

MeTHOHUH B IIa3M€ KPOBHU
["omonmct(e)uH, CBOOOTHBII
oOu1uii B m1a3Me KpoBU

[{rcTuH B miazme

['oMonucTHH B MOYE
["OMOIIMCTENH-IUCTEUH B MOYE
[Ipo0a Ha HUTpPOLIMAHU B MOYE

['oMOLMCTENH-IIUCTENH B IUIa3Me KPOBU 1

[HC

YMCTBEHHas1 OTCTAJIIOCTh
[lcuxuarpryeckue CUMITOMBI
ONUNPUCTYIIBI

WHubapKTh

I'naza

bimsopykocTh
JKTOIHUS XPYCTAIMKOB TJ1a3a

CkeneTHas

CKomno3

MPU3HAKID)
Jlepopmarnus TpyauHbI

OcTeomnopos

ApaxHOJIaKTHIIUS— «Map(}aHOmo1I00HbIE

Banbrycnas gedopmarius KojaeHa

FH[FF FFRFF TS

FH[F R FFFR TS oe

Cocynucras

OKKJITFO3UH

Koxa

[ [priInB KpOBU K JIAILY

T F

FH[F

HepnocraTounocts 5,10-metunenrerparuapodonarpenykrazsl (MTHFR)

Cucmema

Cumnmomwt/
mapxepol

Jlemckuii
so3pacm

Bs3pocnvie

Crienupuyeckue
KIIMHUYECKHE CUMITTOMBI

'YMCTBEHHAsA OTCTAIOCTh

CriennanbHast 1abopaTopust

MeTHOHUH B IIa3M€ KPOBHU
["omorucT(e)uH, cBOOOIHBIM
oOu1uii B m1a3mMe KpoBU
["OMOIIMCTENH-IUCTEHUH B IJIa3Me
KpOBU

[TpoOa Ha HUTPOLIMAHU B MOYE
["oMonucTHH B MOYe
[{rcTaTHOHUH B MOYE
S5-Metun-THF B LICXK
AnomaiibHas D00

nwum 7

nwum 7

[HC

'YMCTBEHHas1 OTCTAJIOCTh
Hapymenust noxoaku
[TcuxuaTpuyeckue paccTpocTBa
Muxkpouedanus

ONUNPUCTYIIBI

H W H e

H_

HoH | W

o
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Cocynucras OKKITIO3UH + +
MpIeuHas CnabocCTh B KOHEUHOCTSIX + +
DyHKIIMOHATIBHAS HEJOCTATOYHOCTh MeTHOHHHCHHTA3HI (CbIE, cblG)
Cucmema Cumnmomst/ Jlemckuui Bspocnvie
Mapkepbl go3pacm
Crenupuyeckue OTcTaBaHue B pa3BUTHH + +
KJIMHUYECKHEe CUMITOMBI [MeranobaacTHasi aHeMUsI + +
CnenranbHas ["oMomucTHH B MOYE 1 1
imabopatopus MeTroHuH B 11a3me Kposu ['omonuct(e)us, l-n l-n
CBOOOIHBIN ) )
oOu1uii B m1a3Me KpoBU
OOb1yHast nadboparopust  [MakpouuTapHas aHeMus + +
AnomanpHas D00 + +
[THC IMPT: aTpodusi T0JI0BHOTO MO3Ta + +
'YMCTBEHHAs1 OTCTAJIOCTh + +
['uroToHust + +
ONUNPUCTYIIBI + +
Hapymenune noxoaku + +
[Mepudepuyeckas HeBpomaTus + +
['1asza Hwucrarm + +
AHOMaJIbHAS + +
PIIEKTPOPETUHOTpaMMa
[ToHMKEHHAst OCTPOTA 3PEHMS + +
HenoctaTouHoCTh Cynb(UTOKCHIA3bI
Cucmema Cumnmomst/ Jlemckuui Bspocnvie
mapkepul go3pacm
Crienupuyeckue [IpucTymnsl, He TOATAIOIIHAECS JICYEHUIO + +
KITHHUYICCKHEC JKTOIHUS XPYCTAIUKOB TJ1a3a
CUMIITOMBI 3asiepkKa ICUXOMOTOPHOTO Pa3BUTHS +
+
OObIuHas [Ipu HegocTaTouyHOCTH KOaKTOpa
lmabGopartopus MO0 IeHA:
MOY€Basi KUCJIOTa B IJ1a3Me l !
MOYeBasi KUCJIOTa B MOYE ! !
CrienasibHast Tect Ha copepxaHue cyabdura B MoUe + +
lmabGopartopus S-CynbdoructenH B miazMe
S-Cynbdoructens B Mo4e ) )
TaypuH B Tutazme 1 7
TaypuH B Moue ) )
Cynbdar B Moye ) )
[{ucTHH B IU1a3Me l l
Tuocynbdar B Moye ! }
[Ipu HegocTaTouyHOCTH KOaKTOpa ) )

MOJINOICHA:
KCAaHTHH B MOYEC
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THIOKCAHTHH B MOYE 1 )
MPT/KT: arpodus rosoBHoro mosra, 1 1
NUJIATUPOBAHHBIE KEITYA0UKU +
[THC AxcuanbHasi TUIIOTOHUS/ IepudepruyecKas +
CUIEPTOHUS
(OCHOBHBIE MOTOPHBIE IPUCTYIIBI + +
OTcTaBaHue B pa3BUTHH +
["emurerus, atakcus, Xopeenoa00HbIe +
TIBYDKEHUS
['11asza DKTOIHUS XPYCTATUKOB +
DKenynouno- 3aTpynHEHUs: IpU BCKapMJIMBaHUU + +
KHILIEYHBINA TPAKT

OyHKIIMOHATBHAS HEJOCTATOYHOCTh METHIIMAIOHUI-COA-MyTa3bl 1 METHOHUHCHUHTA3HI (cblC,

cblD, cblF)
Cucmema Cumnmomwt/ Jlemckuui Bspocnvie
Mapkepul go3pacm

Crienupuyeckue OTcTaBaHue B pa3BUTUU + +

KIIMHUYECKHE CUMIITOMBI (3a/I€p>KKa B Pa3BUTUU + +
Merano6naacTHast aHEMUS +

CriennanbHast ['OMOIIMCTHH B MOYE ) 0

nmabopaTopus MeTrIManoHOBast KMCIOTAa B MOYE 1 )
MeTHOHUH B IIJIa3Me KPOBU l-n l-n
["omorucT(e)uH, cBOOOIHBIM ) )

oOuuii B ma3Me KpoBU

OO6b1yHast nabopatopust  [MakpouuTapHasi aHEMHUS +
[ 'unepcerMeHTo-s1epHble TPaHyIOLUThI +
TpomboruTonieHus +

[HHC 'VYMCcTBEHHAs OTCTaJIO0CTh +
['unotoHust + +
UleTtaprus +
OMUMTPUCTYIIBI +
MplteyHast CllaCTHYHOCTh +
MuenonaTtus +
Hapymenune noxoaku +
Hapymenus peun +
JlemeHmus +
OcCTpBIii ICHX03 +

['1asza Jlerenepanus ceT4aTKu +

HepocraTouHoCTh raMMa-1IMCTaTHOHA3BI

Cucmema Cumnmomst/ Jlemckuui Bspocnvie
Mapkepul go3pacm

Crienupuyeckue OTCYTCTBYIOT

KJIMHIYECKHE CUMIITOMBI

CriennanbHast [{ucTaTHOHUH B IUIa3Me KPOBU )

lmabopartopus [{ucTaTOHUH B MOYE )
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JIMarHoCTHYECKHUN AJITOPUTM

Moua

|

TomoumcTuHypHst

v

MertunmanonoBas kuciora (MMK) B moue 1

g

MeTHoHUH Y
B Iuiasme
Y
N
AKTUBHOCTb .
AxtuBHocts MTHFR | N HCTATHOHUH N AHanu3 KOMITJIEMEHTAIOHHOM TPYIIIIBI
OeTa-CUHTA3b1| cbl
Y
Y
HenocraTo4HOCTb HenocTaTouHoCTh Hedextsi cblE, cblG Hedexrsl cblC, cblD,
MTHFR [UCTaTHOHUH OeTa- cblF
CHHTa3bI
IIpenamanvuas ouaenocmuxa
Hapywenue Mamepuan Tpumecmpeor
bepemennocmu
10.2 HenocraTtounocts CBS [XopuaibHble BOPCUHBI, KyJIbTUBUPYEMBIE LI
AMHHUOTUYECKNE KIIETKH
10.4 HenocraTouHOCTH XopHuanbHbIe BOPCUHBI, OKOJIOIUIOAHBIE LI
CyIb(MUTOKCHIA3bI BO/JIbI, KyJIbTUBUPYEMBIE AMHUOTHYECKUE
KJIETKH
10.5 |[HemocraroyHOCTh XOopHuanbHbIE BOPCUHBI, KyJIbTUBHPYEMBIE LI
MTHFR AMHUOTUYECKUE KIETKU
10.6 [ledextsl KynsTuBHpYyeMBblE AMHUOTUYECKUE KIIETKH II
cblE
10.7 ledextsl KynsTuBHpYyeMBblE AMHUOTHYECKUE KIIETKH II
cblC u cblF




I_II/ICTaTI/IOHI/IH-6CTa-CI/IHTaBBI I[e(i)I/ILII/ITI CXeMma JICHCHUA 1 MOHUTOPHUHIA

Heneuennnie MAIUECHTBI

v

B6 100 Mr B 1eHb B TeueHHUe 2 He/leJIb, HCCJIeJOBAHUE TOMOIMCTHHA,
3aTem H00aBJieHHe ()0JIATOB 5 MI' B IcHb HA NPOTS/KEHAN 2 Helellb

roMOIMCTHH<60 MMOJIB/JI

|

B6-4uyBcTBHTEIbHBIC

roMOIUCTHH<2( MMOJIB/JI

roMOIUCTHH>2(0 MMOJIB/JI

o0eTHeHHAas1 0eJIKAMU JHeTa B

COYeTaHMH C AMHHOKHCJIOTHBIMH
THAPOJIHM3AaTOPaMH (CBOOOAHBIMH

OT METHOHHHA)

ToMouMCTHH CHHKEeHEH, HO>60 MMOJIb/JI

rOMOI_[I/ICTI/IH HEC UBMCHCH

l |

B6-yacTuuHo YYBCTBHUTECJIbHBIC HEYYBCTBUTE/IbHbIC

v v
Jlo6aBiieHus1 OeTanHa U /WIIN Jlo6aBiieHue 6eTanHa 3 I esKeJHEBHO
o0eiHeHHas1 OeJIKaMM JUeTa B M /Min o0eHeHHAs OelkaMH JHeTa B
COYETAHHH ¢ AMHHOKHUCJIOTHBIMH COYETAHHH ¢ AMHHOKHUCJIOTHBIMH
THAPOJIHM3aTOPaMH (CBOOOAHBIMH THAPOJIM3aTOPaMH (CBOOOAHBIMH OT
OT METHOHHHA) METHOHHHA)

Jleuenue 6epemennvix c I'L]Y

Tpumecmpeot
bepemenHbix

HUccneoosanus

Jleuenue

[ u II TpumecTpsl ExxeHenenbHbIe

E>xen1HeBHO

["OMOIIMCTHH 001N
1 CBOOOTHBIN B
TIa3sMe

Huzko OenxoBas nuera 10 r/kr.

CMecH aMHUHOKUCIIOT, JIMIIeHHbIe MeTronuHa 180 1.
[lopomok uucrenna 1,5-2x.

AcniipuH 75Mr

Burtamun B12 - 1mMr B/M

beraun 100-150 mr/kr

[Tupunokcun 100mr

Husko-MoJIeKynsipHBIN rermapuH (€KeTHEBHBIC UHBEKITIH )
CeneH U LIMHK (€CJIM UX YPOBEHb CHUKEH)
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OcHognble oughepenyuanvro-ouasHocmudeckue Kpumepuu pasiuitsix Gopm
2OMOYUCMUHYPUU U MOHOLEHHBIX (POPM COeOUHUMENbHO-MKAHHBIX OUCHIA3UL

[Ipu3naku 3a00s1eBaHUs Cunzpom | Crspom C§:§£§-M T'omo- Cunpom
bunca Cruknepa uuctunypusi | Mapdana
Mapueszanu
Tun HacnenoBaHUS:
A/JT + + + - +
A/P - - - + -
M3MeHeHus OnopHoO-
NIBUTATEJIBLHOTO arapara:
apaxHOIAKTHIINS + + - + +
JUTMHHBIE TOHKUE + + - + +
MaJTbIIbI
OpaxuIaKTUIUS - - + - -
Tenocnoxenue:
ACTEHUYECKOE + + - + +
TUIICPCTEHUIECKOE - - + - -
Jlepopmariusi rpyTHOM KIIETKH +/- - - +/- +
Kudockonmos + + - + +
Pa360o1TaHHOCTH CYyCTaBOB - +/- - - +
BpoxneHHbIe KOHTPAKTYPHI + - - - -
KPYITHBIX U MEJIKHX CYCTaBOB
OcTeomnopos - - - + -
Pa3BuTHE apTPO30-apTPUTOB - + - - -
CMopieHHas popMa yIurHou + - - - -
[PAaKOBHHBI
[Tatosiorust cepaeyHo-
COCYIMCTOM CUCTEMBI:
BPOXKJICHHBIE IIOPOKU - - + - +/-
cepaia
poJianc MUTPAIILHOTO - - - - +
KJ1araHa
aHEeBpH3Ma a0PThI - - - - +
TpoMO0IMO0THH - - - + -
[Tatonorus ruas:
II0JIBBIBUX XPYCTAJIIMKOB - - + + +
MuKpochepodakus - - + -
BTOpHYHAS TJIAyKOMa - - +- + +-
BpPOXKJICHHAS MUOTIUS
BBICOKOU CTEITEHHU B + +/- B +
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[Topaxxenue LTHC:

CHUKECHHUE MHTEIUIEKTA - +/- +/- + +/-
rapessl, napajindu - - - + -
CyZIOpOTrH - - - +/- -

UlaGopaTopHbie TaHHBIC
3MeHeHusT aMUHOKHCIIOTHOTO
CIIEKTPA CBIBOPOTKU KPOBU U

MOYH

MTOBBILLIEHUE YPOBHS - - - +/- -
METHOHUHA

MOSIBIICHHE TOMOIIMCTHHA - - - + -

CHM>KCHHUC NUCTHHA -

- - + -
[ToBBIIIICHNE TTOKA3aTEICH
[TOYEYHOU IKCKPELIHT
METa0OJINTOB COCIUHUTEIIHLHOMN
TKaHMU:
OKCHUIIPOJIMHA + + +/- + +
TAT + + +/- + +

B mnacrosimee Bpems EBpomeiickoit Accouumanueir E-HOD paspabotana
pabouyas kiaccudukaius, KOTopass IMO3BOJSIET B IPOLIECCE YTOYHEHMs AUarHos3a
OIIPENEIUTh KOHKPETHYIO (OpMY CEPOCOAEpKAILNX AMUHOKHUCIIOT.

B coorBercTtBHE ¢ ompeneneHueM Accoluanud  — TOMOLUCTUHYpUS,
HapylIeHUe METWJIMPOBaHUS U AePUUUT (OJIATOB SIBISETCS TPYMION BPOXKAEHHBIX
HapyluieHui oOMeHa ¢ peKUM TUIIOM MHTOKCUKALIUU U CXOKUM (DEHOTHUIIOM.

['aBHbBIE TUIIBI TOMOLUUCTUHYPHH:

- Jlepunut nucrarnonnn-6era-cuatassl (CBS);

- Hedunur metunentetparugpodonar peaykrassl (MTHFR);

- KoMOunupoBanHasi roMOLIMCTUHYPHUST U METHWIMalloHOBast aruaypust tun C
(CbIC);

- KomOuHupoBaHHasi TOMOUUCTUHYPHUS U METHWIMAJIOHOBasi auuaypust tun D
(CbID);

- Heduumt metnonun cuntassl penykrassl (CblE);

- KomOuHupoBaHHasi TOMOIMCTUHYPHUSL U METHJIMallOHOBas auuaypust tun F
(CblF);

- Jeduumr metuonuncuntassl (CbIG);

- KomOuHMpoBaHHAs FOMOLMUCTUHYPHUS U METWIMAJIOHOBAas aluAypus TUIL J
(Cbl)).

Hapymienus MeTuaupoBaHusi:

- Hedunur anenosuntpancdepasst UVl 11 (MAT).

- Jeduumr rmununa N-metuntpancdepassl (GNMT).

- Jlepunur S-ameHo3mi-romoructrenH-ruaporcuinassl (SAHH).

- lepunut anenozunakunaszbl (ADK).
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['naBHbBIE TUIIBI HApYILIEHUS (POJATOB:

- Hedunur metunentetparuapodonaraeruaporesazsl (MTHED);

- HacnenctBennoe Hapymenue abcopouuu domnata (GFT);

- Heduumr popmumunorpancdepassl (FTCD).

B  EBpome 3apeructpupoBano okojo 1500 mamumentoB.  pyrue
TOMOLMCTUHYPUU W HaApYyLIEHUs METWIMPOBaHMUS O4YeHb penku (okono 100
MaIMeHTOB).

CymectByer nBa noartuna aepuuura CBS: nupuaokcuH-pearupymoiiee u
NUPUIOKCUH-HEpearupyuiee 3a0ojieBaHue, OMNpeAesIEHHOE  MEeTabOoJInYeCKOn
peakuuel mnalMeHTa Ha JieYeHUWe NHUPUIOKCHUHOM. HacnencTtBeHHOe HapyllleHue
(depMeHTa BBI3bIBAET MPOTPECCMBHOE HAKOIUIEHHWE OOIIEro TOMOLMCTEUHA [0
TOKCUYECKUX YPOBHEN B TKAHSIX U IJIa3M€ U MOBBIIICHHBI TOMOIMCTEUH B MOYE.

Knunnueckuit appext u ocnoxHeHus

['omonuctunypus (I'lY) umeer onpenenéuubiii 3pPexT Ha MHOTOUYMCICHHbIE
OopraHbl M CHUCTEMbI, TaKH€ KaK IJ1a3a, CKEJeT, CEPJIeYHO-COCYAMCTYI0O CUCTEMY U
HEBPOJIOTUYECKYI0 CHCTEMY, C TPOSIBICHUAMH 3a00J€BaHUS MHOTHUX OpPraHOB C
HayajoM B MJIQJICHUYECTBE WJIM JIETCTBE A0 TPOMOOIMOOJIUU B PaHHEM WU CpPEIHEM
Bo3pacte. Eciu He Je4nTh, TO COCTOSHUE MOXET ObITh (aTaJbHBIM. [ a3HbIe
OCJIOKHEHHUSI BKJIFOYAIOT IKTOIMMIO XpycTajauka U Muomnuio. [ToaBBIBUX XPYCTAIMKOB
B OJIHOM WJIM 00OUX IJ1a3aX, MUOIKS B paHHEM BO3paCTe SIBJSETCS OUYCHb TSHKEION U
MPOTPECCUPYIOT OYEHb OBICTPO, a MHUOIMUS BMECTE€ C 3aJCPKKOH pPa3BUTUSA U
Map(haHOMIHBIMHU MPU3HAKAMH SIBJISIOTCS PAaHHUMU MpPU3HAKAMU TOMOILUCTUHYPHH.
CyOnrokcanus XpycTajlyuKa ¢ IpOrpeIUeHTHON TJIayKOMOW — BBICOKO CTeIU(UIHBIN
npuzHak ['IIY. Tlopaxenue IIHC BcineactBue TpoMOO30B COCYJ0B MO3Tra
OTpeNeiseT CHACTUYECKUE TMapajuyd, IMape3bl, YMCTBEHHYIO OTCTaJIOCTh U
OCOOEHHOCTH HEPBHO-TICUXMYECKOW JIeATEIbHOCTH — cllabas MepeKIoyaeMOCTh
BHMMaHUsA, HU3Kass pabOTOCIMOCOOHOCTh, HEKPUTHYECKOE OTHOIICHHE K CBOUM
BO3MOKHOCTSIM, TPEBaJIUPOBAHWE KOHKPETHBIX CBSI3€H B MBIIUICHUU, IU3JIAUA,
aMHUMHWYHOE JIUII0, HEMOTHUBHUPOBaHHAs yiblOKa. CKeJeTHBIE OCTI0KHEHUS BKIIIOYAIOT
Map(})aHOMJTHOUJIHYIO BHEIIHOCTb M  OCTEOMNOpO3, KOTOPBIM  OmpeaessieTcs
pamuanuonHo y 50% mnamueHToB g0 15 mer. Cepoeuro-cocyoucmobie OCI0HCHEHUS.
ABAAIOMCA PACNPOCMPAHEHHLIMU U MO2YN BCMPEUAMbCs 8 PA3IUYHBIX YUACMKAX
(pucynox). He npoxoouswue neuenue nayuenmor umetrom 30% pHUCK COCYAUCTBIX
6omneszneit 10 20 net u 50% puck k 30 rogam.

MexaHu3M U3MEHEHUM CeplIeUHO-COCYIUCTON CUCTEMBI.

TpomOosMOonmMKu  BcleACTBHE — JSCKBAMAIlMM  DIUTENUs,  CHIDKCHHUE
BBKMBAEMOCTH M OBICTpOro obOopoTa  TpoMOOIUTOB, (UOPUHOTCHOB W
ma3MUHOTeHOB.  [lOBBINNIEHHBIH ~ CHMHTE3  TPOMOOKCaHa,  aKTUBUPYIOIIETO

TPpOMOOIUTHL.  AKTHBalus TOMOLMCTEMHOM NPOKOAryJIssHTHOM  aKTUBHOCTH
TKaHeBoro (axropa. BiusHue romouucrerHa, HU3KOW KOHUEHTpaluu (oiaToB U
BUTaMHHA B6 Ha pa3zBUTHE BHEUEPENHOTO CTEHO3a COHHOM apTepur. ['oMmonucTenH —
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HE3aBUCUMBIN (paKTOp aTePOCKIEPOTHUECKOTO MOPAKEHUSI COCY/IOB, HE CBSI3aHHBIN C
TUNepIunuAeMueH, TUIIEPTEH3UEH, TMa0eTOM U KypEeHUEM.

Puck pasBuTus cocyucThIX nopaxxenuu npu I'LLY.

10% pucka pa3BuTusi 3a00JIEBaHUI KOPOHAPHBIX apTepuil B MOMYJISLUU
CBA3aHbl C TIOBBIIICHHBIM YPOBHEM TOMOLMCTEMHA. B ceMpixX C paHHUM
3a00JeBaHNEM KOPOHAPHBIX apTepuit 12-14% umeroT romorucTenHeMuto. B ceMbsix
C BeHO3HBIMH TpombOo3amu 15% wumeror romoructenHemuto. 30% OOJIBHBIX C
MPEXIEBPEMEHHON OKKIIIO3MOHHOW OO0JIE3HBIO apTepHil SIBISIOTCA TEeTEPO3UTroTaMu
no 'Y ¢ runepromouncrennemuein. ¥ 9% myxuuH u 5,4% KEHIIMH CMEPTh OT
3a00JIeBaHUsI KOPOHAPHBIX COCYJOB MOXET OBbITh Mpeaynpex/ieHa oOoraiieHueM
MYUYHBIX WJIM KPYISHBIX TPOAYKTOB 350 Mr onueBoit kucnotsl Ha 100r numy.

Pacnipenenenue cocyiucteix 0osie3HEH y MallMeHTOB ¢ TOMOLMCTUHYpUEH

60 —
* Pulmonary embolism
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Peripheral Cerebrovascular Peripheral arteries Myocardial
veins s infarction
District of vascular events

HespoJsiornuecknue OCnOKHEHHSI BKJIIOYAIOT KOTHUTUBHBIE HAPYILICHUS, CAMbIC
pacnpoCTpaHEHHbIE  HApPYUIEHUs  LIEHTPAJbHOW  HEPBHOM  CHUCTEMBI  IIpHU
romouuctTuHypun. Cpeauue nokazarenu [Q 57 u 79 6buin OTMEUEHBI Y TUPUIOKCHUH-
HE3aBUCHUMBbIX U MUPUIOKCUH-3aBUCUMBIX MTAIIUEHTOB.

Jleuenue wu ponp OeranHa. ['OMOUUCTHHYpUS SBISACTCS  U3JICUUMBIM
coctosiHueM. Pannee, »(ddekTuBHOE JeUeHUE MOXKET MPEIOTBPATUTh Pa3BUTHE
IJIa3HBIX, CKEJETHBIX, TPOMOOIMOOIMYECKUX OCJIOKHEHHH U  00eCreuyuTh
HOPMAJIbHOE pa3BUTHE HHTEIUIEKTa. [lepBOHAYalbHOW LIEJIBIO JICUCHUS SIBISETCS
CHIJKEHUE U, €CJIM BO3MOKHO, HOPMAJIM3AIMsl HAKOILJICHUS] TOMOIMCTEMHA B TKaHSIX
U IUIa3Me JJisg TOro, 4YTOOBl TPEAOTBPATUTh BO3HUKHOBEHHWE CHUMIITOMOB WIH
3aMEUIUTh IPOTPECCUPOBAHUE YHKE CYIIECTBYIOIIHX.

Bunpl nedeHus, OTAEIbHO WIM B KOMOWHAIIMW: TMHPUIOKCHUH U JpYyrue
BUTAMUHBI — TECT HArpy3Ku MUPUIOKCUHOM IMOKA3JIM PEAKLIMIO HA MUPUJIOKCUH Y
9TUX TMalueHToB (Todbko y okoio 50%) BcernenctBue mpuéMa  J100aBOK
nupugokcun+donaT+kodanamud. Jlueta ¢ orpaHMUYCHUEM METHOHWHA U JT0OaBKOM
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UCTEUHA — OOJBIIMHCTBO MUPUIOKCUH-PEArHpPYIOUIUX U BCE HEpearupyroume Ha
MUPUIOKCUH TMAIMEHTBl JOJKHBI MPUIAEPKUBATHCS 3TOM JAUETHI, XOTS YacTO OHa
OYEHb IJIOXO MEPEHOCUTCSI.

be3Boanblil OeTanH — JOMOJHUTENBHOE JIEYEHUE, KOTOPOE CHHKAET YpPOBEHb
TOMOIMCTEMHA TUIa3Mbl U Y NHUPUJIOKCUH-PEATHPYIONIUX, U HEpearupyrommnx
nanuMeHToB. beTanH, MeTWIBHBIM JOHOP B pPEAKUUAX TPAHCMETHWIMPOBAHUSA,
AKTUBHPYET aJIbTEPHATUBHBIA NyTh PEMETUIUPOBAHMS [JIi TOMOLMCTEUHA. Y
MAlMEHTOB C TOMOIMCTUHYpUEH, OETalH MOBBIIIAET KOHIEHTPALMI0 METHOHMHA B
r1a3Me U TKaHSX U TIOHMKAaeT KOHLIEHTPAIMI0 TOMOLIUCTENHA.

beraun sBnserca 3((PEKTUBHBIM JOMOJHEHUEM K Tepalud W CHelUalbHOU
aueTe 111 OMOXMMUYECKOT0 KOHTPOJIS TOMOLIMCTUHYPHH.

buoxummnyeckas 3ppexTuBHOCTH OeTanHa.

beraun »(d@exTuBHO CHWXAET YPOBHM TOMOIIMCTEMHA Y NUPHUIOKCHH-
pearupyronmx MalueHTOB KaK T[0Ka3aHO JEHCTBUEM MEepOpalibHOM Harpy3Ku
METHOHHMHA JI0 U Tociie 100aBieHusi OeTanHa K CTaHAApTHOM BUTAMUHHOM JI00aBKe.
Korpa G6erann Obu1 100aBjeH K JEUYEHHUIO MUPUIAOKCUHOM, PEaKlUs TOMOIMCTEHUHA
Ha Harpy3Ky METHOHUHOM Oblila CHM)KEHA JI0 TIOYTH HOPMBI.

O} PexTuBHOCTD MEepopaIbHON HArPY3KU METUOHUHA HA YPOBHU OOIIETro
TOMOLIMCTENHA Y TUPUAOKCUH-PEATUPYIOIIUX MAIUEHTOB C TOMOLMCTUHYPUEN

Control Vit B6: 200 mg/day pyridoxine @ Vit Bé + betaine: 200 mg/day pyridoxine
+ 5 mg/day folic acid + 5 mg/day folic acid + betaine 3 g bid.
= ‘ 60.9
= HCY: homocysteine 50.9 .
A0
£
-
5 5 27 234 g
- o 16.6
2 8.7 138 = 114
10 - 64 M ;

2 7 st 5 : 5.2

0 4 8 12 24

Time (h)

beranH TakXke CHWKAET YpPOBEHb TOMOIIMCTEMHA y  IHUPUJIOKCHH-
Hepearupyomux mnamuentoB. K mpumepy, B rpynne u3 10 mnamueHToB C
KJIACCUYECKONM  TOMOIIMCTUHYPHUEH, HEpPEarupyrolux Ha  BBICOKHME  JO3bI
MUPUJOKCHUHA, 3-4 HeNlenu JeUeHUs OETauHOM B J103€ 6 I/B JIeHb, JOMOJHUTEIIBHO K
100 Mr/B 1eHb TUPUIOKCUHA U 5 MT/B IeHb (POJIMEBOM KUCIIOTHI, TOHU3UIIO YPOBEHB
rOMOIIMCTENHA B TU1a3Me B cpeaHeM Ha 77%.
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O} heKTUBHOCTH JieueHUsI O€TAMHOM Ha yPOBEHb 00IIIET0 TOMOIIMCTEHHA Y
MUPUOKCUH-HEPEArUPYIOMIUX MAIIMEHTOB ¢ TOMOLIMCTUHYPUEH

S 150 I

0

5 7% HCY: homocysteine
> 100 - HCY decrease

- - p<0.001

2 . .

S s . : : 34

U &

2 0 -

= Before betaine treatment After betaine treatment

beraun sBasercs 3(QPEKTUBHBIM U [ NUPUAOKCHUH-pEArupyromen u s
Hepearupyromieil Ha MMPUIOKCUH TOMOUUCTUHYPHH.

Knunnyeckas appexkTuBHOCTH OeTanHa.

Knunnueckas »s@dektuBHOCT O€TanHa MpU IIa3HBIX OCHOXHEeHusaAX. K
Bo3pacty 10 uner, y 70% Bcex HE MNPOXOAUBUIMX JICYCHHE TAIIMEHTOB C
TOMOILMCTUHYpUEH OyneT pa3BUBAThCS MOJBBIBUX XpycCTalIukoB. PanHee neueHue
3aMeJIseT WM NPeJOTBPAILAET BBIBUX XpycTanuka. ONTUMaNbHbIA OMOXUMHUYECKUT
KOHTPOJIb YpPOBHSI TOMOIMCTEMHA TAaKXK€ CHUXAET MPOTPECCUPOBAHUE MHOIUH,
MOKa3blBasg, YTO O€TauH MOXXET HMMETh BaXXHYIO pOJIb B TNPEIOTBPAILCHUU WIU
MO/IABJICHUH TUX IJIa3HBIX OCIOKHEHUH.

Knunnyeckas 3h(HEeKTUBHOCTH OetanHa npu COCYAMUCTBIX u
TpoMOOIMOOIMUECKUX  ocioxkHeHusaXx. Cocynucteie M TpomMOOIMOOJIMYECKHE
OCJIO)KHEHMSI TIPEACTABISIIOT COOOW OrpOMHBIA PHUCK JUIsl 30POBbS U JKU3HU
NAlMEeHTOB C roMouucTuHypueil. McciaenoBanus mokasanu, YTO CHUKEHUE YPOBHS
oOLIero TOMOIMCTENMHA C MOMOIIBIO JICYEHUS] 3HAYMTENIbHO CHHXXKAeT PUCK TaKHUX
OCIIO)KHEHMH ( pa3BUTHE 00JIe3HU Y 2 npomug oxuaaeMbix 21 Oone3Hel B rpymnme u3
32 mauMeHToB ¢ TOMOIMCTUHYPUEH U UMEBLIUX COCYAUCTYIO 00Je3Hb; () Oone3Heil B
TedyeHue 258 mMalMeHTO-JIIeT JieYeHUuss B ToArpymmne w3 15 [UpUIoKCHH-
Hepearupyromnmx nauueHToB MoIyJyaouux 0eTauH).

Knunnyeckas »d@extuBHOCT, OeTanHa MNpU KOTHUTUBHBIX HapyUICHUSX.
KoruutupHsie HapyIIeHus ABIISIIOTCSA caMbIMU pacnpocTpaHEHHBIMU
HEBPOJIOTUUECKUMHU HapyUIEHUEMHU Y MAIlUEHTOB C TOMOIUMCTUHYpPHUEH, Y KOTOPBIX
oonpme mpenensl 1Q (10-138; cpemnuit mokazarens 64). Mayo wuccienoBaHui
u3ydmwiio 3(@exT JedeHuss Ha KOTHHUTHUBHBIE HapylIeHHs, HO fm M KoJuleru
MOKa3aJiv, YTO CPeAr HOBOPOXK/ICHHBIX, HAUABIIUX PAHHEE JICUEHUE C OTPAaHUUCHHEM
METHOHUHA, cpeaHuil mokazarenb 1Q Obu1 105.8 (84-120), Torma kak B TpyIre ¢
MJI0OXON MEePEeHOCUMOCThIO, cpeauuil mokazatenab 1Q Obut 80.8 (40-103).[8] Tak kak
O0eTarH MOXXET JaJibllle TTOHWXKAaTh YPOBEHb T'OMOIIMCTEHHA 10 CPABHEHHUIO C TEMH,
KOTOpble OBLIM JOCTUTHYTHI TOJIBKO JHMETOH, OYEHb BEPOSTHO, YTO MPUMEHEHUE
OeTarHa JOMOJHUTENBHO K OTPAaHUYEHUI0 METMOHHMHA MOBBICUT YUCIO MALUEHTOB,
KOTOpbIe U30€ratoT KOTHUTUBHOTO HapyIIEHUS! BCIEACTBUU TOMOIUCTUHYPHUH.
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daKThl U PEKOMCHAAINH I10 OIIPCACIICHUIO TOMOLIMCTCHUHA: SKCIICPTHOC MHCHHUC

lupoxuit ciekTp 3a00eBaHUM CBSI3aH C YBEITUYEHHEM KOHIIEHTpPALMU OOIIETO
romonuctenHa.  Llenpto  nmaHHOro  o630pa  sBASETCS  MPEAOCTaBICHUE
MEXIYHAPOJIHOTO IKCIEPTHOTO MHEHHSA O MPAaKTUYECKUX AaCHeKTax ONpeeieHUs
oOIIero roMOLMCTEHHAa B KIMHUYECKON MpakTUKE M B HUCCIEAOBAHMIX MU 00
aKTyaJIbHOCTH  HM3MepeHus oOmero roMonuctenHa. [loBbIIEHHBIA — OOLIUH
TOMOIIMCTEUH SIBJISIETCA YyBCTBUTEIBHBIM MapkepoM Aeduunrta HoarueBoil KUCIoThl
u kobamamuHa (ButamuH Bl12) u He3zaBUCHUMBIM (DAKTOPOM pHUCKA pPa3BUTHS
cepaedHo-cocyaucTeix  3aboneBanuit  (CC3). [lnma3meHHble  KOHIIEHTpaIlUu
TOMOIIMCTEMHA TaKXK€ CBA3aHbl C BPOXACHHBIMU Je(eKTaMu, OCIOKHEHUSIMU
OepeMeHHOCTH, TICHXUIECKUMH PacCTPONCTBAMU, M KOTHUTUBHBIMH HAPYIICHUSIMU Y
NOXKUIbIX. M3MepeHne TOMOIMCTEMHA B KIMHUYECKON JMArHOCTUKE, TaKUM
o0pa3oM, HMeeT MOTEHIHaNIbHO OoJbiioe 3HauyeHue. C BBEJEHUEM aHAJIU30B
romonucrenHa B cepeauue 1980-x rogoB Hayanack HOBast 3pa ucciegoBanuii ['TY.

Heckonpko 00630poB 00 omnpeeneHus X TOMOIUCTEMHA ObUIA OIMYyOJIMKOBAHBI,
HEMHOTHE MPEeJIOCTABUIN PEKOMEHJIALMU JUIsl UX MCIOJIb30BaHUS B KIMHUYECKON
npaktuke. Hamia nenp 3akiioyanach B pPacCMOTPEHHUM MPAKTHUECKUX AacEeKTOB
OTpeJIeIeHHs] TOMOLMCTENHA B KIIMHUYECKOW MPAKTHKE, a TaKkKe B MCCIEIOBAHUAX
JUIA U3YyYEHUsl JaHHBIX O JHAarHOCTUKE TOMOIIMCTEMHA WJIM KaK CKPUHUHT-TECTHI B
HECKOJIbKHUX T'pyNIax HaceJIeHus.

[Ipy Bcex MMEIOIIMXCS aHalu3aX, B MJIa3My WA CHIBOPOTKY IMEPBOHAYAIBHO
BBOJUTCSl PEIyLIMPOBAHHOE BEIIECTBO, KOTOpoe IMpeoOpa3zyeT Bce Buabl [L] B
peayuupoBaHHyio ¢GopMmy, KoOTopas wu3Mepserca Jnubo cpaszy, Jaubo mocie
nepuBatuzanuu. [IpenmymiecTBa XpoMaTorpapuyecKux aHajanu30B BKIIOYAIOT B ce0s
IIUPOKUNA AHAJIUTUYECKUNA JIMANa30H: OJIHOBPEMEHHOE OIpEeAeNIeHHe JIPYTrux
COeIMHEeHUN (Hampumep, Apyrue cepocojepxkamue aMmuHokucnorsl 1 MMK), a
uHorja 6oJjiee HU3Kasg CTOMMOCTh, YeM KOMMEpPUYECKHE aHAJIM3bl HA OCHOBE peareHra.
PaznuuHbpie METOJbI TOMOIMCTEMHA JAIOT CpPaBHUMBIE pPE3yJbTaTbl, HO pa3Iuyus
MEXIy METOIaMH U cpeaiu 1abopaTopuil 3HaYUTENbHBI.
buonoruyeckue qeTepMUHAHTBI.

JleTepMHUHAHTHI TOMOIIMCTENHA TIa3Mbl BKITIOYAIOT:

»  TIeHETUYECKHE,
¢usnonornyeckue HakTopsl;
(dhaxTopbl 00pasa KU3HH,
pasnuuHble 3a00JIeBaHUS;
npenaparsbl.

Muorue w3 3THX (AKTOpPOB TMPHUBOAAT K HW3MECHEHHUIO KOHIICHTPAIHMA
TOMOIIMCTENHA MTyTeM U3MEHEHUs (QYHKIIMU WU KOHIICHTPAIIMU B KPOBU BUTAMHUHOB
rpynnsl B, B wacTHocTH (POnMEBON KHUCIOTHI M KoOajaMWHA, W/WIM MyTeM
BO3JIEHCTBUS Ha (YHKIMIO TOYEK WU, OoJiee peAKo, BIMSIS Ha AaKTUBHOCTH
(bepMeHTOB.

[lpyuuHBl TIOBBINICHHBIX KOHIICHTPAIIM TOMOIIMCTEHHA BapbUPYIOTCS B
3aBUCUMOCTH OT BO3pacTa YeJOBEKa U CTENEHU YBEINYECHUS TOMOLIMCTENHA.

>
>
>
>
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Huzkuit mokazatens ¢GonueBONM KUCIOTHI WM KoOajaMHUHA, WIH HapyIIEeHHE
MOYEK OTBEUAIOT 32 OOJIBIIMHCTBO CIy4aeB MOBBIIICHHOTO TOMOIIMCTEHHA.

['OMO3UTOTHOCTh 1O MOAUMOPPHUIMY METHUICHTETpAruaApodoIaTpe yKTas3bl
(MTHFR) 677C3T saBnsercs Hauboyiee pacHpOCTPAHEHHOM TE€HETUYECKOU
nerepmuHantoi. Jltogu ¢ renoturnioM MTHFR 677TT oOblyHO MMEIOT MOKa3aTelb
TOMOIIMCTEMHA TMPUOJIU3UTEBHO Ha 2,5 MKMOJIB/JI BBIIIE, Y€M T€, Y KOTO BapHUaHT
677CC, HO 3TO 3aBUCUT OT IMoOKa3zaTens (ONMEeBOM KHUCIOTHI U pubodIaBUHA.
BonbImMHCTBO APYruX TEHETHYECKUX MOJUMOPHU3MOB (PEPMEHTOB, CBSI3AHHBIX C
I'Tl, umeroT HeOOMBIIIOE BIUSHUE HAa KOHIIEHTPAIIMIO TOMOIIMCTEHHA.

Pegpepenmnule snauenus

PedepenTHbic 3HaUCHUS MOTYT OBITh YCTAHOBJICHBI JJIsI PA3JIMUHBIX MOMYJISIIAN
JUIS y4e€Ta Ba)XHBIX pa3IMuMii, B TOM YHUCJE CBSI3aHHBIX C HEMOJIU(PUIIUPYEMBIMU
(dakTopaMl TaKMMHM KaK BO3pacT, TMOJ W HAIMOHAJILHOCTh, a TaKXKe
MoauUIIMPYEeMbIMH (paKTOpaMU, TAKUMU KaK MUTaHUE, 00pa3 )KU3HU U OOJIC3HH.

Bo3spacT, nos u 6epeMeHHOCTb.

[Iponopuyss TOMOIMCTEHMHA BBIIIE BEPXHErO IMpeJesia CXO0Ka y B3POCIbIX
MY>KYMH U KEHIIUH. Bo BpeMsi OepeMEeHHOCTH, CpEeTHUE KOHIEHTPAIlUU U BEPXHUE
npeenabl TOMOIMCTEMHA 3aMETHO HHUXE, YTO TOJBKO YacTUYHO OOBICHIETCS
TEMOAMIIONMEH U CHIDKEHHBIM aTb,OYMHUHOM IIJIa3Mbl BO BpeMsi O€PEMEHHOCTH.

DyHKIUS TOYEK U KpeaTUHWH. [ OMOIUCTEHH 3aBUCUT OT (YHKIIMU TOYEK U
cuHTe3a KpeatuHuHa. Kak mpaBwiio, pedepeHTHbIE Tpeienbl g TOMOUUCTEHHA
PACCUMTBIBAIOT MOCIE UCKIIOYEHHUS JIUI] C TTOBBIIICHHBIM YPOBHEM KpEaTHHHUHA WJIU
HapylieHueM (YHKIUU Todek. J[pyroil BO3MOXXHOCTBIO SIBJISIETCS YCTaHOBJICHUE
pa3IUuHbIX pedEepPEeHTHBIX MPENETOB Jisd Pa3IUYHbIX KOHIICHTpAIlUi KpeaTWHUHA,
Hamnpumep, MyTeM KCMOJIb30BaHMS HOMOTpaMMbI. Takue TaHHbIE B HACTOAIIEE BpEeMs
HE JIOCTYITHBI.

CocrosiHue MUTaHUA U 00pa3 KU3HU

3aMeTHOE BJIMSHUE BUTAMUHHOTO CTaTyca Ha peepeHTHBIC TPeIeiibl OCBEIIAET
npoOJyieMy ompeneseHus: "MpeanoiiaraéMbIX 30pPOBBIX JtoJeh". Y OOoNbIIMHCTBA
B3POCIIbIX, KOTOPbIE HE €IST MUIy OOOramieHHY (OJIMEBON KHCIOTOM, BEPXHUIA
npeaen cocrapiseT 15-20 MKMoJIb/T U Jaxe Bbllie. TeM He MeHee, Y B3POCIbIX ¢
XOPOIIMM BUTAMHUHHBIM CTaTyCOM HJIM 3I0POBBIM 00pa3oM >KH3HH, BEPXHUU Mpeael
~ 12 mxMonw/n. Beenenne oboramenus ¢onaueBord kuciaoTel B CIIIA 3HauuTENBHO
CHU3UJIO PACITPOCTPAHEHHOCTh THUIEPrOMOLIMCTEUHEMUU. Y B3POCIBIX, KOTOPHIC
eIsAT OOBIUHYIO, HO HEOOOTalEHHYIO MHIY, UCIOJIb30BAaHUE MHUIIEBHIX J00aBOK C
dbonneBol KUCIOTON WM 300pOBBIM 00pa3 >KU3HU TMO3BOJUT CHU3UTH CPETHION0
KOHIIeHTpaiuto romoructenna Ha 10-30%, a BepxHuii pedepeHTHBIN npenen Oyaer
CHIJKEH B aHAJIOTUYHOW MPOMOPIIUH.

BayTpuuHauBuayaibHbIe — paziuuus.  BHYTpUHAUBHIYalbHbIE  Pa3Iuyus
OTHOCSITCSI K OTHOILIECHUSIM MEXJY MOBTOPHBIM TECTUPOBAHUEM OJIHOTO U TOTO K€
YeJI0BEKa B pPa3IMYHOE BpemsA. B IIOBCEIHEBHOM KIMHUYECKOW ITPAKTHKE,
BHYTPUUHIUBUAYAIBHOE Pa3IudUe OTOOpakaeT HAJEKHOCTh OJTHOTO MU3MEPEHHUS, U
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ATO OMNpEAeNAeT BEIMYMHY U3MEHEHUS MEXIY IBYMS HM3MEpPEHUSMH, UYTO HMEET
Ba)KHOE 3HAaYEHUE, HAllpUMEP, B OTBET Ha JieueHue uiu 3adboneBanue. Koagduuuent
BapHalyu i1 TOMOILIMCTEUHA COCTaBIseT ~ 8% y 3I0pOBBIX cTapuie 1 roaa.
CnepnoBatenibHO, Y YeJIOBEKa CO CPEAHUM TOKa3aTejIeM TOMOIUCTENHA
10 MKMOJIB/J1, TOBTOPHBIM aHaNMM3 Jan Obl 3HaueHue Mexay 9,2 u 10,8 MkmoJb/i1 B
70% u 8,4 u 11,6 mxmons/n B 95% TtecToB. BHYTpUMHAMBUAYaNbHBIE Pa3IudUs
TOMOIMCTEMHA MOTYT T[IOKa3aThC CYUIECTBEHHBIMH, HO COINOCTaBUMBI C
BapuaOWIBHOCTBIO OOIIEr0 XOJECTEpUHAa U CHUCTOJUYECKOTO apTepHUabHOTO
JaBJICHUSI.

Harpy30uHblii TECT C METHOHHUHOM

Harpy304Hblii TeCT ¢ METHOHHHOM TE€PBOHAYAJILHO OBLI pa3zpaboTaH Iisl TOrO,
YTOOBI AUATHOCTUPOBATH FE€TEPOZUTOTHOCTH MO AeDUIMTY LUCTATUOHUH [3-CUHTa3BI.
B mHactosiiiee Bpemsi TECT HUCIHOJIb3YeTCs Il HMICHTU(UKAIUMU JUI C JETKUM
HapylieHueM Merabonusma Hcy, B 4YacTHOCTM y MAIUMEHTOB C CEPIEYHO-
COCYAUCTBIMH 3a00JICBAaHUSIMU, Y KOTOPBIX TOMOIMCTEMH HATOLIAK MOKET OBbITh
HOpPMaJbHBIM, HO KOHILIEHTPAIMs TIOCTHATPY3KM T'OMOLIMCTEMHA YBEJIMYECHA.
Harpy3ka meTroHnHOM BKiIto4aet B ceOst mpueM 100 Mr MeTMOHMHA/KI Macchl Tela
U U3MEPEHHE TOMOIMCTENHA 00BIYHO Yepe3 4-6 u mocie nmpruemMa MeTHOHMHA. 2 yaca
1ocJjie Harpy3ku METHOHHWHOM, TOMOIMCTEHUH OblT 0A00peH M MOXKET ObITh OoJiee
MpaKkTUYHEe B KIMHUYECKUX YCIOBUAX, HO OH, BEPOATHO, HMEET OOJbLIYIO
BapuaOMIbHOCTD, YeM 4- uin 6-4 TecT.

EcTh Heckoibko MOOOYHBIX 3(P(HEKTOB HArpy3KM METHOHHMHOM, HO HEIaBHO
ObUIa omucaHa CMEPTh OT MEpPeAo3UpOBKU. Takum 00pa3oM, OONBLIIMHCTBO JIUI] C
MOBBIIIEHHBIM  TOMOLIMCTEMHOM  IIOCJE  HArpy3kd MMEIOT  KOHLEHTPALHUIO
TOMOIMCTENHA HATOIIAK JINOO BBILIE HOPMBI HJIU B MPEAeiax HOPMBI.

@akThl U PEKOMEHJALNN JJIs1 UCIIOJIb30BAHUS TOMOLIMCTENHA B JUArHOCTUKE U
oneHke pucka. CyllecTBYIOT TpU OCHOBHBIC IIOKa3aHWs Ui  OIPEICICHUS
TOMOLIMCTENHA!

a) U1l AMarHOCTUKUA TOMOLMCTUHYPHH,

0) BBISBIICHUE JIUI[ C PUCKOM pa3BUTHs AepuiuTa KobanamuHa wid QoaueBoin
KHCJIOTHI,

B) JUIsl OLEHKM TOMOIIMCTEMHA Kak (pakTopa pHCKa CEepAeYHO-COCYIUCTHIX
3a00sIeBaHUI U IPYTUX HAPYIICHU.

JlaHHBIE 10 W3MEPEHUI0 TOMOLMCTEMHA, CYUIECTBYIOIIMX JJII MHOTHX
COCTOSIHUH, 37IeCh He oOcyxaatoTcsi (Hampumep, Butamud B2 u B6, pak, ncopuas,
PEBMATOMIHBINA apTPUT, a Takxke GUOpOMUANTHs), HO 10KA3aTEIbCTB HEJOCTATOYHO,
YTOOBl B TAaKUX CHUTyallUsiIX PEKOMEHJ0BaTh MCCIEJOBAaHUE TOMOLIMCTEHHA Ha
PEryJIsIPHON OCHOBE.

I'omoumcTunypus. lleneBble TpyNmbl HACEJIECHHS BKIKOYAIOT IALIUEHTOB, B
YaCTHOCTH, J€Te W MOJOAEKb C CHMIOTOMaMU TOMOLUMCTHHYPUH, BKIIOYAs
TPOMOOIMOOINIO, JUCIOKALMIO XPYCTAINKa, MPOrPECCUPYIOLIYI0 OIM30pPYKOCTS,
octeonopo3, MapdaHonogoOHbIl  (peHOTUr, HEOOBSICHUMYID  YMCTBEHHYIO
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OTCTAJIOCTh, IICUXUUYECKHUE PACCTPOMCTBA, WM METAJO0IACTHYI0 aHEMHIO, a TaKXKe
OpaTbheB U cecTep WIN JeTel NalMEeHTOB C TOMOIIUCTHHYPHUEH.

CnpaBounast uHpopmanus. ['OMOUMCTHHYpPUST  OTHOCUTCA K  PEAKUM
BPOXKJICHHBIM HapyLIEHUSM OOMEHa BEIIECTB, BEAYLIMX K 3KCKpPEUUU OOJIBIIOTO
KOJIMYECTBA TOMOLMCTENHA B COYETAHUN C CUJIBHO MOBBIIICHHBIMU KOHLIEHTPALUSAMHA
rOMOIMCTEMHA  IUIa3Mbl, Kak  mnpaBwio  >100  mkmonw/n.  Haumbonee
pacupoCTpaHEHHOM TNPUYUHON sIBAsieTCS Je(ULIUT UUCTATUOHUH-B-CHHTa3bI, HO
TaK)K€ MOXKET BCTPEUaThCsl HApYIIEHHOE peMeTuiaupoBaHue Hcy cBs3aHHOe cC
HapyumeHusiMu MetuonunHa, MTHFR, ¢aktopoB unu depMeHTOB, ydyacTBYIOIIUX B
TpaHCIIOpTe UM MeTabonu3me kobanamuHa. HezaBucumo ot jokanu3anuu aedekra,
ATU MAIMEHThl UMEIOT BBICOKMH PUCK NPEKIAEBPEMEHHBIX, YACTO CO CMEPTEIbHBIM
UCXO/I0M, TPOMOOIMOOIMYECKUX OCIOXKHEHUH. YacToTa pacnpocTpaHEHHOCTH
nedunrTa nucTaTHOHUH-B-cuHTa3bl coctapiger 1 Ha 20000 HOBOPOKIEHHBIX.

Hedbuuut nuctaTHOHUH-B-CUHTa3bl pa3iesi€éH Ha MUPUAOKCUH-PEarupyomuil 1
MUPUIOKCUH-HEPEAarupyouid BApuaHThl, B 3aBUCUMOCTU OT 3 PeKTa MupuIoKCuHA
Ha KOHUEHTpAUWI0 TOMOLMCTEWHA. l[lanueHTbl ¢ NUPHIOKCHUH-HEpPEarupyronum
neUUUTOM IUCTATHOHMH [(-CMHTa3bl YacTO UMEIOT TKENbIM KIMHUYECKUN
(GeHOTHN ¢ paHHUM HAYyaJoM CHUMITOMOB, HO 00€ Tpynmbl MOTYT CTpajaTh OT
CEpbE3HBIX OCIOKHEHUM. J(Mcmokanuu XpycTtaauka U 0JIM30pYKOCTh, KaK MpPaBUIIO,
ABJIAIOTCSL TEPBBIMU MPU3HAKAMU, HO Y HEKOTOPBIX IMAlMEHTOB Habo1aercs
HECKOJIBKO THUIIMYHBIX CHUMIITOMOB M BIIEpBblE auarHoctupoBaHbl nocie CC3.
PaHHsAs quarHocTuka W J€YEHUE MUPUAOKCUHOM W / Wi (OIMEBOM KHUCIOTOM U
OeTauHOM, MpPEANOYTUTENBHO C JeTcTBa, MoxeT mnpegorBpatuth CC3 wu
OOJBIIMHCTBO KIMHUYECKUX CUMOTOMOB. braronpusTHbid 3QQexT mnoHmxkaromen
TOMOLIMCTEUH TEPANIMU HE 3aBUCHUT OT PEAKLMU HA MUPUIOKCHH.

BonbmmHCTBO MI0/IEH, reTepPO3UTrOTHBIX MO AeUUIUTY HUCTATUOHUH-B-CUHTA3bI
MMEIOT HOPMAaJbHbII ypPOBEHb TIOMOLMCTEMHA HATOIIAK, HO KOHIEHTpauuu
TOMOIMCTEMHA B MOY€ MOTYT OBITh MOBBILIEHBI, @ HEKOTOPHIE, HO HE BCE Pearupyror
Ha Harpy3Ky METHOHMHOM C aHOMAaJbHBIM YBEJIMYEHUEM TIOMOIMCTEHHA.
[loBbIlIeHHAs KOHIIEHTPALMsI TOMOIMCTEHHA IOCJE HArpy3KH sIBISETCS (HaKTOpoM
pUCKa CcOCyAMCTBbIX 3a0oneBaHudl U nedpexkroB HepBHOW TpyOku (AHT), HO
reTepO3UroTHOCTh JIe(PUINTA IUCTATUOHUH-B-CUHTAa3bl HE YAaCTOE SIBJICHUE MPU ITUX
COCTOSIHUSIX, a Yy JIIOJEH, KOTOpbIE SBIAIOTCA TE€TEPO3ZUTOTAMH HE HMEIOT
MOBBILIEHHBIN PUCK CEPJIEYHO-COCYIUCTHIX 3a00JI€BaHUA.

[lo cpaBHeHHUIO ¢ Ae(UIUTOM LUCTATHOHUH-B-CHHTA3bl, MEHBIIE U3BECTHO O
BPOK/ICHHBIX HApPYyLICHUSAX, NPUBOAAIMIMX K HAPYUIEHUIO PEMETHIMPOBAHUS
rOMOIUCTENHA. OTU JePeKThl OOBIYHO, HO HE BCErja, CTAHOBATCS KIMHUYECKHU
OYEBUJHBIMM B paHHEM BO3pacT€ M CBfA3aHbl C 3aJE€PKKOW  pa3BUTHA,
MeranobnactHod  aHemued u  muenomartueil. Ilpu  medpunmre MTHEFR,
MerajnoOnacTHas aHeMMsT He HaOiojaeTcs, W 3aJepikKKa pPa3sBUTHS  SBISETCS
HanOoJsiee o0mMM Mpu3HakoM. PEHOTUIT BCEX BAPUAHTOB TOMOIMCTUHYPUU MOKET
CYLIECTBEHHO BapbUpOBaTh, Jake B IMpejenax OJHOM ceMbH. DPGPEeKT edeHus
KoOanaMuHOM, (OJIMEBOM KHUCIOTOM, W/MIM OETauHOM SBISETCS Pa3Iu4YHBbIM, HO
MOKET OBbITh YCIIEUTHBIM, €CIIU JICUEHHUE HAYaTo PaHo.
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['omonmcTeMH B AMArHOCTUKE TOMOIIMCTUHYPUHU. 3a HCKIIOUCHHEM OJIM3KHUX
POJICTBEHHUKOB TMAI[MEHTa C TOMOIIMCTUHYpPHUEH, TUIEPTrOMOITUCTEHMHEMUS PEIKO
OOBSICHSIETCS TEHETUYECKUMHU Ae(hEeKTaMU BBI3BIBAIOIIMMH TOMOIIUCTUHYPHUIO. Tem
HE MeHee, Yy JIMIl C TOBBIIIEHHBIM roMorucrenHoM >100  MKMoIb/i,
TOMOILIMCTUHYPHIO CIIEIYEeT Mmojo3peBath. [Ipu Gosee NErkux BapuaHTax MOTYT OBITh
OoJjiee HU3KHE KOHIICHTpAllMu TomolucTenHa. Bwicokuit merwonud (B 10-50 pas
BBIIIIE HOPMBI) B COYETAHUM C HHU3KUM [HUCTATHOHMHOM CBHUJIETEIBCTBYET O
neuIuTe UUCTATUOHWH [-CHMHTa3bl, HHU3KUN WM HOPMaJIbHBIH METHOHHH B
COYETAaHUM C  TIOBBIIICHHBIM  ITUCTATUOHUHOM  MpEANoJiaraeT  HapylleHue
peMetuwiupoBanusi romonucrenHa. Jloan ¢ gepurutom  MTHFR  umerot
KOHIIEHTpanuio ¢oiata B MOpelaesiax HOPMbI, TOTJa Kak y JoAed ¢ JAedUIUTOM
METHUOHUH- CHHTa3bl WM HapyIICHUEM BHYTPUKJIETOYHOIO  MeTaboym3Ma
KoOajaMHUHa UMEIOT HU3KUH ypOBEHB (HOJIaTOB U METaa00JIaCTHYIO aHEMUIO.

Huarnoctuka nedunuta (GoJMEeBON KHUCIOTHl WM KoOajlaMMHA HE MpOCTa.
Onpenenenue aedurura OoOCYXKITAETCI W HET HUKAKUX 30J0THIX CTaHIApPTOB
JTUArHOCTUKUA. Merano01acTHble W3MEHEHHS SBIISIOTCS TO3HUM IPOSIBICHUEM B
MaTOJOTMYECKOM  MpOLecCe, a TMCUXOHEBPOJIOTMYECKUE CHUMITOMBI  MOTYT
MIPUCYTCTBOBATh O€3 reMaToJIOTMUECKUX H3MeHeHui. Kpome Toro, XpoHHYECKHue,
HU3KO-HOPMaJIbHBIE  KOHIIEHTpAlldd  BHUTAaMUHA  CBSI3aHBl C  CEPHE3HBIMHU
3a00JI€BaHUSIMHU, TAKUMHU KaK CEPACYHO-COCYAUCThIC 3a00JI€BaHUs, PaK, OCI0KHEHUS
npu OEpEeMEHHOCTH, BPOXKJACHHBIE JI€PEKThl, ICUXUUYECKUE pPaACCTpPOMCTBA U
KOTHUTHUBHBIC HapylieHUs. Pe3yabTaToM MOBBIIIEHHOW METHJIMAJIOHOBOM KHCIOTHI
WM TOMOIIMCTEWHA SIBIISICTCS HapyIIeHHAs] (PYyHKIMS BUTAMHHOB, a KOHIICHTpaIlUU
MeTa00IUTOB OOBIYHO BO3BpAIIAIOTCA K HOpME B TeueHHUe 1 wiam 2 Heaenb mocie
COOTBETCTBYIOIIETO JICUCHUSI BATAMUHAMM.

CpaBHeHMEe aHamU30B KpoBU. HU OOMH aHanu3 KpOBHM, HUCIHOJb3YEMbIA s
OIICHKM BUTAaMHUHHOI'O CTaTyca HE OOECIeurMBaeT TOYHBIA JMArHo3, HO KaXKIbli
MMEEeT CBOM  TnpeumylnectBa u  orpanudeHus. Cpeau  MeTabOJIMTOB,
METWIMAJIOHOBYIO KHUCJIOTY YacTO CYWUTAIOT JIy4ll€ TOMOIUCTEMHA B OTHOIICHHU
nedurmTa KobaJaMUHA TTOTOMY, YTO OHa Oojiee crneruduuHa U MEHEe MOJIBep)KeHa
MpeaHaJTUTHYECKUM OIIUOKaM, YeM TOMOIIMCTEHH. Y uYeloBeKa C HOpPMaJlbHOU
MOYeYHOW (yHKIMEH W HU3KUM KOOaJaMHUHOM, TIIOBBIIICHHBIE KOHIIEHTPAIUU
METWJIMAJIOHOBOM KHUCJIOTHI YaCcTO HAOJMIOMAIOTCS KaK JOKa3aTeIbCTBO HApYIIEHHOU
byHKIMK KOoOanaMuHa.

ApPryMEeHTOM MPOTUB UCIIOJIB30BaHUS U3MEPEHUI TOMOIIUCTEHNHA SIBIIACTCS TO,
YTO 3TO HE CNEeU(PUUESCKUN aHaU3, TaK KaK Ha KOHIEHTPAIIUIO BIUSET MHOXKECTBO
(daxTopoB. OnHAaKO OOJBIIMHCTBO W3 ATHX (DAKTOPOB HM3MEHSIOT KOHIIEHTpAIlUU
TOMOIIMCTEMHA 4Yepe3 uX BiusHue Ha (QonaTel uid kobamamuH. Kpome Toro,
OOJIBITMHCTBO M3MEpPEHHM (HONMEBON KHUCIOTHI M KoOajlaMHMHA HMCIOJIB3YETCS s
CKpUHMHTA WU B CBSA3U C HECTMEIU(PUUECKUMH CUMIITOMAaMH, KOTOPbIE MOT'YT OBITh
00BbsICHEHBI 1eUIIUTOM JIFOOOTO0 BUTAMHUHA.

['omonucTtenH B OLIEGHKE cTaTyca BUTaMHUHA. HecMoTps Ha OrpaHuYeHuUsd
OMyOJUKOBaHHBIX  HCCIICIOBAaHUM, JaHHBIE CBUACTEIBCTBYIOT O TOM, HTO
MOBBIIICHHBI TOMOIMCTEUH WM METHJIMAJIOHOBAsl KUCJIOTA B COUETAHUM C HU3KOU
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KOHIIEHTpalMeil BUTaMHUHA Jydlle, 4Ye€M IO OTACIBbHOCTH, BBISBISIOT JUI[ C
CUMIITOMAaMU M Te€X, y KOro HaOmojaercs yJiaydlleHue OT JjedeHus. Bbicokue
KOHIEHTpAIlMM TOMOIIMCTEMHA WJIM METHJIMAJIOHOBOW KHCIIOTBI MOXET TaKkKe
MOMOYb BBISIBUTH JIMI[ C PHUCKOM pa3BUTUSA MOOOYHBIX A(P(PEKTOB OT JEKapCTB,
KOTOpbIe MaryoHo BIUAIOT Ha MoKa3aTeiab (OIMEeBOM KUCIOTHI UK KoOalaMHuHa.

Cepneuno-cocyauctoie Oosiesun (CCB). lleneBbie Tpymnmbl HacEJICHHS
BKJIIOYAIOT JIIOJIEH C YCTAaHOBJIIEHHBIM WJIHM C BBICOKHUM PHCKOM Pa3BUTHS
OKKJIFO3MOHHOT'O MOpa)Xe€HUsI apTepuil Wik BeH. [ OMOIIMCTUHYPUS, HE 3aBUCUMO OT
(bepMEeHTaTUBHOTO HapyUIECHUs, MPUBOJUT K CUIBHOMY IMOBBIIICHUIO TOMOIMCTEMHA
U BBICOKOW BEpPOATHOCTU apTEepUaIbHOM W BEHO3HOM TpomMOOAIMOOIUU. ITH
MAlMEHThl TaKXK€ HMMEIOT COCYAMCTbIE M3MEHEHHMs, 3TO HaOJII0JIeHHE MPHUBENIO K
tomy, uro McCully B 1969 npennoxun Teopur0 TOMOLKMCTEMHA B Pa3BUTHH
aTepockiiepo3a cpeau Bcero HaceneHus. C Tex mop CBsA3b MEX]y TOMOLIMCTEMHOM U
CEPJIEYHO-COCYIUCTHIMU 3a00J1eBaHUSMU oTMevaach BO MHOTHX
AMUAEMHUOJIOTUYECKUX UCCIIETOBAHUSIX.

YMepeHHO TMOBBIIICHHBIA TOMOIIMCTEMH CBSI3aH Kak C BEHO3HOM, Tak U
apTepuanbHOM OKKItO3ueH. OTHOIICHHS MEXIYy TOMOIMCTEMHOM U CEpAEYHO-
COCYAMCTBIMH 3200JIEBAHUSIMU 3aBUCST OT J103bl U HE3aBUCUMBI OT JIpYyTUX (HaKTOPOB
pucka.

[Momumopdpusm MTHFR 677C3T—T, koTophlii sBIsSETCS 3HAYUTEIbHBIM
(GakTopoM puCKa TOBBIIIEHUS TOMOLUCTEMHA, HO HE CEPACYHO-COCYAUCTBIX
3a00sieBaHUl, SIBHOE PACXOXKJIECHUE MEXAY MPOCIEKTUBHBIMU U PETPOCIIEKTUBHBIMU
UCCJIeI0BAHUSIMU CITy4al-KOHTPOJIb, & TAK)KE HEJIOCTATOK JaHHBIX KOHTPOJIUPYEMBIX
KJIIMHUYECKUX UCCIIEeI0BAHUA.

OueBuanoe orcyrctBue 3ppekra MTHFR 677C3T—T cBsizano ¢ HeOONbIION
BBIOOPKOM OOJBITMHCTBA UCCIe0oBaHNN. B HejaBHeM MeTaaHanu3e, B TOM YHCIIE
11 000 cnyuaeB cepaeuHo-cocyaucThix 3a0oneBanuii u 13000 Uil U3 KOHTPOJILHOU
rpynnsl, reHotun TT 0w acconuupoBaH ¢ 16% yBeIMYEeHHEM pHUCKa CEpICYHO-
COCYAMCTBIX 3a0ojeBaHUMN. OTO yBEIMYEHUE pPHCKA COOTBETCTBYET CTENEHU
YBEJIMUEHUS TOMOIMCTEMHA HalmogaeMoro y nui ¢ redHotunom TT. Takum
obpazom, pesynbTaTthl A Jull ¢ MTHFR 677TT noanepkKuBarOT TUIIOTE3Y O TOM,
yto Hcy npruunnHO cBsizan ¢ CCb.

CymecTByeT paziauuue MeXAy MPOCIETUBHBIMU U  PETPOCIIEKTUBHBIMU
UCCJIEIOBAHUSIMHU  CIIy4al-KOHTPOJIb, TaK KaK OOJBIIMHCTBO MPOCHEKTUBHBIX
UCCJIeIOBAaHUI HAYMHAIOTCS CO 3J0pPOBOTO HaceleHus. B Takux uccienoBaHUsX,
roMmonucteuH asisercs npeaukropom CCh. B nByx nocnennux meraananuzax, 25%
(3 MKMOJIB/JT) CHUKEHUE TOMOIMCTEMHA B UCCIEOBaHbIX IPYIIAaX HACEJCHUs ObLIO
cBsa3aHo ¢ 11-16% cHmKeHHeM pucka uieMuyeckod Oone3nu cepaua, 19-22%
CHI)KEHHEM pHCKa HWHCYIbTa U 25% CHIKEHHEM pucka TIyOOKOro BEHO3HOTrO
TpoMmOO03a. B oTnuune OT 3TOro, MOBBIMIEHHE TOMOLMCTEHHA SIBISIETCS CHIIbHBIM
(aKTOpoM pHCKa CEepAEYHO-COCYIUCTHIX OO0J€3HEH M CMEPTHOCTH Y MALMEHTOB C
UIIEeMUYEeCKO  OoJie3HBIO  cepala, caxapHblM  JQuabeToM,  MOYEYHOH
HEJIOCTAaTOYHOCThIO, M CHUCTEMHOM KpacHOW BosuaHkod. Takum oOpazom,
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HE3aBUCHMO OT MPUYMUHBI, MTOBBIIIEHNE TOMOLIMCTENHA SIBISETCS MPOTHOCTHYECKUM
(bakTopoM B OIpeiesieHHbIX rpymnax ¢ BbicokuM pucka CChb.

Hekotopele wuccienoBaHus IOKAa3bIBalOT, YTO TOMOLMCTEWMH- CHIKAKOLIAs
Tepanus 3aMeIAeT MPOrPEeCCUpPOBAaHUE KOPOHAPHOTO U mepudepuyueckon
arepockiepo3a. OgHako, HENAaBHEE HCCIEHOBAHHUE I0KAa3allo, YTO y MAIMEHTOB,
MoJIy4aromux (HoanueByro KUCIOTYy, KoOajdaMUH U BUTaMUH B6 ogHOBpeMEeHHO, ObLI
MOBBIIIEHHBII PUCK PpECTeHO3a CTeHTa. MHOrMM W3  IPOJOJHKAIOLIUXCS
UCCJEeIOBaHU He OyJeT XBaTraTb MOIIHOCTH U3-3a MPOTrpaMMbl OOOTalleHUs
dbonmeBort kucimotol. Takum oO0pa3oM, MBI MOXKEM TOJBKO 3HATh BIHSHUE
BUTAMUHOB Tpymnnsl B Ha 310poBbe TMpOBEds METaaHAIU3 PE3YJIbTATOB
MIPOJIOJIKAIOIIUXCS UCCIIEIOBAHUN CEPACUHO-COCYAUCTHIX 3a00JIEBaHUIA.

['oMonucTenH B OIEHKE pHUCKAa CEPAEYHO-COCYAMCTBIX  3a00JIeBaHUIA.
ONHUIEMUOJIOTUYECKHE  JaHHbIE CBUJAETENBCTBYIOT O TOM, YTO CKPUHHUHT
rOMOILMCTEMHA B OOWIEH MOMyJSIMM HE ompaBAaH. TeM He MeHee, B TIpyImax
BBICOKOI'O pHCKA, TOBBIIIECHHBIA TOMOLUWCTEHH SBISETCS MPOTHOCTUYECKUM
MapKepoM TMOBBIIIEHHOIO pPHUCKAa HOBBIX CEPACYHO-COCYAUCTBIX OOJIe3HEH WIn
CMEPTHOCTU. BBISICHUTH OTOOpa)kaeT 1M 3TO MNPUYMHHYIO POJb TOMOILIMCTEHHA
MOXHO  NPOJOJDKAIOIIMMHUCSA  KIMHUYECKUMHU  HUCHBITaHUSAMHU.  Pe3ynbrar
UCCJEeIOBaHU OyleT KOHEYHO BIHUATh HAa PEKOMEHJALMH [0 NPUMEHEHHIO
TOMOIIMCTENHA B OIIEHKE PUCKA CEPACUYHO-COCYAUCTHIX 3a00JI€BaHUIA.

Bompoc 00 onTtuManbHbIX KOHIIEHTPALUSAX TOMOIMCTEMHA OOCYXKIaeTcs.
CymiecTByeT B3aMMOOTHOILIEHHS 1O3bl U PEAKIIMA MEKIYy TOMOLIMCTEUHOM U PUCKOM
CEPAECYHO-COCYIUCTBIX 3a00JIeBaHUit oT HU3KUX KOHLEHTpaLUn Jo,
no kpahHed wmepe, 20 Mkmoaw/i1. Hekoropble sKcmepThl MNpeAnonaraioT, 4TO
TOMOILIMCTEUH JOJbKeH ObiTh <10 MxMomaw/a. Ilpu stom, y 30-50% ot oOmieit
YUCJIICHHOCTH HaceleHus OyAeT OMNpeAeNaTbCcsl TUIEepPrOMOIIMCTEUHEMUS; JTa
nporopuust  OyleT  BbIIE CpeId  TNAUMEHTOB C  CEpACYHO-COCYAUCTHIMU
3a00JIeBaHUSIMU U Y TOXWIBIX Joei. boiee peanucTuyHas 1eidb MOXKET OBbITh
MPEJIOKEHA TPOCHEKTUBHBIMU HCCIIEIOBAHUSMU; 3HAYUTEIBHOE U CYIIECTBEHHOE
noBsiieHrne pucka CCh otmevanock npu romoructente Boime 13-15 Mxmonb/in. B
LIEJIOM, HCIIOJB30BaHUE romourcrenHa B oneHke pucka CCB sABnseTcs copHbIM B
BOITpOCaXx KakK M KOT/1a HCIOJIb30BATh aHAJIM3 U YTO JIENIATh C PE3YJIbTATOM.

I'omouucTenH npu oneHke pucka. Her HUMKakMX HaHHBIX ISl KIMHUYECKHX
pE3YyABTATOB HCCIEIOBAaHUS, II03TOMY HE XBaTaeT [JOKA3aTEIbCTB TOrO, 4YTO
CHI)KEHHE TOMOLMCTEMHA OKa3blBaeT OJaromnpusitHoe BozaeicTBue. OHaKo,
OTHOCUTEIBHO CEpJCYHO-COCYIUCThIX 3a00JIeBaHU, HM3MEpPEeHHEe TOMOIMCTEHHA
MOXXET OBITh HCIIOJIb30BAaHO B KAadyeCTBE MPOTHOCTUYECKOTO (haKTopa CepieHHO-
COCYAMCTBIX OOJIE3HEW U CMEPTHOCTH.

['oMonucTenHa B OLIGHKE puUCKa TcUXudeckux 3aboneBaHuil. Hecmorps Ha
YBEJIMYMBAIOIINECA SIUIEMHUOIOTHYECKUE J0Ka3aTENbCTBA, HESACHO SABISIIOTCS JIU
ABUTAMHUHO3 W THUIEPIOMOIMCTEMHEMUSI YaCTbIMU W HW3JICUUMBIMHU TMPUUYUHAMHU
cnaboymusi M TICUXHATpUYECKUX 3a0osneBaHud. TemM He MeHee, BBHAY Ba)KHOCTHU
BUTaMUHOB Tpynnel B 118 (QyHKUMOHUMPOBAHMS MO3ra, OILIEHKA IOKa3aTenei
BUTAaMHUHOB BCETJa JIOJDKHA OBITh MPOBEIEHA JI MAlMEHTOB C KOTHUTUBHBIMU
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HapYUICHUSIMU WM TICUXUYECKUMH 3a00J€BaHUSAMH, U U3MEpPEHHE TOMOIMCTEHHA
OyZeT urpatb pojib B OLIGHKE IMOKa3aTes BUTAaMUHOB rpymmnbl B. VYBenunueHue
TOMOLIMCTEMHA CBSI3aHO C TMOBBILICHHBIM PHUCKOM IUIALIEHTAPHOW BaCKYJIONATHH,
KOTOpasi, B CBOIO Ouepellb, CBsA3aHa C MPEIKIAMIICHEHN, PEUUIUBUPYIOLIECH paHHEN
norepeil OEpEMEHHOCTH, TMPEXKIECBPEMEHHBIMU pPOJAAMH, HHU3KUM BECOM IIpHU
POKIEHUHM U OTCIOWKOM TUIalleHThl WIA HMHPApKTOM. ITO OTHOCHUTCS K
KOHILICHTPAIMSIM TOMOLMCTEMHA HATOIAK M IIOCJIE€ Harpy3kd METHOHHHOM. B
OOJBIIMHCTBE MCCIIEJOBAaHUM, TOMOIMCTEMH ObUI U3MepeH Jubo He TMpu
O0epeMeHHOCTH (PETPOCHEKTUBHO) WM BO BpeMs OepemeHHocTH. B aByx
UCCJIEIOBAHUSX, B KOTOPBIX 00pa3lbsl KpOBM ObUIM COOpaHO 10 3auaTws,
MOBBIIIEHHBI TOMOIIMCTEMH ObUI CBSI3aH C TOBBIIIEHHBIM PUCKOM CIHOHTAHHBIX
abOpTOB U MPEKAEBPEMEHHBIMH POJIAMH.

JIaHHBIE O TMPOTHOCTHYECKON POJIM MOBBIIIEHHOTO TOMOLMCTEHHA B MEPHOJ
O0epeMeHHOCTH U 3(P(HEKT TOMOLUCTEUH-TTOHMKAIOIIEH Tepaluu B MPea0TBpalleHUU
HEOJAronpuUsATHBIX  HUCXOJOB OEpPEMEHHOCTHM MPOTUBOPEUMBBHL. MarepuHcKas
TUIEProMOLIMCTEUHEMHUS CBsI3aHa C BPOXAEHHBIMU Aedekramu, B ToM yucie JHT,
opodanuaibHbIMKU palleIMHAMKU, KOCOJANOCThI0, U cuHApoMoM Jlayna. donueBas
KHCIIOTa Tiepes OEpeMEHHOCThIO M B MEpPBbIE HECKOJIbKO HeAellb OepeMEHHOCTH
camwxkaer puck JHT. Iloatomy Bce KEHIIMHBI IETOPOAHOIO BO3pacTa HOJIKHBI
ynotpebasate ¢donatr B go3e He wmeHee 400 wkr /menb. HecmoTpss Ha
oOpa3oBaTeiIbHbIE MPOrpaMMbl, KEHIIMHBI YacTO HE 3HAIOT O NPEUMYLIECTBaX
bonueBoii KucaoTel. MHOTHE OEPEMEHHOCTH HE TUIAHUPYETCS U SKSHILUHBI YaCTO HE
3HAIOT, YTO OHU OepeMeHHbl B KpuTHueckuil nepuoxa no otHomenuto JHT. U3-3a
storo Coser no npoaykram u nutanuio CHIA pemus, uro oboramenue GpoaueBoi
KHCIIOTOU JTOJKHO OBITH 00s13aTenibHO ¢ 1998 rona u donmeByto KUCIOTY 100aBIsIIN
B MHUILEBbIC TPOAYKTHI ¢ MapTa 1996 u no ssHBaps 1998 rona. Oboramienre 3aMeTHO
YIYYIIWIO MOoKa3arelb (OIMEBONM KUCIOTHI M, BO3MOXHO, cHU3miI0 vactory JJHT
20-40%, HO HE SICHO, CBSI3aHO JIM ATO C OOOTalIeHUEM, MOTOMY YTO TEHACHIUS
CHI)KCHMSI Hadajlach, nepej TeM Kak oOoraiieHue Obulo BBeAeHO. B cTpaHax c
BbICOKOH pacmpocTpaneHHOocThI0 JIHT, Takux kak Kutait, monoxurensHbii 23 ext
MOBBIIIEHHOHN (HONMEBON KUCIOTHI ObUT 3HAYUTEIbHBIM.

Ectp Ouonornyecku OOOCHOBAHHBIE MPUYMHBI TOTrO, YTO MOBBIIICHHBIN
TOMOIIMCTEUH MOKET OBITh CBA3aH C HEOJIArONPUATHBIMU UCXOJIaMH OE€pPEMEHHOCTH.
VYBenuueHnue roMOLUCTEHMHA MOXKET MPSMO WM KOCBEHHO BBI3BATH JUC(HYHKIIMIO
SHAOTENUS, YXYALIUTh HEUPYNISIHUIO, CHU3UTh MUKPO(DUIAMEHTHBI CUHTES3,
uHrubuposate MetwiupoBanue JIHK u u3MeHSATH 3KCIpeccHio TeHOB, a TakKke
YMEHBIINUTh S-aJ€HO3WJIMETHOHMH—3aBUCUMBIE DPEAKIMU MeTWInpoBaHus. Kpome
HU3KOM (hOJIMEBOM KUCIOTHI U MOBBIIIEHHOTO TOMOIIMCTENHA, HU3KUE KOHLIEHTPAIluU
metnonnHa u renotunt MTHFR 677TT sBnstorcst pakTropamMu puckaMu OCJIOXKHEHUN
OepeMEHHOCTH, BpOXIEHHbIX JnedexkTtoB u cupapoma Jlayna. Ilokazarens
KoOalaMuHa TakXe MOKET ObITh Ba)KHbIM, OCOOCHHO B pPa3BUBAIOLIMXCS CTPaHAX,
rae nepunut kobaraMmuHa pacnpoCcTpaHEH.

I'omonucTenH 1npu OLEHKE pPHUCKA. YBEIWYECHUE T'OMOLMCTEMHA CBS3aHO C
BPOXKJIEHHBIMU JI€(PEKTaMU U OCIIOKHEHUSIMU OEpPEeMEHHOCTH, HO HE SICHO, SIBIISIETCS
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JU  TOJIE3HBIM  TOMOLIMCTEHH-TIOHMXKAIOIIME  JICYEHHEe U1 JKEHIUH ¢
rUIeproMouucTenHeMueil. Pe3yapTaThl MPOCNEKTUBHBIX HUCCIEIOBAaHUN TOBOPAT O
TOM, YTO TMOBBIIIEHHBI TOMOLIMCTEHH IMPEJCKAa3bIBACT HEOIArOonpHUsITHbIE HCXOIbI
OEpEeMEHHOCTH, SIBIISIOTCS TPOTUBOPEUMBBIMHU. TakuMm oOpa3oM, MpUMEHEHUE
M3MEpPEHUs TOMOLIMCTEUHA JOJDKHO OTPAHUYMBATHLCS OINPEICICHHBIMU TPYIIAMU C
BBICOKUM PHCKOM.

PytunHblli  ckpuHuHr. TepMuH "pYTHHHBIA CKPUHUHI' OTHOCUTCA K
aBTOMATHUYE€CKOMY WJIHM MMOBTOPHOMY aHANM3Y B OINpPEACICHHON TpyMIe HAaceIeHus: U
OOBIYHO BKJIIOYaeT B celst oOciegoBaHHEe OECCUMITOMHBIX MAIUEHTOB C IIEJIbIO
OOHapYKUTh CYOKIMHUYECKUE IPOSBICHUS 3a00JI€BAHMUS.

[lokazanus 1uist CKpUHUHTA: 00JI€3Hb TOJKHA ObITh CEPbE3HOH, 3a00J1eBA€MOCTh
U CMEPTHOCTD JOJIKHBI ObITh 3HAYUTEILHO CHUYKEHBI BCJIE/ICTBHE HAayaja JIeUeHUe J0
BO3HUKHOBEHHUS CHMIITOMOB, pacHpOCTPaHEHHOCTh JOKJIMHUYECKOW O0JIe3HU
J0JIKHA OBITh JOCTATOYHO BBICOKOM CpeIu HACENEHUS NPOXOISIIEr0 CKPUHMHT,
YTOOBI ONPABAATh 3aTPAThI, MOAXOASIINN CKPUHUHT-TECT IOJDKEH OBITh JOCTYITHBIM
U Tpolielypa CKPUHUHTA JOJDKHA ObITh MPUEMIIEMON JJid MalueHTa ¥ oOIecTsa.
HNmeercss AOKyMEHTAlMs OTHOCUTENIBHO CKPUHUHTA TOMOILIMCTEMHA B MOXHIOM
BO3pacTe Ha AeUUUT KoOalaMHHA W, BO3MOXHO, Y HOBOPOXJACHHBIX Ha JAEQULIUT
KoOanaMuHa W TOMOUUCTUHYpUio. CKpPUHHMHI TakXe CIeIyeT paccMaTpuBaTh B
HEKOTOPBIX APYTUX IpyMmax BRICOKOTO PUCKa pa3BUTHUS AePUIUTa KoOaTaMuHa UITU
¢donueBoil KUCIOTHL. KMeronuecs gaHHbIE HE MOIJEPKUBAIOT TOMOIIUCTEMH Kak
CKPUHUHT-TECT Ha CEPJICUHO-COCYAUCTHIE 3a00JI€BaHUS CPEIU BCETO HACEIICHMUS.

Hannbie, nposeneHHble uccnenonarenssmu B CIIA mnoka3piBaloT, 4TO s
Kaxxjoro pedenka, cnacéunoro ot JIHT, 1 MaH. mroneit J0KHBI €CTh 000TanéHHYI0
numty, 1 4ro cpeau Hux 10-15% OynyT B BO3pacTHOM Tpynme ¢ BBICOKMM PHCKOM
nedpunura kobanamuna. JJepunur kodamaMuHa B MOXKUIOM BO3PACTE YAOBIECTBOPSET
OOJBIIMHCTBO  KPUTEPUEB JJIsi CKPUHMHIA, HO TOJAXOJ HE  OIpeJesieH.
Hcnonb3oBanue mokazareneil HUKHEro pedepeHTHOro npenena KoOajaMuHa
CBIBOPOTKHU (TipuOIM3uTenbHo 150 MKMOJB/T) MOXKET NPUBECTH K 3HAYMTEIbHOMN
YacTH TMOXWIBIX JIIOJIeW, HYXKIAIIMUXCA B Jie4eHUH. bbU1o  BBICKa3aHO
MPEANOI0XKEHNE, YTO CIIEYEeT UCIOIb30BaTh MOKA3aTeld BEPXHETO pedepeHTHOro
3HaueHus (200-250 wmxMmonb/m). M3mepeHue romomucTerHa Yy MAalHUEHTOB C
MOTPaHUYHBIM 3HAYEHHEM KoOallamMuHa OyAeT crocOOCTBOBAThH BBISIBICHUIO JIUIL C
neduuuToM. AJIbTEpHATUBON SIBISETCS HUCMOJIb30BaHUE TOMOILIMCTEHHA B KayeCTBE
HAYaJIbHOTO CKPUHUHI TECTa, KOTOPBIN, BEpOSATHO, Oojiee MOAXONAIIMNA TECT IS
BBISIBJICHUS MTALIMEHTOB, HYKJAIOIIUXCS B JOTOTHUTEIbHON MEIUIIMHCKON TOMOIIH.

CKpUHHMHT Ha TOMOIIMCTHUHYPHUIO U JAe(ULIUT KoOalraMHHa Y HOBOPOXKJICHHBIX.
[leneBas rpynmna HaceJIeHHs BKIIOUYAET HOBOPOXKJICHHBIX, B Bo3pacTe 3-5 qHEH.

['oMonuctunypus cBsizanHas ¢ aepuuutom CBS moxer ObITh ropasgo Oosee
pacrpoCTpaHEHHOM, YEM MIPEATIOIIArajJoCh paHee.

['oMonucTenH B OlleHKE pucka TOMOUUCTUHYpUH. CKPUHUHT HOBOPOXKIEHHBIX
Ha TOMOLMCTUHYPUIO SIBJISIETCS OOBIYHBIM B HECKOJBKHMX CTpaHaxX M KakK IpPaBHUIIO,
JOCTUTAETCS MyTeM U3MEpPEHUs METHOHMHA B MATHAaX KpoBU. C HOBBIMU METOAAMU
OTpeJIeIeHUs] TOMOIIMCTENHA, TaKUMH KaK MHUKPOTHUTPOBAJIbHbIE MMMYHOAHAJIU3bI
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(GbepMEeHTOB W TaHAEMHAass MacC-CHEKTPOMETPHUs, MOXHO TPOBOJAUTH CKPUHUHT
MJIQJICHIICB Ha TOMOLIUCTEHH, a HE METHOHUH. OmnpeiesieHne TOMOIMCTENHA TakKe
BBISIBJISIET JIET€H ¢ TOMOILIMCTUHYpPHUEH, CBA3AHHON C Je(peKTaMu PEeMETUIUPOBAHUS
FOMOIIMUCTEHHA.

Nudopmanuss o nedunure kobamamuua. CKpUHMHT HOBOPOXKIACHHBIX Ha
TUIIEPTOMOIIUCTEMHEMHUIO TO3BOJISIET MPOBOJUTH PAHHEE BBISBICHUE OTHOCUTEIBHO
pacripocTpan€éHHoro  neduiura  koOalaMuHa  HOBOPOXIEHHBIX.  Jledwumur
KoOajaMMHa y JeTeW TMOYTH BCErja CBs3aH C HU3KKMM YpPOBHEM KoOajlaMuHA Yy
MaTtepu, y KOTOpOM OOBIYHO HET CcuUMNTOMOB. Ha oOCHOBaHMHM HIXHETO
pedepeHTHOro mpenena kKobOajdaMUHA CBHIBOPOTKH Y B3pocibix (150 mMxmoinb/i), y
npuonu3utenbHo 10-15 % HOBOPOXIEHHBIX HabMtomaeTcss AeUIUT BUTaMUHA. Y
9THX JeTell dYacTo HaOJIOMAIOTCS IIOBBIIICHHBIC IIOKAa3aTEJIM TOMOIIMCTCHHA H
METWJIMAJIOHOBOM KUCIOTH. KOoHIIEeHTpaIus ToMolucTenHa y peOEHKa onpeaenseTcs
MpeXAe BCEr0 KOHIICHTpAIlMeld TOMOIMCTEMHA y MaTepu U KOoOaJaMHUHOM H Yy
Marepu, M y peO6éHka. CuUMITOMBI HEOHATAIbHOTO Jeduiura KoOajlaMUHA
CTAHOBATCSI OYEBHUIAHBIMU dYepe3 4-6 MecsleB TMociie poxAcHUs. MiaaeHubl Ha
IPYJHOM BCKapMJIMBaHUU U MaTEPH BETeTapUaHIIbl MOJBEPTalOTCs 0COOOMY PHUCKY.
3ajepikKa pa3BUTHS U HEBPOJOTHUECKHE TPOSIBICHUS 00Jiee pacpOCTpaHEHBbI YeM
MeranobnacTHas aHemusa. HeoHnatanpHbli  gedunutr  KoOajlaMHHA  TPYAHO
OMpeNeNuTh, U JMArHO3 MOXXHO HE YCTAaHOBUTH IOKAa HE TMOSABSITCS TsKENbIC
CUMIITOMBI, B TO BpeMsl KaK HEBPOJOTHYECKHE TMOpPaXEHUs MOTYyT CTaTh
HEOOPATUMBIMHU.

l'omonmcTenn B oreHke pucka aedunura kKobamamuHa. OOciegoBaHue
HOBOPOJXKJICHHBIX MOXET OBITh 3(P(HEKTUBHBIM CIIOCOOOM BBISBJICHUS MJIAJICHIICB B
rpynme pucka. B TeueHHe MepBBIX HECKOJIBKUX HENENb IMOCJTE POXKICHUS Yy JeTel
4acTO  BO3HHMKAIOT  BBICOKME  KOHIICHTPAIlMM  METHJIMAQJIOHOBOW  KHUCIIOTBI
(moOpokayecTBeHHasT METHJIMAQJIOHOBAs alUAypHsi), KOTOPbIC JIMIIb YaCTHYHO
OOBSICHSIIOTCS HU3KUM KOOAJTaMHUHOM CBIBOPOTKH. TakuM oOpa3om, B MJIaJ€HYECTBE,
MOJIC3HOCTh METHJIMAJIOHOBOM KHCIOTHI B KaU€CTBE MapKepa KoOalaMuHa SBIISIETCS
HEOIIPEIECIIEHHOM.

[IpenocTtaBnenrne peKOMEHAAIMI OTHOCUTEIBHO TOMOLMCTEHMHA HE SBISETCS
MPOCTHIM, TaK KaK HEJOCTATOYHO JOKA3aTeIbCTB U €€ 0YeHb MHOTO BOIIPOCOB HE
pemeno. OpHako, gaxe Oe3 MOJHOW WHQOpPMaNMK, KIWHUIKMCTBI U JIAOOPAHTHI
HYX/IAI0TCS B COBETE€ OTHOCHTEJIBHO TOTO, YTO JI€JIaTh B JAHHOW CHUTyaluu. Mol
HaJIeeMcCsl, YTO MHEHHUS TPEJACTaBICHHBIE 3/1€Ch OyAYT CTUMYJIMPOBAThH KIMHHUIIUCTOB
1 J1aOOpPaHTOB BBHITIOIHATH HOBBIE HMCCJIEAOBaHUSA W, TaKMM 0Opa3oM, OOECIeUUTb
JI0Ka3aTeIbCTBA, KOTOPBIX CeUac HEe XBaTaerT.
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Pucynok 2. CxemMa MeTabOIMYECKUX MPOLIECCOB, MPUBOISIINX K Pa3BUTHIO
roMouuctTunypuu 1-4 hopm.

O6o3nauenus:  HopmanbHblit
METa0O0IUT
HaxkannuBarommuiics
MIPY TOMOIIMCTHHYPUHU
METa0OoIUT
MeTtabonudecKui |
0J10K

Hudpamu 1-4 0603HaueHbI MeTaOOINYECKUE OJIOKH.

bruoxuMuyeckas AMarHOCTHKA:
B KPOBU BBIPRKCHHOE YBEITUYCHHE KOHIICHTPAIIMH TOMOIIMCTHHA, METHOHUHA,
WHOT/Ia CHIKCHHE KOHIIEHTPAILlUU IIUCTHHA;
B MOYe- BBIPOKEHHOE YBEIMYCHHE KOHIEHTPAIMM TOMOIUCTHHA W
METHOHHWHA;
CHIDKEHUE aKTUBHOCTH IHUCTOTHOHUH-B-CHHTETa3bl B TUM(POIMTAX, KYJIBTYpe
KOXHBIX (pruOp0o0IacTOB.
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Crparerus JiedeHus] TOMOLMCTUHYPUH 3aBUCHUT OT MPUPOIBI METaO0INIECKOTO
Oyioka, BbI3BaBlIero 3aboneBaHue. Ecnu  HapylieH MeXaHU3M  CHHTE3a
METHJIKOOAJIaMHHa, TO METOAaMH BbIOOpa MpH JICUCHUU SBISIOTCS BBEIACHHE 3TOTO
MeTabonnTa, a TaKkKe XOJHHA, (QOIUEBOW KUCIOTHI W OetamHa. OpHaKo, MpHU
HanOoJiee YacTo BeTpevaromieiicss hopme 3abosieBanus, cBsizanHou ¢ gedexkrom CbS
OCHOBHOM (hOPMO¥i JIeUEHUS SBIISACTCS NUETOTEPANHS C OrPaHUICHUEM TOTPEOICHIUS
MeTroHnHa (Met) 1 IpuéMOM JOMOTHUTENBHBIX KonndecTB mucTenHa (L{uc). Okomno
13% G0IBHBIX TOMOLIMCTUHYPHUEH pearupyroT Ha JIeYeHHe BUTAMUHOM Bg, HO npyrue
K HeMmy pe3ucTeHTHbI. [Ipuém ButammHa Bg mokazan B (hapMakoJIOTHYECKUX 033X
(25-100 mr B neHb KypcaMu 10 4 HeJlenu y AeTel 1-ro roja ®u3Hu U 10 1 T B IeHb Y
Oonee crapmux OonbHbIX). Ho ciegyer umeTh B BUIY, YTO TaKH€ TUIEPA03bI
BUTAMUHA MOTYT HMETh MOOOYHOE [EHCTBHE, cocTosIee B THepupepruIecKoin
HeliponaTuu U pabJOMHONH3E, IOATOMY UX CIIEAYET MPUMEHSTH C OCTOPOKHOCTHIO.

[lpy Ha3HaueHWUW AWETOTEpanuu OOJIHHBIM TOMOIIUCTHHYPHEW CJEeayeT
OPUEHTHPOBATHCS HA MOJEP)KaHUE HOPMATBHBIX YPOBHEH METHOHWHA M [IUCTENHA U
o0ecCrieYeHnd MUHUMAJIBHOTO ypOBHE TOMOILMCTEMHa B  IUIa3ME€  KpPOBH.
CootBeTcTByIOIKME pePEPEHTHHIE YPOBHU COJIEP)KAHUS YKa3aHHBIX aMHUHOKHCIIOT
MpUBEACHBI B TAOIHIIE 5.

Tabmuma 5 — PedepeHTHBIE YPOBHM CBOOOTHBIX METHOHMHA, HMCTEMHA U
roMOIMCTEHHA B IJIa3Me KPOBHU

AMuHOKHCIIOTa YpoBeHb B IU1a3Me€ KPOBH, €11. U3M.

MKMOJIB/TI mr/100 mn
MeTtnouund 18-45 0,27-0,67
Hucrenn 25-50 0,30-0,76
TI"'omommucrenn <12 <0,16

HcTouHUKOM METHOHMHA B JieTe OOJIBHBIX JleTel 1-ro roga >KM3HU SIBISIIOTCS
KEHCKOE MOJIOKO W/WM aJalnTUpOBaHHAs MOJIOYHAs cMech, C O MecsleB B
JIOTIOTHEHUE K 3TOMY MPOAYKTHI IMpHKOpMa Ha (PYKTOBOM, OBOIIHON M 371aKOBOM
(06e3MoII04HOM) OCHOBE, Y OOJIbHBIX CTapllie Toja — MPOAYKTbI OOBIYHOTO paluoHa
(oBomM, @QPYKTH, B OrpaHUYECHHBIX KOJMWYECTBAX 3J1aKoBble). McTouHMKOM
JOTIOMHUTENbHBIX ~ KOJMYECTB IIMCTEMHAa B  paludoOHe OOJbHBIX  SIBISETCS
CHEIUAIU3UPOBAHHBIA  MPOAYKT HA OCHOBE CMECH KpUCTaNIMYeckux L-
AMUHOKHUCJIOT, HE COJIepKalllUX METUOHMHA. OTOT K€ MPOAYKT SBISETCS
JOTIOHUTENIBHBIM ~ MCTOYHUKOM OOLIEro OelKoBOro a3zoTa M HE3aMEHHMBbIX
aMUHOKHUCHOT. [Jedunur sHepreTnueckoi eHHOCTH palioHa MOKET MOKPhIBATHCA Y
OOJIBHBIX CTaplIe rojia 3a CYET UCIIOJIB30BAHUS CIEIUATH3UPOBAHHBIX 0€30€IKOBBIX
MPOJYKTOB HA OCHOBE Kpaxmasa, >KUPOB U 100aBJIECHHOTO caxapa.

I[Ipu  pacuére coctaBa  panuoHa  OOJBHBIX  CIEAYyeT  YUYUTHIBATH
OPUEHTUPOBOYHBIE TOTPEOHOCTHM B ULHUCTEMHE M METHOHMHE Yy OOJBbHBIX
TOMOIMCTUHYpUEH pa3HBIX Bo3pacToB (Tabnmuna 6). Pexomenmyemblii cocTaB
AMUHOKUCJIOTHOM CMECH  CHELHAIM3UPOBAHHOIO MPOAYKTa g  OOJBbHBIX
TOMOILMCTUHYpUEH MTPUBEJIEH B Tabuie 7.
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Tabmuma 6 — OpueHTHPOBOYHASI MOTPeOHOCTHL B MeTHOHMHE (MeT) U nucrenne (Luc) y
00JIbHBIX TOMOLIUCTUHYPHEH B 3aBUCMMOCTH OT BO3pacra

Bo3spact 6051bHBIX CyrouHast noTpeOHOCTh B AMUHOKHUCIIOTAX
MeTtnoHuH ‘ [MucTenn

MunaneHsl MI/KI' Macchl Teja

0 - <3 mec 15-30 300

3 - <6 mec 10 - 25 250

6 - <9 mec 10 - 25 200

9 - <12 mec 10-20 200

Hetun MT/KT MacChl Tea

1 —<4rona 10 - 20 100 — 200

4 — <7 ner 8- 16 100 — 200

7—<I11 ner 6-12 100 — 200

[TogpocTku 1 B3pocibie MI/KI Macchl Tejla

Heymku 11- <15 ner 6—14 50 - 150

Heymku 15- <19 ner 6-12 25-125

JleBymiku 19 ner u crapuie 4-10 25-100

HOnomm 11- <15 ner 6—14 50-150

HOnomm 15- <19 ner 6-16 25-125

HOnoum 19 ner u crapuie 6-15 25-100

Tabnuna 7 — PexoMeH1yeMblil cOCTAB CMeCH AMMHOKMCJIOT IPH TOMOLMCTUHYPUH

AMMHOKHUCIIOTA Conepxanne

r/100 T cmecu r/100 T GenkoBOTO Ckop 1o

AMHHOKHCIIOT SKBUBAJICHTA AMHHOKHCIIOTHOM IITIKAJIE

»KEHCKOI'0 MOJIOKa, %

Ananun 4,2 5,0 -
ApruHuH 7.4 8,7 -
AcnaparmHoBasi KHCJIOTa 6.2 7,3 -
[uctun 2,7 3,2 -
['myramuHoBast Kuciora 5,7 6,7 -
['myramun 2.4 2,8 -
I'munun 5,6 6,6 230
I'nctnann 33 3,9 -
H3zonennun 5.3 6.3 136
Jletiun 11,3 13,3 135
JIn3un
MOHOTHIPOXJIOPH]L 9,5 11,2 145
MeTtnonun 0,00 0,0 0
dennnananua 5,0 5.9 151
[Tponmn 8,0 9.4 -
Cepun 4,9 5.8 -
Tpeonnn 5.5 6.5 128
Tpunrodan 2,2 2,6 136
Tupo3un 4,6 5,4 146
Banmuu 6.2 7,3 143
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Oprannyeckne auuaypun
HN3oBasiepuanoBas auuaeMus

Cpenu  TsDKENBIX ~ HACIEICTBEHHBIX  OoJyie3Held  OoOMEHa  BEIIEeCTB
M30BaJIEpUaHOBas allUAEMuUsl 3aHUMAET 0c000e MECTO, TaK Kak Hapsay ¢ OOJE3HbIO
“KJIEHOBOT'O CHpOIA”, MPOMMOHOBOM Y METUIMAIIOHOBOM allUAEMUSIMHU, OTHOCSTCA K
HamOoJjiee YacThiM HapylIeHUsIM OOMeHa opraHudeckux Kuciaor. OHa siBIsieTcs
nepBol UACHTUPUUIUPOBAHHOW (HOpPMON OpraHMYECKOM AanuieMuH, BbIICICHHON
M.A.Budd c coaBtopamu B 1967 roay u3 rpynmnbl MaTOJIOTHYECKUX COCTOSHUM,
MOJIYYMBIINX HAUMEHOBAHHUE «KETOTUYECKAs TUIIEpIrIIMIMHEMUs». Briepbie 00sie3Hb
ObL1a MACHTUPUIIMPOBAHA 110 HKCKPELIMH ¢ MOYOU M30BaJIEPUAaHOBOM KUCIOTHI, YTO U
ONPENENNIIO €€ Ha3BaHUE

[Ipennonaraerca, 4ro yactoTa 3aboneBaHuss cocrtasiusger 1:150000
HOBOPOXK/ICHHBIX.

B ocHoBe u30BanepuMaHOBOW alMIEMHUM psAJ HapylUIeHUN (MeTabOIMYEeCKUX
0JIOKOB) aMUHOKHCIIOTHI JieiiuHa (Jleit).

W3BectHO He MeHee 4 1epeKTOB MHUTOXOHJPUANBHBIX (PEPMEHTOB,
y4acTBYIOIIUX B KaTabonu3me Jlei, kaxaAbli M3 KOTOPBIX MOKET MPUBECTH K
MeTa0oJMYeckoMy  OJIOKY € TOCIEIYIOUMM  HAKOIUICHMEM  aHOMAaJbHBIX
(MaTOJIOTUYECKUX) METAa0OJMTOB ASTONW aMUHOKHCIOTHI (cM. pucyHok 3). Tak,
HEJ0OCTaTOYHOCTh AKTHMBHOCTH u30Banepui-KoA-neruaporeHasbl, TreH KOTOPOH
kaptupoBaH Ha 15q14-ql5, npuBOIUT K HAKOIJICHUIO U DKCKPELUU TaKUX BELIECTB,
KaK HM30BaJIEpUAaHOBAs KHUCIOTA, W30BAJIEPWITIUIMH, 3-THUIPOKCUU30BAJIEpUAHOBAsS
KHCIIOTa,  4-TUAPOKCHM30BAJepUaHOBas  KHCIIOTa,  ME3aKOHOBash  KHUCJOTa,
METWISTHTapHasi ~ KHUCJIOTa,  HM30BAJEPWINNIIOKYPOHU[,  H30BAJIEPUITIyTaMar,
M30BAJICPUIICAPKO3HUH, 3-TUIPOKCUU3OTENTAHOBAs KHCIIOTa, W30BAJICPUKAPHUTHH.
[Ipu nedexre 3-metmnkporoHmI-KoA-kapOokcunaspl HaKarIMBalOTCS 3-METHII-
KPOTOHOBass KHUCJIOTA, 3-METHWJIKPOTOHWITJIUIUH U 3-THUIPOKCUU30BaJIEpUaHOBAs
kucinota. B orcyrctBHe (yHKIMOHANBbHOM 3-MeTmiriatoTakoHuiI-KoA-ruapartasbl
oTMeuaercss o0Opa3oBaHHME 3-METWITIIOTAKOHOBOM KHUCIOTHI, 3-METHUITIYyTapOBOM
KHUCIIOTBl U 3-MeTWIrTyTapuikapHuTuHa. Hakonen, B cinydae nedexra 3-ruapoKcu-
3-metunrnytapmi-KoA-nmua3pl  HaKarMBaeTCs  3-THAPOKCHU-3-METUITITyTapoBas
KucioTa. Bce 3T coequHeHUs BBICOKOTOKCHMYHBI M MX H30BITOYHOE HAKOIUJICHUE
BBI3bIBAET CXOJIHBIN KOMIUIEKC CUMIITOMOB.

Tun HacnenoBaHuUs: ayTOCOMHO-PELIECCUBHBIN.

KnuHnyecku BBIAEHSIOT OCTPYIO (HEOHATaJbHYI0) M XPOHUYECKYIO (HOPMBI
3a00seBaHusl.

Heonaranbnas ¢opma Bcrpewaercs y 60-70% OOMbHBIX U TPOSIBISETCS B
NepBble€ JHU KU3HU PBOTOW, BSJIOCTHIO, OTKAa30M OT MHINHU, CYAOPOKHBIM
cugapomom. Jlanee NpUCOEAUHSIOTCS OOE3BOKMBAHWE, THUIIOTEPMUS, JIETaprus,
koMa. Koxka 1 Moua uMMeroT crneuuuyeckuid 3amax "MOTHbIX HOT". BbIsBisieTcs
tpombonuToneHusi. Y 30% nereil cMepTh HACTYIMAeT HAa BBICOTE MPUCTYIA OT OTEKa
MO03ra, KpOBOT€UeHUH Ha (hoHEe MeTabOIMUYECKOTO KETOAIM 103a.
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Benok pauunoHa | | TkaHeBble 6enkun

|/

NenunH
TpaHCAMUHUPOBAHUE = = = = = = = = = = = = = = = = = > W30BasiepuaHoBasi KHCJIOTa
A4 HM3oBanepuinriuiyx
o-KeTOM30KanpoHoBast 3-THAPOKCHH30BaTIEPHAHOBAs KHCIOTa
KucnoTta 4-rAApOKCHN30BAICPHAHOBAST KHCIIOTA
[LlernaporeHasHbiii MME:SaKOHOBaﬂ KHCJIOTa
KOMMIIEKC KETOKUCIOT C " CTHILHTAPHAs KHCIIOTa
passeTBneHHOM uenbl0 T T TTTTTTTA > ;;)Banepmrnmxyponm
(BCKAD) 30BAJICPUIITIIyTaMaT
v H3oBanepuicapko3ua
3-rHOPOKCHH30TENTAHOBAsA KHCIIOTA
M3zoBanepuia-KoA P
H3oBanepuKkapHUTHH
MN3oBanepun-KoA 0emaporeHasa - = = = = = = = = e = e o = = = = -]
[ 3-MEeTHWIKPOTOHOBasI KHCIOTa
| 3-meTriIkpoToRmI-KoA | |:> 3-MeTHIKPOTOHWITHIMH
7y 3-rHAPOKCHH30BATIEPHAHOBAS KHCIIOTA
3-MEeTUNKPOTOHUN-KOA ¢ e e e e e cc e e e e >
kapbokcunasa
3 KoA 3-METHITIIOTAKOHOBAA KUCIOTA
“METHITJIOTAKOHWII-IRO 3-MeTHIIKTITYTapoBas KHCIO0Ta
3-MeTHITITYTapUIKAPHATHH
3-MeTUNrnoTakoHNn-

KoA rngpatasa

3-ruapokcu-3- | 3-ruapokcu-3-MeTriarayTapui-KoA | |:> 3-ruApOKCH-3-MEeTHIITTyTapoBask KMCIOTA
MeTHArTYTapuil-KoA  © o o o e o e e e e o oo oo -
nHas3a

_ - = 3-ruppokcn-3-metunrnytapun-KoA
& peaykTasa

| MeBajioHOBas KUCJIOTa |

| MesanoHonakToH
Arnetnn-KoA
XonectepuH

Arteroarierat

Pucynok 3. Cxema MeTaOOIMYECKUX IMPOIIECCOB, MPUBOIANIUX K Pa3BUTHIO
Pa3IUYHBIX BAPUAHTOB H30BAJICPUAHOBOM aIlUJICMHH.
O6o3nauenus:  HopmanbHblit
METa0OoIUT
ITaTonornueckuit
METa0OoIUT
Mertabonnueckuii 610K | |

Xponuueckast popma 00Je3HU MposiBisieTcs: B Oosiee mo3aHeM Bo3pacte (oT 2
Henenb g0 2 ser). OHa TPOTEKaeT ¢ YepeJOBaHHEM ACHMIITOMHBIX MEPHOAOB U
TSDKEIIBIX aTaK KeTtoanuao3a. MH(eKmonabie 3a00eBaHMs U MTOTPEITHOCTH MATAHUS
HEPEIKO TMPOBOLUPYIOT MaHU(ECTAIMIO TEPBhIX KIMHHYECKUX TPU3HAKOB. Y
OONBIIMHCTBA OOJBHBIX BBISBISIETCS YMCTBEHHAsT OTCTAJIOCTh Pa3IUYHON CTENECHU
TSOKECTH, HeCTIeIIM(PUUECKOoe TTOpakKeHNE TICYCHH, TIOYEK.

bruoxumunyeckast AMarHoCTHKA:

—B KpPOBH OIpPEACNsAeTCS METaO0OJIMUeCKUd anuao3, THUIEPKETOHEMHUS,
THIIEPAaMMOHUEMHUSI, TUTIOKAIBIIEMHUSI, YBETTUUCHNE KOHIICHTPAIINH U30BaJICpUaHOBOMN
kucnoTsl (0,1- 5 Mmons/mi ipu Hopme 0,01 MMoIB/MIT);

43



— B MOY€ OTMEUAETCs YBEIUUYEHHUE KOHIICHTPAIIMU U30BaJICPUAHOBONU KUCIOTHI
U €€ KOHBIOTaTOB C TJIMIIMHOM, KapHUTHHOM, TJIOKYPOHOBOW KHCIIOTOM, JaKTara,
arneroarnerara, 3-ruipoKcuOyTrupara;

— B JIGUKOIIMUTaX CHMKEHA aKTUBHOCTH U30BajiepuiI-KoA-aeruaporeHassl.

OCHOBHBIM MaTOreHEeTHYECKU 000CHOBaHHBIM METOJ0M JICUCHUS
M30BAIEPUAHOBON AlMAEMHUU SIBIISIETCS TUETOTEpPANUs, COCTOSAs B OTPAHUYCHUH
MOCTYIUIEHUSL JIEMIMHA C enaou. IIpm >TOM HEKOTOphIE KOJIMYECTBA JTOU
aMUHOKHCJIOTBI, BCE JK€, JOJKHBI TIPUCYTCTBOBATh B JueTe OOJBHBIX IS
obecrieyeHUs  IUIACTUYECKUX  TMOTPEOHOCTEM  opraHu3Ma TP MOCTPOCHUU
coOCTBEHHBIX 0enkoB. OpUEHTUPOBOYHBIC BEJIUYUHBI MOTPEOHOCTH B JICUIIMHE IS
OOJILHBIX U30BAJICPUAHOBOM allMaypUel MPUBEACHBI B TabuIIe 8.

Tabmuma 8 — OpueHTUpOBOYHAsi MOoTPpeOHOCTH B Jieiinnue (Jlei), raumune (I'mu) n
KAPHUTHHE Y 00JIbHBIX H30BAJI€PUAHOBOI alluypueii B 3aBUCHUMOCTH OT BO3pacra

Bo3spact 6051bHbBIX CyrouHast noTpeOHOCTh

Jlen ' Kapuutun
MutageHIbI MI/KI Macchl Tejla
0 - <3 mec 80-150
3 - <6 mec 70-140
6 - <9 mec 60-130 150 150
9 - <12 mec 50-120
Hetn MT/ICHb
1 —<4rona 500-900
4 — <7 ner 600-900 1400 1250
7—<11 ner Ta B COY
[TonpocTku u B3pocibie MT/JIeHb
HeBymiku 11- <15 ner 700-900 - -
Heymku 15- <19 ner 620-820 - -
Hesyuiku 19 ner u crapuie 620-820 - -
Onomm 11- <15 ner 1100-1500 - -
HOnomm 15- <19 ner 1100-1500 - -
KOnoum 19 net u crapuie 1000-1400 - -

HcrounukoMm JseinMHa B TUTAaHWM OOJIBHBIX JeTedl B Bo3pacte 0-6 mec
SIBJITFOTCS] TPYTHOE MOJIOKO W/WMJIM aalTHpPOBaHHAs MOJIOYHAs CMECh, B Bo3pacte 6-
12 Mec — B IOTIOJTHEHUE K ATOMY HPOAYKTHI IPHUKOPMA HAa OBOIIHON MU (PPYKTOBOM
ocHOBe. Y OONBHBIX cTapiie | roja UCTOYHWKAMU JICHIIMHA B MMHUTAHHUH SBIISFOTCS
MPOIYKTHI OOBIYHOT'O pPAIMOHA - OBOIIH, (DPYKTHI, B OIPAaHUYCHHBIX KOJIMYECTBAX
3naku  (kamu). Hemocrarommue 10 HOpMBI  (DU3HOJOTHYECKOW TOTPEOHOCTU
KoJudyecTBa o0Omiero Oenka (a3ora) OOJBbHBIE MOJYYalOT 3a CYET MOTpeOsIeHUs
CICIUATM3UPOBAHHOTO TMPOAYKTA HAa OCHOBE aMUHOKHUCIOTHOW CMECH, He
coaepkaiei jednuHa (cM. Tabmuiy 8). Y OonbHBIX crapmie 1 roma neduuut
DHEPreTUYCCKON IIEHHOCTH palMoOHa TIOKpBIBaeTCI 3a CYET MOTpeOICHUS
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0e30eKOBBIX CIENHUATU3UPOBAHHBIX MPOJYKTOB Ha OCHOBE Kpaxmaja, a TakXke 3a
c4ET 100aBIICHHBIX YTJIEBOJIOB.

Emé onHol BaxkHOM OCOOEHHOCTHIO THUTaHMS OOJBHBIX H30BaJIEPUAHOBOMU
alyIypyen sSBIISETCS MOBBIIIEHHAs] TOTPEOHOCTh B AMUHOKUCIIOTE TIMITUHE, a TAKXKE
KapHuTHHE (Tabnuia 7). DTO CBSI3aHO C TE€M, YTO KaK TJIMIIMH, TaK U KapHUTUH
MPUHUMAIOT Y4acTHE B JICTOKCHUKAIIMU aHOMAJIbHBIX METaOOJUTOB JISUIIMHA 32 CUET
o0pa3oBaHUs MaJIOTOKCHUYHBIX, SKCKPETHUPYEMBIX C MOYOH aaaykToB. VMcTouHmkoM
[VIMIIMHA B TUTAHUU OOJIBHBIX SIBJISCTCS CHEIMATN3UPOBAHHBIN MPOIYKT HA OCHOBE
CMECH KpHUCTALINYECKUX L-aMHHOKHCIOT; B TIEPHOJ KPHU3UCOB 3a00JieBaHUS
BO3MOXHO JOIOJHUTEIbHOE HAa3HAYCHHUE MpenapaToB 3TOM aMUHOKHUCIOTHI B J103€
no 600 mr/kr maccel Tena/neHb. JlomoJHUTENbHBIE KoJMdecTBa KapHUTHHA (25-40
MI/KT MacChl T€JIa/IeHb) TaK’K€ MOTYT BBOJIMTHCSI B COCTAaB pallioHa OOJILHBIX B BUJIE
MPENnapaToB 3TOr0 HyTPUEHTA.

Jlnst OONBHBIX M30BajepUaHON alUaypued Ha TPOTSHKEHUU BCEM JKHU3HU
MPOTUBOMNIOKA3aHbl Mpenaparbl OCH30MHOM KHUCJIOTHI M €€ MPOU3BOAHBIX (32
UCKJIFOYCHUEM KpailHel HEeOOXOJWMOCTU MPU KYNMUPOBAHUU TSKEIBIX MPUCTYIIOB
rUnepaMMOHUEMHUH).  AOCONIOTHBIM  MPOTHUBONOKA3aHUEM  SBISETCS — MPUEM
canmuuuiatoB (B T.4. acnupuna). Crexayer uzberatb notpebieHUs MPOAYKTOB, B
KoTtopbix OenzoiHass kuciora (E210), e€ mnpousBomnsie (E209, E211-E219)
MPUCYTCTBYIOT B KaU€CTBE MUIIIEBHIX J100aBOK (KOHCEPBAHTOB).

Tabnuna 9 — PexoMeHn1yeMblii COCTAB cMeCH AMMHOKHCJIOT IIPH M30BAJIePHAHOBOM

aluaypun
Conepxanmne
AMHMHOKHCIIOTA r/100 r emecu | 1/100 r 6GenkoBOTO Crop o
AMHHOKHCIIOT SKBUBAJICHTA AMUHOKHCITOTHOH anoa e
»KEHCKOI'0 MOJIOKa, %
Ananun 4,9 5.8 -
ApruauH 5,7 6,7 -
AcnaparmHoBasi KHCJIOTa 9,1 10,7 -
Huctun 1,5 1,8 -
['myramuHoBast Kuciora 11,7 13,8 -
['nmyramun 5,0 5,9 -
Q070007031 4,5 5,3 185
I'nctnann 4,7 5.5 -
H3zonennun 2,8 3.3 72
Jletimmua 0,0 0,0 0
JIM3uH MOHOTUAPOXIIOPHL 9.5 11,2 145
MeTtnonusa 1,9 2,2 123
denuaTaHuH 5,1 6,0 154
[Iponuu 12,0 14,2 -
Cepun 5.3 6,3 -
Tpeonun 5,1 6,0 119
Tpunrodan 1,7 2,0 105
Tupo3un 5.1 6.0 162
Banmuu 4,2 5,0 97
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JlaGopartopHsrit KOHTPOJIh 3¢ PeKTUBHOCTH TUETOTEparuu npu
M30BAJICPUAHOBOM aIlUJIEMUH MPOBOJIUTCS B 00s3aTeIbHOM Topsiake. PedepeHTHbIN
YpOBEHBb CBOOOJHOTO JICHIIMHA B CHIBOPOTKE KPOBU OOJBHBIX COCTABIAIOT OT 50 10
100 mxmonb/n (0,66-1,31 Mr/100 mut). IIpu MeHBIIMX YpOBHAX aMUHOKHUCIOTHI €&
ynotrpelseHrne ¢ MUIIeH OHKHO OBITh YBEIMYEHO, IPHU OOJBIIUX — OTPAaHUYCHO.
Perymsimuto moTpeOyieHUst JICMIIMHA C JUETOM OCYIIECTBISIOT MYyTEM H3MEHEHUS
COOTHOIIEHHUS TMOTPEOJICHUSI CHENHAIM3UPOBAHHOIO TMPOAYKTa Oe3 JeliuHa u
MPOIYKTOB «OOBIYHOTO» palioHa. AJEKBaTHBIN ypOBEHb CBOOOJHOTO KapHUTHHA B
MJ1a3Me KpOBU OOJIBHBIX JTOJDKEH COCTABIISITH HE MeHee 30 MKMOJIB/JI.

DKCKpelus W30BAJICPUAHOBOM KHUCJIOTHI U JPYTUX aHOMAaJbHBIX METa00JIUTOB
JeHIIMHA, a TaKKe KETOKUCIOT U UX KOHBIOTaTOB MPHU aJICKBATHOM JUETOTEpAUU HE
JIOJDKHA BBISIBIIATBCS B TpeJiefiax YyBCTBUTEIBHOCTH MPUMEHSEMBIX JTa00PaTOPHBIX
METOJIOB.

MeTHIMAaJI0OHOBAA U IPOIMMOHOBAs allH/IEMUS

MeTtunmanonoBass ~ auuieMuss W NPONHOHOBas  auMaeMus —  9TO
HACJIeJICTBEHHbIE HapylIeHUs] OOMEHa HE3aMEHHMMbIX AMHUHOKHCIOT HW30JeHIInHA
(Une), metuonnna (Mert), Tpeonuna (Tpe) u Banuna (Bai), a Takke >KUPHBIX KUCIOT
¢ Heu€tHbIM uymcioM  C-yrieponnbix  atoMoB. 0O06a 3THUX  COCTOSIHUS
paccMaTpHUBalOTCAd B JIaHHOM pasjielie BMECTEe, MOCKOJIbKY KaK MX KIMHUYECKUE
MPOSIBIICHUS, TaK U MOAXObI K TUETOTEPANHH SIBIISIIOTCS BO MHOTOM CXOJHBIMH.

O6a 3a001€eBaHUsI OTHOCSTCS K YMCTY BecbMa peAKux. TouHas CTaTUCTHKA UX
pacupoCTpaHEHHOCTH OTCYTCTBYET, OJHAKO HW3BECTHO, YTO 3a BCE Bpems
HaOMoAeHUH ObLI0 3a(DUKCUPOBAHO B OOIIEH CI0KHOCTH TOJIbKO okoJio 700 neteit ¢
MetuiamanoHoBoit u 100 — ¢ pasBepHyToil (hopmoii mponroHoBoil anunemun. O6a
3a00JIeBaHUs HACIEAYIOTCS 110 ayTOCOMHOMY PEIIECCUBHOMY THITY.

B ocHoBe yka3zaHHBIX 3a00JieBaHMI JieKaT J1e(PEeKThl T€HOB METHJIMAIOHWII-
KoA-mytazel (MM) u nponuonun-KoA-kap6okcunaszsl (ITI1K) cooTBeTcTBEHHO (CM.
pucynok 4). Kodakropamu yka3zaHHbIX (PEPMEHTHBIX CHCTEM  SIBISIOTCA,
COOTBETCTBEHHO, aJICHO3UIIKOOanaMuH (akTuBHas Gopma BuTaMuHa Bi,) U OHOTHH
(Butamun H). Onucana gopma nmponuoHOBOM aluieMuu, pearupyrolas Ha Teparnuio
MOBBIIIEHHBIMU ~ Jl03aMU  OMOTMHA U (QOPMbI METWIMAJIOHOBOW  allUJIEMHUH,
pearvpyoniue Ha Tepanuio (papMaKoJOTHYECKUMH J03aMU TUIPOKCHKOOaTaMHUHA.
OnHako, OCHOBHOHM BHUJ IMETOTEpANMU 000UX 3a00JIeBaHUN COCTOUT B MPUMEHEHUU
CHEIUATM3UPOBAHHOTO TPOAYKTA HA OCHOBE CMECH KpHUCTaUNIMYecKux L-
AMUHOKHUCJIOT.

Kak nponuoHoBas, Tak ¥ METWJIMAJOHOBAas AalMIEMHs  SIBISIIOTCA
reTEepPOreHHBIMUA TI0 CBOMM KJIMHUYECKUM MPOSBICHUSAM U TKECTH TEUYECHHs. Y
OOJILHBIX C MpoNUOHOBOM anuaemuend akTuBHOCTH [IIIK cocraBnseT ot 1 g0 5% ot
HOPMAaJILHOTO ypoBHA. MyTtainuu MM MoryT ObITh pa3MYHBIMHU, C 00pa3oBaHUEM
KaK TMOJIHOCThIO HEQYHKUMOHAIBHOU (opMbl Oenka, Tak U (HOpM C MOHMKEHHBIM
CPOJCTBOM K KO(akTOpy aJieHO3MIKOOATaMUHY W C TOHUKEHHOW CTaOUIbHOCTBIO.
CrerneHb TOJEPAHTHOCTH K aMUHOKHCIOTaM (M30JIeMIIMHA, METHOHMHA, TPEOHWHA,
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BaJIMHA) TIPH HEKOTOPBIX (hopMax 3a00JieBaHUS 3aBUCUT OT YPOBHSI 00ECIIEYEHHOCTHU
BUTaMUHOM B, wiin OMOTHHOM.

M3onenuuH,

PaLuoH 6orbHOro MeTnoHMH,
TpeoHuH

KupHbI€ KUCNOTbI C HEYETHBIM Yncriom C-aTtomoB
M36biTok MHXKK

1 2
MponwuoHun-KoA —|:|—’ L-meTunmanoHunn-KoA 4|:|—’ CykumHun-KoA

)
| NponuoHun-KoA AN MeTtunmanoHun-
X kap6okcunasa AN KoA-myTasa
:
: BUOTUH ., ApeHosun- Lk
| . kobanamuH Kpebea
: \
| Ay
y R
lponnoHoBas kncnora MeTunmanoHoBas KucroTa

L-kapHUTUH

MponnoHWn-KapHUTKH

|

JKecKpeuust ¢ Mo4von

PI/ICYHOK 4. Cxema MeTa0OJIMYECKUX MponecCoB, IMpUBOIAIINX K PA3BUTUIO
METUJIMAJIOHOBOH U HpOHI/IOHOBOﬁ alluACMUH. O06o3HaueHus:

O6o3nauenusi:  HopmanbHblii

METa0O0IUT
ITaTonoruyeckuii "
METa0OoIUT

MeTtaboaudecKkuii 0JIOK |

(1-npornnoHoBas;
2-METUIMAJIOHOBAS ALIUJIEMHUS).

CuMnTOMBI  TIPONMMOHOBOM M METHJIMAJIOHOBOW  aIllUJIEMHH  OOBIYHO
pa3BUBAIOTCA B TMEpPBbIE JAHUW >KU3HM W BKIIOYAIOT OCTPhIE WM XPOHUYECKHUE
MPUCTYIBI PBOTHI, BSJIOE COCaHUE TPYAH, 3aICPXKKy (PUHMUYECKOTO pa3BUTHUS,
JETUApATAINIO, TUMIOTOHUIO U TSOKENBIM MeTaboaudeckuil anumo3. B oTnenbHbIX
CIy4dasiX MOTYT OTMEUYAaThCS THUIOIVIMKEMHUS W TsDKENasg TUIepaMMOHUEeMUs. Y
MOJYyYaoIMMUX JUETOTEpanui0 OOJIBHBIX B Clydae HapyIICHUS JUETUUYECKUX
npeAnucanuii  (OTHOMOMEHTHBIM TIpUEM OOJIBIIMX KOJMYECTB Oelka) MOTyT
HaOII01aThCsl 0OOCTPEHUS Pa3IMUHBIX MH(EKIMOHHBIX 3aboneBanuii. B 1emom, ¢
BO3pPAcCTOM OCTPOTA MPOSIBICHUS CUMIITOMOB 3a00JI€BaHUS CHUXKAETCH.
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buoxumuyeckas [uarHocTuka:

— B KpPOBM M MO4YE HAOIIOJAETCS TOBBIIIEHUE AHOMAJIbHBIX MPOIYKTOB
MeTabonu3Ma NpornuoHara:

O MPONHOHUIKAPHUTHUHA,

METWJIIUTPATA,
3-rUAPOKCUTIPONIOHATA,
MPONUOHMITIUIMHA,
TureseBon (tiglic) KUCIOTHI)
METHJIMaJIOHAaTa.

— B Cly4yae 3KCKpPEUMH OOJBIINX KOJIMYECTB METHIMAJIOHaTa € MOYOM
JUArHOCTUKA METHJIMAJOHOBOM auuaeMud TpeOyeT MCKIIOUeHUs TIIIyOOKOro
neduuura BUTamMuHa Bj;, uMermero cxogHble OHOXUMUYECKHE CHUMITOMBI
(ompenenenue ypoBHed BuTamuHa B12 u QonueBod KUCIOTHI B IIa3Me KPOBU
UMMYHO(QEPMEHTHBIM METOI0OM).

© O O O O

TspkecTh MPOSIBICHUS METUIMAJIOHOBOM M MPOMMOHOBOM allMIEMHH 3aBUCST
oT ¢opMbl 3a00JeBaHUA U TIIYOMHBI METa0OJMYECKUX paccTpoucTB. Tak, mpu
TOoTanbHOM  Jeduuure akTuBHOCTH MM (desmorum  Mut’® wmm  Mut)
MPOJOJDKUTENBHOCTh JKM3HU Y HE JIEYEHBIX OOJIBHBIX MHUHHUMAJIbHa M TPOTHO3
ABjseTcs HauxyamuM. [lpu Mut’ wim Mut’ (eHOTHIIE YacTBIMH TPOSBICHUIMH
ABIAIOTCS  3aJlepKKa  Pa3BUTHs,  JMCTOHUS, XpOHUYECKasi  MoyYeyHas
HEJI0CTaTOYHOCTh. B mocneaHem ciydae MOXXeT MOTpeOOBaThbCS TpaHCIUIAHTAIUS
NMOYKH. bobHBIE MPONMMOHOBOM allMAEMHUE YacTo CTPaAaloT MAHKPEATUTAMH U BSIO
TekyuumMu uHbekusamu. [lpu HeagekBaTHOW AUETOTEpanuu WIM B €€ OTCYTCTBUE
OTMEUAETCs HUMMYHOCYIIpECCHUs, 3aJepKKa pOCTa, XpOHUYECKas aHOPEKCHs,
HEBPOJIOTUUECKHE pPacCTpocTBA M KapauoMmuonatusi. Ha BCKPBITUM BBISBISIOTCS
MaTOJIOTUYECKUE U3MEHEHHUS B TOJIOBHOM MO3TE€.

Bce 3Ti cuMIITOMBI yCTPaHSAIOTCS IIPU CTPOTOM COOJIIOICHUM JUETOTEPAIUU C
POKIEHUSI U MOXKU3HEHHO. [lueTorepamnus Npu NPONUOHOBOM U METHIMAJIOHOBOM
alUJeMUU COCTOMT B OrPAHMYEHUHU MOTPEOJIEHUS aMUHOKHUCIOT H30JEHIMHA,
BaJlMHAa, METHOHHMHA W TPEOHWHA, a TaKXKe JMKUPOB, KOTOPbIE MOTYT OBITh
UCTOYHUKAMHU MpPONUOHATa, a TakKe€ HCKIIOUYEHUH MPOJYKTOB, COJEpKAIIUX
nunieBsie n100aBku E280-E283 (mpommonoBast kuciaora U €€ mnpous3BojaHbIE). B
cily4ae HecOOI0JIEHUs TUEeTOTepallit, B TOM YUciie y OOIBHBIX CTApIIUX BO3PACTOB,
MOCTETIEHHO Pa3BUBAIOTCS HEOOpAaTUMBbIE MOBPEXKICHUS TICYEHHU U MTOYEK, YTO MOKET
B KOHEYHOM cuéTe MOoTpeOoBaTh TPAHCIUIAHTALIUU STUX OPTaHOB.

OpueHTHpOM TpH Ha3HAYEHUW AUETOTEepanuud NpU METHIMAaJOHOBOH U
MPOIKUOHOBOM alMJIEMHUH SIBJISIIOTCS YPOBHU CBOOOJHBIX aMUHOKUCIOT U30JICHILIMHA,
BaJMHAa, METUOHMHA M TPEOHMHA a TakXKe MIMIMHA B Tula3Me KpoBU. KOHTpoib
YPOBHSI TJMIMHA BaXKEH, IIOCKOJbKY JlaHHAas AaMUHOKHCJIOTa YYacTBYEeT B
00pa30BaHMWU HSKCKPETUPYEMBIX C MOYOM aAAyKTOB MpPOMUOHATA U JIPYTUX
TOKCUYHBIX ~ METa0oJUTOB, oOpazyeMbix y OonbHbIX. COOTBETCTBYIOIIKE
pedepeHTHBIC YPOBHU aMUHOKHUCIIOT MpeJICTaBICHBI B Tabmuie 10.

48



Tabmuma 10 — PedepeHTHBIE YPOBHU INIMIUHA, H30J1eHIIMHA, METHOHHHA, TPEOHUHA U
BAJIMHA B IJIa3Me KPOBHU B IJIa3Me KPOBH

AMHMHOKHCIIOTA YpoBeHb B IIa3Me KPOBH, €11. U3M.
MKMOJTB/JT mr/100 v
' 115-290 0,9-22
Nne 25-105 0,3-14
Mer 18 — 45 0,3-0,7
Tpe 45 —-250 0,5-3,0
Ban 65 — 250 0,8-2,9

HcTouHnkaMu yKa3aHHBIX B TaOJMIle aMUHOKHCIOT B MUTAHUU OOJIBHBIX
naetel 1-ro roma >KM3HU SIBJISIOTCS KEHCKOE MOJIOKO W/WIM aJalTUpOBaHHAas
MOJIOYHAsi CM€Chb, a C 6 MecsleB —TakKe M MPOJYKThl MpUKOpMa Ha (PYKTOBOH,
OBOILIHOM M 37aKOBOM OCHOBE. Y OOJBHBIX CTapuie Toja B paludoOHE MOTYT
UCIIOJIb30BaThCSl OBOLIM, (PPYKTHI U B OIPAHMYEHHBIX KOJIMYECTBaX MPOIAYKTHI Ha
371aKOBOM OcHOBE. OpUEHTUPOBOYHBIE YPOBHHU MOTPEOHOCTH OOJIBHBIX B YKa3aHHBIX

AMHWHOKHUCIIOTAX IPUBCACHLI B Ta6JII/II_Ie 11.

Tabmuma 11 — OpueHTHpOBOYHAsE MOTpPpeOHOCTHL B u3ojeiiuune (Mie), meTHoHMHE
(Mert), tpeonune (Tpe) u Baaune (Baj) y O00JbHBIX MeTHJIMAJIOHOBOI/NMPONNOHOBOI
auuaeMueil B 3aBUCHMOCTH OT BO3pacra

Bo3spact 6051bHBIX CyrouHast noTpeOHOCTh B AMUHOKHUCIIOTAX

Wne | Mer | Tpe | Ban
MuaieH1sl MI/KI Macchl Tejla
0 - <3 mec 75-120 30-50 75-135 75-105
3 - <6 mec 65-100 20-45 60-100 65-90
6 - <9 mec 50-90 10-40 40-75 35-75
9 - <12 mec 40-80 10-30 20-40 30-60
Hetn MT/ICHb
1 — <4 ronma 485-735 180-390 415-600 550-830
4 — <7 ner 630-960 255-510 540-780 720-1080
7 —<I11 ner 715-1090 290-580 610-885 815-1225
[TonpocTku u B3pocibie MT/JIeHb
Heymku 11- <15 ner 965-1470 390-780 830-1195 1105-1655
Heymku 15- <19 ner 965-1470 275-780 830-1195 1105-1655
Jesyuiku 19 ner u crapuie 925-1470 265-750 790-1145 790-1585
HOnomm 11- <15 ner 540-765 290-765 810-1170 1080-1515
HOnomm 15- <19 ner 670-950 475-950 1010-1455 1345-2015
KOnoum 19 net u crapuie 1175-1190 | 475-950 1010-1455 1345-2015

Cnenyer uMmeTs B BUAY,

YTO HH3KOC HOTpe6J'IeHI/IC BbIIICYKA3aHHBIX

AMHWHOKHUCIIOT, HCYIOBJICTBOPAIOIICC IINIACTHYCCKUC HOTpC6HOCTI/I OopraHmimMa
6OJIBHBIX, MOKCT, B CBOKO OUCPCAb, IPUBCCTHU K CCPUHN BPCAHBIX MOCJIC/ICTBUM. TaK,
Ipu IIC(i)I/II_II/ITC HNne otmMmeuvaetcs 3aJICPKKa pPoOCTa, IIOKPACHCHUC CIIM3UCTOM
000J10YKHU TOJIOCTH pTa, TpCIIUHLBI B yIijlax pTa, TPpEMOP KOHGIIHOCTCI;'I, Manepanus
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KOXXH (OTIPENIOCTH), TOHWKEHHBI YPOBEHD XOJECTEpUHA IJIa3Mbl U TIOBBIIIICHHBIN —
CBOOOJHBIX aMHHOKHCIOT — (eHWIaJaHWHa, CEpHUHA, TUPO3WHA W BanuHa. [Ipu
aepute MeT OTMeuUaeTcsi CHU)KCHHE YPOBHSA XOJIECTEpHHA W TOBBINICHUE
CBOOOMHBIX (PeHHWJIATAHWHA, MPOJMHA, CEpUHA, TPEOHMHA M TUPO3WHA B IUIa3Me
kposu. Ilpu nedummre Tpe xapakTepHbI 3a1epKKa GU3MUECKOTO PA3BUTHS, TIIOCCUT
U BOCHAJIEHUE CIU3UCTON OOOJOYKHM MOJOCTH pTa, MaJCHUE YPOBHEH CBOOOJHOTO
Tpe u dpakuuu rmoOynuHOB B mia3Me kpoBu. Hakonern, npu nedunure Bam moryt
UMETh MECTO CHIDKEHHBIN alleTHT, COHIMBOCTD, MOBBIIICHHAS Pa3IpaKUTEIHHOCTh
U TPOAODKUATEIBHBIA KPUK Yy MIIAQJICHIIEB, IMOTEPS MAacCChl Tela WIH 3aJepiKKa
pa3BUTHSL.

Henocratomee a0 HOpMBI  (U3UOJIOTMYECKOW TMOTPEOHOCTH KOJIMYECTBO
oOmero Oenka (OenkoBOro aszora) OOJbHBIE MOJY4YalOT 3a CUET YHNOTPeOIeHUS
CHEIMATU3UPOBAHHOTO TPOAYKTa HA OCHOBE CMECH KpPHUCTAUTMYECKHX L-
aMUHOKHCIIOT, PEKOMEHIyeMBIi COCTaB KOTOpOH TpeicTaBieH B TaOmuie 12.
HenoctaTok »HEpreTHUecKol IICHHOCTH pallioHa Yy OONBHBIX CTaplie Troja
KOMIICHCHpYETCS 3a CYET TOTPeONeHUsT CIeNHMaTn3upOBaHHBIX 0€30€TKOBBIX
IPOJYKTOB HAa OCHOBE Kpaxmaia, a Takxke J00aBICHHOTO caxapa.

Tabnuna 12 — PekomeHnayemblii cOCTaB cMeCH AMUHOKHUCJIOT NPHU
MeTHJIMAJI0HOBOW/IIPONIMOHOBOI anuaeMHu

Conepxanue
AMHMHOKHCIIOTA r/100 T cmecu r/100 T GenkoBOTO Crop 1o
AMHHOKHCIIOT SKBUBAJICHTA AMHHOKHCIIOTHOH IHK(? e
YKEHCKOTO MOJIOKa, %o

Anaauna 4,6 5.4 -
ApruHuH 4,3 5,1 -
AcnaparmHoBasi KHCJIOTa 11,3 13,3 -
HucTun 3,1 3,7 -
I'myramuHoBas Kuciora 13,2 15.6 -
['myramun 5.6 6,6 -
I'mms 2,8 33 115
I'nctnann 2,8 3.3 -
Wzoneiinua 0,0 0,0 0
Jletiuna 11,3 13,3 135
JIn3un

MOHOTHJIPOXIIOPUL 10,0 11,8 152
Metnonun 0,0 0,0 0
denmrananua 4,7 5,5 142
[Tponmn 11,5 13,6 -
Cepun 6,9 8,1 -
Tpeonun 0,0 0,0 0
Tpunrodan 2,1 2,5 130
Tupo3un 5.8 6.8 185
Banun 0,0 0,0 0
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Jluera, moka3aHHasi OOJBLHBIM MPOMHUOHOBON W METHJIMAJIOHOBOU aluaeMUCH,
JIOJDKHA OBITh HU3KOKHPOBOW BO M30€KaHHE HAKOIUJICHUS MPOMUOHOBON KHCIOTHI,
KaK MPOAYKTa [3-OKHCJICHHS >KUPHBIX KHCJIOT C HEUEeTHOW JiauHOW uenu. U3
HMCTOYHUKOB JKHUPOB CIIEIyET B IMEPBYIO OYEpeab OrpaHUYMBATH NOTpeOJIeHUE
CIIMBOYHOT'O Macjia, CBUHOTO JKMpa, OJJMBKOBOTO MacJa.

[Ipu cocraBiaeHun parmoHOB OOJBHBIX BAXXHO IJOCTHKEHHUE WX aJIeKBaTHOU
00eCIICUYeHHOCTH BUTaMUHaMu B, 1 OnoTnHOM. JIOMOTHHUTEILHBIC KOTHYECTBA dTHX
BUTAMHUHOB MOTYT BBOJUTBCS B JUETY B COCTaBe CHEIUAIW3UPOBAHHBIX
BUTAMUHHBIX KOMILJIEKCOB. BOJbHBIE Tak)ke MOHKHBI MOJYy4aTh JOMOJHUTEIIbHbBIC
KonudecTBa L-kKapHUTHHA, YY4aCTBYIOIIETO B 00pa30BaHUU W BHIBEJICHUH MPOJAYKTOB
MaTOJIOTHYECKUX META0O0IUTOB MpornuoHata, B o3¢ 100-300 Mr/Kr Macchl Tela/IeHb.
HctouyHnukom TJIMIMHA B MMUTAaHUH OOJILHBIX  SIBIAETCA YaCTUYHO
CIIEUAJIU3UPOBAHHBIN MPOAYKT U YACTHUYHO- JOOABKH I3TOM aMHUHOKHUCIIOTHI B BUJIC
npenapara.

I'myrapoBasi U 2-KeTOAIUNIHHOBAS alMAYPHUSs

['nmyrapoBas auuaypus Obuta onucana BrepBbie S. Goodman u coasT. B 1975 1.
I'myrapoBass amuaypust tuma I (I"Al) 510 OGose3Hb, BbI3bIBacMas JedEKTOM
aktuBHocTH  raytapmwi-KoA-geruaporenaset  (I'KH) (puc.5). TKI - 2310
MUTOXOHJApUAIbHAsA (IaBUHOBAs OKCHUJIOpENyKTa3a, y4yacTBYIOIAs B KaTaOoyu3Me
HE3aMEHUMBIX aMHHOKHCIOT nu3uHa (JIu3) m tpunrtodana (Tpm). Hedpexr T'KJ]
OPUBOJUT K  HAKOIUIGHHIO B  OpraHu3Me  TIJyTapoBOM  KHUCIOTHL,  3-
TUAPOKCUTIIYTapOBOM U ritorakoHOBOW  (glutaconic) xkwucnor. ['KJ[ sBisiercs
BUTaMUH-B, 3aBUCUMBIM (pepMEHTOM, a W3 KIMHUYECKOW MPAKTUKU HU3BECTHO, YTO
(dhapmakosiorudeckue 1036l 3Toro ButamuHa (100 mr/meHs u Goiiee) CrOCOOHBI 10
W3BECTHOM CTENEeHU BOCCTAHOBUTH AKTUBHOCTH AedekTHoro ¢epmenta. OHako,
OCHOBHBIM MeTo/i0oM JeueHus ['Al sBisieTcs B HacTosee BpeMs AUeTOTepanus.

3aboseBaHue HACIEAyeTCsl IO AyTOCOMHOMY PELIECCUBHOMY THUITY.

Pacnpoctpanénnocts ['Al cocraBisier okomo 1 cmywas Ha 30 000
HOBOpPOXJIEHHbIX. OJHAKO B HEKOTOPHIX MONYJSALUAX C BBICOKMM YPOBHEM
uMOpuauHra (OJIM3KOPOJACTBEHHBIX OPaKoOB), B YaCTHOCTH, B aMEPUKAHCKOM CEKTE
Amumieit (Amish) pacnpocTpaHéHHOCTH 3a00JIEBaHUS SIBJISIETCS HAMHOTO OOJIBIICH.

B kadecTBe pazHOBUAHOCTHU IIIyTapOBOM AllMAYPUH MHOTIA pacCMaTpUBAIOT 2-
keroaaunuHoByto amunyputo (2KA). 3aloneBaHue CBSI3aHO C TEHETHUYECKUM
nedexkToM (epMeHTa 2-KeToaaunaT-IeruporeHashbl 1, Tak xe, kak u ['Al, coctout
B HEMEPEHOCHMMOCTH aMHUHOKHUCIOT JM3uHa u Tpunrtodana. CraTucTuka 10
pacnpocTpaHeHHOCTH 3TON (POpMBI 3a00JI€BaHMS OTCYTCTBYET, OHO SBIISIETCS KpalHe
PEAKUM, 33 BCIO UCTOPHUIO HAOIIOJECHUHN OMKCAHO BCETO HECKOJIBKO CITy4aeB.

['myrapoBas auuaypus Tuna | rereporeHHa N0 CBOMM KIMHUYECKUM U
onoxumuyeckuM mnposieneHusiM. Jetn ¢ ['Al  poxnaiorcs (EeHOTUIUMYECKH
HOPMaJIbHBIMH, OJHAKO BCKOpE TIOCJEe Hauyajga BCKapMIIMBaHUS TPYIbIO y HHUX
pa3BHUBAETCsl «BHPYCONOAO0HOE» 3a00jieBaHUE, MEPEXOJsllee B HEMPEOoI0JTUMbINA
KIMHUYECKU  KPU3UC €  TSOKENBIMU  HEBPOJOTMYECKUMH  PacCTPONCTBAMH.
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CUMNTOMBI BKIIIOUAIOT Makpoleainto, IPUCTYIbl KIOHUYECKUX CYJOPOT, aTaKCHIO,
xopeoarero3 (creuuduueckue HapylIeHUS MOTOPHKH), NEPUOJUYECKYIO PBOTY,
nepemMeKaronniicss MeTaboJIMYeCKU alua03 U ABJICHUS, HATTOMUHAIOIINE CUHAPOM
Peiie (octpast meu€éHounas sHuedanonarus). [Ipuy MPT-uccnenoBanuu rojioBHOTO
MO3ra BBISIBIISIETCS (DPOHTOTEMIIOpalibHA aTpodusi U 3aJepKKa MUEITHMHU3ALUU.
KoHueHTpauss TIIyTapoBOM KHCIOTBl IUIa3Mbl KPOBHM B TEPUOJ  KpHU3HCa
BapualOelbHa HM  MOXET ObITh Jaxke HopMaidbHOW. bojee  HanéXHBIM
JUAarHOCTUYECKUM IPU3HAKOM SBIIIETCA JIKCKpPELMs 3TOW U HEKOTOPBIX IPYyrux
JIUKapOOHOBBIX KUCIIOT, a TAKKE UX KOHBIOTATOB ¢ L-KapHUTUHOM C MOYOM.

Bcero uzBectHo okono 100 paznmunbix Mmytanui resa ['ZIK, onHako B
HACTOSIILEE BpEMS OTCYTCTBYIOT HAaAEXKHBIE HaHHbIE O CBA3M reHorumna ['Al c
TSIKECThIO €€ KIMHUYECKUX MpOsBiIeHUU. Brlmenepeunciennsle cumnTombl ['Al
CBsI3aHbl, IO-BUIMMOMY, IJIaBHBIM 00pa3oM C TOKCHYECKUM JEHCTBUEM TIyTapOBOM
KHCIIOTBI, a Takke e€ TMaTOJOTHMYECKUX MEeTa0O0JUTOB 3-TUIPOKCUTIIYTapOBOM
KUCIOTBI M XMHOJIMHOBOW Kuciotel Ha [[HC. MexaHu3m HWHTOKCHUKALMU
3aKJIIOYAeTCs, KaK TpPeNroyiaralor, B TOM, YTO IIEPEYUCICHHbIE METa0OIUThI
MPOHUKAIOT uepe3 TemaTodHIedanuueckuii Oapbep U HapymarloT OOMEH
Ba)KHEHIIETo HelpoMenuaropa — y-amuHoMacisiHoi kuciaotel (ITAMK).

Kak u rimyrapoBas, 2- KeTOaAUNIMHOBAs alUIypHsl pa3BUBAETCA BCKOPE IOCIIE
poxnaenus. OmnucaHbl Takue €€ CUMIITOMBI, KaK THUIIOTOHMS, IEPEMEKAIOIIUNCA
MeTa0OIMYEeCKU alua03, Cyaopord, mnartojiorudeckue wusMeHeHuss Ha OKI,
3a71€PKKA [ICUXOMOTOPHOTO Pa3BUTHSL.

Pannss NUarHOCTUKA U CBOEBPEMEHHOE Hayajo aJIeKBaTHOU
MEIUKaMEHTO3HOM M JaueThdeckod Tepanuu ['Al  MO3BONSIIOT  yCTpaHUTH
HEBPOJIOTUUECKHE M METa0OJUYECKUEe CHMITOMBI M OOECNEeYUTh HOPMAaJIbHOE
pazButhe peOenka. Ecnu nedenume Havyato mocie MaHudecTHoro nebrora
sHIE(dATONATUH, TO MOIYT COXPAHUTHCA OCTATOYHBIE JE(EKThl MOTOPHOTO
Pa3BUTHS, XOTS MICUXUYECKOE PA3BUTHE JICUCHHBIX OOJbHBIX OKa3bIBAETCA, B OOILIEM,
HOpPMaJIbHBIM. B 1esoM, 4yeM no3jaHee Ha4aTo AUETHYECKOE JICYEHUE, TEM XYILIUM
ABJIIETCS POTHO3 MOTOPHOT'O U TICUXO3MOIMOHAIIBHOTO Pa3BUTHS OOJIBHOTO.

buoxumuueckast AUarHOCTHKA:

— OpHU TIYyTapoBOM aluAypuud B KpPOBU M MoOYe HAOJIOMAETCsS MOBBIIICHUE
KOHIIEHTPALIUU [JIyTAPOBOM KUCJIOTHI U TJIyTapUIIKAPHUTHHA;

— [IpU 2-KETOAIUNMHOBOM allUlypUu B KPOBU — MOBBILIEHUE KOHLIEHTPALIUU 2-
KETOAUITMHOBOM KUCIIOTHI U €€ annykra ¢ L-kapHuTrHOM.
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Pucynok 5. Cxema meTa0oIMYeCKUX MPOIECCOB, MPUBOIAIINX K PA3BUTHIO TIyTapoOBOM U
2-KeTOaAUIIMHOBOW allulypHUH

O603HaueHus: HopmanpHsiit MeTaboauT
[TaTosnornueckuit MmeTaboIUT
Metabonuueckuii 610K

(1-keroagunuHoBas;

2-TayTapoBas aluIypusi). |

Opuentupom npu nposeaeHun auerorepanuu ['Al sBiseTcs moaaepxaHue
ypoBHel JIuz u Tpn B mnasme kpoBu (Tabnuua 13) Ha pedepeHTHOM ypoBHe. B
cilydae, e€ciii y OOJIBHOTO pa3BWiICAd Je0I0T HEBPOJIOTMUYECKUX CHMITOMOB, B
KauyeCTBE JKCTPEHHOW MEpbl HEOOXOAMM €ro IEepeBOJ Ha IMOJIHOE HHTEpPaIbHOE
(30HI0BOE) NMUTAaHHME CMECHIO HAa OCHOBE L-aMMHOKHUCIIOT, HE coaepxkaied JIuz u
Tpm, a Taxke BHyTpuBeHHble HHPY3uu L-xapautuna B qo3ax 100-300 mr/kr mMaccobl
tena/nenp. llocnenHee, N0 W3BECTHOM CTENEHHW, CHOCOOCTBYET JETOKCUKALUU
HAKaIUIMBAIOIIMXCSl KOJMYECTB TJIyTapOBOM KHUCJIOTBI M €€ NaTOJIOTrMYECKUX
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METa0OJUTOB 3a CUET KOHBIOTAIIMM C KAPHUTUHOM M BBIBEICHHUS OOpa3yIOUIUXCS
aJIyKTOB. BIiociencTBuM TUETOTEepaInvs CTPOUTCS HA NPHHIMIAX OTPaHUYCHUS
comepxkanuss Jluz m Tpn B auere MHHMMAIBHBIMH IOTPEOHOCTAMH OpraHH3Ma
pebeHka (tabnuia 14).

Ta6muma 13 — PedepenTHbIE YPOBHU CBOOOTHBIX JIU3UHA U TPUNTO(aHA B IJIa3Me KPOBH

AMHHOKHUCIIOTA YpOBEHB B I1a3Me KPOBH, €]1. U3M.
MKMOJIb/JI mr/100 mi

JInzun 45-90 0,65-1,30

Tpunrodan 15-65 0,31-1,34

Tabnuua 14 — OpueHTUPOBOYHASA NOTPEOHOCTDH B JIN3MHE U TPUNITO(paHe Y 001bHBIX
rJIyTapoBOM anuaypuei 1-ro Tuna B 3aBUCMMOCTH OT BO3pacra

Bo3spact 6051bHbBIX CyroyHast noTpeOHOCTh B AMHUHOKUCIOTAX
JIus | Tpn
MutaieHIIbI MI/KI' Macchl Tejla
0 - <3 mec 80-100 10-20
3 - <6 mec 70-90 10-15
6 - <9 mec 60-80 10-12
9 - <12 mec 50-70 10-12
Hetu MT/KT MacChl Tea
1 —<4rona 55-65 8-12
4 — <7 ner 45-55 7-11
7—<I11 ner 35-45 4-10
[TogpocTku 1 B3pocibie MI/KI' Macchl Tejla
Heymku 11- <15 ner 30-40 4-6
HeBymiku 15- <19 ner 20-30 3-5
JleBymiku 19 ner u crapuie 10-20 3-4
HOnomm 11- <15 ner 30-40 4-6
HOnomm 15- <19 ner 35-45 6-8
HOnomm 19 net u crapime 35-45 3-5

Ncroynukamu JIuz u Tpn B nutanum neteil 0-6 MecsueB KU3HU SABISIETCSA
IpyIHOE MOJIOKO W/WJIM aJalTUPOBAaHHAsS MOJIOYHAs CMECh, cTapiue 6 Mec >KU3HH,
JOTIOHUTENIBHO K 3TOMY, MPOAYKTHI MNpHUKOpMa Ha (PPYKTOBOH, OBOIIHOM U
371aKOBOM (6€3MOJI0YHOI) OCHOBE, Y O0JIbHBIX cTapiue 1 rona — oo, GPyKTh U, B
CTPOr0 OIpaHUYEHHOM KOJMYECTBE — 3J1aKOBbIE MPOAYKTHI (Kamu u ap.). Jepuut
oOmiero Oenka (a30Ta) B MHUTAaHUU OOJBHBIX JOJKEH TOKPBIBATHCA 3a CYET
CHEIUATM3UPOBAHHOTO MPOJYKTa HAa OCHOBE cMecH L-aMUHOKHUCIOT, JMIIEHHON
JU3WHA U TpunTodaHa, a AePUIUT SHEPTeTUUECKON IIEHHOCTH y OOJBHBIX CTaplle
roga — 3a CcuérT CHeUATU3UPOBAHHBIX O€30€NKOBBIX MPOAYKTOB, KHUPOB U
100aBJIEHHOTO caxapa.

Haumnas ¢ 1-roga ku3HM OONBHBIM  TakkKe IOKa3aH NpuéM B
(dapmakonoruueckux go3ax suramuHa B, (ot 100 mr/aens u 6onee) u L-kapHuTHHA
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(ot 1 r B nenpb u Oosee). cTOUHMKAMU 3THX HYTPUEHTOB MOTYT OBITH CIICIIHAJIH-
3MpPOBAaHHBIC BATAMUHHBIC KOMIUICKCHI U TTpEraparhl.

PekoMeHTyeMbIii COCTaB CMECU KPUCTAUTMUECKUX |-aMHHOKHMCIIOT CIEIaIH-
3MPOBAHHBIX MPOAYKTOB I OOJBHBIX TJIYTApOBOM alMAypUEH MPEICTABICH B
Tabaure 15.

Tabnuna 15 — Pekomenayemblii cocTaB cMeCH AMUHOKHCJIOT NPH IJIyTAPOBOM
aupuaypuu tuna 1

Conepxanmne
AMuHOKHCIOTA r/100 T cmecu r/100 T 6eIKOBOTO Crop nov
aMHHOKUCJIOT DKBHBAJICHTA AMUHOKHCIIOTHOH mK:l e
»KEHCKOI'0 MOJIOKa, %
Anaaun 5.1 5.9 -
ApruauH 7.2 8,4 -
AcnaparuHoBas
KHCJIOTa 11,4 13,2 -
Huctun 1,9 2,2 -
I'myramuHoBas
KHCJIOTa 12,1 14,0 -
['myramun 5.2 6.0 -
IS 07000705 1 3,1 3,6 -
I'uctunun 32 3,7 -
H3zonennun 4,7 5.5 119
Jletiun 11,7 13,6 137
JIn3un 0,0 0,0 0
MeTtnonusa 1,8 2,1 115
deunnagaHui 4,2 4,9 125
[Tponun 8,3 9.6 -
Cepun 5,1 5.9 -
Tpeonun 5,8 6,7 133
Tpunrodan 0,0 0,0 0
Tupo3un 3,8 4,4 119
Bamun 5,4 6,3 122

boJse3Hb «KJIE€HOBOI0 CHPOIIA»

«bone3np kinenoBoro cupona» (MSUD) Obuta BnepBeie onucana J.Menkes B
1957 rony. MSUD mnpencraBiasier coOoi Tpylmy HacleICTBEHHBIX HapylIeHUMN
MeTa0oJM3Ma aMHHOKHUCIIOT H30JICHIIMHA, JICHIMHA M BajWHA, OOBCIMHEHHBIX
oOlMM HaWMMEHOBAaHMEM «aMHMHOKHUCIOTHI C pa3BeTBiIeHHON uenbsio» (APLl). B
ocHoBe maroreHe3a MSUD  HaxoauTcs TIpynma  pa3adyHbIX — MyTaluu,
3aTparuBaroOlMX  O€JKW —  KOMIIOHEHThl ~ MYJBTHUIH3UMHOIO  KOMIUIEKCa
JIEruIporeHasbl  KeTOKuciaoT ¢  pas3BerBieHHo 1enbio (BCKAD). Cxema
METa0OJMYECKUX IMyTeil, OOBACHSIONIas 3HA4Y€HHE HTOr0 HH3UMHOIO OJIOKa,
Mpe/icTaBlieHa Ha PUCYHKE 6.
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Benok TkaHeBble

paumoHa Genku
| TeiLumH W3oneiuuH
| TpaHcaMmyHupoBaHue |
\4 l l
0-KeTo-3- o-KeTo-
a-KeTonso-
MeTunBanepuaHoBasi n3oBariepnaHoBasi
KanpoHoBas
KucnoTta KucnoTta
Kucnota

KodpakTop-

JervaporeHasHblin KOMMMEKC KETOKUCIOT C pa3BeTBreHHoi Lenbio (BCKAD) <::|
THaMUH

1 1 :‘: 1

\4
AueTun-KoA+ AueTun-KoA+ | Mponuonun-KoA |
aueToauetat nponnoHun-KoA
A\ 4 \4
CyKunHun- > Lmkn
KoA ,—» Kpeb6ca

Pucynok 6. Cxema MeTab0OIMYECKUX TPOLIECCOB, MIPUBOIALINX K PA3BUTHIO «O0JI€3HU KIEHOBOTO
cupomna». [{ludpoit «1» 0603HaueH MeTabOINYECKHUIA OI0K

Paznuunple MyTanuu 3aTparuBarOT psJi KOMIIOHEHTOB MYJIBTUIH3UMHOIO
komruiekca BCKAD ¢ ogHuM U TeMm ke pe3ybTaToM — METabOJUYECKUM OJIOKOM
npeoOpa3oBaHus O-KETOKUCIOT B MX MPOJYKTHI, JOCTYMHBIC IS YTWIH3ALUHA B
UK€ TpukapOoHoBbIX KuciaoT (mukie Kpebca). CreacTtBueMm 3TOro SBISIETCS
HAaKOIUVICHWE B OpPraHU3ME O-KETOKHUCIOT W AaHOMAJIbHBIX MPOJIYKTOB WX
MeTaboau3Ma, 001adaroMuX O0IETOKCHYECKUM U HEMPOTOKCUUECKUM JIeHCTBUEM B
BBICOKMX KOHIICHTpamusax. VM3BeCTHO Takxe, YTO K aHAJOTMYHOMY pEe3yJIbTaTy
MOXET TMPUBECTU TIAYOOKUH nepuuuT THaMuHa (BUTamMHuHaA B;), cieiacTBueMm dyero
SBJSIETCS. YCKOPEHHE MPOTEOJUTHUECKON Jerpaaanuu (HEepMEHTHOrO KOMILIEKca
BCKAD.

Bce myrtamuu, umeroniue otHomenue K pynkinuu BCKAD u k pasutuio
MSUD, saBustorcss  ayrocoMHO-penieccuBHbiMM.  Yactora MSUD  cpenn
HOBOPOXIEHHBIX BapbupyeT oT 1 : 120 000 — 1 : 185 000. OgHako, B OTAECIBHBIX
MOMYJISIIUSAX, JJIsT KOTOPBIX XapaKTepeH BBICOKUI ypOBEeHb HHOPUIUHTA, 9TA YaCcTOTa
MoxeT moBblmatbess g0 1:1000 mnm gaxe Oonee (kak, Hampumep, B OOIIUHE
CeKTaHTOB MeHHOHUTOB B CIIIA).
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Hetu ¢ MSUD poxaatorest GeHOTUITUYECKH HOPMaIbHBIMU, OJHAKO CPa3y ke
nocJie Hayana npuéMa UM O0eKOBOM MUK (>KEHCKOTO MOJIOKA WJIA JE€TCKOM CMECH)
y HUX Pa3BUBAIOTCS PA3JIMYHbIC HEBPOJIOTMYECKUE NPOSBICHUS. B TsSKENbIX ciaydasx
He JedeHble OonbHble MSUD ymupaior B TeueHue 1-ro Mmecsma XKu3HU (Kak
MpaBUIIo, AaXke, B TeueHue nepsbix 10 gHei).

XapakrepubiM cumntoMoM MSUD siBrisieTcst cinaikoBaThli 3amax, UCXOASIINAN
OT 3KCKPETOB OOJIbHBIX (T.H. «3amax KJIeHOBOro cupormna»). OcoOEHHO CHUIIbHBIM OH
ABIIETCS Y «CE€phI» YIIHBIX MPOOOK, YAAISIEMBIX MPU OTOCKOIIHH.

HeBponornueckue Hapymenus npu MSUD B mepuon HOBOPOXKIEHHOCTH
NPOSABIIAIOTCS B BSJIOM COCAaHUU TPYAU, HEPUTMUYHOM [bIXaHUU (QmHO?),
HalpsDKEHHOCTH  MBIIIL, [EPEMEXKAIOWIENCs ¢ WX  KpalWHEeW  BAJIOCTHIO,
ONMHUCTOTOHYCOM (CYJOpOKHash 1M03a C PE3KUM BbITMOAHWEM CIUHBI, 3aMPOKHUIbI-
BaHWEM TOJIOBBl Ha3aj, M03a «IyrWw» C ONOpOHM JHIIb Ha 3aTHUIOK M MSTKH),
nporpeccupyloiei yrparoi pediekca Mopo u nceBIo3nuiIenTHYECKUX TPUCTYTaX.
B pesynprare MOBBILIEHUS YPOBHS O-KETOKUCIOT B KPOBU MOJKET pPa3BUTHCS
MMMYHOCYIIPECCHSL.

B 3aBucumocTH OT TOro, Kakoi u3 KoMmnoHeHTOB Komiuiekca BCKAD
3aTpoHyT Mmytanued, MSUD MoXeT HMETh pa3inu4Hyl CTENEHb TskecTH. llpu
HaJu4uu akTUBHOCTHU 5-30% OT HOpMaJIbHOW KIMHUYECKHE MPOSBICHUS HA NIEPBOM
roJy >KM3HU UMEIOT TPAH3UTOPHBIM XapakTep U OOOCTPSIOTCA MPU H30BITOUHOM
norpebnenun Oenka wunu  npu  Juxopanake. CymectByror ¢opmer  MSUD,
OT3BIBAIOIIMECS] Ha TEpPAIMIO BHICOKUMHU J103aMH THamuHa (BUTaMuHa Bi). YV Takux
neTeil 3a0o0yieBaHMe TOXE, KaK MPaBUIIO, UMEET CPEJHIOI0 CTENeHb TshkecTu. [Ipum
«knaccnueckoin» MSUD aktuBHocth BCKAD coctaBnsier ot 0 10 2% ot HOpMbL. B
TeX PEeIKHUX CIIyyasiX, KOrja TakuM OOJIbHBIM ynaércs Oe3 JieUeHUsl BBIKUTH B 1-bIi
roJl )KU3HH, Y HUX B JajibHEHIIEM OoTMevaeTcs TiyOokas pusnyeckas 1 yMCTBEHHAs
oTcTanocTb. Mopdoaoruyecku 3To0 CBSI3aHO C IPyOBIMH HApYIICHUSIMH MPOIECCOB
MHEJIIMHU3ALUU HEPBHOW TKAHMU.

buoxuMmuueckas TMarHOCTHKA!

— TMOBBILIEHHOE B MOYE, KpPOBH, CIIOHE M CIMHHOMO3IOBOHN JKHUIKOCTH
KOHILICHTPALUH :

API] (JIeii. Une, Bamn),

— MPOU3BOJHBIX OT HUX KETOKUCIIOT,

— amno-u3onennuHa (ALLO).

IIpy npoBeneHUM CEIEKTUBHOTO CKPHMHMHIA MOYa JAeT IOJIOKUTEIBHYIO
peakuuio ¢ 2,4-TuHUTPOPEHMITUAPAZTHOM.

EAvHCTBEHHBIM MATOT€HETUYECKH 00OCHOBAHHBIM MeToAoM Jyeuenus MSUD
ABIIAETCS JUETOTEpalvs, COCTOSIas B CTPOTOM OrPAaHUYEHUHM MOTPEOIsIeMbIX
konuyecTB Bcex Tpéx APILl ¢ mepBbIX aHell xu3HU. KpurepueM ycrnemHocTH
IUETOTEPANINY ABISIETCA TOIEPKAHUE KOHLIEHTpalnii B ruiazMe KpoBu Tpéx APIL, a
Takke ayo-uzoneinuna (ALLO) u alanrHa B npeaenax UHTEPBaOB pedepeHTHbIX
3HaYeHUH (Tabnmia 16).
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Tabmuma 16 — Pedpepentnnie ypoBuu APL, ALLO u ananuna B njia3me KpoBHU

AMHMHOKHCIIOTA Konuenrpamms

MKMOJIB/JT mr/100 v
Une 50-105 0,6-1,4
Jleit 50-185 0,6-2,4
Ban 130-318 1,5-3,7
ALLO 0 (oTcyrcTBHE) 0 (oTcyrcTBHE)
Anaauna 275-450 2,4-4.0

IIpn Ha3HAYEHWHU NHUETOTEpAINUU CIEAYET UMETh B BUAY, YTO ONPE/EIICHHbBIC
konuuectBa APLl HeoOxomumbl OonbHOMY [isi  oOecleueHus IUIACTUYECKUX
noTpeOHOCTe opraHu3ma (MOCTPOCHUsI COOCTBEHHBIX OenkoB). IloaTomy, mnpu
IIOCTPOCHHUU €KEIHEBHBIX IUET CIEAYET PYKOBOICTBOBATHCS OPUEHTHUPOBOUYHBIMU
BenuurHamMu mnotpeOHocty B Mne, Jleit m Ban y Oonpubix MSUD pasnbix
BO3PACTHBIX I'PYII B COOTBETCTBUU C TaHHBIMU Ta0IULIbI 17.

Tabmuma 17 — OpueHTHPOBOYHAS MOTPEOHOCTH B U30J1eiIIUHE, JeHMHe U BAJINHA Y
6o0abHBIX MSUD B 3aBHCHMMOCTH OT BO3pacTta

Bo3spact 6051bHbBIX CyrouHast noTpeOHOCTh B AMUHOKHUCIIOTAX

e | Jleit Ban
MuaieH1sl MI/KI' Macchl Tejla
0 - <3 mec 36-60 60-100 42-70
3 - <6 mec 30-50 50-85 35-60
6 - <9 mec 25-40 40-70 28-50
9 - <12 mec 18-33 30-55 21-38
Hern MT/JIEHb
1 —<4rona 165-325 275-535 190-400
4 — <7 ner 215-420 360-695 250-490
7 —<I11 ner 245-470 410-785 285-550
[ToapocTku 1 B3pociibie MT/JIEHb
Heymku 11- <15 ner 330-445 550-740 385-520
Heymku 15- <19 ner 330-445 550-740 385-520
Jesyuiku 19 ner u crapuie 300-450 400-620 420-650
HOnomm 11- <15 ner 325-435 540-720 375-505
KOnomm 15- <19 ner 425-570 705-945 495-665
IOHomm 19 ner u crapume 575-700 800-1100 560-800

HUctounukamu APIL] B nutanuu aereit 0-6 Mec. )KM3HU SIBIISIIOTCSL CLIEKEHHOE
KEHCKOE MOJIOKO W/WJIM aJanTUpPOBaHHAs MOJIOYHAs CMeECh, B Bo3pacte 6-12 mec.
JOTIOJTHUTENIBHO K 3TOMY MPOJYKThI MPUKOPMa Ha (PYKTOBOM, OBOIITHOM U 3JIaKOBOM
OCHOBE, a y OOJBHBIX TMOCIEAYIOIIMX BO3PACTOB (PPYKTHI, OBOIIM KM 3E€PHOBHIC
MpOAYKTHI (X71€0, Kamu). HemocTaromue 10 HOpMbI (GHU3HOJIOTHYECKON TOTPEOHOCTH
(cm. mpunioxenue 1) konuuecTBa O€JKa BOCIIOIHSIIOTCS 32 CUET BBEJACHHUS B PAllMOH
CIEUAIM3UPOBAHHOTO TMPOJAYKTa HAa OCHOBE aMHUHOKHCJIOTHOM CMecH, a
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HEJOCTAIOIIasl SHEPreTUYecKas EHHOCTh PallMOHA — 33 CYET BBEACHMSI CIICLUAIN-
3UpPOBaHHBIX 0€30€TKOBBIX MPOAYKTOB (Ha OCHOBE Kpaxmasa), a Tak’Ke, 4aCTUYHO, 32
cuéT 100aBIEHHOTO caxapa.

PekoMeHyeMbIil cOCTaB aMUHOKUCIOTHOM CMECH CIELHMATU3UPOBAHHBIX
npoaykToB A OonbHbIX MSUD Bcex Bo3pacToB npejcTaBieH B Tabuue 18.

Tabnuna 18 — Pekomenayemblii coctaB cMec aMuHOKH 0T npu MSUD

AMMHOKHUCIIOTA Conepxanmne
r/100 r cmecu | 1/100 r GenkoBOTO Ckop 1o
AMHHOKHCIIOT SKBUBAJICHTA AMHHOKHCJIOTHOM IITKAJIE
»KEHCKOI'0 MOJIOKa, %
Ananun 5.3 6,3 -
AprusauH 8,1 9,6 -
AcmaparuHoBasi KUCJIOTa 10,1 12,0 -
HucTun 3.4 4,0 -
['myramuHoBast Kuciora 9.8 11,7 -
I'myramun 4,2 5,0 -
I'nmunun 3,6 4,3 149
I'nctnann 3,6 4,3 -
Wzoneiinua 0,0 0,0 0
Jletimmua 0,0 0,0 0
JIM3uH MOHOTUAPOXIIOPHL 13,1 15,6 201
MeTtnonusa 2,2 2,6 144
dennnananua 5.6 6.7 171
[Tponmn 9.9 11,8 -
Cepun 7,3 8,7 -
Tpeonun 6,9 8,2 162
Tpunrodan 2,1 2,5 131
Tupo3un 4,8 5,7 154
Banun 0,0 0,0 0
I'mcruaunemus

3aboneBanue BrnepBble omucaHo B 1961 r. Ghadimi ¢ coaBT., a TepMHH
«rucTUAMHEMUs» npesoxkeH Auerbach c coast. B 1962 roay.

['uctuauneMuss — HaCJIEACTBEHHOE HapylIeHHE MeTadoJiu3Ma 3aMEHHMOM
aMUHOKHMCIIOTH  TuctuauHa (['mc), oOycioBieHHoe ne(eKTOM TUCTHUA3bI,
KaTanu3upylouie npespaiienue ['Mc B ypokaHMHOBYIO (urocanic) KMCJIOTY (puc.7.)
B pe3ynbpTaTe 3TOTO MPOMCXOAMT HAKOIUIEHHE CBOOOJHOrO ['MiC B KpOBH, MOYe U
CITMHHOMO3TOBOM JKHMJIKOCTH, OOpa30BaHME HW30BITOYHBIX KOJIMYECTB aHOMAJIBHBIX
MeTa00auTOB ['MC, CHIDKEHUE YPOBHSI YPOKAHMHOBOM KHUCIIOTHI B KpoBU. B HOpMme
KOHIIEHTpamusi cBodogHoro I'mc B kpoBu cocrapiser 70-120 MKMOB/I; mpu
TUCTUAMHEMHUH OHA MOYKET MOBBIIIATHECA 10 290-1420 MKMOJIB/I.
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Pucynok 7. CxemMa MeTab0OIMYECKUX MPOLECCOB, MPUBOIALINX K PA3BUTUIO TUCTUIMHEMUUN

O6o3HaYEHUS: HopmanbsHble | |
MeTabOIUTHI
HakarmumBaromuecs
MeTabOIUTHI
Merabonnueckuii 610k | |

['uctuaunemMust HaciedayeTrcss MO ayTOCOMHO-peliecCMBHOMY Tuiy. Ilo-
BUJIUMOMY, OHa  ABJIICTCS BTOPBIM (mocie (hEeHUIKETOHYPHUH ) 10
pPacIpOCTPaHEHHOCTH HACJIEACTBEHHBIM HApyIICHUEM aMHHOKHCIOTHOTO OOMEHa.
YacroTa BCTpEYa€MOCTH TMCTUAMHEMHUH COCTaBIAECT B cpeaHem okoso 1:10 000 —
1:45 000 HOBOPOXIECHHBIX, OJHAKO B HEKOTOPHIX CTpaHaX OHAa MOXET OBITh
cyliecTBeHHO Oosbineit. Tak, B KkaHajackoM KBeOeke pacnpocTpaHEHHOCTb
ructTuauHeMun coctasirsieT 1:8600, B SAmonumn - 1:9600.

bruoxuMuyeckas 1UarHoCTHKa:

— MOBBIIIEHHBIA YPOBEHb TUCTUMHA, |-METWITHCTHANHA, 3-METUITUCTHINHA,
rUCTaMUHA, UMUA30JIIMpyBaTa, MMH1a30J1aleTaTa B KpOBH ;

— MOBBIIICHHBI  YPOBEHb  OKCKPEIMUM C  MOYOM HWMMHJIA30JIIHpPYyBaTa
(mpuMeuaHue: TpU TPOBEIEHUM IBeTHOM peakuun ¢ xjuopugom  Fe(IIl)
MMHJIA30JIMUPYBAT JaeT TaKyl JK€ OKpacKy, 4To W (DEHWINUPYBaAT, YTO CO3/aeT
BO3MOXKHOCTh OIIMOOYHOTO pacro3HaBaHus (EHWIKETOHYPUU Yy OOJBHBIX C
TUCTUIMHEMHEH ).

KinuHudeckn TUCTUIMHEMUS OTJIMYAaeTCs BapuaOCIbHBIM TEUCHHEM B
3aBUCUMOCTH OT CTENEHH COXPaHEHUsI OCTATOYHOW aKTUBHOCTU TUCTHAa3bl. [lpu
MOJITHOM OTCYTCTBUU (epmeHTa B TiepBble 3—4 MeC KU3HH CHUMIITOMATHKa
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XapaKkTepuszyercs MOJIUMOPGHBIM CYJOPOKHBIM CHUHIPOMOM, pEeOEHOK OTCTaeT B
MICUXUYECKOM Pa3BUTHH, NpeodaiaeT OTpULATEIbHbI SMOIMOHAIBHBIA KOMILJIEKC.
OtmeuaeTcst 3aJepKKa CTAaHOBJICHHS JBUTATENIbHBIX (YHKUUN; XapakTepHa
MBIIII€YHAsl TUTIOTOHMS Pa3IUYHON CTENeHU BhIpakeHHOCTHU. [locTeneHHo HapacTaeT
KJIIMHUKA OTE€Ka MO3Ta, YTO MPUBOJUT y HE JICYEHBIX OOJBHBIX K JIETAIbHOMY HCXOAY.
[Ipu yacTuyHONl WHaAKTUBAIMM (GEepMEHTa B TEpBbIE MeECALbl KU3HU JI€TH
pa3BUBAIOTCAd HOPMAJbHO, HO B HEKOTOPBIX cllydasx HaOonaeTca 3aJepikKa
CTaHOBJICHUSI CTATUYECKHUX U JIBUTATENbHBIX QYHKIUNA. XapaKTepHBIMU CUMITOMAMHU
ABIIAIOTCS 3aJiepKKa (POPMUPOBAHUS PEUEBBIX HABBIKOB, CHI)KEHHME CIlyXa, JIerKas
BO30y/MMOCTb, arPECCUBHOCTb, OOSI3Hb HOBBIX CUTYaIUH.

Hekoropbie «iérkue» ¢GopMbl TUCTUAMHEMUHU pPsJ aBTOPOB B MOCJEAHEE
BpeMsi CKJIIOHHBI pacCMaTpuBaTh HE Kak «OOJE3HbY», a KaK «BPOKAEHHYIO
O0COOEHHOCTB» AMHHOKHCIOTHOTO OOMEHa, HE OMNAacHYI HEMOCPEICTBEHHO, HO
CO3/aIOUIYI0 TOMOJIHUTENbHBIN puck 3aaepxku pa3sutust HHC npu Hanuuum npyrux
HEraTUBHBIX (DAKTOPOB (HApUMeEp, BHYTPUYTPOOHOM TUITOKCUN).

«JIérxkue» (QopmMbl TUCTUAMHEMHH, MO COBPEMEHHBIM JIaHHBIM, HE TPEeOYIOT
KaKoro-mu6o  crneuu@uueckoro Je4eHus, 3a HUCKIIOYEHUEM  PETYJSIPHOTO
MOHUTOPUPOBAHUS YPOBHS T'MCTUMHA B KpoBH U AuHamMuku pa3Butus LIHC y nereit
¢ TuM HapymeHueM. [lpu TskEnbIX (opmax, XapaKTEepHU3YIOUIUXCS Pa3BUTHEM
HEBPOJIOTUUECKUX CUMIITOMOB C POXKIEHHUSA, B T€YEHUE 1-ro roja >KM3HU MOKa3aHa
IUETOTEepanusi C OrpaHWYeHUEeM NOTpeOseHuss OeTKOBOM NHINM (MATEPUHCKOTO
MOJIOKA, aJanTUPOBAHHBIX CMeEceil), 4acThb KOTOPBIX MOXKET OBITh 3aMEHEHa Ha
CHEIUATU3UPOBAHHBIA MPOAYKT HAa OCHOBE CMECH aMUHOKHUCIIOT, HE COAep KAl
TUCTH/IMHA. Y CHEIIHOCTh JAUETOTEpanuy TaKoro TUIA CBsA3aHa C TeM, YTO y JeTeH
paHHero Bo3pacta ['MC caMOCTOSITENbHO HE CUHTE3UPYETCS B OpraHu3Me, SIBISSCH
«YCIIOBHO  HE3aMEHUMOW»  aMuHOKuciaoTou. Iloatomy, orpaHudyeHue ero
NOTPEOJICHHsSI C PAallMOHOM SIBJISI€TCS JEHCTBEHHBIM CPEIACTBOM CHUXEHHUS YPOBHS
['vic B mia3Me KpOBU M, COOTBETCTBEHHO JTOMY, KIMHUYECKUX CHUMIITOMOB
3a00seBaHusl.

O¢ddexTuBHOCTH JIUEeTOTepanuu TUCTUANHEMUU C MTOMOIIBIO
CHEIUATU3UPOBAHHBIX MPOJAYKTOB y JleTel crapiie 1 roja M B3pOCIbIX BBI3BIBAET
COMHEHHMsI, MOCKOJbKY ['MC y OOJIbHBIX 3THUX BO3PACTHBIX T'PYII CHUHTE3UPYETCS B
OpraHu3Me W3 aMUHOKHUCIOT-NPEAINIECTBEHHUKOB, BBHUAY YE€ro €ro JUeTHYeCcKOe
orpanudenue manodpdextuBHo. MeTonoM BbIOOpa MpU 3TOM SBISETCS oOLIee
OTpaHUYEHHUE BBICOKOOENIKOBBIX MPOAYKTOB (MSCO, MOJIOUHbIE MPOAYKTHI, PbIOa,
Aii110, 6000BbIE) B AUETE MPHU YCIOBUIX PETYISIPHOTrO KOHTPOJS YPOBHS TMCTUMHA B
KpPOBH, KOTOPBII HE JOJKEH BBIXOAUTH 3a Mpejenbl pedepeHTHbIX 3HaueHui (70-120
MKMOJIB/IT).

PekoMeHyeMbIii cocTaB CMe€CHM aMHMHOKHCIOT JJisi HCIOJIb30BaHUS B
CHEIUATU3UPOBAHHOM  MPOAYKTE Il TNUTaHUS  OOJIbHBIX TUCTUAMHEMUEH
npejacTaBiieH B Tabnuie 19.
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Tabmuma 19 — PekomMeHyeMblii cOCTaB cMeCH AMMHOKHUCJIOT NPH THCTHINHEMH U
(n1st nuTaHuA aereil 1-ro roga »Ku3HM)

AMMHOKHUCIIOTA Conepxanmne
r/100 T cmecu r/100 T GenkoBOTO Ckop 1o
AMHHOKHCIIOT SKBUBAJICHTA AMHHOKHCIIOTHOM
IIKaJIE )KEHCKOTO
MoJioka, %
Ananun 3.8 4,5 -
ApruHuH 8,1 9.6 -
AcnaparmHoBasi KHCJIOTa 6.7 7,9 -
Huctun 1,9 2,2 -
I'myramunoBas Kuciora 9,0 10,6 -
['myramun 39 4,6 -
I'munun 3,1 3,7 -
['uctuna 0,00 0,0 0
Hzoneinun 5.8 6.8 149
Jletinuu 10,7 12,6 127
JIM3MH MOHOTHUIPOXIOPUL 11,2 13,2 171
MeTtnonusa 1,7 2,0 110
denuaIaHuH 4.4 5,2 133
[Tponmn 7,6 9,0 -
Cepun 4,7 5.5 -
Tpeonun 5,2 6,1 121
Tpunrodan 2,2 2,6 136
Tupo3un 3,7 4,4 118
Banmuu 6.3 7.4 145
3akioueHune

OcobeHHOCTH TUTaHUsI OOJBHBIX PA3TUYHBIMU HACJEJCTBEHHBIMH Hapylle-
HUSIMU aMUHOKHCJIOTHOTO OOMEHa KpaTKO pe3toMHUpOBaHbI B Tabuiie 20.

Tabnuua 20 — Pe3rome 1ueTnyeckux norpedHocTeil 1 0cOOeHHOCTEH JUeToTepanuu 00JIbHbIX
HACJIe/ICTBeHHBIMU HAPYLIEHUSIMM AMUHOKHUCJIOTHOTO 00MeHa
(«reHeTHYECKUMH 00JIE3HAMM)

Bun AMMWHOKHUCIOTBHI, Homnonnutens- | JlonmoJHUTENb- Cpoxu
HACJEACTBEHHOIO | OTpaHWYMBAEMBIC B HbIE HbIE HAa3HAYCHUS
HapyleHUs JUETE U JTUETUYECKUE JUETUYECKUE | CIELUATU3UP
HCKJIFOYAaEeMBbIE B TpeOoBaHUS OTpaHUYECHUS OBaHHOTO
CrenuaIn3upo- IIPOJYKTa
BAHHOM IIPOJYKTE
1 2 3 5
Tupo3nnemus @eH, Tup - - C poxaeHus
"
IT0KU3HEHHO
MSUD Jleit, Une, Ban - - To xe
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Oxonyanue maon. 20

1 2 3 4 5
N3oBanepuanoBas | Jlen ['munwn no 4,5 Uckmrouarores To xe
anuaeMus r/100 r cmecu MPOIYKTHI C

AK. MUIEBEIMHA
L- Kapuutun 10 | no6aBkamu Ha
1 T B neHb OCHOBE OCH30MHOU
KUCJIOTBI ¥
CAJTUIUJIATEI
Merunmanono-sas | e, Mer, Tpe, Ban | I'muuun o 4,5 Huzkoxuposas To xe
Y IPOIIMOHOBAS r/100 r cmecu JHeTa.
Al IeMus AK. Orpannuenue
L- Kapuutun IMTHXK
Buramus By, Hckmrogarorcs
OuoTHH MUIIEBBIE JOOABKH
Ha OCHOBE
MPONMOHOBOM
KUCJIOTBI
I'myrapoBas JInz, Tpn L- Kapuutun 10 | - To xe
anunypus 1 tumna 1 r B neHs, B
OCTPOM IIEPUOE
—B/B

Buramuu B; ot
100 mr/mens u
Ooiee
l'omonuctun-ypus | Mer Huctun 2,5-3 - To xe
r/100 T cmecu
AK. Butamua By
Kypcamu 10 100
MT B JieHb. [Ipu
HEKOTOPBIX
dbopmax MeTui-
K0OaJaMHuH B/M.
I'mctunmmuemMus I'mc HuskoOenko-Bass | Mckmrouenue msca, 1 roxg
JreTa MOJIOYHBIX JKU3HHA
MIPOJIyKTOB, PBIOBI,
SIMI], OPEXOB,
000O0BBIX-
IMOKU3HEHHO

Opranusanus Jje4e0HOro NMTAHUSA I 00JIbHBIX ¢ HACTEACTBEHHBIMHU
00JIe3HAMH AMHUHOKHCJIOTHOI0 00MEeHAa

OcHOBHBIM matoreHeTHueckuM MetonoM JjedeHust HBO AK  saBiasercs
nueroTepanusi. B ocHOBeE ee JIeKUT orpaHUYCHHE HATypaJbHOTO OeJiKa MHUIIHU 32 CUeT
WUCKJIFOYEHUsT U3 palldoHa BBICOKOOEIKOBBIX TMPOJAYKTOB, KBOTa KOTOPOTO
JTUMUTUPYETCS  MHUHUMAIBHBIM  JONYCTUMBIM  KOJHWYECTBOM  AMHUHOKHCIIOTHI,
MeTa00IM3M KOTOPOH HAPYIIICH.
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He3ameHnMble aMUHOKHUCIOTHI HE CHUHTE3UPYIOTCS B OpPraHU3ME U JOJIKHBI
€XXeIHEBHO MOCTYIAaTh B PAIMOH JJII 00ecleueHrus HOPMAJIbHOTO POCTa M Pa3BUTHS
pebeHka, Mod3ToMy B JueTe OOJbHBIX JIETe YaCTUYHO MCIONB3YIOTCS HAaTypalibHbIC
MPOAYKTHI C HU3KUM COAEPKAHUEM COOTBETCTBYIOIIECH aMUHOKHUCIIOTHI, TOMYCTUMOE
KOJIMYECTBO KOTOPOM PACCUUTHIBACTCS CTPOTrO WHIWBUAYAJIBHO B 3aBUCHUMOCTH OT
BUJa 3a001eBaHus U Bo3pacTa peOeHka. Ha mepBom aTamne aueToTepanuu y Kakaoro
OOJBHOTO  OMpenessieTcss TOJEPAaHTHOCTh K  MATOTCHETHMYECKH  3HAUYUMOM
AMUHOKHUCJIOTE, MTOCJIE€ Yero Ha3Ha4YaeTCs UHIMBU1yalbHBINA JIe4eOHbIN palloH.

JI1s TOCTPOEHUS TaKUX PALMOHOB HUCHOJIB3YIOTCA HATYpPAJIbHBIE MPOIYKTHI C
MUHHUMAaJIBHBIM COJIEP)KaHUEM OIPE/ICIEHHOW aMUHOKHCIIOTBI, 0COOCHHO MPOIYKTHI
PACTUTENIBHOTO MPOUCXOXKICHUSI C HU3KUM coJiep:kaHueM Oenka (mpuiioxkenus 1,2).
Hns xaxaoro Buga HBO AK tpebGyercss mzbupaTenbHbI MOa00p MPOAYKTOB C
Henablo obecriedeHus HauOOJIBIIEr0 COOTBETCTBHS JI€4eOHOTO paldoHa YPOBHIO
MEeTa0O0JMYECKUX PACCTPOUCTB, UMEIOIIUXCA Yy O0apHOTO pedenka. Crneayer Takxke
YUHUTHIBATh CHEUU(PUKY TUETUUYECKUX OTrpaHWUYCHUN y OOJBHBIX H30BaJIEpUAHOBOM,
MIPOMTMOHOBOM M METUJIMAJIOHOBOM aruaeMusiMu (cM. Boltie, Tadmwuia 20).

Kputepuem anexkBaTHOCTH JHMETOTEpANUM SIBIAETCS YPOBEHb HATOTCHETHU-
YECKH 3HAYUMON aMHUHOKHUCIIOTHI WJIK €€ METaOOJIUTOB B KPOBU U MOYE.

KomMmmnekcHast maToreHeTudyeckas Tepanusi HaclleICTBEHHbIX 0osie3Hel oOMeHa
AMHHOKUCIIOT W OPraHUYEeCKHX KHUCJIOT TPOBOJUTCS B COOTBETCTBHUU CO
CJIEAYIOIIUMU MPUHITUTIAMU

— WCKJIIOYEHUE U3 paluoHa OOJbHBIX JIeTe MPOAYKTOB C BBICOKUM
comepkanuemM Oenka (Msico, CyOmpoayKkThl, pbi0a, MOJIOYHbIE MPOAYKTHI,
SUIETTPOTYKTHI, XJIEO00YJIOUHbIE U3IeHs, 000O0BBIC U JIp.);

— OrpaHUYEeHHOE MOTpedsieHne OENKOB PACTUTENBHOIO TMPOUCXOXKACHUS C
y4eTOM MHUHHMMaJIbHON CYTOYHOM MOTpeOHOCTH pebeHKa B TOM aMHUHOKHCIIOTE,
MeTab0JIM3M KOTOPOM HapYIIIEH;

— TPUMEHEHHE CHEIUATU3UPOBAHHBIX JIEUYEOHBIX IPOJYKTOB Ha OCHOBE
AMUHOKHUCJIOT JIJIsi BOCIIOJIHEHMs AepuiuTa Oeika, He3aMEHUMbIX aMUHOKHUCIOT U
oOecrieueHus aJIeKBaTHOI'O POCTa U Pa3BUTHs peOCHKa;

— paBHOMEpHOE pactpesiesieHre 0eITKOBOI Harpy3KH B TEUEHUE JTHS;

— olecreueHrne JOCTATOYHOM JHEPreTHYECKOM IEHHOCTH paludoHa 3a CYET
UCIIOJIb30BaHUS B JJUETE MATOOEIKOBBIX KpaxMalICOAEPKaIUX MPOAYKTOB;

— MEIMKaMEHTO3HOE JIeYeHHME, BKIIOUYAIOIlee BUTAMUHOTEpANHio (Mpu
HEOOXOJUMOCTH B BBICOKHX J03axX), MpenapaTrhbl sl KOPPEKIMH METaOOIUYECKUX
pacCTpOMCTB M YJAYYIIEHHS  COCYIUCTOM  MUKPOLUPKYJALUK, HOOTPOIIHI,
AHTUKOHBYJILCAHTHI (110 MOKA3aHUSIM ).

B cBs3u ¢ pe3kumM orpaHudeHueM Oelika HaTypajJbHBIX MPOJIYKTOB B palliOHE
BO3HUKAECT HEOOXOIUMOCTh HCIIOJB30BaHUS CICIHAIIM3UPOBAHHBIX MPOJAYKTOB C
MOJHBIM OTCYTCTBUEM IATOTCHETUYECKU 3HAYUMOW aMHUHOKHUCIOTHL. [[aHHBIE
Jne4eOHbIe  MPOAYKTHI  SIBIISIFOTCS ~ OCHOBHBIMU ~ HCTOYHHMKaMU  Oelka B
AIMMUHALMOHHOW JTHETE.

B Hacrosimee Bpemsi IIMPOKO HMCIOJIB3YIOTCS MPOAYKTHI OTEYECTBEHHOIO U
3apy0eKHOTO MPOU3BOJICTBA TOJBKO i O0nbHBIX DKY.
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3a pyOexxoMm nJisi Je4eHUs HacleICTBEHHBIX OOJe3HEH aMHHOKHCIOTHOTO
oOMeHa CYLIECTBYIOT pasnuyHbIe CHeUaIu3upPOBaHHbIC IPOJYKTHI,
nuddepennmpoBannbie 1Mo Bo3pacty: XPT Analog, XPT Maxamaid, XPT Maxamum
(nns Thupo3unemun), Xmet Analog, Xmet Maxamaid Xmet Maxamum (s
romouuctuHypun), Xleu Analog, Xleu Maxamaid, Xleu Maxamum (s
n3oBasiepuaHoBoit amuaemun), XMTVI Maxamum, XMTVI Analog, XMTVI
Maxamaid, Milupa OS 2 (mis METUIMAJIOHOBOM W TNPONHMOHOBOM alUJIEMHUN),
XLysXTryp Maxamaid, XLysXTrp Maxamum, XLYS,TRY I'nyrapumon (mis
rirytapoBoit anunypuun), MSUD Analog, Milupa MSUD 2, Acerflex (MSUD) (nns
«00JIE3HH KJICHOBOTO CHpOIay), [ MCTUIOH (1151 TUCTUANHEMHUH ).

[IpoaykThl MHOCTpPaHHBIX (UPM-TIPOU3BOAUTENEH, MpeIHA3HAYCHHbIE IS
JICYCHHsI HACIEJCTBEHHBIX META0OJUYECKUX HAPYIICHWH, B YKpauHe HE MpOILIU
rOCy/IapCTBEHHOM pErucTpaluu, MO3TOMY pa3padOoTKa M CO3/JaHHE aHAJIOTHYHBIX
npoaykToB st 6onbHbIX HBO AK oueHb BakHBI M aKkTyaldbHbI JIJisi MPOBEACHUS
1eJIeHaNpaBIeHHON JUETOTEepanuu.

B nacrosiiiee Bpemsi B Poccun roTOBUTCS K TOCYAaPCTBEHHON PETUCTPALK U
MOCJIEYIONIETO MPOU3BOACTBA B MPOMBIIUICHHBIX MacliTabax MoJIHAs JIMHEWKa
npoaykToB ayig nutanusa 0onbHbIX HBO AK Bcex Bo3pacToB, BKIOYask MIaICHIIEB |-
ro rojga >wu3HW, nered 1-3, 3-6 ner, MOAPOCTKOB W B3pPOCHBIX, JKCHIIWH B
MPEKOHIIENTYalbHbII Nepuo U npu 6epemMeHHocTu (Tabnuua 21).

Tabmuma 21 — Homenkiaarypa nud¢epeHIIupoBaHHBIX 10 BO3PACTY HOBBIX
CIeUMAJTM3UPOBAHHBIX IPOAYKTOB HA OCHOBE cMeceil aMMHOKHCJIOT I 00JIBLHBIX €
HACJIeJACTBEHHBIMH 00J1e3HAIMH AaMUHOKHCJI0THOT0 o0Mena (HBO AK)

Bo3spact 601pHBIX
3aboneBaHue IIpomykr 0-12mec | 1-3roma | 3-6 mer | Crapmie 6 | JKeHIIHHBI
neT (6epemen-
HOCTb)
l'omonuctuny- | bes Ilpooykm | IIpooykm | I[Ipooykm | Ilpooykm | Ilpodyxkm
pust METHOHUHA 14 20 40 70 Ipemuym
—met —met —met —met —met
Tuposunemusi | bes tuposuna | Ilpooykm | [Ipooykm | Ilpooykm | Ilpooykm | I[lpodykm
u 14 20 40 70 Ipemuym
(dhenunana- -phe, -tyr | -phe, -tyr | -phe, -tyr | -phe, -tyr | -phe, -tyr
HUHA
N3oBanepua- bes neitnuna Ilpooyxm | Ilpooykm | IIpooykm | I[Ipooykm | I[Ipodykm
HOBast 14 20 40 70 Ipemuym
AU IeMuUs -leu -leu -leu -leu -leu
Merunmanono- | bes Ilpooyxm | Ilpooykm | IIpooykm | I[Ipooykm | I[Ipodykm
Bast U | U30JICUIINHA, 14 20 40 70 Ipemuym
MIPOMHUOHOBAs METHOHHHA, -ile, -met, | -ile, -met, | -ile, -met, | -ile, -met, | -ile, -met, -
aruaeMus TPEOHMHA U -tre, -val | -tre, -val | -tre, -val | -tre, -val tre, -val
BaJIMHA
['myrapoBas bes Ilpooyxm | Ilpooykm | IIpooykm | I[Ipooykm | I[Ipodykm
auuaypus Tpuntodana u 14 20 40 70 Ilpemuym
JU3UHA -trp, -lys | -trp, -lys | -trp, -lys | -trp, -lys | - trp, -lys
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boinesnn bes neitnuna, | Ilpooykm | Ilpooykm | IIpooykm | Ilpooykm | Ilpooyxm
«KJIEHOBOTO M30JIEMIMHA U 14 20 40 70 Ipemuym
CUpOIIa BaJIMHA -leu, -ile, - | -leu, -ile, | -leu, -ile, | -leu, -ile, | -leu, -ile, -
(MSUD) val -val -val -val val
I'uctugunemus | bes IIpooyxm - - - -
TUCTUIMHA 14
-his

PexomeHayeMbIil COCTaB Makpo- M MUKPOHYTPUEHTOB B 3ITHUX HPOIYKTAX
npexacrasiieH B Tabnuie 22. B ®I'BY Hayunom nentpe 3nopoBbs nereit PAMH u
OI'bY HUU nuranuss PAMH pa3paGotansl MeIUKO-OHMOIOTHUECKHEe TpeOOBaHUS K
COCTaBY HOBBIX CHELUAIU3UPOBAHHBIX MNPOJYKTOB HA OCHOBE CMECEW AMUHOKHUCIIOT
st 6onbHBIX HBO AK pa3nuuHbIX BO3pacTHBIX TPYyIII.

O0ocHOBaHMe cocTaBa CIICIIMAJIU3UPOBAHHBIX IPOAYKTOB HA OCHOBE cMecen
AMHHOKMCJIOT JJIsl IeTel ¢ HACJeACTBEHHbIMH aMUHOAN M0 ATHSIMH

K coBpeMeHHBIM CrienUaTIu3uPOBAHHBIM MPOAYKTaM, MpEeAHA3HAYCHHBIM IS
JeTed TEepBOro Tojia >KU3HHU, MPEABSIBISIOTCS OCOObIe TPEOOBAHUSA: OHU JOJIKHBI
OBITh MAaKCUMaJILHO COaTaHCUPOBAHBI IO BCEM OCHOBHBIM IMHUIIEBBIM UHT'PEAUCHTAM,
32 HUCKIIOYEHHEM ONpPENENIEHHON aMHHOKHUCIOTHI B 3aBUCHUMOCTH OT BHJA
HACJIeICTBEHHOW aMUHOAIUIOTIATHH.

BbenkoBbIil KOMIIOHEHT yKa3aHHBIX MPOIYKTOB JOJKEH MPEICTaBIATh COOOM
cMech L-aMMHOKHUCIIOT 32 UCKIIIOUEHHEM aMHUHOKHCIIOT, HE MEPEHOCUMBIX OOJIbHBIM
(cm. Tabm. 19, 20). Coneprkanue 6eyka pekoMeH10BaHo B mipeAenax 13-15 rua 100 r
Cyxoro npoaykra. B coctaB npoaykra He0OXOAMMO BBECTH aMHUHOKHUCIIOTY TaypHH,
KOTOpasi MOJIOKHUTENIbHO BIMSIET HA POCT M Pa3BUTHE peOEHKa, CO3peBaHUE TKaHEH
rOJIOBHOT'O MO3Ta U 3pUTEIBHOTO aHAJIU3aTopa.

EAMHCTBEHHBIM HCTOYHHUKOM €CTECTBEHHOTO Oenka (CleloBaTelbHO, M
HE3aMEHHMMBIX aMUHOKHCIIOT) i JeTed 10 4-X MECSYHOTO BO3pacra CIIyXKHUT
IpyHOE MOJIOKO WJIM JIETCKUE MOJIOYHbIe cMecu. B Oosee crapiiem Bo3pacrte, Korja
BBOJIATCS TMPOAYKTHI MPUKOPMA, HATypalbHBIM OEJIOK palloHa pacHIupseTCs B
OCHOBHOM 3a CYeT (PYKTOB, OBOIIEH KU MajoOEIKOBBIX MPOAYKTOB Ha OCHOBE
KyKYpYy3HOT0O Kpaxmaiia.

B kauyecTBe JKMpPOBOTO KOMIIOHEHTa JIOJDKHA MCIOJB30BaThCS CMECh
pacTUTENbHBIX Maced (KyKypy3HOro, COEBOro, MNajibMOBOTO U KOKOCOBOIO), C
KOTOPBIMH PEOCHOK IMOJy4aeT OUY€Hb BaXKHBIC JJISI OpraHW3Ma MOJUHEHACHIICHHbBIC
xupnbie kucaoTsl (ITHXK).

Bxopnsiee B cocTaB TaHHOM KOMIO3UIMU KYKYpY3HOE (WJIM MOACOIHEYHOE)
MacJIO SIBJIICTCS HCTOYHUKOM ACCEHITMATBHBIX MOJUHEHACHIIEHHBIX KUPHBIX KUCIOT
ceMeicTBa w6, B MEepBYIO odepean auHoneBol (18:2w6). PabunupoBanHoe coeBoe
Macio sBusgercss ucrtounukom ITHXKK cemeilictBa ®3, B mepByr ouepelnb O.-
nunosneHoBoi (18:3w3). COanmaHcUpOBaHHOE COJEpKaHWE YKa3aHHBIX KJIACCOB
KUPHBIX KHUCJIOT CIIOCOOCTBYET HOpMaIu3aluu (U3UKO-XUMUUYECKUX CBOMCTB
OnoMeMOpaH KJIETOK OpraHu3Ma, a TakKe OOeCleYMBAET CHHTE3 B ONTHUMAJbHBIX
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COOTHOILICHUAX psAAa BaXKHBIX OHOJOTUYECKUX MEAMATOPOB IPOTHUBOBOCIIA-
JUTEJIBHOTO U MPOTHBOAJJIEpruyeckoro aerctud. KokocoBoe n maapMoBOe macia,
BKJIIOYa€MbI€ B COCTaB MPOAYKTA, SBISIOTCA HMCTOYHUKAMHM CpEJIHEIeNOYeYHbIX
KUPHBIX KHUCIJIOT, KOTOpbIE JIETKO YCBAaWBAIOTCA Yy JE€Tell paHHEro Bo3pacTa B
KaueCcTBE UCTOYHHUKA YHEPTUU.

B kadectBe SMyNbraTopoB U CTaOMIIM3aTOPOB OSMYJIBCUU SKHPOBOTO
KOMITIOHEHTa HCIMOJNB3YIOT 3(QUpPHl TIUIEPUHA U JTUMOHHOM KHCIOTBI M KUPHBIX
kucnot (E472c¢), moHo- u aurmuuepunsl xupHbix kuciaot (E471) wnm npyrue
sMyJnbraTopsbl, gomyuieHasle MO3 YkpauHsl A AETCKUX MPOJIYKTOB. B kauecTBe
AHTUOKHCIIMTEIIS UCTIONIb3yeTCsl ackopOun nansmutat (E304).

[IponykTel 00s13aTenbHO ObOoramaroTcss L-KapHUTHHOM, KOTOPBIM yiydliaeT
BCAChIBaHUE )KMPOB B KUILEYHUKE, CIOCOOCTBYET UX YCBOCHHIO B KJIETKaX, OpraHax
U TKaHAX PACTYIIET0 OpraHu3Ma.

B  kadecTBe  OCHOBBI  YIJIEBOJJHOTO  KOMIIOHEHTa  PEKOMEHJOBaH
MaJbTOJEKCTPUH, oOOJagatomuil OuduIoreHHbI CBOWCTBAMM U OJIArOTBOPHO
BIUSIOIIUNA Ha MUKPO(DIOPY KUIIICUHHKA.

ButramMuHHO-MUHEpaNbHBIA COCTaB CMeCed MOJDKEH OBITh OHOJOCTYNEH WU
COOTBETCTBOBATh BO3PACTHBIM (hU3MOJIOTHUECKUM noTpeOHoCcTAM. [l oOecrieueHus
3G ()EeKTUBHOTO YCBOCHUS KaJIbIIMs, TOJTHOIIEHHOTO (POPMHUPOBAHUS KOCTHOW TKaHU U
CTPYKTYpbI 3y00B cooTHomienue Ca:P B mpoayKTe JOJKHO COCTaBIsATh HE MeHee 1,2.

Jns  mpoduiiakThKy Kene30JeUIUTHON aHEeMHUU COJEp)KaHue HKelesa
JOJKHO ObITh HEe HIKE 5,5 Mr Ha 100 r cyxoro npoaykra.

B nponykre HeoOXonuMo o0ecrneyuTh ONTHUMAIbHOE COOTHOIICHHE LIMHKA U
Meau (10:1), 9TO 3HAYUTENIBHO YJIy4IlaeT UX YCBOCHHE B KENYJA0YHO-KUIIEYHOM
TpakTe, obOecrieunBaeT NPOPHUIAKTUKY HApPYLMIEHUH CO CTOPOHBI HMMYHHOU H
KPOBETBOPHOU CUCTEM.

Mo 1OMKeH comepKaThes B KOJNMYECTBAX, CIOCOOCTBYIOMMX MPABUILHOMY
(GOpMHpPOBAaHMIO W CTAHOBICHUIO  (PYHKIUU  [IUTOBUIHOM  Kele3bl U
MPENATCTBYIONIUX PAa3BUTUIO JedUlUTa 0/, 4TO MOXKET OBITh 00€CleueHo MpHU
conepxxannn He MmeHee 100 Mxkr #iona Ha 100 r cyxoro npoaykra.

BBenenue xonuHa, OMOTHMHA, UHO3UTOJNA B MPOJIYKTHl 3HAUYUTEIHHO MOBBICUT
UX OMOJIOTHYECKYIO [ICHHOCTb.

B nuere O0nbHBIX cTapiie roja Mpoa0oKAIOT UCMOJIb30BAThCA MPOAYKTHI Ha
OCHOBE cMeceil L-aMUHOKUCTIOT ¢ MCKIIIOUEHHEM COOTBECTBYIOLIEH aMUHOKUCIIOTHI.
Jlonst 6eJIKOBOr0 SKBUBAJICHTa B MPOAYKTE YBEIUUMBAETCS MO0 MEpe pocTa OONbHBIX
neteil. CHI)KEHHE KBOThI dKUPOBOT'O U YIJIEBOJHOTO KOMIIOHEHTOB, a B JaJIbHEHUIIIEM
MOJIHOE UCKJIIOYEHUE UX M3 MPOIAYKTOB JJIS CTAPIIMX AETeH M B3POCIBIX MMO3BOJISET
pacHIMPUTD PAIlMOH OOJIBHBIX 3@ CUET HATypaJIbHbBIX MPOAYKTOB.

B npoaykrax, npeaHasHadeHHbIX A gereit ot 1 10 3-x jger 100 r cyxoii
cmecu coaepxkut 20 r Oenka, He MeHee 18 r xupa u 51-52 1 yraeBonoB XKupoBoit
KOMITOHEHT JIOJKEH OBITh MPEJCTaBICH KOMMO3UIMENH KOKOCOBOTO, MOJICOJHEYHOTO
WM KYKYPY3HOT'O, COEBOTO U NaJIbMOBOI'O Macell.

3a cuer YyriaeBOJOB JOJDKHO oOecreunBaThesi He MeHee 42% ero
HHEPreTUYeCKON LEHHOCTH. YTJIEBOJHAS KOMIIO3UIMSA JJisi TMPOAYKTOB BCEX
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BO3PACTHBIX IPYII JOJIKHA COCTOATh U3 JEKCTPUHMAIBTO3bI B KOJIMYECTBE HE MEHEE
90% (B mepecuere Ha CyXHeE BEIIECTBAa YIJIEBOJHOIO KOMIIOHEHTA), JOIMYCKAaeTCs
no0aBiieHHE TIIOKO3bl U MalbTO3bl B KoJudecTBe He Oonee 10% ansa obecneueHus
MPUATHBIX OPraHOJENTUYECKUX CBOUCTB MpoaykTa. C Lebl0 MOBBIIEHUS MULIEBON
1 OMOJIOTUYECKON IEHHOCTH CHEIHMAIN3UPOBAHHON CMECH PEKOMEHIOBAaHO BBEJCHUE
TaypuHa, KapHUTUHA, MHO3UTOJA, OMOTHMHA M XOJMHA. BUTaMHUHHO-MUHEpAIbHBIN
COCTaB JIOJDKEH COOTBETCTBOBATh BO3PACTHBIM MOTPEOHOCTSIM.

B cnenmanusnoBaHHbIX MpoaykKTax or 3 10 6-x jger Ha 100r cyxoi cmecu
6enok coctasisieT 40 r, yrieBoJHbI KOMIOHEHT - 41-42 T, ®UPOBOW KOMIIOHEHT
OTCYTCTBYET. 3a CYeT YIJVIEBOJIOB JIOJDKHO obecreunBaTtbes He Oonee 51%
HHEPreTUYeCKON IIEHHOCTU MpoaykTa. Bce mnpoaykrbl oOoraiieHbl BUTaMHHO-
MUHEpANIbHBIMA  KOMIUIEKCAMH U MHUKPOdJEMEHTaMHU B KOJIMYECTBE,
yIIOBJIETBOPSIIOMINX MOTPEOHOCTH JIeTel M OUOJOTrMYEeCKH aKTUBHBIMU HYTPUEHTaAMU
(TaypuH, KApHUTHH, UHO3UTOJ, XOJIUH, OMOTHUH)

IIpoaykThl, nMpeaHA3HAYEHHbIE IJIs JeTell cTapumie 6 JieT M B3POCJBIX
coaepxkat 70 r 6enka Ha 100r cyxoit cMecu. JKupoBoil KOMIIOHEHT B HUX MTOJIHOCTHIO
OTCYTCTBYET. YTJEBOJHBIN KOMIIOHEHT pe3ko cHikeH (31/100r), uto oOecrneunBaer
He Oonee 4% oOmeld sHEpreTHYecKod I[EHHOCTH NPOAYKTa. buosiorudecku
aKTUBHBbIE MHUKPOHYTPUEHTHl B NPOJYKTax [UIsl CTapUIMX JAeTel © B3pPOCIbIX
MPEACTaBICHbl TOJBKO OWOTMHOM. XHMHUYECKHH COCTaB CHEIUATM3UPOBAHHBIX
MPOAYKTOB JJI JUETOTEPAliud TOMOIMCTUHYPUU, W30BAJECPUAHOBOW alUJIEMUU U
TUPO3MHEMUU TMIPeICTaBIIeH B Tabnunax 3,4,5.

[IpoaykThl, MpeHa3HAUYCHHBIE JJI MUTAHUS KEHIIMH B MPEKOHIIENTYalIbHbIN
YPOBEHb U B MEpPUOJ OEpEeMEHHOCTH, cojepkaT 65 r 6enka Ha 100 r cyxoil cMecH.
XKupoBoii koMmmoHeHT oOTcyTcTByeT. CoJlep)KaHHE  YCBOSIEMBIX  YIJIEBOJIOB
(manbrogexkctpuH) — 3 1 /100 T cyxoir cmecu. IIpoaykT mOMONHUTENBHO
o0oraiaercs UCTOYHUKOM PACTBOPUMBIX MUIIEBBIX BOJIOKOH (MHYJIUH) — 2 1/100
cyxoif cmecu, wucrounukomM 3 TIHXK (xoHIeHTpaT IXHUPHBIX KHUCIOT U3
MOPETPOAYKTOB), (DOJIMEBOM KUCIOTOM, HOJOM U 3KEJIE30M.

Tabnuna 22 — PekomeHnayeMblii XMMHYeCKHii COCTAB CIIEHAJIM3MPOBAHHBIX IPOJAYKTOB HA
OCHOBeE cMeceil aMMHOKHCJIOT JJIs1 00JILHBIX PA3JIHYHBIX BO3PACTOB € HACJIeACTBEHHbIMU

00J1e3HAMM
[Iponyxr 14 | Tlpoaykt 20 | Ilpomykr | Ilpoaykrt | Ilpomykr
CocraB npoayKTOB -AK* -AK 40-AK 70-AK [Ipemuym-
AK
Ha 100 r cyxoro npoaykra
1 2 3 4 5 6
Bospacm (200v1) 0-1 1-3 1-6 cmapuwe 6 | bepemen-
u 83poc- HOCMb
Jvle
DHepreTuyecKast 460/1925 434/1817 389/1628 | 280/1172 | 264/1107
LIEHHOCTh, KKaI/KJ[ X, HE
MeHee
benkoBbIi S5KBHBAJICHT, T 13-15 19-21 39-41 65-70 60-65
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Oxonuanue mabn. 22

1 2 3 4 5 6
Kup, r 20-25 17-20 He OoJee HE He OoJee
13 0oJtee 1,5
1,5
VrieBosl, T He menee He MeHee 48 | He McHee 0-12 0-8
50 28
Tuwesvie sonoxkna
UHYJIUH, T - - - - 2,5-3
TaJIAKTOOJIATOCAXAPUIBL, T 2,5-2,7 - - - -
(dbpyKTOOIUTOCAXAPHUIBI, T 0,3-0,4 - - - -
Munepanvnvie seujecmaa:
HATPHHA, MT 140-190 380-420 550-650 | 700-850 | 700-850
KaJIMi, M 380-550 300-480 600-800 800- 800-1200
1200
KaJIbLIMH, MT 300-420 850-950 800-1000 1500- | 1500-1700
1700
dbocdop, mr 250-350 770-900 600-900 1300- | 1300-1500
1500
Mar"ui, Mr 30-40 80-90 170-220 | 250-300 | 250-300
XJIOPHUBI, MT 400-500 500-700 700-1300 1300- | 1300-2200
2200
JKeJe30, MT 5,3-6,5 7,5-8.8 9,0-12,0 15-20 15-20
LIMHK, MT 3,6-4,0 4-7 6,0-7,0 7,0-10,0 | 7,0-10,0
Me€Jlb, MKT 380-420 450-600 600-730 800- 800-1000
1000
WO, MKT 70-80 55-75 72-90 100-140 | 100-140
MOJIMOACH, MKT 2,5-3,5 3,3-4,6 11-15 15-20 15-20
Mapraseri, MKT 130-180 600-680 800-900 1000- | 1000-1400
1400
CEJICH, MKT 10-14 12-18 18-25 25-33 25-33
XpOM, MKT 3-6 10-14 12-17 15-25 15-25
Bumamunwi:
A, MKT 430-450 400-430 600-650 800-880 | 800-880
J3,MKT 7,2-7,9 11,5-
6,5-7,0 9,5-11,5 15,0 11,5-15,0
E, mr) 6,0-6,4 5,5-6,0 8,0-9,8 9,0-13,0 | 9,0-13,0
K, Mkr 20-24 19-23 28-37 33-50 33-50
Bi,mMkr 420-440 380-450 590-650 | 750-850 | 750-850
B, MKT 600-680 1000-
570-630 890-950 1250 1000-1250
PP, mr 5,0-6,0 5,0-5,5 6,0-10,0 | 9,0-12,0 | 9,0-12,0
C, Mr 37-45 35-40 52-60 65-90 65-90
Bg,MKT 480-530 900-
450-500 690-750 1000 900-1000
Bi, ,Mkr 1,1-1,4 1,0-1,2 1,7-1,9 2,0-2,8 2,0-2,8
(oJireBast KUCIOTa, MK 70-75 65-70 95-120 110-150 | 200-290
MMAHTOTEHAT KaJILLUS, MT 2,2-3,0 2,0-2,5 3,0-4,0 4,0-5,0 4,0-5,0
OMOTHH, MKT 9,0-9,5 8,4-9,0 11-15 15-20 15-20
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JlonoanumenvHo.
XOJIMH, MT 45-53 60-80 100-140 190-250 | 190-250
MHO-UHO3UTOJI, M 17-22 50-60 80-120 190-250 190-250
KApPHUTHH, M 8-12 30-40 50-80 120-170 | 120-170
TaypuH, MT 30-36 - - - -
HYKJICOTH/IBl MI' 22-26 - - - -
JIOTEUH 95-130 - - - -

* AK — nckiiroyaemasi aMMHOKHUCIIOTa (AMUHOKHUCIIOTHI) B HAUMEHOBAHUU TPOAYKTA
Oco0eHHOCTH THMETOTEPANNH Y JIeTeH NMePBOro roaa sKu3Hu

[lpy Ha3HaueHWHW JIEUEOHOTO MHUTAHUS MPEIyCMATPUBACTCS OIpEAeICHUE
O0IIero CyTOYHOro KOJMYecTBa Oelka B paloHE, JOMYCTHMOTO KOJIMYeCTBa
MaTOTCHETUYECKH 3HAYMMOW aMHHOKHUCIOTHI B COOTBETCTBUU C MHUHUMAJIBHBIMU
BO3PACTHBIMH TOTPEOHOCTSIMH peOeHKa, KOJIMYECTBO OelKa 3a CUeT HaTypajbHBIX
NPOAYKTOB U OTIpe/ieJIeHne He0OX0IMMOT0 KOJIMYECTBA CIEIMATN3UPOBAaHHON cMecH
Ha OCHOBE aMHHOKHCIIOT.

XUMUYECKHI COCTaB PallMOHA PACCYUTHIBAIOT B COOTBETCTBUHU C BO3PACTHBIMU
NOTpeOHOCTSIMU peOeHKa Ha MEPBOM IOy KU3HU (Tabnuna 23).

Tabmuma 23 — CpeaHecyToUHbIe HOPMbI NOTPEOHOCTEH B OCHOBHBIX NMHUIEBBIX BENIECTBAX U
JHEPIrHH /sl 310POBbIX JeTell MepBOro rojaa ;KU3Hu*

Bo3pacrt DHeprus KKaji benknu, T Kupsl, r Vriuesonsl,
(mec.) BCETO B T.4. )KUBOTHbIE r
0-3 115 2,2 2,2 6,5 13
4-6 115 2,6 2,5 6,0 13
7-12 110 2.9 2,3 5,5 13

* CoBpeMeHHbIE TPHUHIUIB ¥ METOJbl BCKapMJIMBAHHS JACTEH IEpPBOrO TOAa >KHU3HH.
Metonuueckue ykazanus Ne 225, Mocksa 1999 1.

B mepBbie Mecslbl KU3HM E€IWHCTBEHHBIM MCTOYHHUKOM O€lka 3a CYeT
€CTECTBEHHBIX MPOJYKTOB CIIYXKaT CIEKEHHOE MXEHCKOE MOJIOKO HJIU JETCKHUE
MOJIOYHBIE CMECH, COJEpKaHne Oellka B KOTOPBIX HE JTOKHO npeBbimath 10-12 r Ha
100 r cyxoii cmecH.

CuexeHHOEe IKEHCKOE€ MOJIOKO WA MOJOYHYK) CMECh COEIUHSIOT C
HEOOXOJUMBIM KOJMYECTBOM CIEHIUATM3UPOBAHHOIO TPOJYKTa, pPa3BeACHHOTO
KUIITYCHOW BOJOW WM CHENUAIBHOW BOJOW sl JETCKOTO MUTAHUS, NMPU 3TOM
oO0muii o0beM MNHUTaHUS JIOHKEH COOTBETCTBOBATh BO3pacTy OojbHOro. IluTanue
PEKOMEHI0BaHO TOTOBUTH MEPE] KaKIbIM KOPMIICHUEM.

YyuuteiBas cneruduuecKkuii BKyC ClieliHaIn3upOBaHHBIX MTPOIYKTOB HA OCHOBE
CMECH aMHMHOKHCJIOT, UX BBOJST B PAllMOH MOCTENEHHO, B TedeHue 10-14 nuei,
HavyajdbHBIE 1036l COCTaBIAOT 1/5-1/10 ywacTh OT WX HEOOXOAMMOTO CYTOYHOTO
KonudyecTBa. OTHOBPEMEHHO B pallMOHE YMEHBINAIOT JOJI0 O€lika HaTypajlbHBIX
poaykToB. Crieruaan3upoBaHHBIN MPOAYKT JOOABISIOT B KaXKIbIH TPUEM IHUIIIH.
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OcobenHocmu Ha3HAYEHUA npuxkopma

C 3-x MecsSuyHOro BO3pacTta panuoH O0JbHOrO pedeHKa C HapyLIeHUSMU
AMUHOKHUCJIOTHOTO OOMEHa pacUIupsIIOT 32 CUeT MOHOKOMIIOHEHTHBIX (PPYKTOBBIX U
ATOJHBIX COKOB (sI0JIOUHBIHM, TPYILIEBbINA, CIUBOBBIN U Ap.), HauuHast ¢ 5-10 kanens,
MOCTETIEHHO yBeJINUYnBas 00beM, J0BOJAT ero 10 30-50 M B CyTKH, K KOHILY Tofa -
no 100 mn. C 3,5 mecsiieB HazHayalOT (PYKTOBOE IMIOPE, KOJIMYECTBO KOTOPOTO
YBEJIMUMBAIOT TaK kK€, Kak MpH BBeleHUM coka. llocnme 5-6 mecsieB MoryTt ObITh
UCIIOJIb30BaHbl MHOTOKOMIIOHEHTHbIE (PYKTOBbIE COKM M TIope (s10J104HO-
KJIFOKBEHHBIH, SI0JI0YHO-CIIMBOBBIN, 10J104HO-a0pUKOCOBBIH U JIp.)

C 4-4,5 wMecs1eB B palvoOH BBOAST OCHOBHOW TNPUKOPM B BHJIE
MOHOKOMIIOHEHTHOTO OBOIIIHOTO IIOpE WM IUIOJOOBOIIHBIX KOHCEPBOB IS
JIETCKOTo mnuTaHus 0e3 poOaBieHus Moioka. llpenmourenue oTnalOT Kabauky,
Kamycre, Kaprodenato, MOPKOBU, B JalbHEHIIEM BBOJSAT JIPYrM€ OBOIIM C MaJIbIM
coxxepkanuem Oenka. [locie 7-8 MecsieB JOMycKaeTcs UCTOIb30BaHUE OrOPOTHOM
3esieHH (yKkpora u nepymku). B 5 mecsneB HazHavarot 10% kairy U3 MOJIOTOrO caro
win 0e30e1KoBOM Kpynku. B kadecTBe 3€pHOBOrO MPUKOPMA TAKKE MOTYT OBITh
UCIIOJIb30BaHbl O€3MOJIOUHBIE Kallli MPOMBIIIIEHHOTO MPOU3BOJCTBA Ha OCHOBE
KyKYpY3HOU U pucoBOil MykH, conepxkaiue He 6onee 0,5 r 6enka B 100 M1 roTOBOTO
K ymnorpebyieHuio Oiroja, OOOTallleHHble MHHEPAIbHBIMU  BEIIECTBAMU U
BUTAMHUHAMH.

C 6-7 MecsiuieB B MUTaHUE BBOAST MYCChI, KHCEIIH, KOTOPbIE TOTOBSATCS C
UCIOJIb30BAaHUEM aMUJIONEKTUHOBOTO Ha0yXarollero Kkpaxmaina U pyKTOBOTIO COKa.
Oco0OeHHOCTH cocTaBa MPOAYKTOB NPHUKOPMA, a TakKe€ CpPOKOB HX BBEACHUS
oTpakeHbl B Tabnuie 24.

Tabmuma 24 — Cpoku BBeeHNsI TPUKOPMA 00JbHBIM € HACJIE€ACTBEHHBIMH
aMHMHOALMIONATUAMM B CPABHEHHUHM CO 3I0POBbIMH JI€THMH

Cpoku BBeJIeHHsI PUKOpMa (Mec.)
[TpomykTel U G012 JeTH 00JIBHEIE 3JI0POBBIC JIETH
Cok pyKTOBBII 3 3
DpyKTOBOE MIOpE 3,5 3,5
OBornrHOE MIope 4-4,5 4,5
Kamm 6e30enkoBEIe 5 -
Kucenn 6e30e1KOBEIN 6
Bepmumens 6e30enkoBas 7
Xi1e6 0e30€eNIKOBBINI 8
Kamm moao4uHbIe -
TBopor -
Sio -
Msico -
Kedup -
Cyxapu, neyeHne -
PacturensHOE Maciio 4
CinuBoOYHOE MacIIo 5

NI |I[I||[nln
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IIpumepsl pacuera nuTaHuA AeTsAM nepsoro roaa :xxkusuu ¢ HbO AK

Ilpumep 1. PebGeHok 2-x MecsilieB ¢ THPpO3MHeMueii, macca tena 5000 r.
JleueOHBIN panMoH: AeTCKass MoyiouHas cMmech 0-6 W crenuau3upoBaHHAS
cMech 0e3 heHwnaiannuHa u Tuposuna Ilpooykm 15 —tyr, - phe

[Tokazarenu Pacuér [Ipumeuanue

OO61Iee cyTo4HOE KOJIMYECTBO OeKa B 25x5=125r

pamroHe 00JILHOTO B COOTBETCTBHH C

PEKOMEHIYEMBIMH BO3PACTHBIMUA HOPMaMU

OO61Iee cyTo4HOE KOJMYECTBO (heHUTATTaHIHA 80 x 5 =400mr

+THUPO3WHA, UCXOJIS U3 JOIMYCTUMBIX

KOJIMYeCTB (heHMIIaTaHuHA JUTSE OOJTBHBIX

JeTen

JlommycTiMO€e KOTMYeCcTBO Oeka 3a cueT 400:80=5,0r It Genka coaepxut 80

€CTECTBEHHBIX MPOYKTOB (TPYIHOE MOJIOKO) Mr (heHnIIaTaHuHA+TH-
po3uHa

CyTo4yHO€ KOJIMYECTBO IPYAHOIO MOJIOKA (5 x100):1,1= 100 mu1 rpyaHOTO

(M) 455mn MOJIOKa comepxut 1,1
Oenka

KomnuectBo Oenka 3a cuer 12,5-5,0=

CHEeIUaTU3UPOBAHHOTO TIPOAyKTa [Ipodykm 75T

15 —tyr, - phe

CyTo4yHO€ KOJIMYECTBO CYXOI'0 (7,5x100):15= 100 r cyxoii cmMecu

CHEeIUaTU3UPOBAHHOTO TIPOAyKTa [Ipodykm 50r Ilpooykm 15 —tyr, - phe

15 —tyr, - phe coaepxut 15 r Oenka

Heo6xomumoe cyTouHO€ KOJIMYECTBO KUPaA B 6x5=30Tr

panmoHe

JomycTuMoe CyTo4HOE KOJIMYECTBO 12 x5=60T

YIIIEBOJIOB B PAIIOHE

XUMHUYECKUM COCTaB U OQHCPIETUYICCKAA ICHHOCTDb pallMOHA IJIA pe6eHI<a
2 MCCALICB C THpOSI/IHeMI/ICﬁ

[IpoaykTsl Komnuect- XHWMHUYECKUHN COCTaB, T DHepreruyec-Kas
BO, GeIKH KHPBI YTJIEBO-]IBI IIEHHOCTb,

MJI, T KKaJ

IIpooykm 15 50 7,5 12,5 26 246

—tyr, - ph, 2

Bona TUTSt JIETCKOTO 300

MMATAHMS, MJT

['pynnoe Monoko, Mt 455 5,0 20,5 33,2 337

Bcero 3a cyrku: 12,5 33 59,2 583

Ha 1 xr maccel Tena 2,5 6.6 12 117.4
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Ilpumep 2. PebGenok 4,5 MmecsilieB ¢ U30BAJEPUAHOBON amuaypueid, macca
tena 7000 r. Ha3zHaueHHBIN palmoH: AeTcKas mMosiouHas cMech 0-6, kama u3 caro
10%, ¢bpyKTOBBIE MIOPE U COK, CIIEHMATM3UPOBAHHAA cMech Oe3 Jieunna IIpodykm
15 —leu.

[Tokazarenu Pacuér [Ipumeuanue
OO61iee cyTo4HOE KOJIMYECTBO Oeka B 22x7=154r
parone 0OJILHOTO B COOTBETCTBUH C
PEKOMEHIYEMBbIMH BO3PACTHBIMUA HOPMaMHU
OO611ee cyTo4HOE KOJMYECTBO JICUIIMHA, 80 x 7 =560 mr
MCXOJS U3 JOIyCTUMBIX KOJIMUECTB JJIst
OOJIbHBIX JIeTel

JlommycTuMoe KOJIMYecTBO Oelka 3a CueT 560:85=6,6r | 1 Genka coaepKuT

€CTECTBEHHBIX MPOIYKTOB (JIETCKOW MOJIOYHOM 85 Mr nernuHa

CMeCH, Kallli U3 caro, GpyKTOBBIX MIOPE U

COKa)

KomnuectBo Oenka 3a cUET AETCKOM MOJIOYHOMN 6,6-0,2-0,3-

cmecu 0-6 0,12=6,0

CyTo4yHO€ KOJIMYECTBO JIETCKON MOJIOYHOM (6,0 x 100):11,9= | 100 r cyxoit nerckoit

cmecu 0-6 50r MoJioyHOM cmecH 0-6
coaepxut 11,9 r 6enka

KomnnuaectBo Oeinka 3a cyer 154-6,6=

CHEeIUaTu3UPOBAHHOTO TIpoayKTa [Ipodykm 15 8,8r

—leu

CyTo4yHO€ KOJIMYECTBO CYXOI'0 (8,8x100):15= | 100 r cyxoii cmecu

CHeHaIM3UPOBAHHOIO NPoayKTa [Ipodykm 15 59r Hympu 2en 15 —leu

—leu cosiepkuT 15 1 Genka

Heo6xomumoe cyTouHO€ KOJIMYECTBO KUPaA B 5,6 x7=39,2t

pamnmoHe

JomycTuMo€e CyTOYHOE KOJIMYECTBO YIJIEBOJOB 14 x4=56T

B palvioHe

XUMHYECKUH COCTAB M IHEPreTUUYECKas [ICHHOCTh paIfioHa Jjisi peOeHKa
4,5 mecsiLeB ¢ U30BAJIEPUAHOBOM aluypuei

[IpoaykTsl Komnuecrt-Bo, XHWMHUYECKUHN COCTaB, T DHepreruyec-Kas
MJI, T Oenxu hq/lpm YTJIEBO-/IBI LIEHHOCTD,
KKaI

IIpooykm 15 —leu 60 8,8 15 31 295
0-6 50 6,0 22 45 262
Boma mns  gerckoro 500

IMUTAHHUS, MJI

10% karmra caroBast 150 0,12 2,5 18 96
[Trope ss6m0unHOE 50 0,3 - 7.2 30
Cox 20104HBIH 50 0,2 - 5,1 21
Bcero 3a cytku: 15.4 39,5 106,3 704
Ha 1 xr maccel Tena 2,2 5.6 15 120
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Ilpumep 3. PeGeHok 7 MecsiieB ¢ roMouMcTUHYpHUel, Macca Tena 8000 r.
Ha3znauenHbIii panumoH: nerckas MOJO4HYH cmech (-6, QpyKTOBBIC COKH,
OBOILIIHOE M (PPYKTOBOE MIOpe, 5f070YHasi Kalla 0e3 MOJoKa, CHelHalu3upoBaHHas

cMech 0e3 MeTuoHuHa Ilpodykm 15 —met.

[Tokazarenu Pacuér [Ipumeuanue
OO6mee cyrouHoe KoJHM4YeCTBO Oenka B pamuoHe |  2,2x8=17,6
00JBHOIO B COOTBETCTBUU C PEKOMEHyeMbIMU
B03paCTHBIMI/I HOpMaMI/I
OO6miee cyToyHOE KOJIMYECTBO METHOHHMHA, UCXOAd U3 | 20x8=160mr Hnsa nereit 1o roga —

AOIMYCTUMBIX KOJIUYCCTB JIJIA 0O0JIbHBIX )IeTefl

25-20 Mr/kr

B cooTrBercTBMM ¢ BO3pacToM pPeOCHOK IOJTyYaeT
omona mpuxkopma: 200 oBomHOTo TROpe, 180 M
Maj00eIKOBOM 0€3MOJIOYHOM KalllH,

50 r ¢ppykToBOro coka, 50 r PpykTOBOTO MIOpE.
KonudecTBo Oenka 3a c4eT €CTECTBEHHBIX MPOIYKTOB
MIPUKOPMa COCTABIISCT

0,54+3,4+0,3+
0,2==4)5

KonmuecTBo MeTnOHMHA 32 CYET MPUKOPMA

60 mMr

Paccumnrano, ncxomas
U3 COACpKAHUS
MCTUOHHWHA B
OJIr01axX MPUKOpMa

KoanuecTBO METHOHMHA 34 CYET MOJIOYHOU cMecH 0-6

160-60=100 mr

KonnuecTBo MOJIOYHOI cMecH

(100x100):500
=20r

100 r cyxoii cmecu
0-6 conepxut

11,9 r Genka, 4To
NpUOIN3UTETHHO
COOTBETCTBYET
500 Mr MeTMHOHMHA

KomnnuaectBo ecrecTBeHHOTO Oeika 3a cuet 0-6

(20x11,9):100

=2,38r
KonmnuecTtBo Oenka 3a CYET CHEUATM3UPOBAHHOTO 17,6-4,5- C yuetrom Oenka B
npoaykrta Ilpodykm 15 —met. 2,38=10,7r | 6mrogax npuKopMa
CyTouHO€ KOIM4ecTBO cyxoro npoaykra Ilpodykm 15 | (10,7x100):15 | 100 r cyxoro
—met =71,3r MIPOJIYKTa COACPKHUT
15 r Genka

XUMHYECKUH COCTAB M IHEPreTUUYECKas IICHHOCTh paIlioHa JJisi peOeHKa
8 MecCsI1EB C TOMOLMCTUHYpUEH

[IpoaykTsl Komnuectso, XHAMHUYECKUH COCTAaB, T DHepreruyeckas
MJ, T GeIKN [KHpBI YTIIE€BOAbI LIEHHOCTb,
Kxan

IIpooykm 15 —met 71 10,7 | 17,8 37 330

0-6 30 3,56 8,55 16,5 157

Bona nns nerckoro 300-350

MUTaHUS, MJI
Slomounas katia 6e3 180 0,54 0,14 42.4 172
MOJIOKa

Maciio cauBo4YHOE 5 0,05 39 0,05 35,45

74




OBorrHOE MmIope 200 3,4 16,9 26,6 295,2
[Trope ss6m09HOE 50 0,3 - 7.2 30,0
Cox 20104HBIH 50 0,2 - 5,1 21,0
Bcero 3a cytku 17,6 44.4 129.6 991
Ha 1 xr maccel Tena 2,2 5.6 16,0 123

Ha3zHauyeHue Jie4eOHOT0 MUTAHUSA IE€TAM CTapIie rojaa

Opranuzauus auerorepanuu s gereit crapuie roga ¢ HbO AK umeer cBou
ocoOeHHOCTH. J[JI KaXI0ro BHUJA HACJIEICTBEHHON IATOJOTUM PEKOMEHIOBAHO
MPOBOJIUTH M30UPATENIBHBIN MOAOOP MPOAYKTOB C IEIbIO JOCTHXKCHUS JIeueOHOTO
COOTBETCTBMSI pallMOHAa YPOBHIO META0OJMYECKHUX PACTPONCTB, UMEIOIIUXCS Y
OOJILHOTO.

[lepexon co cnenuaaIu3upOBaHHON aMUHOKUCIOTHOM CMeCcH I JIeTei
MEePBOTr0 roja XU3HM Ha TOCJICAYIONIIYI JIeYeOHYI0 CMECh IS JeTed CTapIiiero
BO3pacTa peKOMEHYETCSl OCYIIECTBIIATh MOCTENIEHHO, B TCUeHUE 1-2-X HENeb.

Cuauvana 0o0beM mMpenpIaylIie cMecu yMeHbInaroT Ha 1/4 -1/5 yacte u
N00ABJISAIOT JKBUBAJEHTHOE MO O€JIKY KOJWYECTBO TIOCIEIYIOMIEH CMECH.
Crenuann3upoBaHHBIM MPOIYKT Pa3BOAUTCSA KUIISUYCHOW BOJIOW WM CHEIUATbHON
BOJIOM JJIsI AETCKOrO MUTaHUsI JO CMETaHOOOPa3HOW WIIU KUJKON KOHCHCTEHIIUH,
naercs ApoOHO 3-4 pasza B JeHb JETSIM MJIAIIIEr0 BO3pacta, OOJBHBIM CTapIIero
Bo3pacta — 2-3 pasa B jJieHb. JIeueOHyI0 cMeCh MPEANOYTUTEILHO 3aMBaTh COKaMU
WJIU BOJIOM C Y4ETOM BKYCOB JICTEH.

Oco0eHHOCTH TTOCTPOCHUS TUETHI JIJIsi OOBHBIX JIETEH CcTapIle rojia CBI3aHHbI
C HEOOXOJIMMOCTBIO HUCKIIOUEHHUS MPOAYKTOB >KHUBOTHOTO ITPOUCXOKIEHUS, YTO
MPUBOJUT HE TOJILKO K JMePuIuTy Oenka, HO TakKe Kupa U YriIeBOJOB B palliOHE
pebeHka.

Conepxanue xupa B gueTe OOJbHBIX JeTel JOJDKHO HaXOIUThCS B Mpejenax,
oOecneunBaomux He MeHee 30-35% oOwmiedt kamopulHOCTH NUUIM. [ JTaBHBIM
HMCTOYHUKOM >KHPOB JIJIsI OOJIBHBIX SIBJISIETCS PACTUTENIbHBIC, CIIMBOYHOE TOILICHOE
Macina. s 3anpaBKu CyIIOB M cajaTOB pa3peliaeTcs: ucnoiib3oBath cMetany 20-30%
KUPHOCTHU 10 5-10 1/cyTKH.

JInst GOJIbHBIX METHUIIMAJIOHOBOW M MPOMMOHOBOM aIueMHUe KBOTa KHUpa B
aueTe noJkHa ObITh orpanunyeHa 20-25% mo xanmopuiiHoctu. Ilpu mpurotoBieHun
MU CIIeyeT u30eraTh WCMOJIb30BaHUS CJIMBOYHOTO Macjia (B TOM YHCIE
TOIUICHOTO). ['JTaBHBIM MCTOYHHKOM >KHpa B JIUETE SIBISCTCS PACTUTEIHHOE MAcCio
(mozicomHeYHOE, KYKYPY3HOE, KOKOCOBOE).

VYTIIeBOAHBI KOMIIOHEHT JHMETHl COCTOMT M3 Pa3IMUHBIX OBOIICH, (DPYKTOB,
COKOB, Caxapa, a TaKke KpaxmajcoAepKallux NpoaykToB. M3 cragocTeld, Kpome
caxapa, JOIlyCKaeTcsi Mel, BapeHbe, mkeM. OOIee KOJIMYEeCTBO YIJICBOJAOB B
panioHe OOJIBHBIX CTapIiero Bo3pacTa JoMkHO obOecrneunBath 50-60% ero
AHEPIreTUYECKOMN 1IEHHOCTH.

OTka3 OT WCHOJIb30BaHUS Psifia BHICOKOOEIKOBBIX IMPOAYKTOB, B TOM YHUCIIE
KPYIISIHBIX, MaKapOHHBIX, XJI€00OYJOYHBIX W3JACJINM, CBS3aHHBIA C JUMUTOM
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OTPENICTICHHBIX aMHHOKHUCIIOT, OOEIHSIET palldoOHbl OOJIbHBIX JeTei, He Jaer
BO3MOXKHOCTH O0€CHEYUTh JOCTATOYHBIM 00beM O U HEOOXOAUMYIO
SHEPIreTUYECKYIO IIEHHOCTDh panroHa. B ¢Bsi3u ¢ yeM B nmutanue 6oibHbIX ¢ HBO AK
1eaecooOpa3Ho BKIIIOYATh CHElUalbHble 0€30€IKOBbIE MPOAYKTHI HAa OCHOBE
KyKYpYy3HOro Kpaxmaia: 0e30eJKOoBble MaKapOHHbBIE M3/ENIHs, caro, KpymnKy caro, a
TaKke MoaypadpuKaThl IJis IPUTOTOBICHUS 0€30€IKOBOTO Xjieba U KOHIUTEPCKUX
u3zienuil (KeKC) Ha OCHOBE KpaxMalloB KyKYpy3HOT0, Ha0yXarollero 3KCTPy3MOHHOT O
1 HaOyXaromiero aMmIoONneKTHHOBOTO.

[locnennue nBa BUAa Kpaxmaja MOTYT OBITh HCIOJB30BaHbI IS
MIPUTOTOBJICHHUS] MYCCOB, @ TAK)KE BTOPBIX OBOIIHBIX OO C IEIBI0 YBEIMUYCHHUS UX
o0beMa. OHM He TpeOyIoT TerIoBOM 00paOOTKH, MPU B30MBAHUU MUMEIOT MBIITHYIO
Maccy. Jlimsg OBICTpOro NPUTOTOBIEHUS KHUCEJIEH, IyJUHTOB M CYHOB YI0OHO
HCIIOJIb30BaTh CIICMAIbHBIE Majo0eKoBbIe T0JTy(haOpruKaThl HA OCHOBE Kpaxmala,
Pa3JIMYHBIX OBOIIHBIX U STOJIHBIX J0OABOK.

YuuthiBass 0COOEHHOCTH MaJIOOETKOBOM  JHMEThI, OOJIBIIIOE 3HAUCHHE
MPUIAETCAd Ka4eCTBY MPUTOTOBICHHUS Orof ayisi OonpHBIX aeteil. Iluma momkHa
OBITh ~ MaKCUMaJbHO  pa3HOOOpa3HOH, BKYCHO  IIPUTOTOBJICHHOM,  HMETh
MpUBJIEKATEIbHBIN BHEMIHUNA BuA. Bce 3To0 umeer OoJbpllioe 3HAYCHHE IS
COXpaHEHHMs alleTUTa U JIY4Ilero YCBOCHUS MUIIH PEOSHKOM.

Jlnst 3aMeHbl MOJIOKA W MOJIOYHBIX TPOJIYKTOB ISl AeTel ¢ 6 MecsIeB H
CTapilie MOMET MCIOJIb30BaThCS HOBBIM OTEUECTBEHHBIH 0e30e1K08bili  CYXOli
HanumoK ¢ MOJIOYHbIM B6KYCOM, U3TOTOBIICHHBIH HAa OCHOBE PACTUTENbHBIX Macell,
MaJbTOACKCTPUHA M  TUIIOKO3bl C  J00aBJICHHWEM BUTAMHUHHO-MHUHEPAILHOTO
KoMruiekca. [IpoyKT uMmeeT MpUSTHBIA BKYC, HAIIOMHHAIOMUM MOJIOKO, TIPU STOM
BXXHO OTMETUTH MOJHOE OTCYTCTBHE OEITKOBOIO KOMIIOHEHTA B €r0 COCTaBe.

KupoBoif KOMMIOHEHT COCTaBiIseT 26-28 T1/1, HpU 3ITOM COAEpKaHUE
JUHOJIEBOM KHUCJIOTHI B HeM He MeHee 14% OT CyMMBbl JKUPHBIX KHUCJOT,
cootHomenue [THXKK ®6/w3 B mpenenax 8:1 — 12:1, conepxkaHue KapHUTUHA HE
MeHee 7 Mr B 100 T cyxoro npojiykra.

CoctaB >KHpPOBOTO KOMIIOHEHTa TMPEJCTABICH CMEChIO padUHUPOBAHHBIX
pacTUTENbHBIX Macen: KyKypy3Horo (8%), coesoro (17%), mamemoBoro (25%),
KokocoBoro (50%).

Bxopsmiee B cocraB JgaHHOM KOMIIO3UIIMU KYKYPY3HOE MAacjo SIBISETCS
HMCTOYHUKOM JCCEHIMAJIbHBIX TMOJWHEHACHIIICHHBIX JKUPHBIX KHUCJIOT psga 6, B
nepByto ouepeab JuHoIeBOH (18:2w6). PadbuHupoBaHHOE coeBoe Macio SIBISETCS
ucrounukoM [THXK cemeiictBa 3, B mepByto ouepenp o-inHojaeHoBoH (18:3m3).

COanaHCHUpOBaHHOE  COJIEp)KaHME  KUPHBIX  KUCJIOT  CIIOCOOCTBYET
HOpMaIU3aluu (PU3UKO-XUMUUYECKUX CBOMCTB OMOMEMOpaH KJIETOK OpraHu3Ma, a
TaKke O00EeCleunBaeT CHUHTE3 psAla BaXHBIX OHMOJOTUYECKHUX MEJIUATOPOB
MPOTHUBOBOCIIAJIUTEILHOTO W TMPOTUBOAUIEPTUYECKOTO JEHUCTBUS B ONTHUMATIbHBIX
COOTHOIIEHUSIX.

KokocoBoe maciio ¥ majJbMOBO€ Macjio, BKJIIOYaeMble B COCTaB MPOJYKTa,
SBJISIIOTCSI MCTOYHUKAMHU CPEIIHEICTIOUCUHBIX KUPHBIX KHUCIOT, CIOCOOCTBYIOT
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MOBBIIIEHNUIO HHEPreTUYECKON IIEHHOCTU pallMoOHA, JIETKO YCBauMBAIOTCS JEThbMU
paHHero Bo3pacTa.

B kauecTBe cTaOMIN3ATOPOB 3MYJIBCUHU KHUPOBOTO KOMIIOHEHTA HCIOJIB3YIOT
nerutuH (E322), docdhatuasl U3 cou uiu Apyrue sMyabratopsl, gonymenasie MO3
VYKpauHsbl 17151 JETCKUX TPOAYKTOB.

VYreBogHbI KOMIIOHEHT cocTaBiisieT 86-90 1/, mpeacTaBlieH AeKCTPUHMAb-
TO30# B KOJIMuecTBE He MeHee 75% (B mepecyeTe Ha CyXHe BEIleCcTBa YIJIEBOJHOTO
KOMIIOHEHTa), JOIMyCKaeTcs J00aBlieHWe TJIOKO3bl M TJIIOKO3HOTO CHUporna B
KoinuuectBe He Oonee 25% mana oOecniedeHHs] TPUSTHBIX OPraHOJENTUYECKUX
CBOICTB IIPOJYKTA.

VYKa3aHHBI HAMUTOK MOKET OBbITh MCIOJB30BaH y JeTe ¢ 6 MeCcsSYHOro
BO3pacTa B KayeCTBE MUThA, & TAKXKe JJI MPUTOTOBICHUS Kalll, MOJIOYHBIX CYNOB U
OBOIIHBIX Ot0. XUMHUYECKUN cocTaB 0€30€IKOBOr0 CyXOro HamuTKa MpeCTaBIeH
B MIPUJIOKEHUU 3.

C 1enpio paciiupeHus: palMoHa U MOBBIIICHUS €ro SHEPreTHUECKON [IEHHOCTH
st OOJIBHBIX CTapiie Toja MOryT OBITb HCIHOJB30BaHbl HU3KOOEIKOBBIE
nosty(haOpHUKaThI:

- cyxue cmecu 071 8vineuxu xaeda, x1ebo00yiouHbIX U KOHOUMEPCKUX U30eUll
(Oynouek, nememek, KEKCOB, IHPOXKKOB, KyleOsSKW, MHUIbl, TEYEeHbs, TalerT,
KpEKepOB) Ha OCHOBE KpaxMajoB (KYKypy3HOTO, PpHCOBOTO, KapTo(deabHOTo,
TalMOKOBOT0), YIIIEBOIHO-)KMPOBOTO KOHILIEHTpaTa, caxapa, COJId, pa3phIXJIUTeNeH, ¢
nobasieHueM (Miau 6e3 100aBIeHNs ) BKYCO-apOMaTUUECKUX J00aBOK;

- nonygabpurxam «Onadviuiexy, BbIpadaThIBAEMbIN U3 MOJCHIPHON CHIBOPOTKHU
M KYKypy3HOro Kpaxmana, Oe3 pJoOaBieHusi caxapa, COJIM, KpacHUTeleH,
KOHCEPBAaHTOB M UCKYCCTBEHHBIX BKYCOBBIX J00ABOK.

Huzko6enkoBbiii x71e0, XJ1e000yI0YHbIE U KOHIUTEPCKUE U3JCTUS BO3MOXKHO
OPUMEHSATh B JMe€Te OOJIbHBIX C HACIEICTBEHHbIMU HapyUIEHUSIMU OOMeHa
AMUHOKHUCJIOT € 8 MeCsS4YHOro Bo3pacta W cTapme. HuzkoOenkoBble ONajbu
PEKOMEHyeTCsl MCTIOIb30BaTh B JIEYEOHBIX pallMoHax OOJIbHBIX cTapuie 1 rona.

Bce ykazanHble MasioO€JIKOBBIE MPOIYKTHI MPOLUIM YCHEHIHYIO anpoOaiuio B
ornenennn OI'BY Hayuynoro nenrpa 3q0poBbs aeteil PAMH. Xumuueckuii cocta u
HHEpreTudecKkas LIEHHOCTh CYXUX HHM3KOOEIKOBBIX KOHIEHTPATOBIJS BBINCUKHU
xJieba U KOHIAUTEPCKUX U3AeNuid u noinydadpukara «Onaabliex», a TAkKKe CoCoOb
UX MPUTOTOBJICHUS MIPEICTABICHBI B IPUIOKEHUAX 3, 4.

Jlist OONBbHBIX JeTed cTapile roja C pa3MYyHbIMH BUIAMH HACIEICTBEHHBIX
HapyluleHud oOMEHa aMUHOKUCIOT M OPraHMYeCKUX KHUCIOT (M30BajiepruaHoBast
auAypuusi, TUPO3UHEMHUS U TOMOLMCTUHYPHS) MPEACTABJICHBl pAaCUEThl MUTAHUS,
CyTOYHbIE HAa0Opbl MPOAYKTOB M  IPUMEpPHbIE OJHOAHEBHBIE MEHIO C
HCIIOJIb30BAaHUEM Maji00eIKOBBIX KpaxmaJICoepKalux POJIyKTOB
(Tabnuiml 25-30).
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IIpumepsl pacyera nuTaHUA /1A 1eTel
¢ HBO AK crapme 1 roga

Ilpumep 4.

Pacuem numanusa nyis pebeHka 3-X JeT ¢ TAPO3UHEMUel 2-ro THNA.
Macca tena 14 xr.

[Tokazarenu Pacuér [Ipumeuanue
O6mee momycTUMoe CyTOYHOE KoyimyecTBO | 1,5x14=2Ir
Oenka
OO61Iee 10MyCTUMOE CYTOUYHOE KOJTUYECTBO 25 x 14=350 | na 1 xr macceI Tena —25-
(deHnnanaHuHa+TUPO3UH B CYTKH MI 30Mr momyckaercs

(dheHnunanannHa

JlommycTuMoe KOJIMYecTBO Oelka 3a CueT Tr 1 r Genka coepKUT
€CTECTBEHHBIX NMPOIYKTOB 50 Mr dheHunanaHuHa
KonunuectBo 6emnka 3a cuer
CHelHaIM3UPOBAHHOIO NIpoayKTa [Ipodykm 20 - 21-7=14r
phe, -tir
CyTOo4HO€ KOJIMYECTBO CYXOTO (14x100):20= | 100 r cyxoit cmecu
CHeIUaTU3UPOBAHHOTO MpoaykTa [Ipodykm 20 - 70 r coaepxut 20 T Oenka
phe, -tir

Tabnuua 25 — [IpuMepHbIii CyTOYHBINH HA0OP MPOAYKTOB,
ero XMMM4YeCKH# COCTaB U JHEPreTu4ecKasi HeHHOCTH Ui eTell paHHero Bo3pacra
(1-3 roga) ¢ Tupo3uHeMuei

[IpoaykTsl Komnuec- XHWMHUYECKUHN COCTaB, T OHepro- ®enunnana-
TBO Oenxu IKI/Ipr YIJA€BOBI | LIEHHOCTb, HUH+
M/ T KKaJl THUPO3HUH, MT'

1 2 3 4 5 6 7

Xieb 6/6 50 0,38 1,25 30,7 135,1 25

Xnebo0ymnou 13 0,1 1,17 8,4 45,5 5

HBIE U3JICIHs

Cyxas CMECh 31 0,5 0,3 28,2 130,3 30

«OnampIex»

Bepmumens 6/6 6.8 0,06 0,04 5,7 24,3 4

Caro WUCKyCCTBEH- 17 0,01 0,03 14,7 61,2 -

HOE

Cyxoii 0/0 12 - 2,5 8,6 57 -

HAITUTOK

Maciio cauBo4YHOE 20 0,1 16,5 0,16 149 5

Maciio ToIuieHoe 10 0,03 9.8 0,06 88,7 -

Macno pacTtutelnb- 30 - 29.9 - 269.,7 -

HOE

Caxap 30 - - 29.9 113,7 -

Bapenne 20 - - 14,0 56 -

Kaprodens 50/35 0,7 0,14 5,7 28 35

Kamycra cBexas 110/88 1,58 0,1 4,2 23,8 80
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Oxonuanue mabn. 25

1 2 3 4 5 6 7
MOpKOBB 80/64 0,83 0,06 4,06 21,8 42
0):159) ] 50/40 0,6 0,04 3,6 16,8 30
Kabauku 20/15 0,09 0,05 0,74 3,5 7
Orypusl 10/9 0,07 0,01 0,23 1,3 3
Canar 5/4 0,06 - 0,09 0,7 3
[TomuopsI 10/9 0.9 0,02 0,34 2,1 25
Tomar-racra 2 0,1 - 0,38 2,0 0,5
JIyk penuaterit 8/7 0,09 - 0,64 2,9 5,0
KitrokBa 10 0,05 - 0,38 2,6 2
Coxku 100 0,5 - 11,7 47 20
OPYKTHI CBEKHE 150/127 0,64 0,38 12,45 58.4 45
DpyKTHI cyxue 10 0,3 - 5,05 22,7 10
3a cyer HaTypalbHBIX - 6,9 62 191 1341 347
MIPOTYKTOB
Ilpooykm 20 -phe, -tir 70 14 12,6 36,12 314 -
Hroro 21 74,6 227,12 1655 347

Tabmuma 26 — [IpuMepHOe 0HOIHEBHOE MEHIO ISl 00JILHBIX THPO3MHEMH el

birona Bo3pacrt
1-1,5rona | 1,5-3roma | 3-5mer | 5-7mer | 7-14 ner
3aBTpak

1 2 3 4 5 6
Kama si6mounas 6e3moiouHast uim 150 200 - - -
caro
Bepmumiens 6e36enkoBast - - 150 200 200
OTBapHas
Maciio cnuBo4HOE 10 10 10 10 10
MOpPKOBB TylIE€HHAs 50 50 80 100 150
Yaii ¢ caxapom 150 150 150 200 200

Oben
Canat u3 MOMHUIOPOB C 3€JICHBIM - - 30 50 70
JTYKOM
[Iln Bererapuanckue 100 150 150 200 200
Bepmumiens 6/6 orBapHas 150 150 - - -
3anexkaHka U3 caro ¢ YepHOCIMBOM - - 150 200 200
DpPYKTOBBIN COK 100 150 - -
Kucens sroansiit - - 150 150 200
Maciio cnuBo4HOE 10 10 10 10 10
ITonmank

[Trope ppykToBoe 100 125 - - -
@DpPyKTOBBI calaT ¢ caxapoMm 150 170 200
Monounuwiii 6e30e1K08vlll HANUMOK 100 100 150 200 200
Ileuenve us Hu3K0OEIKOBOU CMecU 10 10 10 15 20
0J151 8bINEUKU
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Oxonyanue maoba. 26

1 | 2 | 3 | | 5 ] 6
VxuH
ThIkBa TymeHHas 70 100 150 150 200
Onaovu uz cmecu «Onaoviuiexy 100 100 100 150 200
[Trope ppykToBOE 60 80 100 100 -
Yaii ¢ caxapom 150 150 150 200 200
XJ1e0 Ha BeCh ICHb

Xneb uz nuzkobenxkosou cmecu 0 50 50 100 150 200
6bINeYKU

Ilpumep 5. Pacuem numanua pebEHKY 5 JeT

auMaypuen.
Macca tena 18 kr.

C H30BAJIEPUAHOBOM

[Tokazarenu Pacuér [Ipumeuanue
OO6m1ee KoIMIeCTBO OeJIKa B CYTKU 18x1,5=27 1,5 r/xr

OO61Iee 1OMMyCTUMOE CYTOUYHOE KOJTUYECTBO 18x 25=450 Jomyctumoe CYTOYHOE

JICUIIMHA KOJIMYECTBO JeiimHa Ha 1
KI' Macchl Tena —25-20mr

JlommycTuMoe KOJIMYecTBO Oelka 3a CueT 9,5t 910 obecrieunBaeT

€CTECTBEHHBIX NMPOITYKTOB MOCTYIUVIEHHE 450 MT
JICUIIMHA

KomnmuaectBo Oeinka 3a cyer 27-9,5=

CHeHaIM3UPOBAHHOTO MPOayKTa [Ipodykm 40 17,5

-leu

CyTO4HO€ KOJIMYECTBO CYyXOTO (17,5x100):40= | 100 r cyxoii cmecu

CHeHaIM3UPOBAHHOTO MPOayKTa [Ipodykm 40 43,751 conepxkut 40 r Genka

-leu

Tabnuua 27 — IlpuMepHbIii CyTOYHBbIN HA00P NPOAYKTOB, €r0 XUMUYECKUH COCTAB U
JHepreTuYecKasi HEHHOCTH I 00JbHBIX J0IIKOJLHOT0 Bo3pacrta (4-6) Jer ¢
HU30BAJIEPUAHOBOM aluaypueit

[IpoaykTsl KommnuecTtso XHWMHUYECKUHN COCTaB, T DHeprouex- Jleiinun,
M/ T OENKM | KUpPBl | yriIeBoJbl | HOCTb, KKall MT

1 2 3 4 5 6 7
X11e0 0e30enKOBbIi 140 1,06 3,5 84,2 378 -
Xne600ynoYHbIC 30 0,23 2,7 19.4 105 -
W3 J1EIHS
Cyxas CMECh 54 0,87 1,8 50 79,3 -
«Onaapliex»
Bepmumens 13,7 0,12 0,08 11,2 47.9
6e30enKoBas
Kpymna oBcsinas 25 1,7 195
Cyxoii 6/6 HanUTOK 24 5,0 17,2 114 -
Maciio cnus. 20 0,1 16,5 0,16 149 -
Maciio ToIuieHoe 10 0,03 9.8 0,06 88,7 -

80




Oxonyanue maobn. 27

1 2 3 4 5 6 7
Maciio 30 - 29.9 - 269.,7 -
pacTHTEIHLHOE
Caxap 30 - - 29.9 113,7 -
Bapenne 20 - - 14,0 56 -
Kaprodens 100/70 1.4 0,28 11,4 56 112
Kanycra cBexas 55/44 0,79 0,05 2,1 11,9 22.5
MOopKOBb 95/76 0,98 0,07 4,8 25,8 33
Caekita 60/48 0,72 0,05 4,32 20,2 32,4
KabGauku 25/19 0,12 0,06 1,0 4,75 6,3
Orypust 5/4 0,03 - 0,11 0,65 2,5
Caiar 10/9 0,12 - 0,18 1,4 5,2
[TomuopsI 15/13 1,3 0,03 0,49 3,0 5,5
Tomar-mracra 8/7 0,35 - 1,33 7 -
JIyk pemuaterit 5/4 0,05 - 0,32 1,45 1,6
Kiroksa 10 0,05 - 0,38 2,6 -
Coxku 100 0,5 - 11,7 47 15
DPYKTHI CBEKHE 200/170 0.9 0,5 16,6 78,17 35
DpyKTHI cyxue 10 0,3 - 5,05 22,7 9,5
3a cuer  Haryp 9,5 70 258 1700 465
MIPOJIyKTOB
IIpooykm 40 - leu 43,8 17,5 - 6,97 - -
Bcero 27 70 267 1800 465

Ta6muma 28 — [IpuMepHOe 0IHOIHEBHOE MEHIO VI 00JILHBIX H30BAJIePHAHOBO anuaeMueii

Bo3pacrt
bmona 1-1,5roma | 1,5-3roma | 3-5mer | 5-7 mer 7-14 ner
1 2 3 4 5 6
3aBTpak
Kama pucosas ¢ s610x0om 150 150 - - -
Omnanpu n3 cmecu «ONaabIIIeEK» C - - 150 150 200
JDKEMOM
[Trope cnuBoBOE 50 60 80 100 -
@pPYKTHI CBEKHE - - - - 150
Yait ¢ caxapom 150 150 150 200 200
Oben
Canar u3 cBeXel KarycTbl - - 30 50 70
Cyn BepMuIIeNneBbIf 100 150 150 200 200
OBoI11HOE MIope 100 100 150 200 200
KommoT u3 cyxoppykros 100 150 150 150 200
ITonmank

AOGpUKOCOBO-5107104HOE MTIOpe 100 150 150 - -
@pyKTOBBII canaT - - - 150 200
Monounwiii 6e36enko8ulil 50 100 150 200 200
Hanumox
bynouxa uz nuzkobenxosou cmecu 25 25 30 50 50
0I5l blNEeyKU
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Oxonyanue maon. 28

1 \ 2 \ 3 | 4 5 ] 6
VxuH

OBo1rHOE pary 100 150 150 200 200
3anexanka U3 0e30eIKOBOM 50 70 100 150 150
BEPMHUIIICIIN C BAPEHBEM

[Trope ppykToBOE 50 70 70 100 150
KirrokBeHHsIi1 MOpe 100 150 150 150 200

XJ1e0 Ha BeCh ACHb

Xneb uz Huzkobenkosou cmecu 40 70 100 150 200
07151 8bINEYKU

Ilpumep 6. Pacuem numanusa peGeHky 8 JieT ¢ romouncTuHypuei. Macca

Tena 25 Kr.
[Tokazarenu Pacuér [Ipumeuanue
OO6m1ee KoIMIeCTBO OeJIKa B CYTKU 1,2x25=30 1,5 r/xr
OO61iee 1OMyCTUMOE CYTOUYHOE KOJTMYECTBO 8x 25=200mr | JlomycTUMOE KOJIUYECTBO
MCTUOHHWHA METHOHMHA Ha 1 KT MaccChl
tena —10-8 mr
JlommycTuMoe KOJIMYecTBO Oelka 3a CueT J010,0r
€CTECTBEHHBIX IIPOJYKTOB
KonuuecTBo Genka 3a cyet 30-10=20r

CHeIUaTU3UPOBAHHOTO TpoaykTa [Ipodykm 70
-met

CyTo4yHO€ KOJIMYECTBO CYyXOI'0
CHeIUaTU3UPOBAHHOTO TpoaykTa [Ipodykm 70
-met

(20x100):70=
28,5

100 r cyxoii cmecu
coaepxut 70 T Oenka

Tabnuua 29 — [IpuMepHbIii cpeHeCYTOYHBINH HA00P MPOAYKTOB,

€ro XMMMYeCKHUil COCTaB U IHepreTuvecKasi HEeHHOCTD I 00JbHBIX IIKOJIbHOT0
Bo3pacra (7-14) jer ¢ roMOIUCTUHYPMeH

[IpoaykTsl KomnuecTtso XHWMHUYECKUHN COCTaB, T DHepro- MeTtnonun
M/ T OCJIKM | )KUPBI | YIJIEBOJBI | LIEHHOCTD, MT
KKaI

1 2 3 4 5 6 7
Xieb 6/6 150 0,5 3,5 84,2 378 35
Xne600ynoYHbIC 30 0,23 2,7 19.4 105 7
H3JICIIHS
Cyxas CMECh 60 0.9 2 55,5 88 30
«OnagpImex»
Bepmumens 6/6 18 0,15 0,1 12,0 50 5
Kpyna oBcsiHas 30 2,0 1,45 12,5 72 45
Cyxoii 6/6 HanUTOK 24 - 5,0 17,2 114
Maciio cauBo4YHOE 25 0,14 20 0,2 190 3,5
Macno TorieHoe 15 0,04 10,2 0,07 120
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Oxonyanue maon. 29

1 2 3 4 5 6 7
Maciio 30 - 29.9 - 269.,7 -
pacTHTEIHLHOE
Caxap 40 - - 59.9 178.,7 -
Bapenne 30 19,5 74 -
Kaprodens 100/70 1,4 0,28 11,4 56 19
Kanycra cBexas 100/80 1,5 0,1 4,0 23,8 19,3
MOopKOBb 95/76 0,98 0,07 4,8 25,8 6,84
Caekita 60/48 0,7 0,05 3,8 16,9 12
KabGauku 25/19 0,1 0,07 0,8 3,7 1,3
Orypist 25/22 0,18 0,025 0,6 3,1 1,5
Caiar 10/9 0,12 - 0,18 1,4 3
[Tomu0opsI 15/13 1,3 0,03 0,49 3,0 0,9
Tomar-mracra 8/7 0,35 - 1,33 7 0,35
JIyk pemuaterit 5/4 - - 0,32 1,45 0,66
Kiroksa 10 - - 0,38 2,6 0,3
Coxku 100 0,5 - 11,7 47 2,0
OPYKTHI CBEKHE 200/170 0.9 0,5 16,6 78,17 8
DpyKTHI Cyxue 10 0,3 - 5,05 22,7 2,0
3a cuer  HaTyp 10,19 199
MIPOJIyKTOB
Iponykr 70 -met 28,5 20 - - 114 -
Bcero 30,2 72 329 1994 199

Tabnuua 30 — [IpumMepHOe 0JHOIHEBHOE MEHIO /ISl 00JIbHBIX TOMOLUCTUHYPH el

Bo3pacrt
bmona 1-1,5roma | 1,5-3roma | 3-5ner | 5-7 ner 7-14ner
1 2 3 4 5 6
3aBTpak
Kama pucoBas 6e3mosiounas ¢ 150 150 200 200 200
TBHIKBOU
Monounwiii 6/6 Hanumox 30 50 50 50 50
[leyenoe s16110k0 50 70 100 100 150
Yait ¢ caxapom 150 150 150 200 200
Oben
Canar 13 CBeXHX Or'yplOB - 30 30 50 70
Cyn-mope u3 kabaukoB 100 150 - - -
[1ln 3eneHble BereTapuaHcKue - - 150 200 200
["oy611b1 OBOLIHBIE € Caro 100 100 150 150 200
Bepmumiens 6e36enkoBast 150 200 200
C YEPHOCIUBOM
Komnor u3 BuiHu 100 150 150 150 200
Macno cimBoyHOE 10 10 10 10 10
[TongHuk

A6mouHO0-0aHaHOBOE TTIOpE 100 125 150 - -
@pPyKTOBBI callaT ¢ caxapoM - - - 200 200
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Oxonyanue maoa. 30

1 2 3 4 5 6
Monounviii bezbenkosuiii 50 100 150 200 200
HANUMOK
Ileyenve uz Huzkobenko60lUl cmecu 10 10 10 15 20
07151 8bINEYKU

VxuH
MOopKOBB TEpTasi C caxapom 70 100 - - -
MOpKOBB TE€pTasi C U3BIOMOM - - 100 150 200
CoK anejabCUHOBBIH ¢ MSIKOTBIO - - 150 150 200
Omnaneu n3 cMecu «OnampIIIeK» 50 100 100 150 200
CO CMETaHO# 5 5 10 10 15
DpyKTHI 60 70 100 150 150
Yaii ¢ caxapom 150 150 150 200 200
X1e0 Ha BeCh ICHb

Xneb uz nuzkobenkosou cmecu 50 50 100 150 200
07151 8bINEYKU

KonTpossb 32 3¢ PeKTHBHOCTBHIO M 0€30ITACHOCTHIO JIeYeHUSA
HACJIeICTBEHHBIX HAPYIIEHUii AMUHOKHMCJIOTHOTO 00MEeHa

Kpurepuewm ouenku 3¢ dpekTuBHOCTH KoMIUIekcHOM Tepanun HBO sBastores:

— MOJIOKUTENIbHAS AUHAMUKA MMapaMeTpOB HYTPUTHUBHOIO CTATyCa, OCHOBHBIX
KIIMHUYECKUX TOoKa3aTeleld (CaMOYyBCTBUE JE€Tell, aJeKBAaTHOCTh IOBEICHUS,
yIAy4dllleHHe  [O03HABATENIbHOW  JEATEIbHOCTH,  KOHIIEHTpAallMM  BHUMAaHUA,
yCIIEBa€MOCTH, MOBBIIICHHE KOA(DPUIMEeHTa HEPBHOICUXUYECKOTO Pa3BUTHS JeTeil
(IQ) u T.1.), cocTosiHMS BHYTPEHHMX OpPraHOB U CHCTEM (HOpMaJld3alus
apTepuajibHOr0 M BHYTPUIJIA3HOTO [JABJICHUS, CHIDKEHHUE THUIEPKOaryJssiuu,
MOBBIILIEHWE UMMYHUTETA U T.11.);

— TOJIOKHUTEJIbHAS IMHAMHUKA aMUHOKHCIIOTHOTO CIIEKTPa KPOBU U MOYH.

buoxumMuyeckuM KpUTepHEM YIyYIIEHUS METa0OJMYECKUX IMPOLIECCOB U
aJIeKBaTHOCTH TEPAINUU CITYKaT:

-TIpU MUpo3Hemuuy - CHUIKEHHE YPOBHSI CBOOOJAHOIO0 TUPO3MHA B KPOBH (HOpMa
—55-120 pmons/n);

-TIpU 2OMOYUCMUHYPUU — OTCYTCTBHE B KPOBH T'OMOIMCTHUHA, HOpMaIU3alUs
collepKaHUsI METHOHMHA W LHUCTHMHA B KpoBH (Hopma —10-40 pmonw/n u 15-45
LMOJIB/JI COOTBETCTBEHHO);

-TIpU U308A1EPUAHOB0U AYUOYypUYU — CHU’)KEHHUE YPOBHS CBOOOIHOTO JIeHIIMHA B
kpoBu (HopMa — 50-160 pmonw/m), a TakKe CHM)KEHHME COJAEp>KaHUS B CHIBOPOTKE
KpOBU 3-TUJIPOKCUU30BaJiepHaHOBail KHUCIOTHl (HOpMa <2 MMOJdb Ha 1 MoOJb
KpeaTuHUHA) U n3oBaiepuiriuinuna (Hopma <0,1 MMonb Ha 1 MOJIb KpeaTUHUHA).

- MIpY METUJIMAJOHOBOW M NMPOMUOHOBON allMIEMUU — CHUKEHHE YPOBHEH B
KpOBU CBOOOJHBIX M30JieHIIuHa (HOopMa 25 — 105 uMow/n), MetuonruHa (Hopma 18 —
45 umomnb/im), Tpeonuna (Hopma 45 — 250 umonw/n), BamuHa (HopMma 65 — 250

84



UMOJIB/J); TOBBIIIEHUE YPOBHS CBOOOAHOro TriuuuHa Ao 115 — 290 pmons/mn);
OTCYTCTBHUE HKCKPELIMH METHJIMaJIoHaTa C MOYOM;
- IpU TIIyTapoOBOM alMAypUH — CHHXKEHHE YpPOBHEH B KPOBH CBOOOJHBIX

tpunTodana (Hopma - 15-65 pmonw/n) u nuszuHa (Hopma - 45-90uMoIb/i)
OTCYTCTBHE YKCKPEIIUHU TTyTaPOBOM KUCIOTHI C MOYOiA;
- Tpu «OOJIE3HN KIIEHOBOTO CHPOIA» — CHIDKEHHE YPOBHEH B KpOBHU

cBoOOMHBIX JeinuHa ( Hopma 50-185 umonw/n), uzoneinuna (Hopma 25 — 105
umouib/i1) u BanuHa ( HopMa - 130-318 uMob/i); MOBBIIIEHUE YPOBHS CBOOOJTHOTO
ananuHa 10 275-450 umMoIib/i1; OTCYTCTBHE B KPOBH aJIJIO-M30JICHITMHA.

KoHTpoabs 3a 3¢(HEeKTUBHOCTBIO JICUCHUS PEKOMEHAYETCS OCYIISCTBIATh HE
pexe 1 pasa B mecsil s neteit 10 3-x et u 1 pa3 B 3 Mecsna i 00JIbHBIX Oosiee
CTapIlero Bo3pacra.

Hapsimy ¢ ocMoTpoM  cHenHaiucToOB  (IeauaTpa-reHeTHKa, OKYJIHCTA,
HEBpOIATOJIOra,  IICHXOJIOra)  00S3aTelIbHO  MPOBEACHHE  OMOXMMHUYECKOTO
WCCJICIOBAHUS aMHHOKHMCIIOTHOTO CIICKTpa KPOBH M MOYH, PE3YJIBTaThl KOTOPOTO
MO3BOJSIT OOBEKTHMBHO OILCHHUTHh aJICKBATHOCTh pPa3pabOTaHHOTO JUETHYCKOTO
JICYCHHSI 1 CBOCBPEMEHHO MTPBECTH €r0 KOPPEKITHIO.

Co3aHre HOBBIX OTCUECTBCHHBIX CICIUATU3UPOBAHHBIX IPOJYKTOB Ha
OCHOBE CMeCH |-aMHWHOKHCIIOT, TpeIHa3HAYCHHBIX I OOJBHBIX C THPO3MHEMUEH,
TOMOITUCTUHYPHUEH,  HW30BAJICPHAHOBOW, METHJIMAJIOHOBOW W  MPOIHMOHOBOM
alUACMUSIMHA, TIyTapoOBOW amMIypHer, «OOJE3HBI0 KJICHOBOI'O CHPOIMA» |
TUCTHIMHEMHCH Pa3IUYHBIX BO3PACTHBIX TPYII, a TAaKKE BKIIOYCHHE B TUTAHUE
HOBBIX MaJIOOCIKOBBIX U 0€30€IKOBBIX MPOIYKTOB HA OCHOBE KpaxMajiOB MO3BOJISET
COBEPIIIEHCTBOBAThH JIUETOTEPAITHIO, TTIOBBICUTH SHEPIETHUYCCKYIO IIEHHOCTD JICUeOHOM
JTUETHI, Pa3HOOOPA3UTh PAITMOHBI U PACIIUPUTH ACCOPTUMEHT OJTFO/I.
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HPUJIOKEHUSA

[Tpunoxenue 1

XHUMHUYECKUM COCTaB HaTypaJbHBIX ITPOAYKTOB IIUTAHUA,

HCIIOJIB3YCMBIX B TUCTOTCPAIINN OOJIBHBIX

C HACJICJICTBEHHBIMH HapyIIeHUAMH oOMeHa aMuHokuciaoT (Hal00 r)

[IpoaykTsl benku, Kupsl, YrieBoasl, DHepreruyeckas
r r r IIEHHOCTh, KKaJI
Osouwu
baxmaxaHbl 1,2 0,1 5,1 24
3eJIeHBIN TOPOIIIEK 5,0 0,2 12,8 73
Kamycra 1,8 0,1 4,7 27
Kaprodens 2,0 0.4 16,3 80
JIyk pengatsii 1,4 - 9 41
MopkoBb 1,3 0,1 7.2 34
Orypiist 0,8 0,1 2,6 14
[lepen cnankuit 1,3 - 5.3 26
Pemuc 1,2 3,8 21 21
Canar 1,5 0,2 2,3 17
Csekia 1,5 0,1 9,1 42
Tomatsl 1,1 0,2 3.8 23
muaaT 2,9 0,3 2,0 22
Dpykmol, 51200061
ApOy3 0,7 0,2 8,8 38
AOpukoc 0.9 0,1 9,0 41
I'pyma 0,4 0,3 9,5 52
[Tepcuku 0.9 0,1 9,5 43
Slomokn 0.4 0.4 9.8 45
AnennCcuHb 0,9 0,2 18 40
Bunorpan 0,6 0,2 15 65
3eMIgHUKA 0.8 0.4 6.3 34
Coxu
Bunorpagusiit 0,5 - 14,5 59
TomaTHbIi 0.8 - 3,0 17
S1010YHBIN 0,5 - 10,3 42
Kpynwi
Pucosas 7,0 1,0 71,4 330
Kykypy3nas 7,9 1,2 71,6 337
OscsiHas 8,1 5.8 50,1 305
Monounvie npodykmol
Worypr 1,5 % 5,0 1,5 3,5 213
Kedup 3,2% 2,8 3,2 4,1 59
Cmusxu 10% 3 10 2,9 115
Cnusku 20% 2,8 20 32 206
Cmetana 30% 2.4 30 3,1 294
CBIBOpPOTKA TBOPOKHAS 0.8 0,2 3,5 20
Kpaxmancooepocawue manobenkosvie npooykmol
Caro HCKYCCTBEHHOE \ 0,8 \ 0,2 \ 86,5 \ 360
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MakaponHsie uznenus 6/6 1,0 0,6 85 360
Xneb 6/6 (momydabpuxar) 1,0 3,2 79,8 352
Cmech JUIS BBIIICUKU 1,9 1,0 90,5 417

«OnangpIexy

nyue 0e3mo10uHble MA100EIKOGble Kauiu

NPOMBIULTIEHHO20 RPOU3E00CMEA 01 Oemell ¢ 4-X MecaAUH020 o3pacma

Kama pucosas «Kpomrkay 5,0 0,5 85,5 366
Kama rpeuneBas 7,0 1,0 84,0 373
«Kpomika»

Kama kykypy3Has 5,0 1,0 11,3 369
«Kpomika»

Kykypy3a u puc c s6;10kom 5,0 2,1 83,9 375
«Kpomika»

Puc ¢ s6noxom 5,0 0.8 84,8 366
Puc ¢ abpukocom 5,0 0.8 84,6 366
Pucosas kamia 1,42 0,2 10,0 60,7
«buda-HaT»

Pucosas kamia ¢ ss610KamMu 1,42 0,2 10,0 60,7
«buda-HaT»

Kykypy3Hbliit kopHpiop ¢ 0 0,5 93 376
5 Mmecs1eB

«ba6u Cutrep»

Kykypy3Hbliit 0 0,5 93 376
KHCENb

«Pemenuna

Slomounas katia 6e3 1.4 0.4 91,6 376
MOJIOKA

*Ta0JIMI[a COCTABJIEHA HA OCHOBAHUU JTAHHBIX:

- chnpaBoyHUKa «XUMHUYECKUH COCTaB THUIIEBBIX MPOAYKTOB» TOJ PE.
N.M.Cxypuxuna, Mocksa 1987, Tom 1, 224 c.
- KaTtajora TMPOJIYKTOB TMPOMBIIUICHHOTO TIPOU3BOJACTBA IS TMHUTAHUS
3nopoBbIx aereit nox pea. K.C. Jlagono, T.2.bopoBuk, Mocksa 2003, 412 c.
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ITPUJIOXXEHUE 2
ConepxaHue HE3aMEHUMbIX aMUHOKUCIOT™
B HaTYpaJIbHBIX MpoaykTax nutaHus (mMr/100 r)**

ITpoxyKTsl | MeT | 3 | THD | LIHC | TpI | Jeit | uie | BaJl | Tpe | (pen
Osouwu
BbaknaskaHbl 11 56 54 7 12 80 61 71 47 60
3eneHbIi 30 230 100 29 36 230 140 160 150 250
TOPOIIIEK
Kamycra 22 61 25 20 10 64 50 58 45 90
Kaprodenn 26 135 90 23 28 128 86 122 97 100
JIyk 16 60 30 19 20 44 23 25 22 70
penyaTtbiii
MopkoBb 9 38 18 12 8 44 35 43 32 65
OrypIisl 6 26 21 7 5 30 21 27 21 40
Kabauox 6 26 21 7 8 30 21 27 21 40
[Tepern 19 70 - - 9 53 46 28 45 65
CITa KU
Penuc 11 41 18 11 14 52 39 55 35 60
Canar 37 100 37 - 14 71 53 75 70 75
Caeka 27 92 50 20 13 67 60 53 53 75
TomaTtsl 7 40 25 5 8 36 26 24 29 55
IInunat 34 156 93 23 39 200 106 133 42 145
Dpykmol, 520001, Oaxyesvle KyIbmypbl
ApOy3 6 64 12 2 7 18 20 10 28 35
AOpuKoc 4 23 10 8 9 23 14 19 16 45
['pyma 5 25 12 3 5 33 25 25 28 20
[Tepcuku 7 27 22 8 9 25 11 35 24 45
SI6moxu 3 18 6 5 3 19 13 12 11 20
ArnenbCUHBI 13 36 14 9 6 20 22 35 13 45
Bunorpan 10 13 10 15 2 12 5 17 50 30
3eMIIIHUKA 1 33 27 7 9 42 18 23 25 40
Coxu
Bunorpan- 7 9 7 7 1 9 3 12 33 25
HBIN
TomaTHbIH 7 42 25 5 9 42 29 28 33 40
S10mounbIi 2 14 5 4 2 14 10 8 8 20
Kpynui
Pucosas 130 260 290 100 100 620 330 420 240 350
Kyxypy3nas 200 300 350 170 60 1250 410 480 320 460
OBcsnas 140 420 410 240 170 780 500 580 350 550
Monounvle npodykmuol

ﬁorypT 112 390 242 42 72 450 300 323 216 225
Kedup 81 230 155 29 43 277 160 135 100 140
CnuBku 62 198 132 22 36 249 193 185 117 140
20%
CmMmerana 54 170 117 19 31 217 139 153 100 120
30%

>l<Ha?)BaHI/HI HE3aMCHUMbIX aMHUHOKHCIIOT B TaGHHHe COKpalI€Hbl: MET- MCTUOHUH, JIN3- JIU3UH, TUP-
TUPO3HH, IUC-IIMCTUH , TPI-TpUIITO(aH, JeH-TCHIINH, Wie- W30JICHIIMH, Bal-BajHMH, TPe- TPEOHUH, (eH-
(heHMITaIaHNH;

** Tabnuia cocTaBiieHa HAa OCHOBAHWMHU JIAHHBIX CIIPABOYHHKA «XWMHUYECKHH COCTAB IMHUINEBBIX
npoayktoBy nmox pea. M.M.Ckypuxuna, M.H.Bonrapesa Mocksa 1987, Tom 2.
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[MPUJIOXEHMUE 3

PexomenyeMbIii XUMUYECKUI cOCTaB 0€30€JIKOBOTO CYyXOro HaluTKa

WNurpeanenTs B 100 r cyxoro B 100 M
MIPOJTyKTa MIPOJTyKTa

DHepreruyeckasi IIEHHOCTh, KKaJl 475 57
Kup, r 21,0 2,5
B T.4.: IMHOJICBAs KUCJIOTA, T 3,41 0,41
Ol-JIMHOJIEHOBAS 0,35 0,042
KHCJIOTa, T

YrineBoasl, T 71,5 8,6
B T.d.: TJIIOKO3a, T 18,0 2,2
MaJIbTOACKCTPHH, T 53,5 6.4

MUHEPATIbHbIE BeUleCmBa:
KaJabLUHA, MI 625 75
dbocdop, mr 483 58
KaJu#, M 698 84
HATpU, MT 312 37
MarHui, Mr 140 17
M€EIb, MKT 333 40
Maprasel, MK 333 40
J)Kene30, MT 6.9 0,8
LIMHK, MT 4.4 0,5
XOp, MT' 600 72
WO, MKT 58 7,0
CEJICH, MKT 10 1,2
XpOM, MKT 6,7 0,8
MOJUOIEH, MKT 13,3 1,6
Bumamunwi:

A, MKT 560 67
E, mr 8,5 1,0
J, MKT 10 1,2
K, Mkr 29 3,5
Bi, Mkr 500 60
B;, MkT 900 108
Bs, Mr 3,2 0,38
B¢, MKT 650 78
PP, mr 7,8 0,9
Bce, Mkr 100 12,0
By, MkT 1,8 0,22
C, Mr 56 6,8
buoTtun, MKT 12 1.4
Wuosut, mMr 34 4,1
XOJIHH, M 69 8,3
Kapuutun, mr 15 1,8
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[MPUJIOXEHMUE 3

PCKOMCHHyeMBIﬁ XUMHYECKUM COCTaB CyXux HHU3KOOEJIKOBBIX CMECEH JJI1 BBIIICUYKH

xJie0a
HNurpenuenTst Xnebd Xne600ynoYHbIC Kongurepckue
W3 JICITHS W3 JICITHS
KoanuectBo B 100 r cyxoro npoaykra

benknu, T 1,0 1,0 1,0
Kup, r 3,2 6,4 10,4
VYrneBoanl T 79,8 76,6 72,6
DHepreruyeckas 352 368 388
IIEHHOCTh, KKaJl

deHmTananul, MT 50,0 50,0 50,0

XHUMHUUYECKUM COCTaB U OQHCPIETUYICCKAA ICHHOCTD NCXOOHOI'O ChIPbA
U TOTOBOM MOHOqHO-KanMaHBHOﬁ CMCCH AJIA BBITICYUKHU ((OJ]&I[BIHICK»,

HanmenoBanue KOMIIOHEHTOB
WurpenuenTst Kpaxmai IIOACBIPHAA 100 r cyxoro
KYKYPY3HBIit CBIBOPOTKA CcyXasi MIPOTYKT
benok, r 0,6 9,1 1.9
Kup, r 0,7 2,7 1,0
YriueBoasl, T 98.3 67,1 90,5
MuHepanbHbIC BEIIECTBA, T 0,2 0,74 0,43
Baaxuocts, % 13,0 3,0 10,5
DHepreTudecKas IEHHOCTh, KKaJ 384 518 417,5
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I[TPNJIOXXEHME 4
Crioco0b1 MMPUTOTOBJICHUA IIPOAYKTOB M3 HHU3KOOEIIKOBBIX KOHICHTPATOB
JJIA I[CTCfI C HACJICACTBCHHBIMHU HAPYIICHUAMUA oOMeHa
AMHWHOKHUCIIOT U OPTaHUYCCKHUX KUCIIOT

Cyxoil 6e30enK08blii HARUMOK C MOJIOYHBIM 8KYCOM
Jns npurotosnenuss 100 ma 6e30€IKOBOr0 HamUTKa ¢ MOJIOYHBIM BKYCOM
cyxoil mopomok (12r) pasogsat B 100 mn kunsuenoit Boawl. [Ipu stom 100 mn
rOTOBOI'O K yHOTpeOJieHHt0 HamuTka cojepxkut: 0 r Oenka, 2,5 r xwupa, 8,6 T
YIJIEBOJ0B, SHEPTETUUECKAs IIEHHOCTD - 57 KKaJl.

Cmecw Huszkobenkosasn cyxasn 014 6blneuKu xjaeoa

B uncryto nocyny BHocsaT nonydadpukat (500 r), nobasistor 320 M Terioi
BOJBI ( JUIsl pa3BeJCHUSI MOKHO MCIIOJIb30BAaTh OBOLIHBIE, PYKTOBBIE, ATOJITHBIE COKU
WIN UX KOMIIO3UIMH), BCE THIATENBHO MEPEMEIINBAIOT 10 MOJYUYEHUSI OJHOPOJIHON
Maccel. Pazgenuts Tecto Ha 5 wacteil, copmoBaTh XjIed pykaMu, CMOYEHHBIMHU
XOJOJHOM BOJOW, M BBUIOKUTH HAa NPOTUBEHb WIM B (OpMY, CMa3aHHYIO
pacTUTelbHBIM MacioM. Xiie0 Bbllekarb 55-60 munyT npu temmneparype 200-
220°C. T'otoBbIif XJ1€0 CMa3aTh PacCTUTENHHBIM MM CIMBOYHBIM MAacCJIOM, HAKpPBITH
canderkoil. Jate octeiTh. Yepe3 40-45 muHyT X1€6 rotoB K ynorpednenuto. s
pacdyeTa XMMHUYECKOIro cocTaBa panoHOB 0o0yibHbIX DKV paznuyHbIX BO3pacTHBIX
TPYIII MOYKHO TIOJIb30BaThCS CIACAYIOIIEH TaOIuIeH.

XUMHYECKHIT COCTaB TOTOBOI0 HU3KOOEIKOBOIO Xjieda

KonnuectBo KonunuectBo benku, Kupsr, YraeBopl, DHeproieH-
TOTOBOTO CyXoi cmecH, T r r r HOCTb, KKal
MPOJIYKTA, T
Husko6enkoBbIit x1e6
50 38,5 0,38 1,25 30,7 135,1
70 54 0,54 1,7 43,1 190
100 77 0,77 2,5 61,4 271
130 100 1,0 3,2 79,8 352
150 115,5 1,15 3,75 92,1 406,1
200 154 1,54 5,0 122,8 542
Hwuzkob6enkoBbIe x1e000yII0UHBIC HU3ICTHUS
30 25 0,25 1,6 19,2 92
50 42 0,42 2,7 32,2 155
100 83 0,83 5,3 63,6 305
120 100 1 6,4 76,6 368
Husko0enkoBbie KOHANTEPCKUE U3IEITHS

10 9 0,09 0,9 6,5 35
25 22,5 0,22 2,35 11,3 87,3
50 45 0,45 4,7 32,6 17,5
100 90 0,9 9,36 65,3 349
110 100 1 10,4 72,6 388
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JIsist mpuroToBiIeHUsT XJ1e000yIOYHBIX U3/IeNui (JIeTeneK, TapTaJeToK, OCHOB
JUISE TIMLUBI, MHUPOTOB) M KOHJIUTEPCKUX U3AENUA (TOPTOB, MEUYEHbS W T.II.)
UCIIOJIb3YeTCsl aHAJOTUYHAs pelenTypa, HO C MEHbBIIUM KOJIMYECTBOM BOJBI: JUIS
BBITNICUKU MYYHBIX u3aenuii 6epyt 250 ma temnoit Boasl Ha 500 r cyxoi cmecH, IS
MPUTOTOBJICHUS TeYeHbs - 175 M Boabl. Pa3HOOOpa3uTh BKYCOBYIO raMMy U3JIETUN
MOXXHO, €CJIK BMECTO BOJIbI J00AaBUTh B MOJy(paOpuKaT OBOILHBIE, (PYKTOBBIE,
ATOJHBIE COKM WM MX KOMIIO3UIMHU, KOJMUYECTBO JKUIKOCTH TMPU ITOM
COOTBETCTBYET peuentype. B kadecTBe HAUMHKHM MOTYT OBITh MCIOJIB30BaHbI
KapTodenb, MOPKOBb, CBEXas KalycTa W JApPyrue OBOIIM, JIJIsl CIAJAKUX MHUPOTOB -
JDKEMBbI, CBEKUE (DPYKTHI U ATOJIBI.

Peuenmbl HAUUHOK 01 nupozoe, éampyuleK, nuyu bl

Hauwnnka u3 kapTodens
300 r xkaprodens, 1 TronoBKa pemyaToro JykKa, 2 CTOJOBBIX JIOXKKH
pacTUTENLHOTO Maclia, COJib MO0 BKycy. O uIIeHHBIH KapTodenab, OTBApUTh,
pactepeTh Ha mmope. JIyK O4MCTUTH, U3MEJIbUNTh, TACCUPOBATh HA PACTUTEIHHOM
Maciie. B mope 7006aBUTh TOATOTOBIECHHBIN JTYK U TTOCOJIUTh.

HauynHka u3 MOpKOBH

250 r MOpkOBH, 1 CTOJNIOBas JIO)KKA paCTUTENBHOrO Macia, | yaliHas JI0XKKa
caxapa, COJlb.

OuMIlleHHYI0 MOPKOBb Hape3aTb KpPYMHBIMH KyOMKaMH, [OJIOKHUTh B
KaCTPIOJIIO, HAJIUTh BOJIBI TaK, YTOOBI OHA MOKPhIBAJIa MOPKOBb, HAKPHITH KPBIIIKON U
Baputh 30-35 MuHyT 10 pazmsardenus. CauTh Bo1y, MOPKOBb MEJIKO HapyOUTh WU
MPOIYCTUTh Yepe3 MICOpPYOKy, 3alpaBUTh PACTUTEIBHBIM MAaciioM, CaXxapoM, COJIb
100aBUTH IO BKYCY.

HaumnHka 13 cBeKell KalyCThl
400 r cBexel KamycThl, 2 CTOJOBBIX JIOKKM PAaCTUTEIBHOTO Macia, COjib I10
BKYCY.
OuucTUTh KamycTy, YIQIUTh KOYEPBDKKY. IIpOMBITH, HAIIMHKOBATH WJIU
nopyouth. OOKapuTh Ha CKOBOPOJIE C PACTUTEIBHBIM MACJIOM JIO MOJYTOTOBHOCTH.
Ox51aguTh U TTIOCOIUTb.

Hauunka u3 s16J10K JUIsl ClIaIKMX TUPOTrOB

250 1 070K, 2 CTOJIOBBIE JIOKKH CaXapHOTO IMecKa.

[IpoMBITH A0J0KH, OYUCTUTh UX OT KOXKYpPBI, pa3pe3aTh Ha 4 4acTH, YAAIUTh
CEMEHHYI0 KOpOOKY. 3alIUTh BOAOW U IOBECTH /10 Pa3MATrdeHus] Ha MEJIJIEHHOM OTHE.
JloGaBuTh caxap, 1eipy JUMOHA, afejJbCuHA, HA KOHYMKE HOXa KOpHUIlly. OXJIaIuTh.
BBI10KUTE HAa MPUTOTOBJIEHHOE TECTO W BbINEKaTh 35—40 MUHYT NpHU TemIepaType
ot 200 o 220 °C.
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Cmecv cyxaa HU3K00eNK08AA MONOUHO-KPAXMANbHAA O/  6bINEYKU
«Onaoviuexy

100 r cyxoro mpojaykra passectd B 250 mur Boabl mpu Temmeparype 40°C,
n00aBUTh Y4 yallHOM JIOKKHM coJid, 1 4allHYIO JIO)KKY CaxapHOTO IecKa, THIaTeIbHO
BBIMECUTh U BblAepkaTh 20 MuUHYT. Bpimexkarb B pacTUTEIBHOM Macje€ Ha
HEOOJIBIIIOM OTHE TIPH 3aKPbITON Kpbllike. M3 yKka3aHHOTO KOJMYeCcTBa BhIIIEKAETCA 5
HITYK OJaJui, BeCOM NMPUOIU3UTENBHO 50 T' KaXKIbIM.
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I[MPUJIOXEHME 5
KAPTOTEKA MAJIOBEJIKOBBIX BJIIO/J AJIA MEHIO BOJIBHBIX
C HACJIIEACTBEHHBIMU AMUHOALINJTONMATUAMMAN

CAJIATBI
Canar « 3q0poBbe» - 100 r

Cexue oBomu (OTYypIlbl, CHIPYIO MOPKOBb W SOJIOKM) Hape3aTh TOHKOMU
COJIOMKOM, JIUCThS cajiata pa3aenuTh Ha 3 — 4 yacTu Kaxaelii. Bce aTo mepememars,
100aBUTH JIMMOHHBIN COK, COJIb M 3alIPpaBUTh PacTUTEIbHBIM MaciioM. CBepxy cayiat
YKpacuTh MOMHIOpPaAMHU, Hape3aHHbIMU JoMmTukamu. Coxaepkanue B Mr Ha 100 T
rotoBoro o6oaa: peHunananuna-44,5, MeTHoHnHa-6,3, neiuna-19,95.

[IpoaykTsl bpyrro, r | Herro, benku, | Kup,r | Yrimesonsl, r DHeproueH-
r r HOCTb, KK

OrypIiisl CBeXHE 50 47 0,37 - 4,08 65,8
MopkoBb 10 8 0,1 - 0,69 2,72
S6noku 20 18 0,06 - 0,1 7,65
Camar 10 9 0,14 - 0,28 4,2
Maciio 4 4 - 3,96 - 35,6
pacTUTENIBHOE
Cox JIMMOHHBIN 2 2 0,01 - 0,14 0,4
[Tomuaopsl 20 19 0,2 - 0,95 5,8
Bceero 0,89 3,96 6,24 122,17

Canar u3 cinaakoro 3esaenoro nepua —100 r

[lepenr BBIMBITH, YAAIUTh CEPALEBUHY C CEMEHAaMM, M Hape3aTb TOHKHUMU
JIOMTHKaMH, COPBI3HYTh JIUMOHHBIM COKOM, IOCOJIUTb, 3alPaBUTh PACTUTEIbHBIM
MacJoM.

Copepxxanue B Mr Hal00 r roroBoro Omtona: penunasanuHa-59, METHOHUHA-
23, neinuHa-63,6

[TpomykThI bpytto, | Hetto, | Benku, | XKup, | YrieBoapl, | DHEpPromeH-HOCTS,
r r r r r KKaJI

[lepen cnankuit 120 90 1,17 - 6.0 234

JIMMOHHEBIH COK 3 3 0,01 - 0,09 0,7

Coub Ha KOHYHKE HOXKa

Maciio pacTutesbHOe 10 10 - 9,9 - 89,9

Bceero 1,18 9,9 6,09 114,0

Cagar u3 cbIpoil MOpPKOBH ¢ si0iokamu - 100 r

OuMIleHHYI0O MOPKOBb HAaTEpeTh Ha TepKe, sA0JOKM Hape3aTh COJIOMKOMW, BCE
CMEIIATh U MOCHIATh CAXapoM.
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Conepxanue B Mr Ha 100 r rotoBoro 6itoaa: ¢peHunananuaa-55,5, MeTnonnHa-15,
nevnuaa-47,8

[IpoaykTsl bpyrro, r | Herro, r | benku, r Kup, | Yraoesoasl, r | DHeproueH-
r HOCTb, KKaJI
MopkoBb 100 80 1,04 0,08 5,76 27,2
SA06noxu 20 18 0,07 0,07 1,76 8,1
Caxap 8 8 - - 7,98 30,3
Bcero 1,11 0,15 15,5 65,6

Casat oBOIIHOM C KOHCEPBUMPOBAHHON MOpPCKOil KamycToi — 100 r

benokouaHHyI0 KamycTy HAIIMHKOBAaTh, PACTEPETh C COJIbIO, CJIETKA OTXKATh.
[lepen HamMHKOBATH, JIYK MEJIKO Hape3aTh. KamycTy u nmeper CoeJuHUTh C MOPCKOM
KalyCcTOW, Hape3aHHBIM OTypPIIOM W TIOCHINAaTh 3€JEHbIO, MOCOJUTh, 3aMpPaBUTh
PacTUTEITbHBIM MACJIOM U CaXapoM.
Conepxanue B Mr Ha 100 r rotoBoro 6mtona: ¢penunanannna-88, metnonuna-11,15,
neitnuHa-30,62

[IpoxykThI bpyrro, r | Herro, r | benku, r | XKup, r | Yraesonsl, DHeproueH-
r HOCTb, KKaJl

Kamnycra 40 32 0,57 - 1,9 8,64
OeoKoYaHHas

Kamycra mopckas 50 50 0.8 - 4,45 42.0
Jlyk penyatsblit 10 8 0,11 - 0,8 3,28
MopKoBb 10 9 0,07 - 0,02 1,26
Tomar-mracra 5 5 0,18 - 0,67 3,25
Macio 5 5 - 4,99 - 44,9
pacTUTEIbHOE

Bcero 1,76 4,99 8,51 104,79

Canar u3 cBexkuX NoMuaopoB ¢ aykom — 100 r

[ToMu0psl ¥ YK Hape3aThb KPYKOUYKAMHU, IMOCOIUTH, J00aBUTh PACTUTEIIHHOE
MacJiO ¥ TIOCKINaTh pyOJIEHOM 3eTeHbIO.
Conepxanue B Mr Ha 100 r rotoBoro 6ioaa: ¢peHunanannna-62, metnonuna-11,
neitnuHa-47

[IpoaykTsl bpyrro, r | Herro, r | benku, | Xup,r | YrieBonsl, r DHeproueH-
r HOCTb, KKaJI

[ToMuops! 100 80 0,88 0,16 3,6 18,4

CBEKHE

JIyk 3enenbrit 25 20 0,26 - 0,7 3.8

Ykpon 5 4 0,1 - 0,32 1,24

Macio 5 5 - 4,99 - 44,9

pacTUTENBHOE

Bceero 1,24 5,15 4,62 68.34
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JIucths 3ejeHOoro canara pa3pe3atb Ha HCCKOJIBKO JacTeu.

Cauar no-utajabpsaucku 100 r

Hape3zatb

JIOMTUKAMU PEJIUC, 3€JICHBINA JIYK HAIIMHKOBaTh. [IeTpyIIKy M yKpom nepeMeniarh,
COPBI3HYTh JINMOHHBIM COKOM, TIOCOJIUTh U MOJUTh PACTUTEIBHBIM MaCIIOM.
Conepxanue B Mr Ha 100 r rotoBoro 6moaa: ¢penunananuna-19,5, metnonnna-23,8,

Jeimnuaa-72,8.

[IpoaykTsl bpyrro, | Herro, | benku, | Kup, | YraeBoasl, | DHEproueHHOCTb,
r r r r r KKaJl
Cajat 1uCcTOBOM 80 64 0.9 - 1,98 26,9
Penuc 20 16 0,19 - 0,73 3,36
JIyk 3enenbii 10 8 0,1 - 0,28 1,5
[Terpymika 5 4 0,1 - 0,3 1,96
(3eneHnp)
VYkpon 5 4 0,1 - 0,32 1,24
JIumon 1/10 . 3 - 0,01 0,1 1,3
Macio pacturtenbHOe 10 10 - 10 - 89,9
Bcero 0,39 | 10,01 3,71 126,6

Caaar «Becna» - 100 r

Cayat Hape3aTh Ha HEKpYINHbIC yacTu. Peauc m orypisl Hape3aTb TOHKUMU
3aMpaBUTh PaCTUTEIbLHBIM
MacJioM, TTIOCOJIUTh M MOCHITIATh MEJIKO HapE3aHHOM 3€JICHBIO.
Conepxanue B Mr Ha 100 r rotoBoro 6stoaa: ¢peHunananuaa-55,5, MeTnonnHa-15,

JJOMTHUKaMH. HYK HAalllMHKOBATh.

nevnuaa-47,8

OBomu cMmeniaTh,

[IpoaykTsl bpyrro, | Herro, | benku, r | XKup,r | YriueBoasl, | OHeproues-
r r r HOCTb, KKaJl
Cajat 3eJeHbIi 30 24 0,36 0,03 0,35 26,0
Penuc 35 28 0,34 0,03 1,06 5,9
OrypIiisl cBeXHE 30 27 0,21 0,05 0,62 4,6
JIyk 3emeH. 20 16 0,21 - 0,56 3,0
Ykpon 2 1,5 0,04 0,01 0,12 0,5
Macio 5 5 - 5,0 - 44,9
pacTUTENBHOE
Bcero 1,16 5,12 2,71 61,5
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Canar u3 cexux orypuos 100 r

Orypupl OYUCTUTH, HAPE3aTh TOHKUMU JOMTUKAMU, CAJATHBIC JIUCThSI MPOMBITH,
Hape3aTh, CMENIaTh C OTYPIIAMHU, IIOCOJIUTh U 3alIPABUTh PACTUTEIBHBIM MAaCJIOM.
Conepxanue B Mr Ha 100 r rotoBoro 6moaa: denunananuna-51,5, metnonnna-32,1,

nernuHa-33,5

[IpoaykTsl bpyrro, r | Herro, r | benku, r | ’Kup, | Yrinesonsl, DHeproueH-
r r HOCTb, KKaJl

Orypiist 60 54 0,43 0,05 1.4 7,6

Cajat 3eaeHbIi 50 40 0,6 0,08 0,92 6.8

Maciio 5 5 - 4,99 - 44,9

pacTUTENBHOE

Bcero 1,03 5,13 2,32 59,3

Cgekuia, TymenHas ¢ ssojoxkamu — 100 r

BapeHyro OYMIIEHHYIO CBEKJIYy M OYMLICHHBIE OT KOXHUILBI M CEpPALECBHHBI
A0JI0KH Hape3arT JOMTHUKAMM, MEPEMEIINBAIOT, 3aIPaBIAIOT MACIOM, T00aBISAIOT
JUMOHHBIN COK, caxap u Tymart 10-15 MunyT. 'oTOBOE 011010 MOCKINAIOT 3€JIEHBIO.

Conepxanue B Mr Ha 100 r rotoBoro 6stoaa: ¢peHunananuaa-57, metnonnna-23,9,

nennuaa-63,2

[IpoaykTsl bpytro, | Herro, | benkn, Kup, YrneBoasl, T DHeproueH-
r r r r HOCTb, KKaJl
Caexuia 85 68 1,0 - 6,8 28,6
60k 30 21 0,08 - 2,18 9,45
Macno pacTtur. 5 5 - 4,99 - 44,95
Caxap 2 2 - - 1,98 7,58
[leTpymika 2 2 0,06 - 0,09 1,0
CoK JUMOHHBIN 3 3 - - 0,75
Bceero 1,14 4,99 11,8 98,48

Canar u3 0esiokouaHHOM KamycThl - 100 ©

Kouan KalTyCTbl TOHKO HAIIMHKOBATBL, CJICTKA IIOCOJIMUTH U OTXKAThb, YTOOBI

Kalycra cTaja MSTKOW,

JIMMOHHBIN COK M caxap.
Conepxanue B Mr Ha 100 r rotoBoro 6oaa: ¢peHunanannia-82,5, MmeTnonnHa-19,5,

Jernuaa-58,3.

N00aBUTh TEPTYI0O MOPKOBb,

PaCcTUTCIIbHOC MaACIJIO,

[IpoaykTsl bpyrro, | Herro, | benku, | Xup, | Yriesousl, DHeprouex-
r r r r r HOCTb, KKaJ
Kanycra Genoxouyannas 100 80 1,44 0,08 4,8 21,6
MopkoBb 20 16 0,2 - 1,36 35,6
Caxap 2 2 - - 1,99 7,58
CoK JUMOHHBIN 1/10 2 0,01 - 0,14 0.4
Bcero 1,65 0,08 8,29 70,58

97



INEPBBIE BJINOJIA
ITropeoOpa3sHbie cynbl

Cynbl — mIOpe Ha OBOIIHOM OTBap€ TOTOBST M3 Pa3jIUYHBIX OBOIICH.
Bxoagmme B cocTaB CymoB — IMIOPE OBOIIM OYMINAIOT OT KOXYPBI, JIBAXKIbI
MIPOMBIBAIOT B MPOTOYHOM BOJIEC, MEIKO HApE3aloT, TyIIaT B HEOOJBIIOM KOJTHMYECTBE
OBOII[HOTO OTBapa B 3aKPBITOM MOCY/IE 10 TOTOBHOCTH, ITOCJIE YErO MPOTUPAIOT YEPE3
CUTO, COEJIUHSIOT C TOPAYUM OBOIIHBIM OTBAPOM U JIOBOJIST A0 KUTICHUA.

B roroBoe 01010 MOJIOKHUTHL MAci0O W IIOCHINAThH MEJIKO HAIIMHKOBAHHON
3€JICHBIO.

Cyn — mope u3 cOOpHbIX 0BOLIEH — Beretapuanckuii - 100 r

OBory, Hape3aHHbIE KyOMKaMH, OTBApUBAIOT B HEOOJIBIIOM KOJUYECTBE
MOJICOJICHHOU BOJIBI, TPOTUPAIOT BMECTE C OBOIIIHBIM OTBAPOM, JOBOJST /10 KUTICHUS.
B rotoBoe 611070 106aBUTh pACTUTEIILHOE MACJI0, COJIb 10 BKYCY.

Conepxanue B Mr Ha 100 r rotoBoro 6itoaa: ¢peHunanannaa-31, MeTnonnHa-9,65,
nennuna-47,6

[IpoaykTsl bpyrro, | Herro, | benkn, Kup, YrieBoasl, DHeproueH-
r r r r r HOCTb, KKaJl

Kaprodens 25 17 0,34 - 2,9 13,6

MopKOBb 15 12 0,15 - 1,0 4,0

Kabauku 30 22 0,13 - 1,14 5,9

Maciio 4 4 - 3,99 - 35,9

pacTUTENBHOE

OBonHOM OTBap 70 70

Bcero 0,62 3,99 5,04 59,4

TakuM e crnocoOoM roTOBSIT CYIBI-ITIOPE U3 APYTHX OBOILEH.
Cyn u3 ThIKBBI 1 MOPKOBH - 100 r

[ToaroTOBNIEHHYIO THIKBY MU MOPKOBb Hape3aroT KycoukaMu U BapsaT 20 — 15
MUHYT TIOJl KpPBIIMIKOM B HEOOJIBIIIOM KOJWYECTBE MOJCOJEHHONW Boabl. Crerka
00’kapuBarOT JyK, MOPKOBb, MOMHAOPHL. I[lomkapeHHBIE KOPEHBS OINMYCKalOT B
KacTpIOJNIO, JAIOT BCKUMNETh. B rotoBoe OO0 KIAAyT 3€lIeHb METPYLIKU WU
yKpoTma.

Conepxanue B Mr Ha 100 r roToBoro 6irona: ¢heHuanaHuna-35, MeTHOHHUHA-
7,45, neinmHa-26,1
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[IpoaykTsl bpyrro, Herro, benku, Kup, | Yraesonsl, DHeprouex-
r r r r r HOCTb, KKaJ
TrikBa 40 28 0,28 - 1,12 7,0
MopkoBb 20 16 0,2 - 1,3 5.4
JIyk penuaterit 5 4 0,05 - 0,04 1,64
[Tomupopsl 5 5 0,05 - 0,01 1,15
Ykpon 4 4 0,1 - 0,3 1,55
Maciio ca. 4 4 0,02 3.3 - 29.9
Bcero 0,7 33 2,77 16,74

Paccoapauk — 100 r

Conenble orypiibl Hape3aTh HEOOIBITMMU KyCOUYKaMH, BApUTh OTAEIBHO OKOJIO
30 muHyT. B KuMAmyo BoAy B ONpPEACICHHON IOCIEIOBATEILHOCTH T00aBISATH
MPOAYKTHI: TTACCEPOBAHHBIM JIYK, MOPKOBb, 3aT€M Hape3aHHBIM KapTodelb, Kpymy
caro, CHOBa JIOBECTH JI0 KWUIICHUS W B MOCIETHIO OYepe/lb IMOJOXKHUTh OTYPIIbI,
JaBpOBBIN JUCT. B TOTOBBINM paccoNbHUK 100aBUTH cMeTaHy. Cojep)kaHue B MI' Ha
100 r roToBoro Omtona: peHunananuHa-53, metTuonunHa- 13,38, nerinuna-55,32

[IpoaykTsl bpyrro, | Herro, | benkn, Kup, YrieBoasl, DHeprouex-
r r r r r HOCTb, KKaJ

Orypiist 20 19 0,1 - 0,64 2,66
COJICHBIC
Kaprodens 30 21 0,42 - 3,63 16,8
MopkoBb 8 7 0,09 - 0,58 2,3
Jlyk 8 6 0,08 - 0,6 2.4
Kpyma caro 6 6 0,05 - 5.2 21,6
Cmerana 5 5 0,14 1,0 0,2 10,0
[Terpymika 5 5 0,18 - 0,47 2,45
Bcero 1,06 1,0 11,32 29,77

n u3 kBamenou kanycrbl — 100 r

KBamienyto kamycTty HpOMBITh, OTXkaTh, MOJOXKUTh B KAaCTPIOJIO, NOOABUTH
HEMHOTO BOJIbI, 3aKpPbITh KPBIIKON U TymuTh 1,5 — 2 4vaca. 3a 10 — 15 muHyT 10
OKOHYAHHUS TYIICHUS KalyCThl K HEW J0OAaBUTH MMacCEPOBAHHbBIE KOPEHbBS, OBOLIHOMN
oTBap, coib U BapAr eme 5 — 10 muHyT. B rorosoe Om0q0 KiaayT cMETaHy M
pyOJIEHY1O 3€JIEHb.

Conepxanue B Mr Ha 100 1 roroBoro Omrona:

MeTHOHHMHa-13,2, neinuaa-58,6.

dbenunananuna-64,5,

[IpoaykTsl bpyrro, | Herro, | benkn, Kup, VYrieBoasl DHeprouex-
r r r r r HOCTb, KKaJI
Kamycra 40 26 0,47 - 1,09 4,94
KBalleHas
MopkoBb 8 6 0,09 - 0,58 2,3
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JIyk pemuaterit 5 4 0,05 - 0,39 1,64
Kaprodens 20 14 0,3 - 2,7 12,8
Tomart — mrope 3 3 0,1 - 0,37 1.9
OBonHO#M OTBap 70 70 - - - -
Cwmerana 5 5 0,14 1,0 1,85 10,3
3eNeHb NeTPYIIKU 5 5 0,14 - 0,47 2,45
Maciio 5 5 - 4,99 - 44,9
pacTHTEIHLHOE

Bcero 1,29 5,99 7,45 81,23

Cyn Bepmuesiesbiii — 100 r

Bepmuiiens oTBapuTh B KUIAIICH MOJACOJIECHHOW BOJAE B T€UCHUE 3—5 MUHYT,
n00aBUTH TOMKApEHHBIE KOPEHBbsI (JIyK, MOPKOBbB), JOBECTU N0 KurmeHus. ['oToBoe
011010 MOCKITIATh 3€JICHBIO.

Conepxanue B Mr Ha 100 r rotoBoro 6ioa: ¢peHunananuaa-24, MeTHoHnHa-3,8,
nerinuaa-10,48

[IpoaykTsl bpyrro, | Herro, benku, Kup, VYrieBoasl DHeproueH-
r r r r r HOCTb, KKaJl
Bepmumiens 15 15 0,15 - 0,09 13,05
JIyk 10 8 0,11 - 0,78 3,28
MopKoBb 10 8 0,1 - 0,67 2,72
Maciio cauBo4YHOE 4 4 0,02 33 - 26,4
Ykpon 5 4 0,1 - 0,3 1,0
Bceero 0,48 33 1,84 46,45

Bopum Bererapuanckuii — 100 r

HamuyHKoBaHHYIO CBEKIY TOJIOXKUTh B KAaCTPIOIO, J00aBUTH HEMHOIO
TOMATHOT'O COKa WJIM JUMOHHYIO KHCIIOTY, BJIUTH TOPSYYyH0 BOAY, TymuTh 20-25
MHUHYT Ha MEJJICHHOM OTHE, MepUoauyYecku mnepememuBaTh. Kamycty, kaprodenb
BapuTh B TeueHue 15-20 MuHYT, H00aBUThH clerka oOKapeHHbIE JIYK, MOPKOBb,
MOMUJIOPHl U KOPEHBS, 3aT€M CBEKJIY, JIOBECTH A0 KurmeHus. B roroBoe Oir010
100aBUTH 3€JICHb IETPYILKH WU YKPOIa, CMETaHy.

Conepxanue B Mr Ha 100 r rotoBoro 6ioaa: ¢penunanannna-64,5, metnonuHa-18,6,
neinuaa-99,8.

[IpoaykTsl bpyrro, | Herro, benku, Kup, VYrieBoasl DHeproueH-

r r r r r HOCTb, KKl
Caekita 20 16 0,24 - 1,6 6,7
Kaprodens 20 14 0,28 - 2,42 11,2
MopkoBb 8 6 0,09 - 0,58 2,3
JIyk penuaterit 8 6 0,06 - 0,6 2.4
[TomuopsI 10 10 0,1 - 0,46 2,3
TomaTHBIHA COK 10 10 0,1 - 0,37 1.9
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[Terpymka 5 5 0,14 - 0,47 2,45
Kanycra 10 8 0,14 - 0,45 2,16
Macio 5 5 - 4,99 - 44,9
pacTUTENHHOE

CMeTana 5 5 0,14 1,0 0,2 2,45
Bcero 1,29 5,99 7,15 86,6

Cyn — mope u3 kada4ukosB ¢ nporeptbiM caro - 100 r.

Kabaukun Hapes3aloT KycoukamH, BapsAT TOJ KpPBIIMIKOM B HEOOJBIIOM
KOJIMYECTBE MOJCOJICHHOW Bojbl. Caro pa3BapuBaioT 0 TOTOBHOCTH, MPOTHUPAIOT
BMECTE C Kab0aykaMu M >KMJIKOCTHIO, B KOTOPOW BapuiauCh KabOadyKku, XOPOIIO
BBIMEIIIUBAIOT, COJIAT, JOBOMST 10 KUIEeHUs. ['0TOBOE OJI10/10 3aIpaBiIstOT MacIOM.
Conepxanue B Mr Ha 100 r rotoBoro 6moaa: ¢peHunananuna-14,5, metnonnna-2,0,
neinuHa-13,5.

[IpoaykTsl bpyrro, | Herro, benku, Kup, YrieBoasl, DHeprouex-

r r r r r HOCTb, KKaJl
Kabauku 45 33 0,19 0,09 1,6 7,6
Caro 10 10 0,08 0,02 8,65 36,0
Maciio cauBo4HOE 4 4 0,02 3.3 - 29.9
Bcero 0,29 3,41 10,25 73,5

CBeKoJIbHUK X0a0aHbIid — 100 1

CBexkily HaTepeTh Ha TEpKE, 3aJUTh KHUIIATKOM, IOCTaBUTh BapuTh Ha 30-40
MUHYT, 100aBUTH caxap, COJib, YKCyC. B TOTOBBII CBEKOJIBHUK MOJOXHUTH CBEXKHE,
MEJIKO Hape3aHHbIe, OTypIbl, 3€JICHbIA JYK, YKpoll. CBEKOJBHUK OXJIaIUTh. B
rOTOBOE OJIF0JI0 MOJIOKUTh CMETaHY.

Conepxanue B Mr Ha 100 r roroBoro Omtoa: ¢heHunananuna-38,5,
MetuoHuHa-13,47, neiinunaa-39,05

[IpoaykTsl bpyrro, | Herro, | benku, | XKup, YreBoasl, DHeprouex-
r r r r r HOCTb, KKaJI

Caexuia 35 28 0,42 - 2,8 11,17
Orypiist 20 18 0,14 - 0,59 2,52
Caexue
JIyk 3enenbiit 5 4 0,05 - 0,17 1,32
VYkpon 5 4 0,1 - 0,3 1,0
Caxap 3 3 - - 2,97 11,37
CMeTana 5 5 0,14 1,0 0,2 2,45
Ykcyc 3 3 - - - -
Bcero 0,77 1,0 6,76 29,83
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u cBexme Bererapuanckue — 100 r

B xunsmuii oBOITHON OTBap MOJIOKUTh Hape3aHHBIE KAMyCTy U KapTodenb,
n00aBUTh MPEABAPUTEIBLHO MOKAPEHHBIE KOPEHBS. 3a 5 MUHYT JO OKOHYAHUS
BapKH B IIH TOJOXKHUTH JIAaBPOBBIN JIUCT U COJIb. B roToBoe 01110710 100aBUTH 3€JI€HD
MEeTPYIIKU UIN YKPOTa, CMETaHy.

Conepxanue B Mr Ha 100 r© roroBoro Omtona: ¢eHunaranuHa-65,5,
MetuoHuHa-17,05, neinuna-59,8.

[IpoaykTsl bpyrro, | Herro, benku, AKup, | VYrmeBonusl, DHeprouex-
r r r r r HOCTb, KKaJ

Kamycra cBexxas 30 24 0,5 - 1,2 7,56
Kaprodens 20 14 0,3 - 2,7 12,8
MopkoBb 10 8 0,1 - 0,67 2,72
Jlyk 5 4 0,05 - 0,39 1,64
Tomar — macra 3 3 0,1 - 0,37 1.9
Ykpon 5 4 0,12 - 0,24 1,3
Macio 5 5 - 4,99 - 44,9
pacTUTEIHHOE
Cwmerana 5 5 0,14 1,0 1,85 10,3
Bcero 1,31 5,99 7,42 72,82

Cyn oBomiHoi Bererapuanckuii — 100 r

OBou Hapes3aTh COJIOMKOM, ONYCTUTh B OBOIIHOW oTBap Ha 10-15 mMunyT.
[lomxapuTh TyK U MOPKOBB. Jl00aBUTH TOMAT-MACTY, 3aTEM IMOIKapEHHbIE KOPEHBS,
Jal0T 3aKuneTb 5-6 MuHYT. B TOTOBBIM cynm [100aBUTH CMETaHy W MEIKO
HapyOJIEHHYIO 3€JICHb.

Conepxanue B Mr Ha 100 r rotoBoro Omrona: ¢heHmIanannHa-61, MeTHoHWHA-
15,5, neinmua-63,95

[IpoaykTsl bpyrro, Herro, benku, | Kup, | Yrmesonusl, DHeprouex-
r r r r r HOCTb, KKaJ

Kanycra cBexas 25 20 0,36 - 1,14 5.4
Kaprodens 20 14 0,3 - 2,7 12,8
MopkoBb 10 8 0,1 - 0,67 2,72
Jlyk 8 6 0,08 - 0,6 2.4
Tomat — macra 3 3 0,1 - 0,37 1.9
[Terpymika 5 4 0,14 - 0,47 2,45
Macio 5 5 - 4,99 - 44,9
pacTUTENHHOE
CMeTana 5 5 0,14 1,0 0,2 2,45
Bcero 1,22 5,99 6,15 75,02
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BTOPBIE BJIIOJA

Oaanpu n3 ka6aukoB — 100 r

Kabaukyu ouuCTUTH, yIamuTh CEpAIEBUHY, MPOMYCTUTh 4Yepe3 MICOpPYOKY,
MEePEJIOKUTh Ha CUTO, JIaTh CTEYb KUIAKOCTH, 100aBUTh HAOyXaroIui Kpaxma, CoJib
1o BKycCy, nepememniarsb. OcraButh Ha 10-15 mun. )KapuTh Ha CKOBOPOJAE B KUIISIIEM
MacJe, BBIKJIAJAbIBATh MACCY JIOKKON B BUJE OJIAIUH.

Conepxanue B Mr Ha 100 r rotoBoro 6sroaa: ¢deHunananuna-33,5,
METHOHUHA-9,6, neiiuaa-48.

[IpoaykTsl bpyrro, Herro, benku, | XKup, VYrieBoasl DHeprouex-
r r r r r HOCTb, KKaJl
Kabauku 160 104 0,62 - 5,4 23,92
Maciio 6 6 - 5,99 - 53,94
pacTUTENBHOE
Kpaxman 5 5 0,054 - 0,03 11,1
Ha0yXaromui
Bceero 0,67 5,99 5,43 88,96

MopxosHoe mope — 100 r

MopkoBb Hape3aTh KYCOUKaMH, 3aJIUTh KUIISITKOM U TYIIUTh MOJI KPBIIIKOMN 10
TOTOBHOCTH. 3aTe€M MPOTEPETh YEepe3 CUTO, MEPEJOXKHUTh B KACTPIOJIIO, J00ABUTH
COJIb U JIOBECTH JI0 KuTeHUs. B roToBoe miope mosnoxxuth macio.Cojaep:kaHue B Mr
Ha 100 r roroBoro Omtona: Gpenunananuna-65, metnonuna-14,8, neiiuna-55.

bpyrto, | Herrto, | benku, | Xup, VrieBo bl DHeproieH-
ITpotyKTHI r r r r r HOCTb, KKl
MOopKOBb 125 100 1,3 0,1 8,7 34,0
Macio 4 4 - 3,96 - 35,96
pacTHTEIHLHOE
Bceero 1,3 4,06 8,7 69,6

Kaprodeas mosonoii ¢ maciaom — 100 r

OuuieHHbIH MOJIOAOW KapTo(eab CBAPUTH B IMOACOJIECHHOW /10 TOTOBHOCTH.
Bony cauth, n00aBUTh B KapTo(enb CIMBOYHOE Macjiao M nepeMmemarsb. ['oToBoe
0JII0/10 TOCHINATh 3€leHbl0 ykpona u nerpymku.Conepxanue B mr Ha 100 r

rotroBoro ooaa: penunananuna-150, metnonuna-42,0, neinuna-207

[IpoaykTsl bpyrro, | Herro, | benku, | Xup, | VYrmesonusl, DHeprouex-
r r r r r HOCTb, KKaJl
Kaprodenp 160 100 2,0 0,4 17,3 80
Maciio cauBo4HOE 5 5 0,02 4,1 - 37.4
Ykpon 5 5 0,12 - 0,38 1,55
Bcero 2,32 4,5 17,68 118,9
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Kaprogenbnbie koriaersr — 100/40 r

BeiMbITBINE  KapTOdens cBapuTh B KOXype A0 ToToBHocTH. He paBas
KapTOo(EeIto OCTHITh, OUUCTUTh €T0, Pa3MsTh 10 OJTHOPOJHONU Macchl. B momxyueHHoe
MIOpe MOJOXKUTh HAOYXalolmUi Kpaxmal, TIIATEeJbHO IMepeMeliarh, chopMUpOBaTh
W3 HEro KOTJIETHI, a 3aTeM 00KapuTh ¢ 00eux cTopoH B Macie. CoaepkaHue B MI' Ha
100 r roToBoro 6mrona: penunananuHa-150, metrnonnna-42,0, neinuaa-207

[IpoaykTsl bpyrro, | Herro, benku, Kup, | Yrnesonsl, DHeproueH-
r r r r r HOCTb, KKaJl

Kaprodens 150 105 2,1 0,42 18,1 84,0

Macio pacr. 6 6 - 5,99 - 53,9

Kpaxman 5 5 0,5 - 4,26 16,45

Ha0yXaromuit

Orypen 50 40 0,4 - 1,65 7,0

Bceero 3,0 6,41 24,01 161,35

Kabaukmu xkapennbie — 100 r

KabGauku ouyucTUTH, Hape3aTh KPY>KOUKAMHM TOJIIMHOW mpuMepHo 1 cM.,
MOCOJIUTh, O0BAJISATh B KYKYpPY3HOM Kpaxmaie, 00KapuTh 10 00pa3oBaHUs PyMSHOU
kopouku. Coxpepxanue B mMr Ha 100 r roroBoro Omiopa: ¢denunananuHa-31,5,

MeTHOHHMHA-8, 1, meiunaa-40,5.

bpyrto, | Herro, | benku, | Xup, | YrueBonusl, DHeproieH-

ITpotyKTHI r r r r r HOCTb, KKl
KabGauku 135 101 0,61 0,1 5,4 26,26
Maco pactutensHOe 6 6 - 5,99 - 53,94
Kpaxwman nabyxaromuit 3 3 0,03 - 2,52 10,85
Bcero 0,64 6,09 7,92 91,05

IHaTtucconsl kapensie - 100 r

[laTHCCOHBI OYMCTUTBH, HApE3aTh JIOMTHKAMHU TOJIIMHONW | CM, IOCOJUTS,
OOBaJIATh B KYKYpY3HOM Kpaxmaie, O0XXapuTh, 3aJUTh TOMATHBIM COKOM U
MOCTaBUTh B AyxoBoi mikadp Ha 10-15 mun. 'oTOoBOE 01100 MOCHINIATH 3€JIEHBIO

METPYWIKK WU  YKpOIa.

Conepxxanue B MI  Ha

dbenmnanannia-38, MmeTnoHnHa-8,5, nernnHa-40,5.

100 r roroBoro OJrOjA:

[IpoaykTsl bpyrro, | Herro, | benku, | Xup, | YrmeBousl DHeprouex-
r r r r r HOCTb, KKaJl
Ilatuccousl 135 101 0,61 0,1 5.4 19,19
Maco pactutensHOe 6 6 - 5,99 - 53,94
Kpaxman Kykypy3Hblii 3 3 0,03 - 2,52 10,85
VYkpon 5 5 0,12 - 0,38 1,55
Bcero 0,76 6,09 8,3 85,53
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ITope u3 kadaukos — 100 r

KabGauku o4YMCTHTH, YOAIUTh CEpJLEBUHY, Hape3aTb KyCOYKaMM, BApUTh B
KUIISIIIIEH MOJICOJIEHHOM BOJIE 0 TOTOBHOCTH B 3aKPBITOM KacTprojie. 3aTeM pa3MsTh,
JIOBECTH JI0 KHIIEHUS, B TOTOBOE 01100 106aBuTh Macio.Conep:xanue B Mr Ha 100 r
rotoBoro 6moaa: penunananana-30, metnonnna-9,0, nenuna-45.

bpyrro, Herro, benku, | Xup, | YroeBonasl | DHeproueH-

[TpoayKThI r r r r r HOCTb, KKaJ
Kabauknu 150 98 0,58 0,2 5,1 22,5
Maco pactutenbHoe 4 4 0,02 3,28 - 26,4
Bceero 0,6 3,48 5,1 48.9

MopkoBb TymieHHasn ¢ s0aokamu — 100 r

MOpKOBB, Hape3aTb JIOMTHKaMH, IIOJIOKUTb B KaCTPIOJIXO, I[O6aBI/ITB 2-3
CTOJIOBBIC JIOKKH I‘Opﬂ‘lCﬁ BOJbI, CaXxap, COJIb, MAaCJIO U TYIIHUTH B SaKpBITOfI nocyne.

MOpKOBB pPasMATh, I[O6aBI/IT]':: HapPC3aHHLBIC SI0J10KU H, IOMCIIUBAsA, IPOKUIIATUTD.

Conepsxanne B Mmr Ha 100 T roToBOTO OMton1a: penmnanannna-69,5, metnonunna-12,5, neimuna-6,5.

Bbpyrro, Hertro, benku, | XKup, | YroeBousl | DHeproueH-
[TpoyKTHI r r r r , HOCTb, KKl
r
MOpKOBB 130 104 1,31 0,1 9,09 37,4
SI6noku 20 17 0,06 - 10,1 7,65
Maciio cauBo4YHOE 4 4 0,02 3,28 - 29.9
Caxap 3 3 - - 2,97 11,37
Counb Ha xonuuke HOXKa
Bcero | 1,39 | 338 | 22,11 86,32

HapesaHHLIe OBOIIH ITIOJIOKUTH B KACTPIOJIIO, 3aJINTh KHUIIITKOM W BAPUTH 0
IFOTOBHOCTH, 3aTCM IIPOTCPCTH YCPC3 CUTO B ATOM XKe BOJAC, IPOKUIIATUTDH 1-2

OBomuoe mwope — 100 r

MUHYTHI, 100aBUTh COJIb U MAcJIO.
Conepsxanne B Mr Ha 100 T roToBoro 6mtona: penwmnananuna-100, metnonnna-15,2, neiuna-

143,2.
Bbpyrro, Herro, | benku, | XKup, | Yraesonusl, DHeproieH-

[TpotyKTHI r r r r r HOCTb, KKl
Kaprodens 80 56 1,1 0,2 9.6 44,8
Kamycra 50 40 0,72 0,04 2.28 12,0
MOpKOBB 15 12 0,15 0,01 1,04 4,08
Maco pactutensHOe 4 4 - 3,96 - 35,6
Jlyk 5 3,2 0,03 - 0,01 1,3
Coub Ha xonuuke HOXKa
Bcero | | 2,0 4,21 12,93 97,8




Kanycra tymenas - 100 r

KanycTy, HalllMHKOBATh, MOJOXKUTH B KACTPIOIIO, T00ABUTH HEMHOTO TOpsiueid BOJIbI,
JIABPOBBIN JIUCT, COJIb U TYIUTh 20 MUHYT. 3aTeM 100aBUTh MOXKAPESHHBIN JIYK,
MOPKOBb, TOMAT- MACTYy, IEpEMEIIaTh U MIPOKUIISTUTD.

Conepxanue B Mr Ha 100 r roroBoro 6mona: ¢penunananaaa-100, metnonuna-25,6,
Jeiinuaa-78,6.

bpyrto, | Herro, | benku, | Xup, VrieBo bl DHeproieH-

ITpotyKTHI r r r r r HOCTb, KKl
Kamycra cBexas 100 80 1,44 0,08 4,8 25,7
MopkoBb 20 16 0,2 - 1,36 6,2
Macno pacTtur. 5 5 - 4,99 - 44,9
JIyk pemuatsrit 10 8 0,1 - 0.8 3,6
TomartHast macra 4 4 0,18 - 0,72 3,6
JlaBpoBBIl IHCT I wr. I wr. - - - -
Bcero 1,92 5,07 7,68 84

Kama u3 6e30enkoBoi kpynku 10% — 100 r

B kunsmiyro BOJIy MEIJIEHHO BChINaTh O€30€1IKOBYIO KPYIIKY, MOCTOSTHHO
MOMEIINBasi, HE JOMycKas 00pa30BaHUSI KOMOYKOB, BapuTh 10-15 MuHyT, 106aBUTH
COJIb, caxap, 3aTeéM JOBECTHU 1O FOTOBHOCTH Ha BOASHOM OaHe. B roroByro kamry
100aBUTh CIMBOYHOE MACJIO.

bpyrto, | Herro, | benku, Kup, VrieBo bl DHeproieH-

ITpotyKTHI r r r r r HOCTb, KKl
Kpymka 10 10 0,1 0,06 8,41 37,6
0e30enkoBas
Caxap 5 5 - - 4,99 18,95
Maciio cauBo4YHOE 4 4 0,02 3.3 - 26,4
Coup - - - - - -
Bonma 100
Bcero 0,12 3,36 13,40 82,95

Bepmumess 0e3denkoBas — 100 r

BepMmumens 06e30e1K0Byl0 CBapuTh B OOJNBIIOM KOJMYECTBE KHIISIIEH
MOJICOJICHHOW BOJIbI B T€YeHUE 5-6 MUHYT, OocTaBUTh Ha 10 MUHYT /Ui HaOyxaHus,
OTKMHYTh Ha CUTO, 100aBUTh CIMBOYHOE MACJ0, XOPOIIO MepEMEIIaTh.

bpyrro, | Herro, benkn, Kup, | YrneBoasl DHeproieH-
[TpotyKTHI r r r r r HOCTb, KKl
Bepmumens 40 40 0.4 0,02 34,5 143,2
0e30enkoBas
Maciio cauBo4YHOE 4 4 0,02 3.3 - 29.9
Bcero 0,42 3,32 34,5 173,1
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Kama pucoBasi Ha Boge ¢ ThikBOM — 100 1

[loAroTOBIEHHYIO THIKBY Hape3aroT KyCOUKamH (UJU TPYT Ha TEpKE) U BapsT
20 — 15 MUHYT MOJ KPBIIIKOW B HEOOJBIIIOM KOJIMYECTBE IMOJCOJICHHON BOjbLI. B
KHUIISIITYIO0 BOJY MEJJIEHHO BCHINIAIOT PUCOBYIO KPYILY, TIOCTOSIHHO ITOMEILINBAs, BapsT
10-15 MunyT, 100aBISAIOT caxap, 3aTeM JOBOJAT /10 TOTOBHOCTH Ha BOAsiHOM Oane. B
rOTOBYIO Kallly 100aBIsIOT CIMBOYHOE MAcCJO.

Conepxanue B Mr Ha 100 r rotoBoro Omtona: dheHmIananHHa-39, MeTnoHWHA-
18, nenuna-78.

bpyrro, Hertro, benkn, Kup, Vrinesoasl DHeproieH-

[TpoaykThI r r r r r HOCTb, KKaJ
Kpyna pucoas 16 10 1,12 0,04 10,0 42,7
Caxap 3 3 - - 3,33 12,6
Maciio 3 3 0,01 2,2 - 17,6
CIUBOYHOE
TrikBa 40 28 0,28 - 1,12 7,0
Coub - - - - - -
Bonma 100 - - - - -
Bcero 1,41 2,24 14,45 80,0

JECEPTBI

Kucenb KI1lOKBeHHBI WJIH cMOPOAUHOBBINA — 100 r

Aronbl pa3MmaTh, 100aBUTH 1/2 cTakaHa KUIISTYEHOM XOJIOJHOM BOJBI,
MPOTEPETH Uepe3 CUTO. BBDKUMKHU OT SIroJ 3aJIUTh | CTakaHOM BO/JIbI, TOCTABUTH HA
OTOHb U KHUIIATHTH B TEUEHHE 5 MHHYT, MOCIE Yero MpoUeIuTh, T00aBUThH caxap,
BCKUISITUTh, BJIUTHh PAa3BEACHHBIA KYKYPY3HBIM KpaxMal M, pa3MeElInBas, AaTh
3aKHUMETh. B TOTOBBIN KUCEb BIUTH OTXKATHIM COK U XOPOILIO Pa3MEIIaTh.

bpyrro, | Herro, benkn, Kup, Vrinesoasl DHeproieH-
[TpoaykThl r r r r r HOCTb, KKaJ
KirokBa 20 20 0,1 - 1,78 5,2
Caxap 10 10 - - 9,98 37,9
Kpaxman 5 5 0,05 - 4,25 16,45
KYKYpPY3HBII
Bcero 0,15 - 16,01 59,55

KommnoTt u3 cBexux 1010k - 100

OuniieHHbIE 010KHU pa3pe3aTh Ha 6-8 yacTell U yAaJIUTh U3 HUX CEPALICBUHY.
B kumsmyro BOJy TMOJIOXKUTh Hape3aHHble s0JOKM, 100aBUTh caxap H IpHU
MeJJICHHOM KureHuu BapuTh 10-15 MHHYT (B 3aBUCUMOCTH OT copTa sI0JIOK) /10
IIOJIHOTO PAa3MATYEHHUS.
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bpyrro, Hertro, benkn, Kup, VrineBoasl DHeproieH-
[TpoaykThl r r r r r HOCTb, KKaJ
S6nmoku 30 26 0,1 0,1 2,91 11,7
Caxap 10 10 - - 9,98 37,9
Bona 120
Bceero 0,1 0,1 12,89 49,6
ITrope u3 sa0a0K — 100 1
Ouurniennbie  g0JI0KM  Hape3aTh, COPBI3HYTh BOJOW, NPUINYCTUTH IO

TOTOBHOCTH, MPOTEPETH, MOJIOKUTH caxap, B3OUTh U OXJIAUTh.

bpyrro, | Herro, benkn, Kup, Vrinesoasl DHeproieH-
[TpoaykThl r r r r r HOCTb, KKaJ
S6noxu 150 105 0,42 0,42 10,2 472
Caxap 10 10 - - 9,98 37,9
Bceero 0,42 0,42 20,18 95,1

Kommnor u3 cBexnx ppykros — 100 r

3pensie GpYKTHl HApe3aTh, 3AJIUTh KUISLIEH BOJOM, 100aBUTh caxap U BapUTh
10-15 munyt. [dns apomara MOKHO JOOAaBUTH OTBAap JIMMOHA WX anelibcuHa. CIuBy
MIOJIOKUTH B TOTOBBIM TOPSAYNA KOMIIOT.

BpytTo, Hetro, | benku, Kup, VrieBo bl DHeproieH-
[TpotyKTHI r r r r r HOCTb, KKl
SI6noku 15 13 0,05 0,05 1,3 5,9
['pymum 15 14 0,05 0,04 1,4 6,0
CnuBsl 15 13 0,1 - 1,31 5,6
Caxap 10 10 - - 9,98 37,9
Bona 120
Bcero 0,2 0,09 14,0 55,4

Mopc u3 opycauxku — 100 r

OTxaThb COK M3 OpYCHUKM M IOCTaBUTh B MpoXjagHoe MecTo. OTKHUMBI
MPOKUISTUTH C BOJOM, MOCJE Yero HacTOM MpoueauTh U J00aBUTh B HETO caxap U
CBIPOI OpYCHHUYHBIH COK.

bpyrto, | Herro, | benku, Kup, VrieBopl, DHeproieH-
[TpotyKTHI r r r r r HOCTb, KKl
Bbpychuka 20 20 0,14 - 2,1 8,6
Caxap 10 10 - - 9,98 37,9
Bona 120
Bcero 0,14 - 12,08 44,7
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Kypary cBaputrs 10

Mycc u3 kyparu — 100 r

KUJIKOCThIO, J00aBUTH caxap,

TOTOBHOCTH,
JUMOHHYIO KHCIIOTY,
THIATEIHLHO B3OUTH O OJJHOPOTHON MAaCCHI.

HU3MCJIIBYUTL MHKCCPOM BMCCTC C

HaOyxarouui Kpaxmail,

bpyrro, | Herro, benkn, Kup, Vrinesoasl DHeproieH-

[TpotyKTHI r r r r r HOCTb, KKaJ
Kypara 15 15 0,78 - 18,13 170,7
Caxap 10 - - - 9,98 37,9
JInmMoHHas 10 5 0,06 - 0,15 12,5
KHCJI0Ta
Kpaxman 15 15 0,15 0,09 12,8 49,35
Ha0yXaromuit
Bcero 0,99 0,09 41,06 270,45

Komnor u3 cyxux ¢ppykros — 100 r

Cymenble pyKThl IPOMBITH 2 — 3 pa3a B TEIUIOW BOjJE, OTOOpaTh SIOJIOKU U
IPYyIIN, TIOJOKUTh B KACTPIOJIIO, 3AJIUTh TOPsSYEH BOJOM U MPU MENJIEHHOM KUIICHUU
BapuTh 25 — 30 MunyT. Ilocne 3TOro B KacTproiio MOJ0KUTh OCTANIbHBIE PPYKTHI U
Aro/ibl, J0OABUTH caxap W MPOJ0JKATh BapuTh enie 40 MUHYT.

[IpoaykTsl bpyrro, | Herro, | benkn, Kup, VYrieBoasl DHeprouex-
r r r r r HOCTb, KKaJI

Cyxue ¢pykrsr | 10 10 0,22 4,8 19,9

Caxap 10 10 - 9,98 37,9

Bogna 120

Bcero 0,22 14,78 57,8

OTBap NIMNIOBHUKA

CymeHnple MIOABI IIWIIOBHUKA MPOMBITh, OIIYCTUTh B KHUISILIYIO BOAY H
MIPOKUIIATUTD NOJ KPBILIKOW 5-7 MUHYT. HacTosTh B IpOXIJIAHOM MECTE HECKOJIBKO
4acoB, 100aBUTH caxap.

[IpoaykTsl bpyrro, | Herro, | benkn, Kup VYrieBoasl DHeprouex-
r r r r r HOCTb, KKaJI

IunoBHUK 15 15 0,51 5.1 16,5

Caxap 10 10 - 9,98 37,9

Bona 120

Bcero 0,51 15,08 54,4
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Hapuansie Buganas

CHAJAKOBI HIOPYUIEHHA
OBMIHY AMIHOKHUCJIOT

MertoauuHi peKOMeHaali
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I.4. Kons

O.I1. 3nubchka
ILA. JIeGenunern
T.E. bopoBuk
T.B. bymryesa
JI.LM. Ky3eHkoBa
B.M. Cryaenikin
A.I'. TumodeeBa
I1.B. HoBikoB
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