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BBenenue

CHmKeHre NEeTCKOW 3a00JIeBaéMOCTH U CMEPTHOCTH SIBJIICTCSI OJTHON W3
BaKHBIX 3a/1a4 37paBooxpanenHus. Ceiiyac pa3pabOTaHO M BHEAPEHO B MPAKTH-
Ky MHOTO HOBBIX YCIICIITHBIX Mep OOpPHOBI C MH(PEKITMOHHBIMYU U AITMMEHTAPHBI-
MU OOJIC3HSIMHU, HO HECMOTPS Ha 3TO HACIEACTBEHHAsS MATOJIOTHS OCTACTCS Be-
OymuM (pakTopoM 3a00JI€BaEMOCTH U CMEPTHOCTH Y AETEH.

JlmarHocTMKa W JIeYCHUE BPOXKIACHHBIX HaApYIIEHWH MeTadoanm3ma —
cloXHas 3amada s neauarpa. C omHON CTOPOHBI, AMATHOCTUYCCKUE TPYIHO-
CTH CBSI3aHBI C KJIMHHYECKUM MOJTAMOPPHU3MOM 3a00JIeBaHU, TO-pa3sHOMY TIPO-
TEKAIOMIUX Y JIETEH pa3IMdIHOTO BO3pacTa, ¢ APYroil — YTO camble pa3IndHbIe
HapyIIeHus oOMeHa B OJHOW M TOM K€ BO3PACTHON TPYIIE MOTYT UMETh CXOJI-
HbIE KJIMHAYECKHE TposiBiIeHUs. OcoOble TPYIHOCTH BBI3BIBAET JMATHOCTHKA
BPOXKJICHHBIX Je(PEKTOB META00IN3Ma Y HOBOPOKIACHHOTO. 3a00JIeBaHUs MPO-
TEKAIOT TSDKEJIO M 3aKaHYMBAKOTCS JIETATBHO IO TOTO, KaK CTAHOBUTCS OYEBU]I-
HOU crieruduyeckas MeTaboanvecKas 1 HeBpoJIoruieckas KapTuHa. B mepuoe
HOBOPOXXICHHOCTH TIPOSIBIISIOTCS MPUMEPHO 25 % M3BECTHBIX HACIEACTBEHHBIX
Oone3Hneld 0OMEHa BEIMIECTB W MOYTH BCE OHHM OTJIMYAIOTCS OCOOOH TSHKECTHIO
cocrosiHus pedenka. [1o ocTpore Havana M TEYCHUIO HACJIEICTBEHHBIC 00Ie3HN
oOMEHa BEIIECTB B HEOHATAIHHOM TIEPHOJIE MOTYT HallOMHHATh HEUPOMH(EK-
MU B HEHpOoIUCTpecc-CHHAPOM. [103TOMy OOJIBIIMHCTBO JNETEH C HEOHATANb-
HBIMU (hOpMaMU HACIIEACTBCHHBIX JEPEKTOB METa0OIM3Ma YMHUPAIOT B IEPBhIC
MECSITBI JKU3HU 0€3 YCTaHOBJICHHOTO JUArHO3a WIN JJIUTEIHHO HAOIONAI0TCS C
caMbIMHU pa3HBIMH JAWarHo3amu. Yare BCero HacleICTBEHHbIC 00JIe3HH OOMeHa
CKPBIBAIOTCS TI0]] MACKOH JETCKOTO IIepeOpaabHOro mapainda, yMCTBEHHON OT-
CTaJIOCTU W SIWICTICHH, PE3UCTCHTHOW K aHTHKOHBYJIbCaHTaM. [IpuyuHbI He-
OHATAJIbHBIX HACIIEJCTBEHHBIX META00IMYECKUX HAPYIIEHUH MHOTOYUCIICHHBI.



ITHOJIOTUSA HACJEACTBEHHBIX 3200/IeBaHUIl 00MeHAa BellecTB
¢ ManudecTanuenl KIMHUYECKUX MPOSBJICHUN
B HEOHATAJILHOM Iepuoje

Hapymenust MeTa00/1u3Ma aMUHOKHUCJIOT

Hapymienns nmkina cuHTe3a MOYEBUHBI (Ieduuut N-aneTwiriyramar-
cuHTeTa3bl, KapOamowmidochaTcUHTETa3bl, OpPHUTUHKapOamMomiITpanchepassl,
ApTMHUHCYKIIMHATCUHTETA3bl, APTUHUHCYKIIMHATINA3bI U apTUHA3BL).

['unepopHUTHHEMHST — TUIIEPAMMOHUEMHUS — TOMOIUTPYJUIMHYpHs, 00-
JIE3HB C 3aMaXOM MOYH «KJIEHOBOTO CUpomnay (JICUIIMHO3).

Hapymenus MeTa00/1u3Ma OPraHn4eCcKuX KUCIOT

HekeToTnueckasi runepriuiuHeMusl.

HN3oBanepuanoBas anuaemMus.

IIpornoHoBas anuaeMus.

MetunmanoHoBast alfueMus.

MeBanoHoBas auuaypus.

3-TUAPOKCHU-3-METUITIIYyTapOBas alluAeMUsL.

MuToxoHapuaJIbHbIE JHIedaIonaTHH

Hapymienus B cucteme nupyBaTAeTHIPOreHA3HOT0 KOMIUIEKca (IeUIIUT
nupyBaTKapOOKCHUIa3bl, MUPYBATACTUIPOTCHA3H], JUTHUIPOIUIOUITPAHCALICTH-
Ja3bl U TUTUIAPOIUTOWIIETHAPOTCHA3BI).

Hapymienus ¢yHkuuii npixarenbHou uenu (nedunutsl pepmento -1V
KOMILJIEKCA JbIXaTEIbHOU 1IETIH).

Hapymenus ¢ynkumii hepmentoB mukia Kpebea (medurur dymapassl,
CYKLIMHATACTUAPOTeHa3bl, O.-KETOTITYTapaTIeTUIPOreHa3bl 1 aKOHUTA3bI).

Hapymienus cuaTe3a 1 oOMeHa KapHUTHHA (CUCTEeMHAas HEJI0CTaTOYHOCTh
KapHUTHHA, AeQUIUT KapHUTHHOATBMUTOUATpaHchepassl 11 u anunkapHUTHH-
TPaHCJIOKA3bl).

Hapymienus p-okucineHuss >KUpHbIX KuciaoT (aedunmrsl  anui-C,A-
JNETUIPOTeHa3 JKUPHBIX KUCIOT C KOPOTKOU, CpENHEN, JUIIMHHOW U OYEHb JIJINH-
HOU YIJIEpOAHOMN 1ENbI0, MHOYKECTBEHHBIN AeuiuT armi-C,A-eruaporenas).

Hapymenusi o0MeHa OMOTHHA

Jedurut OMoTHHUAA3EL.

JleuIUT CHHTETa3bl TOJOKAPOOKCHIIA3.

boJjie3Hn nepokcucom

Cunnpowm [lenbBerepa.

HeonaraibHas anpeHoIeUKoucTpousl.

['anepriunexkonoBas alUuaEMus.

Hedurut anun-C,A-okcuaa3bl IEPOKCHUCOM.

Hedumut 3-okcuanuin-C,A-THoaa3bl TEPOKCUCOM.

budynkimonanbHas HEIOCTATOYHOCTh TPOTEUHOB.



JlelikoaucTpodun

bonesnr Kpadoe.

Jletikonuctpodus KanaBana—Baun borapra—beprpanna.

MertaxpomaTuyeckas jgeikoaucTpodus.

Jletikonuctpodus [eauneyca—Mepiioaxepa.

CynanoduiibHbIC JTEUKOAUCTPOPUH.

Hapymenusi o0MeHa yriieBoioB

Hedunut GpykTo30-1,6-anpaonassl.

HacnencrBenHas HenmepeHOCUMOCTh (PPYKTO3HI.

[Manakrozemus (neduiut ranakroso-1-pocharypuamarpancdepassr).

Penko BcTpedaroTcs HeoHaTanbHBIE (GOPMBI 3a00JIeBaHmiA: Ooie3Hh MeH-
Keca, riaukoreHo3 tuma I, 6omesns Humanna—IIuka u IN'omie, cunapom bapra,
tupo3uHemus | Tumna, 6osie3Hp Albriepca, a TAKKE CUATUI03.

INUAEeMHOJTOT U

JlaHHBIE O pacIPOCTPAHEHHOCTH HamOoJiee U3yUEHHBIX HACIIEICTBEHHBIX

MeTaboIn4YecKuX 3a00J1eBaHUM TPUBEICHBI B Ta0. 1.
Tabnuya 1
PacnipocTpaHeHHOCTH HACJIeICTBEHHBIX 3200J1eBaHUI 00MeHAa BellecTB
B HEOHATAJILHOM NepHoje

3abosieBaHue KoJ1-Bo ponos
Hedunut aunn-C,A-neruaporeHassbl )KUPHBIX KHUCIOT CO 1/9 000-1/13 000
CpeaHEN JJIMHON YTIIEPOAHON LENH
l"anakro3emust 1/23 500-1/101 000
Tuposunemus | Tuma 1/30 000
Jedbunut OnoTHHUIA3HI 1/35 000-1/54 000
Metui MajtoHOBas aluaAEMUS 1/48 000
Cunppowm LlenbBerepa 1/50 000—1/100 000
HexkeroTtnueckas runepriavuuHeMus 1/55 000
JlepumT apruHUHCYKIMHATIINA3bL 1/70 000
Jedbunut opautuHKapbamounTpanchepassl 1/80 000
Jlebunut apruHMHCYKITMHATINA3HI 1/90 000
bonesHs ¢ 3amaxoM MOYM «KJIEHOBOT'O CHpOIa 1/200 000
W3oBanepranoBas anuaeMust 1/200 000
JepuuuT apruHUHCYKIMHATCUHTETA3bl 1/250 000
[IponnoHoBas anuaemMus 1/350 000
ApruHuHeMus 1/990 000
Jedurnut kapbamoundocdaTcuHTETa3bI 1/1 000 000—-1/800 000

I'enernueckue qaHHbIE

BoabIMMHCTBO BpOXKACHHBIX Ae(EKTOB MEeTaboIM3Ma C MPOSBICHUSIMU B
HEOHATaJIbHOM IEPUOAE MMEIOT ayTOCOMHO-PELIECCUBHBIA THUIT HACIEIOBAHUS.
HckimoueHnsiMi SIBIIIOTCS HEOHATalbHasl aJlpeHOJIEUKOIUCTpOous, JTeHKOoaM-
ctpodus Ienuneyca—Mepiidbaxepa, 6one3np Menkeca u cunapom bapta, KoTo-
pbI€ HACHEAYIOTCS M0 PEUECCUBHOMY CLEIUIEHHOMY C X-XpOMOCOMOU THILY, U
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neUuIuT OpHUTHUHKapOaMouiTpaHcdepasbl, MepeJaoIINIics JOMUHAHTHO B
cuerieHnn ¢ X-xpomocomoil. [lepunur nupyBaTAeruaporeHasbl 1 MHOXKECT-
BeHHBIN nedpuuut ammi-C,A-IeruiporeHas UMEOT JBa THUMAa HACJeJIOBaHUS:
ayTOCOMHO-PELIECCUBHBIN WM PELECCUBHBIN, CUEIUIEHHBIN C X-XpOMOCOMOM.
Hapyiienust B cucremMe TpaHCIIOPTHOM LIENU 3JIEKTPOHOB B JIBIXATEJIbHOMN LEIU
HACJIEAYIOTCS 10 MUTOXOHAPHUAILHOMY THUITY (MaT€pUHCKOE HacleAOBaHUE).
Hedunut I kommnekca apsixatenbHor nenu (C,Q-peaykrasbl) nepegacTcs: Kak
10 ayTOCOMHO-PELIECCUBHOMY, TaK U 10 MUTOXOHAPHAIBHOMY THILY, OIIMCAHBI
Takke X-CIerieHHbIe (DOPMBI.

3HAYUTENbHbBIE YCIEXU JOCTUTHYTHI B MOJEKYJSIPHON AUArHOCTHKE He-
OHATANBHBIX JehekToB MeTabonmm3Ma. B Tabn. 2 mpencTaBieHbl BpOXIACHHBIC

MeTabonnueckre 3a00JIeBaHusI C KAPTUPOBAHHBIMU T€HAMHU.
Tabauya 2
Jlokanu3anus reHoB, OTBETCTBEHHBIX 32 Pa3BUTHE HACJIECTBEHHbIX
3a00s1eBaHMii 00MEHa BelleCTB B HEOHATAJIBLHOM Nepuoje

KapTunupoBanHnble
reHblI

3a0o0j1eBanne

bone3ns ¢ 3amaxoM MOYH «KJIEHOBOTO CHUpoOIia»:

I'en Ela 19q13.1—ql13.2

I'en E1B 6p22—p21

I'en E2 Ip31

I'en E3 7
M30oBasiepranoBas anuaemMus 15q13—ql5

[IponinoHoBast anuaeMus:

o.-cyObeTuHHIIA 13932

B-cyObenuHmIa 3q21-q22
MeTtriManoHoBasi alluIeMust 6p21.2—pl2

Jlebunut mupyBaTkapOOKCHITA3HI 11 (mymHHOE TIIIeY0)
Jeduuut nupyBaTAeruaApOreHa3bI:
o-CyObeTUHHIIA Xp22—cen

B-cyObeauHuna 3

JlebunuT neruipoannonieruaporeHasbl 7q31—q32
Hedummt [V koMIuiekca 1bIxaTeIbHON eI
4-s1 cyObeTuHHUIIA 16922
Vb-cybbenununa 2cen—ql13
Heduuut Gpymapasbl 1g42.1
Jedunmr cyknpHaTACTHAPOTEeHA3H 1p25—p36.1
Heduuunt kapHuTHHIATEMUATOMATPaHCepassr 11:
cunapom bapra Xq28
Oose3Hr MeHkeca Xql3.3

Hexkerotnueckas THICPITIMITUHCMUS

9 (KOpoTKOE MJIeY0)

Hedurnut anmn-CoA-neruaporeHassl )KUPHBIX KACIIOT:

CO CpeaHEN JUIMHOM YTIIEPOAHOMN LENn 1p22.1

C KOPOTKOM YIJI€POIHON LIETIBIO 12

C JNIMHHOM YTJIEPOJIHOM LIETIBIO 2q34—q35
Jleburut OnoTHHHUIA3HI 3p25




Oxonuanue mabn. 2

3aGoneBanme KaprunupoBannble
TeHbI

Jeduuut cunTeTassl rosokapOooKcuiIas 21g22.1
Cunapowm llensBerepa 821
Bonesub Kpaboe 1492131
Jleitkonuctpodus KanaBana—Ban borapra—beprpanna | 17p13—pter
MeTtaxpomaruyeckas JeHKoaucTpopus 22ql3.31—qter
Jleitkonuctpodus [lennneyca—Mepioaxepa Xq22
MHuoxecTBeHHBIN nedurmt anmi-CoA-aeruaporenas 15923-25
(meuuuT IEKTPOHHO-TPAHCIIOPTHOT'O (hIIABOIIPOTEHHA)

O01mas KIMHUYECKAS XapaKTePUCTHKA BPOKICHHbBIX
nedeKToB MeTad0Iu3MAa

HecMmoTpst Ha TO, 4TO TOYHBIM AMArHO3 BO3MOKEH TOJIBKO IIPU IIPUMEHE-
HUU J1a00PATOPHBIX METOJIOB UCCIIEIOBAHMS, BAXKHOE 3HAUCHUE UMEIOT aHAMHE-
CTUYECKHE U KIIMHUYECKUE JaHHbIC, HA OCHOBAHUM KOTOPBIX Bpad MOXKET 3aro-
JI03PHUTHh HATMYUE Y HOBOPOXKIACHHOTO BPOXKACHHOTO NeexTa MmeTaboau3ma.

AHaMmHe3

dakTopaMu puUCKa MO Pa3BUTHIO HACIEACTBEHHBIX OOJIE3HEW OOMEHa Be-
IIECTB SIBJSIIOTCS: OJU3KOPOJICTBEHHBIE Opaku POAUTENCH; HEBPOJOTHYECKas
CUMIITOMATHKA y OJHOTO U3 POJAMTEIICH; HAIMUue cudca, CTpaJarolero HeBpo-
JIOTUYECKUM 3a00JI€BaHUEM WJIM YMEPIIETO MO HEICHOW MPUYMHE B HEOHATAIb-
HOM [E€pUOJE, B MIIAJICHUYECTBE WIJIM JETCTBE. TSKECTh COCTOSHHS HOBOPOXK-
JICHHOTO HE COOTBETCTBYET OTHOCUTEJIHHO OJAronoJy4yHOMY TEUEHHUIO JaHHOU
OEpEeMEHHOCTH U POJIOB, T. €. OTCYTCTBYIOT YKa3aHUS B aHAMHE3€ Ha TsDKEIYIo
TUTMOKCHIO TI0/Ia U aCPUKCUIO HOBOPOKICHHOTO, TPABMATUYECKHUE TTOBPEXKIE-
HUSI HEPBHOM CHUCTEMBI.

Hauaso 3a001eBanus

JIy1st MHOTHX HEOHATaJIbHBIX HEMPOMETA0OINYECKUX 3a00IeBaHUN Xapak-
TEPEH «CBETIIBIA MPOMEKYTOK» MPOJOKUTEIBHOCTBIO B HECKOJBKO JHEU C
POXJIEHUSI O MEPBBIX KIMHUYECKUX MPOsiBICHUM 3a0osieBaHus. OH SIBIsETCS
YacThIM, HO HE O0O0S3aTE€NbHBIM CHUMIITOMOM IIPU HACIEJICTBEHHBIX OO0JE3HSIX
oOMeHa BEIIECTB.

Hapyuienusi pexxuMa CHa—00APCTBOBAHUS

st 310pOBOTO JIOHOLIEHHOTO HOBOPOXAEHHOTO XapaKTEPHBI MEPUOJIbI
CIIOHTAHHO BO3HUKAIOIIETO OOPCTBOBAHUS, KOT/Ia peOEHOK MPOCHITIAETCS, TBU-
raeTcs W Iuiader. Y HEeJOHOIIEHHOTO co cpokoM recrauuu ot 30 no 34 Henenb
HAOJII01aeTCsl CTUMYJIUPOBaHHOE (MPU CTUMYJISIIMM PEOCHOK MPOCHINAETCA,
JIBUTACTCS U TUJIA4€T) U KPATKOBPEMEHHOE CIIOHTAHHOE OOJpCTBOBaHUE. Y HO-
BOPOXKJICHHOTO C HACJIE/ICTBEHHBIM 3a00JIeBaHEM OOMEHA BEIECTB BO3MOYKHBI
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BCE CTENEHU TSHKECTU HAPYIIECHUs YPOBHSI OOJPCTBOBaHUSA (HApYIICHUSI CO3HA-
HUSI) — OT JIETKOW COHJIMBOCTH JI0 TSIKEJIOU KOMBI.

CUMITOMOKOMILIEKC «BSJIOTO peOeHKay SBISETCS TUIWYHBIM JUIsl Ha-
CJIE/ICTBEHHBIX HApPYIICHUH MeTafosiu3Ma. DTUM TEPMUHOM OOO3HAYaeTCs re-
HEpaJIM30BaHHAas MbIlIeyHasi TUIOTOHUSA. CUMITOMOKOMILIEKC «BSUIOTO peOeH-
Ka» BKJIFOYAET MO3Yy «IATYIIKW», CHUKEHUE CONPOTUBIICHUS IMACCUBHBIM JBU-
KEHUSIM, YBEIIMUEHUE 00beMa JBMKEHUN B CyCTaBax, CHUKEHUE OO0IIeH JABura-
TEJIbHOW aKTUBHOCTH M 33JEP>KKYy MOTOPHOIO pa3BUTHs. MpblllleuyHas TUIOTO-
HUS U CHUKEHUE CYXOXKWIbHBIX PEe(IIEKCOB, XapaKTepHBIC ISl HACJIEICTBEH-
HbIX JedeKkToB Mmerabonm3ma, mo3gHee (Ha 1-2-M TOay JKHU3HHM) CMEHSIOTCS
MBIIIIEYHOW JUCTOHHUEN W CHACTUYHOCTBIO. VICKIIIOUEHHEM SIBIAIOTCS HEOHA-
TanpHas ¢popma sneikoauctpodun Kpadbobe m 60sie3Hb ¢ 3amaxoM MOYH «KIJIEHO-
BOI'O CUPOIIa», MPU KOTOPBIX YK€ B HEOHATAJIbHOM IEPUOJIE BO3MOXKHO MOBBI-
IIEHWE MBIIIIEYHOTO TOHYCA.

HeonaTanbHble cynoporu

OpuH U3 4acThIX CUMIITOMOB BPOXKJACHHBIX J1e(EKTOB MeTab0Iu3Ma MHUO-
KJIOHUM U MUHUMAJIbHBIE CYJIOPOKHBIC MPOSIBICHUS (HEMPOU3BOJIbHbBIC JIBHXKE-
HUSl B 00JIaCTH JIMIIA WIM KOHEYHOCTEW: HACMIIbCTBEHHOE OTKPBIBAHUE TJ1a3 WIIU
MOpraHue, TOHMYecKasi JeBUallus IJ1a3HbIX SI0JIOK, KEBaTeJIbHbIC U TJIOTATElb-
HbI€ JBUXKEHUs, cocanue u ap.). Cynoporu MeTaboianueckoro reuesa moBTopsi-
IOTCS U IUIOXO MOJJIAI0TCS JICUEHHIO aHTUKOHBYJIbCAaHTaMU. Bo3MoxeH anuiern-
TUYECKUM CTATYC.

Heo0bsicHUMBIE TPYAHOCTH BCKAPMJINBAHUSA

Jlnst HacneACTBEHHBIX AE(PEKTOB METadOoJM3Ma XapaKTEpHbl HapyLIEHUS
COoCaHus U TJIOTaHusl. B TsokenbIx ciiydasx peOCHOK HE COCET Ipy/b U HE IJI0Ta-
€T, 9TO TpeOyeT 30HI0BOTO KopMieHUs. [Ipy MeHee BrIpaKeHHBIX HAPYIICHUSIX
MPOIIECC COCAHUSI U3MEHEH, HOBOPOXKJCHHBINH HEIJIOTHO 00XBaThIBaeT rydamMu
COCOK, OTMEYAETCsI MOCTOSIHHOE MOATEKAaHUE MOJIOKA U3 YTJIOB pTa U MONEPXH-
BaHUS NpH rioTaHuu. [laTojsorust cocaHus U rjaoTaHUs MPU BPOXKICHHBIX Jie-
dekTax oOMeHa UMEIOT pa3IndyHOE MPOUCXOXKICHHE: AUCIUIA3Us IBUTATEIbHBIX
30H KOPBI FOJIOBHOTO MO3ra, OTBEUYAIOIIUX 32 OpO(apUHTHAIBHYIO MYCKYJIATy-
py; MpeHaTalIbHOE BO3/IEHCTBUE TOKCUYHBIX META0OJIMTOB Yy TUI0/A; JIETAPTHsl Y
HOBOPOXK/ICHHOI0; 0O0Il[asi MbIllIeYHasi TUMOTOHMS, KOTOpas 3axBaTbhIBaeT WU
MBIIIIIBI, OTBEYAIOMINE 32 COCAHHUE U TJIoTaHue. B manmpHelinieM y OOJbHBIX OT-
MEUAIOTCSl HAPYILIECHUS AKEBAHUS U JU3APTPUS.

JbIXaTeJibHbIe HAPYLICHUS

Bcerpeuarorcs nmpu HacneACTBEHHBIX 3a00J€BaHUAX OOMEHa BEIIECTB.
['umepnHO> M anmHO> HAOTIOJAIOTCS MPU OTCYTCTBUH 3a00J€BaHUI cepAla Uiu
JIETKUX U PECIHUPATOPHOIO JUCTPECC-CUHAPOMA. X BO3HUKHOBEHHE CBSI3aHO C
BO3JICCTBMEM TOKCHUYHBIX MPOJAYKTOB METa0OJIM3Ma Ha JbIXaTEIbHBINH LIEHTP
WIH COITyTCTBYIOUIUM META00INYECKUM alliI030M.



YBeanyeHue pasMepoB NEYEHU U Cele3eHKH

['emarocriieHoMeranusi xapakTepHa Juisi Oosie3Hed NEepPOKCHUCOM, MHUTO-
XOHJIpHAJIbHBIX HHIE(ATOMUONATUA, HAPYIIEHHMH OOMEHa AaMHHOKHUCIOT U
OpraHUYECKUX KHUCIJIOT, a TaKXKe JIJIs 00jiee peAKUX HEOHATAIBHBIX opM OoJe3-
Hel HakoruieHus (Jeikoauctpoduu Kpadoe, 6onesneit Humanna—IlIuka u I'o-
e u Jap.).

AHOpEeKcHA U PBOTA

OTHOCATCS K OOIIMM CUMOTOMAaM, HaOJIOJAOIIMMCS TP MHOTHUX BPOXK-
JEHHbIX MeTabonnyeckux 3aboiyieBaHusAX. OHU XapaKTEepHbI AJIsl THIEPAMMO-
HUEMUW, OPTaHMYECKUX allMJAEMHUIl U HapyLICHUH [3-OKUCIEHUS XKUPHBIX KH-
cinoT. OTHUM U3 CUMIITOMOB MOPAKEHUS JKETyI0YHO-KUIIEYHOTO TPAKTa SIBJISA-
eTcs nuapesi. Bce 3T CUMIITOMBI BBI3BIBAIOT 3a/I€PKKY MPUOABKU MACChl Y HO-
BOPOXACHHOTO, U UX JIETKO IPUHSATH 32 KEITYJOUHO-KUIIICUHbIE 3a00JI€BaHUSI.

Yepenno-nauuesas rucMopgus

[TomMmumo OOMIMX KIMHUYECKUX MPOSBICHUM, XapaKTEPHBIM CHMIITOMOM
MHOTUX METa0O0JIMYeCKUX 3a00JeBaHUIl SBIIAECTCS YEpPEHHO-JIMIIEBAsl TUCMOP-

¢us (tabm. 3).
Tabnuya 3
YepenHo-auueBasi TucMopusi MPH Pa3sIHYHBIX HACIEACTBEHHBIX 3200/1€BAHHAX
00MeHa BeleCTB B HEOHATAJILHOM MepHo/e

3abosieBaHne YepenHo-auuesoit gucMopdusm

Cunnpowm llensBerepa
U ipyrue O0JNe3HH 1e-
POKCHCOM

Bbpaxunedanus; oxyTioBaToe, IOCKOE JIUIO C OMyXIINMH BeKa-
MHU; BBICOKHH J100; Crila)kKeHHbIE HaIOPOBHbIE TyTH; TUIIEPTEINO-
pHU3M; SIMKAaHT, MOHTOJIOUIHBIN pa3pe3 I11a3; MUKPOrHATHS

MHokecTBEHHEI e-
¢durut amun-CoA-

Bricokuii J100; HU3KO pacroioKEHHBIC YIITHBIC PAKOBHHBI, THITCP-
TEJIOPU3M

JETUIPOTEeHA3
Hedunur nupysate- B3nepHyThIli HOC ¢ IIMPOKOW CIMHKOW; HU3KO MOCAKEHHBIE POTH-
TUAPOT€HA3bI pPOBAHHBIE K311 YUIHbIE PAKOBHHBI; MUKPOTHATHUS

Hedumut kodakropa TpeyronpHOE TULO; KYPHOCHI HOC ¢ IIUPOKOW MEPEHOCHIIEH;
MoJInOieHa SHO(TANBEM; TEJIEKAHT; pacilleIrnHa MATKOro HEOa

MeBanoHoBas aumy-
pus

[[lupokas nepeHocuIa; MUKPOTHATHUS; HU3KO PACTIOJIOKEHHbBIE
YIIHBIE PAKOBUHBI

JKCTPaHEeBPOJIOTHYECKHE MPOSIBJICHUSA

TunuuHele 171 OTIAENbHBIX HACIEACTBEHHBIX 3a0oieBaHMI OOMeEHa Be-
II€CTB U3MEHEHUS KOXKU, BHYTPEHHUX OPraHOB U IJ1a3 IPUBEECHBI B Ta0I. 4.

Crienuduyeckuil 3anax MOYM SBJIAETCSA BaXXHBIM JTUAarHOCTHYECKUM IPH-
3HAKOM M BCTpEYaeTCs MpU JIEUIIMHO3E (3amax ««KJIEHOBOI'O CHPOIa»» WIIU Ce-
Ha), W30BAJICPUAHOBOM AaIUIEMHUH W MHOXXECTBEHHOM pAchunmte ammi-C,A-
Aeruaporenas (M mpu TOM U MPH APYyTroM 3a00JIeBaHUM XapaKTEPEH 3amax «Chl-
pa» WU «IOTHBIX HOTY), Aeuuute OMOTUHUIA3BI, AEPHUIINTE CHHTETa3bl TOJI0-
KapOokcunas, (3-MeTHIKPOTOHWINIUIMHYPUH (3amaxX «KOIayed MOYn»), TUPO-



suHeMuu | Tuna (3anax «Kumsiel KamycThl») U MpU OOJIE3HU C 3allaxOM MOYHU
«KJIEHOBOT'O CHPOTIa.

Tabnuya 4

IKCTPaHEeBPOJIOTHYECKUE MPOSABJIEHUSI HACIEICTBEHHBIX BPOKIEHHBIX
ne¢eKTOB B HEOHATAJIBLHOM NepHOIe

O0BexT Xapakrep
3a0oeBanue
NOpPaKEeHUs1 NMOpPaKEeHust
Koxa DpuTeMaTo3HbIE [IpormnonoBas auugemus
BBICHIIAHUSA MeTtnnManoHoBas alpaSMUs
Jlepuuut cuHTeTa3hl rooKapOooKCuIIa3
Bosie3np ¢ 3armaxoM MOYM «KJIEHOBOT'O CUPOTIay
HutpyinuHeMus
ApruHHMHSIHTApHAS AUy pust
Tuposunemus I tuna
HNedbunut anun-CoA-aeruiporeHaspl KUPHBIX KUCIOT
C KOPOTKOH yIJIEPOJHOM LENBIO
I'maza Karapakra Cunnpowm LlenbBerepa u apyrue 6071€3HU EPOKCUCOM
I'amakTo3zemus
N3oBanepuanoBas auuieMus
MeBanoHoBas aluaypust
[TurmentHas nerenepa- | Cungpom LlensBerepa u apyrue 601e3HU MEPOKCUCOM
M CeTUYATKU
Jepunut GuoTUHUIA3EI
Jucnnasus ceTyaTku Hedurmt cynbhuTokcuaassl 1 Kodakropa MovbIeHa
Jepunut GuoTUHUIA3EI
Hucnokarus xpycranuka | Cuaapom LlensBerepa u npyrue 60y1€3HH MEPOKCHUCOM
I'mayxoma
Cepaue Kapnunomuonartus Hedunut [ 1 IV KOMIUIEKCOB IbIXaTENbHON 1eTH
Hapymenve [3-OKUCIeHUS MATOXOHIPUATBHBIX KHP-
HBIX KHCJIOT
Heduuut kapHuTHHNANEMUTOWITpaHChepassl 11
3-ruIpoOKCHU-3-METHIITITyTapOBas alluIECMHUs
Cungpowm llenbBerepa
Cunpapom bapra
[Touku [Tonukucros Cunnpowm llenbBerepa u apyrue 60JI€3HU TEPOKCUCOM
Jlebunut kapHUTHHITATBMATOUIATPaHChepasbl 11
MHuoxectBeHHbIN neduut ami-CoA-aeruaporenas
[onukucros + aucmia- | dedummr I u IV KOMITIIEKCOB bIXaTENBHOM IeTH
CTHYECKUE M3MCHCHUS
Cunnpowm Jle Tonu—
Jebpe—Dankonu
ITomxeny- |Ilankpearur N3oBanepuanoBas anuuaemMus

JOYHAasT JKe-
je3a

MertnnmanoHoBast auuaypus
3-ruapOKCHU-3-METHITITyTapoBas alluIeMHUs
bosie3Hb ¢ 3amaxoM MOYM «KJIEHOBOI'O CHpOIIay
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Kannnyeckasi qTMarHocTuka

B tunuuHOM ciydae HaclieICTBEHHOTO JedekTa MeTabor3Ma HOBOPOXK-
JICHHBIA POXKIAeTCS TOHOMIEHHBIM OT (PU3MOJIOTHYECKH MTPOTEKAIONTUX POAOB, U
€ro COCTOSIHUE IIOCNIe POKIASHUS BIONHE OnaromoiydHo. Yepes HEKOTOpoe
Bpemst (1-3 mHsT) cocTosiHEE peOeHKa YXYIIIaeTCsl, pa3BUBAIOTCS JICTAPTHS WIH
CTYIIOp, TOSBISIIOTCS CYJIOpPOTH, IbIXaTelbHBIE PAcCTPOWCTBA, AHOPEKCHUS H
pBoTa. B 3apy0exHoli JuTepaType TaKOe COCTOSHUE TOIYYHIO HAMMEHOBAHNE
«HerpoaucTpece». s HEBPOIOTHMUECKOTO cTaryca XapakTtepHbl nuddysHas
MBIIIIEYHAs TUTIOTOHUS U HapyIIeHUs] cocaHus u riioTanus. [logo3penue Ha Ha-
JTUYHe BPOXACHHOTO nedexra MeradoiM3ma MojydaeT MOATBEPKICHUE, ECIH
UMEETCS OTATOIIEHHOCTh POJIOCIOBHOW MO HEBPOJIOTHYCCKUM 3a00JICBAHUSIM,
cnenuUUecKnii 3amax MOYHM W DKCTPAHEBPOJOTUUYECKHUE MPOSIBICHUS — Kap-
JTMOMHOTIIATHS, TENATOCIUICHOMET AN U JIP.

JlaGopaTopHasi JMAarHOCTHKA
[Ipu mopo3peHny Ha HACIEACTBEHHOE HapyllleHHe OOMEHa BEUIECTB pe-
KOMEHYETCsl Ha MEPBOM JTare MPOBECHUE CTaHAAPTHBIX KIMHUYECKUX U OHO-

XUMUYECKUX UCCIIe0BaHUN KpoBH (TabI. 5).
Tabnuya 5
AJITOpUTM JIa00PATOPHOM JMATHOCTHKH NPH MPEIAN0IaraeMoM HACIEACTBEHHOM
nedexkTe MeTaG0M3Ma Y HOBOPOKIEHHBIX

HacuaeacrBeHnHble
HapylLIeHUs

Kananueckue

buoxumMuuyeckne u3MeHeHUs KpPpOBH
IMPOABJICHUSA

I'mnepammonuemus +
NBIXaTEIbHBIN aJIKaJIo3

Ornpenenienne coaep>Kkanusi aMHUHO-
KHCJIOT B KPOBH U MOYE

Bone3nu mkiia 0MocuH-
T€3a MOYEBUHBI

Keroanunos +
TUIIOTJINKEMHUS

Ornpenenienne coaep>kanusi aMHUHO-
KHCJIOT B KPOBH U MOYE
Ompenenenue coaepKaHus OpraHu-
YECKHMX KUCIIOT B MOYE

Oprannyeckas aluIeMus

Keroanumos +
TUIIOTJINKEMUS

Omnpenenenue coaep>KaHus TITIOKO3bI,
rajlakTO3bl, PEIYIHPYIOLINX BEIICCTB
B MOYe

HacnencrBeHnHble Hapy-
IIeHUs1 OOMEHa YTJIeBO/I0B

I'unokeronemus +

OnpeneneHI/Ie COACPpIKaHUs OpraHu-

Bonesnu Tpancnopra u

pyBaTa, KETOHOBBIX T€J B KPOBU
I'ucToxumMuueckoe onpeieIeHue ak-
TUBHOCTH MUTOXOH/IpUANBHBIX (hep-
MEHTOB B OMOIITATE MBIIIITBI

TUIOTJINKEMHUSI YECKUX KHUCIIOT B MOYE [B-OKUCIIEHHS JKUPHBIX KH-
Omnpenenenne conep:kaHus alIKap- | ClIOT
HUTHHA B MOY€
Omnpenenenne ypoBHs KapHUTHHA B
KpOBH
AMUHOaUMypus Omnpenenenne colepkaHus aMUHO- | AMUHOALMONIATHS
AMUHOaIMIEMHUs KHCJIOT B KPOBH U MOYE
JlakTaTanunos Onpenenenue ypoBHs JIakTata, Iu- | MUTOXOHpHUaIbHBIE IH-

nedanonatun
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Oxonuanue maobn. 5

Kiaunnueckue HacaeancrBennsbie
buoxummnyeckne M3MEHEHUSA KPOBHU
NPOSIBJICHUS HapyUIeHUs
JlakTaTanmnmos OrnpenenieHne ypoBHs )KUPHBIX KU- [TepokcrcomHubIe OONE3HN

CJIOT C OYEHb JNIMHHOM YTIE€pPOAHON
LEMbIO B KPOBU

Omnpenenenue ypoBHs (PUTAHOBOU U
HI/IHCKOHOBOI\/JI KHUCJIOT B KpOBI/I n MOYC

O Hanmuuuu MeTaboJINUECKOro 3a00JIeBaHusl CBUICTEIbCTBYIOT:

- aHeMHUSl, IEHKO- ¥ TPOMOOLIMTONICHUS (XapaKTEePHBI AJIsl H30BaJIEPUAHO-
BOM, MPOMTMOHOBOM ¥ METUIMAJIOHOBOM alluJIeMHUii);

- HelTponeHus (xapakTrepHa Juisi cuHapoMa bapra);

- U103 B COUYETAHUM C KETO30M (XapaKTepeH AJsi OOIBIINHCTBA OPTaHU-
YECKHUX allUJIEMUH).

- IOBBILICHHUE CO/IEPKAHUS JIaKTaTa B KPOBHU (XapaKTEpHO J1JIsl HApyILIEHUH
MeTabonn3ma nupyBaTa, Je(pEKTOB AbIXaTEIbHBIX KOMIJIEKCOB ¥ (JEPMEHTOB
[-OKHCIIEHUS )KUPHBIX KUCIIOT);

- TUNOTJIMKEMHUS ¢ HU3KUM COJIEpKaHUEM KETOHOBBIX TeJ (XapaKTepHa JJs
HAPYIICHU MUTOXOHIPHAIBHOTO [3-OKUCICHUS KUPHBIX KUCIIOT);

- TUIIEpaMMOHUEMUS (XapaKTepHa /Ul HapyLICHUH IUKJIa MOYEBUHBI, Jie-
¢unuta aunn-C,A-1eruaporenas sKUpHbIX KUCJIOT CO CPeHEH UTMHOMN yTiie-
POJHOM Lenu U JIsi OOJNBITNHCTBA OPTaHUIECKUX AllUACMHUIA).

Ha BTOpoM 3Tane oOcienoBaHus MpH HAIMYUHM XOTS ObI OJJHOTO U3 Iepe-
YHCIICHHBIX BBIIIE Ja00paTOPHBIX HApYIIEHWH IMOKa3aHO AeTajibHOEe Jiabopa-
TOpHOE 00CIIeJIOBaHNE HOBOPOXKJIECHHOTO C OMpE/CIICHNEM CIEKTpa aMHUHOKHUC-
JIOT KPOBU M MOYH, OPTAaHMYECKUX KUCIOT B MOYE€, KAPHUTHHA U allUJIKAPHUTH-
HOB B KPOBHU.

Crnenyroumm 3TanoM JUArHOCTHKU SIBISIETCS ONPEEIIEHUE aKTUBHOCTU
(dhepMeHTOB, Te(PUITMTOM KOTOPHIX BBI3BAaHO 3a00JieBaHUE, B KyJIbType hudpoo-
JacTOB, JIMM(poLUTax WK OUONTAaTaX MBIl U IEYEHH.

Ha 3aBeparoniem starne npoBOJUTCS MOJIEKYJISIpHAsl TMarHOCTUKA M1aTo-
soruu ¢ nomouipto JIHK-30H710B.

Heiipoconorpagudeckue uccieoBaHusi B HEOHATAIbHOM IIEPUOIE MaJlo-
cnenuuuHbl 1 Oosee BaKHBI A AU PEepeHINaIbHOTO TUAarHo3a ¢ TUIOKCH-
YECKU-UIIEMUIECKIMH MOPAKCHUSIMI U BHYTPHUEPETTHBIMU KPOBOU3IHSHUSIMH
y HOBOPOXACHHBIX. BO3MOXHO HamuuuMe NMpeHATAIbHBIX MOPAXECHUI KOPHI U
Oemoro BemecTBa, 0a3albHBIX SIACP M MO30JMCTOTO Tela B BUAEC CHUKCHHS
IJIOTHOCTH YKa3aHHbIX oOpa3zoBaHuid. MHMOpMaTUBHON SBISETCS MarHUTHO-
pe30oHaHCHas ToMorpadus TOJOBHOTO MO3Tra, KOTopasi MPOBOAUTCS Ha 1-M romy
KU3HU PEOCHKA W MOXET BBISBISTh KOPTHKAIBHBIE TUCTEHE3MH, THUIOTUIA3HIO
MO30JIUCTOIO Tejla U MO3KEUKa, a TaKKe MOBPEXJIEeHUs1 O€JIoro BellecTBa ro-
JIOBHOT'O MO3ra.
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Pesynbrarel anexTposHuedanorpapuu, 3ieKTpoHEHpomuorpadguu, uc-
CJIEIOBaHUS BBI3BAHHBIX KOPKOBBIX MOTEHI[MATIOB B HEOHATAJILHOM MEPUOJIE HE-
cneuu(UYHbl U HE UCTIONB3YIOTCA U1 AU depeHuanbHON TUarHOCTUKY.

JAuddepeHunajbHblii AUATHO3

CxonHble C HACIEJACTBEHHBIMU JedeKTaMu MeTadoJsiu3Ma KIMHUYECKHE
CUMIITOMBI (HEBPOJIOTMYECKHUE MPOSBICHUS, HAPYLICHUS AbIXaHUSI U CO3HAHUS,
CYyJOpOTH, MbIILIEYHAs] TUIIOTOHUS, PBOTA) BCTPEUYAIOTCS MPU TMIIOKCUYECKUX U
UIIIEMUYECKUX JHIeaIONaTusX, MOpoKax pa3BUTHS TOJOBHOTO MO3ra, BHYT-
pUYTPOOHBIX MHGPEKIHUSAX WM BHYTPHUEPEIHBIX KPOBOM3NUSHUAX. OCHOBHBIC
aHAMHECTUYECKUEC M KIIMHUYECKUE Pa3Iudusl HACIEICTBEHHBIX OOJe3HeH oOMe-
Ha W TUIMIOKCUYECKU-UIIEMHYECKON dHIIeaTonaTnd HOBOPOKICHHBIX TTPUBEIC-

HBI B Ta0I. 6.
Tabnuya 6
JAnddepennuajbHbIil JUATHO3 HACJIEICTBEHHBIX 3200J1eBaHNIT 00MEHA BellecTB
U THNOKCUYEeCKU-UIIeMHYeCKHX IHIe(aT0NnaTHH B HEOHATAJIHLHOM NepHo/Ie

I'mnokcuuecku- | Hacaeacreennas
Cumnrom HIIeMHYecKas 00J1€3Hb
HledantonaTus | MeradoaU3Ma
OTAroneHHOCTh POJOCIOBHOM IO HEBPOJIOTHYE-
CKHMM 3a00JI€BaHUAM o +
T'unokcus nimona + —
OTsromnieHHoe TeueHue 0epeMeHHOCTH B POJIOB + —
3a0oJsieBaHMs MaTEPH, BBI3bIBAIOIINE HAPYILICHUS
IUTALIEHTAPHOTO KPOBOTOKA (XPOHUYECKUE BOCIIA-
JTUTENbHBIC 32a00JIEBaHUS TTOJIOBOM C(hephl, TaTOI0- * o
TSl TUIANEHTHI, apTepHalibHasi TUIIEPTEH3US U JIP.)
MekoHHaTbHOE OKpalIMBaHUE OKOJIOTIIIOHBIX BOJT + —
HenonomenHocTh + +
[TosiBEHME HEBPOJIIOTMYECKUX HAPYILECHHUM Cpa3y N o
1IOCJIE POKJICHUS
YepenHo-nuieBas AucMophust — +
['emaTomeranusi, KapJUOMHOTIATHSI, TIOJTUKUCTO3 o N
MOYEK
Heiipoconorpaduieckne n3sMeHeHUs, XapaKTepHbIE
JUTSI THIOKCHYECKHU-UIIIEeMIYECKOH dHIIeamonatuu * B

Jledenne HacJieICTBEHHBIX AedeKTOB MeTadoIu3Ma
B HEOHATAJILHOM Iepuojae
Bo mHOrux ciy4asx HeoOXOJUMBI SKCTPEHHBIE TEPANeBTUUECKUE MEPO-
MPUSATHUS, HAIIPaBJIEHHBIE HA OOpPHOY C alK030M, THIIOTJIMKEMHUEH, TUTIEPAMMO-
HUeMHUel u runoBosiemMueii. KoHIleHTpauss TOKCUYHBIX METa00IUTOB B KPOBU
JI0JIKHA OBITh HOPMAJIM30BaHa KaK MOXKHO ObIcTpee, 4TOObI MPEJOTBPATUTD HE-
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oOpaTtumoe MoBpeXxeHHEe ToJ0BHOrO0 Mo3ra. Haubonee rhPpekTUBHBIM CIIOCO-
OOM JIEUEHHS B OCTPOM MEPUOJIE SIBISETCS T€MOIUATIHU3.

[TpuHIUIIBI JIEUEHUS TEHETUYECKH JETEPMUHUPOBAHHBIX Ne(EKTOB MeTa-
00JM3Ma YCIIOBHO JIEJISATCS Ha «IpsIMbIe» U «HempsiMbie». K «psiMbIiM» 1oxo-
JlaM OTHOCAT 3aMeHy JAe(peKTHOro pepMEeHTa WM FeHa, OTBETCTBEHHOTO 3a CHH-
Te3 pepmenTa. Takoii moaxo/ o0ecrneynBaeT KapJuHaIbHOE pelieHue mpooiem,
CBSI3aHHBIX C META0OIMYECKUMHU paccTporcTBamu. «IIpsiMoe» BMeNaTenabCcTBO B
HACTOSIIIIEE BPEMSI HEBO3MOXKHO.

K «HenmpsmMbIiM» oaxoaam K Teparmuy OTHOCSTCS:

— YMEHbIIEHHUE MOCTYIJICHUS B OPTaHN3M BEILECTB, 0OMEH KOTOPbHIX Ha-
pYIIEH;

— BBEJCHHME HEIOCTAIOLIEro METabO0INTA;

— yJaJIEHHE TOKCUYHBIX BEILECTB;

— CBEJEHHE K MUHUMYMY BBEJICHUS MPETApaTOB WIH ICUCTBUS JPYTUX
(aKkTOpOB, CIIOCOOCTBYIOMIMX YXYAIIEHUIO COCTOSIHUS O0JIBHOTO;

— Ha3Ha4Y€HHE BUTAMUHOB, SBJISIOIMXCS KO(paKkTOpaMu Ae(EKTHBIX
(bepMeHTOB;

— CHIKeHHE 00pa30BaHMS TOKCUYHBIX METaOOIUTOB.

YMeHbllleHHe BBEICHUS MJI0X0 META00IM3UPYEMbIX BEIIECTB JIOCTUTAET-
csi ¢ MOMOIIbI0 MoaudUKaluil queThl. JlaHHBI METO UCHOJIb3yeTcs y 00Jib-
HBIX ¢ OOJIE3HSIMH OOMEHa aMHUHOKHUCIIOT, HAPYIIEHUSIMU B IIUKJIE CHUHTE3a MO-
YEBUHBI, TP HEKOTOPHIX OPTaHUYECKHUX AIlUAYPHUSX U MUTOXOHAPUATBHBIX JH-
nedamomuonarusix. B nedeHnn HapymieHUd OKHUCIICHUS KHUPHBIX KHUCIOT TPH-
MEHSIETCS IUETOTEepaIusi ¢ orpaHuYeHUeM KupoB (10 15 % kamopuitHoCTH) U
oboramieHreM yrieBogamu (10 65 % KalopuitHOCTH).

CBsi3pIBaHHE€ TOKCUYHOTO METAa0OJIMTa APYTMMHU BEIIECTBAMHU U BBIBEC-
HUE €ro U3 OpraHu3Ma B BHJI€ HETOKCHUYHBIX COCIMHEHUN peanu3yeTrcs nocpea-
CTBOM IPUMEHEHHMsI CIIEUUATbHBIX JIEKAPCTBEHHBIX CpeacTB. Tak, mpu rume-
PaMMOHHUEMUH UCTIONB3YIOTCA O€H30aT, peHmnanerar u GeHua0yTupaT HaTpHsl.
benzoar Hatpus CBSI3bIBACTCS C TIUIMHOM U B BUJIE HETOKCUYHOI'O COEUHEHUS
BBIBOAMUTCS U3 opranusma. [lpu Hes(p(PeKTUBHOCTH MAHHBIX IMpEnapaToB HC-
MOJIb3YETCS TeMO- WIIM MEePUTOHEATbHBIN quanu3. [lapanienbHo npu rumnepam-
MOHHEMHUHU MPOBOJUTCS PE3KOE OrpaHMuYEHUE B JHMeTe OelKka U BHYTPUBEHHO
BBOJUTCS IUIFOKO3a. VICIONb30BaHNE JAHHBIX METOAMK JIEYEHHs MPUBEIIO K TO-
My, 4TOo 93 % gerell ¢ HapyLIEHUSIMU LIMKJIA CUHTE32 MOYEBHUHBI J0KUBAIOT
1o 1 roga. Ilpn n3oBasiepuaHoOBOM ALMIEMHH C LEIBIO BBIBEIEHNUS TOKCHYHBIX
MEeTa0O0JIMTOB UCIOJb3YETCA TJIMLHH, TPHU JedeKTax [-OKUCIEHUS KUPHBIX KH-
CJIOT — KApHUTHUH KaK CPEACTBO, IMOBBIIIAIONIEE MHTEHCUBHOCTh BHYTpPHKIIE-
TOYHOI'O TPAHCIIOPTA KUPHBIX KUCIIOT.

K ¢akTopam, npoBOIMPYIOMIUM YXYAIIEHUE TEUSHHUS] HEKOTOPBIX TUCME-
Tabonnyeckux 3aboseBanuii (Harpumep, Aepunura auui-C,A-aeruaporeHas) B
HEOHATAJIbHOM IIEPUOJIE U IOCIIE HEr0, OTHOCATCS UIMTENIBHOE I'OJIOIAHNE, W3-
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OBITOK OEJKOB W JKUPOB B JUETE U MHTEPKYpPpPEHTHBIE 3a0oyieBaHusd. Hepeako
OHM «3alyCKaloT» KacKajJ HeoOpaTHMMbIX MeTabojumdeckux HapymeHui. Ilo-
ATOMY NPU MHOTHX HACJIEJICTBEHHBIX 00JE€3HAX 0OMEHa BELIECTB CleayeT hu3oe-
raTh OCJIKOBBIX WJIM KUPOBBIX MHUIIEBBIX HArpy30K WM T'OJIOJAHHS, TPOBOIUTH
JIeYeHHE UHTEPKYPPEHTHBIX OOJIE3HEH.

Ha3snauenue BbicOKMX 1103 BUTaMuHOB (THamuHa 200—-1000 mr/cyt, pu-
6odmasuna 100 Mr/cyT u HUKOTHHamMuAa 1 1/cyT) naet nedeOHbI dQdekT npu
Pa3TUYHBIX BHUJIAX MHUTOXOHJIPHANBHBIX dSHIEedamomuonaruii. Hekoropeie pu-
6odnaBua3aBucuMble  (OopMBI  MHOXKecTBeHHOro  nedummra  ammi-C,A-
nerunporenas (TayrapoBas anuiemus, tum Il) moagaroTcs Je4eHni0 BHICOKUMU
no3amu pubodnasuna (10 100 mr/cyT).

OcHOBHBIE BHIBI TEpamuH HACJIEICTBEHHBIX Ooyie3HEW MmeTabonm3ma ¢

HEOHATaJbHBIM Ae0I0TOM MPECTABICHBI B Ta0IM.7.
Tabnuya 7

Oco0eHHOCTH Tepanuu NMPU HEOHATAJIBHBIX (pOPMaxX HACJIEACTBEHHbIX

3a00J1IeBaHUM 00MeHA BellecTB

3a0o0J1eBanue

Jleuenne

Hapymienue B iuk-
JIe CUHTE3a MoyYe-
BUHBI

['emoaunanu3, nepuTOHEATBHBIN AHATU3

BricokokanopuiiHas queTa ¢ pe3KUM OTPaHHYEHUEM COJICPIKAHUS
Oenka u foO0aBKaMH aMUHOKHUCIIOT

BHyTpruBeHHOE WK YHTEpaTbHOE BBEIcHNE OeH30aTa HATPHUS
(250 mr/kr/cyTt) nnm ¢enunarnerara (250-500 mr/kr/cyT) umu de-
HIOytupata (500 mr/kr/cyr)

L-aprunun (400-800 mr/kr/cyT)

[lepecanka neyeHu

Hexkerotnueckas
I‘I/IHGPFHI/IHI/IHGMI/IH

BryTtpuBennoe BBeeHue 0enzoara Hatpus (250 Mr/kr/cyT)
[Mupunokcun (50 Mr/kr/cyr)

Jexctpomeropdan

[TpoTrBONIOKa3aH MpUEM BaJIbIIPOATOB

Boines3sb ¢ 3amaxom
«KJIEHOBOT'O CUPO-
may»

['eMoguanu3s, nepuTOHEANBbHBIN AUATU3

BricokokanopuiiHas JueTa ¢ OrpaHHYEeHUEM aMHHOKHCIIOT C pas3-
BETBJIICHHOH 11eTbio (40—60 mr neiinnHa Ha 1 KT Macchl)

Tuamus (50 Mr—500 mr/cyT)

N3oBanepuanoBas | /[uera ¢ orpaHudYeHHEM CoiepKaHuUs OesKa
aluIeMus L-xapuautun (100 mr/cyTkn)
I'manwe (1o 250 Mr/kr/cyT)
MetunmanonoBast | Jluera ¢ pe3kuM orpaHUYEHHEM COJIepKaHus Oenka (M30JIeUIINH, Ba-
AUy pus JIUH, METUOHHH, TPEOHHH)

IManpokcukobanamuH, aaeHo3mwIKoOamaMuH (15 Mr/cyr)
L-xapuautus (100 Mr/kr/cyT)
MeTtponumazon (10—15 mr/cyr)

[Iponnonosas anu-
neMusa

['eMonanu3, NepUTOHCATLHBIN THAIN3

Jluera ¢ pe3kuM OrpaHHYEHUEM COJIEpKaHHs Oenka (M30JIeUInH, Ba-
JIMH, METUOHUH, TPCOHHH)

L-xapautun (100 mr/kr/cyT)

buotun (5-10 mr/cyr)

MeTtponumazon (10—15 mr/cyr)
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Oxonuanue mao..

3a0o0J1eBanue

Jleuenne

Hedunur 3-ruapo-
3-MeTwiriyTapui-

Yacroe KOpMIICHHE [UI UCKIIIOYEHUS TOJIONAHUS
Jluera ¢ HU3KUM coJiepKaHueM OeJKa U JIUIUAOB (YIJIEBOJHOE TTH-

CoA-nuna3sbl TaHue)
L-xapuutus (100 mr/kr/cyr)
Hedbunur Jlueta c uckmoueHueM (PppyKTo3bl
bpykT030-1,6- BryTpuBeHHOE BBEICHHE TITFOKO3bI U OMKapOoHaTa
o6udocdaraspl
Hedumur Jluera ¢ BEICOKMM COJICP)KaHUEM KUPOB U HU3KUM — YTIICBOJIOB
nupyBataeruapo- | L-xkapuutun (100 mr/kr/cyT)
TE€Ha3HOI'0 Tuamus (70 200 Mr/cyT)
KOMILJIeKCa Huxnopanerat (35-50 mr/kr/cyT)
Jlunoesas kucnota (10 500 Mr/cyr)
Jedunut nupysat- | /lueta ¢ BEICOKHM COAECPKAHUEM KUPOB U HU3KUM — YTJIEBOJIOB
KapOOKCHITA3bI buotun (10 mr/cyT)
AcnapraroBasi KUCJIOTa
Hedummt Jluera ¢ orpaHu4eHUEM YTIIIEBIOB

I xomIIekca
NBIXaTeNbHOH IIeTIH

Hukotunamun (10 500 Mr/cyr)
Pubodnasun (10 100 Mr/cyT)

MUTOXOHJIPHI L-xapuautun (50-100 mr/kr/cyT)
Juxnoparnerar (35-50 mr/kr/cyr)
MuoxectBenHas | JlueTa ¢ HU3KUM cozepKaHueM Oeska u TMnuaoB. PubognaBun
HenoctatoyHOcTh | (100-300 Mr/cyT)
at-CoA- L-xapuutun (100 mMr/kr/cyT)
JeTUApPOTeHa3

JKUPHBIX KHUCJIOT

Jedumur arnun-
CoA-perunporenas
KUPHBIX KUCIIOT

CO CpeHEN JUIMHON
YIJIEPOJTHOM LT

Yacroe KOpMIICHHUE JIJTsI UCKITFOUEHUS TOJIOTAHHS

JlueTa co CHHKEHHBIM COJICPKAHUEM )KUPOB M IOBBIIICHHBIM — YT-
JI€BOJIOB

L-xapuautun (100 Mr/kr/cyT)

Pu6odiraBun (100-300 mr/cyT)

BHyTpuBeHHOE BBEZICHHE PacTBOPOB IIIIOKO3HI M OMKapOoHaTa Ha-
TpuUs

3HaueHHE CBOCBPEMEHHOW JMArHOCTUKHU BPOXKICHHBIX Ne(DEeKTOB MeTa-
0onu3Ma Ype3BbIUaiHO BeMKO. K TOCTYMHBIM CKPUHUHTOBBIM METOAMKAM MpU
HACJICJICTBEHHBIX 00JIE3HIX OOMEHA BEIIECTB C MPOSBICHUSIMH B HEOHATAITBHOM
MIEPUOJIE OTHOCATCS ONPEACIICHUE CONEPHKAHUS JIAKTATA, TIIFOKO3bl 1 AMMOHHS B
KPOBH, OPraHMYECKNX KHUCJIOT U aMHHOKHCJIOT B Moye. HecBoeBpemeHHOE yc-
TAHOBJIEHWE JMArHO3a U OTCYTCTBHUE aJCKBATHOTO JICUCHUSI MOYKET MPUBECTU K
CMEPTH HOBOPOXIAEHHOIO WM TSKEJIOW HEBPOJOTMYECKON WHBAIUIHOCTH.
[IpaBuiibHast TpaKTOBKA MATOJOTUM CMOCOOHA 0OECIIEYUTh ONTUMAJIBHOE HEPB-
HO-TICUXWYECKOE pa3BUTHE PEOCHKA.
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BpO)KI[eHHBIe IH3UMOTIATUA C OCTPBIM HaAYAJIOM
B HEOHATAJILHOM II€PpUoOae

Haunbosnee yacTeiMu 3a00J1€BaHUSIMHU C OCTPHIM HAa4aJIoM B HEOHATaIbHOM
HEepUoJEe CPelIrd MOHOCAXapUAa3HBIX YH3UMOIATHH SBISETCS TallaKTO3EMHUs, a
cpeau AucaxapuaasHbIX — BPOXKJIECHHAS] HENEPEHOCUMOCTD JIAKTO3BI.

Tanakrozemus

HacnencrBenHoe 3aboieBaHue, MpU KOTOPOM HapyuleH Ipouecc dep-
MEHTAaTUBHOI'O MPEBPALIECHUsI TalaKTO3bl B TUIIOKO3Y. ['ajlakTo3a OTHOCUTCS K
YTIE€BOAHBIM COCAMHEHUSIM, KOTOpPbIE UTPalOT BaXXHYIO POJIb B OpraHU3Me pac-
Tymero pebeHka. ['anmakrosa sBisieTCs BaXXHbIM HCTOYHUKOM DHEPrUU A
KJIETKU U CIIYKUT HEOOXOIUMBIM IJIACTUYECKUM MATEpUaJioM /il 00pa3oBaHus
[JIMKONPOTEUAOB, TIIMKOJMINAOB U JPYTHX KOMIUIEKCHBIX COEIMHEHMM, HC-
HOJIb3YEMBIX OPraHU3MOM JUIsl (POPMUPOBAHUS KJIETOUYHBIX MEMOpaH, HEPBHOM
TKaHH, HEPBHBIX OKOHYAHUH, MPOIECCOB MUEITUHU3AINHA HEUPOHOB.

3aboseBaHue HACIEIyeTCs IO AyTOCOMHO-PEIIECCUBHOMY THITY.

ITHOJIOTHSA M NTATOTeHe3

B ocHoBe ramakrozemMuu JEXHUT ACPUIUT (PEPMEHTOB TaTaKTOKHHA3BI
(cokpamienHoe MexayHapoaHoe Hazanue GALK), ramaktoso-1-docdarypu-
munpancdepassl (GALT), ypununaudocdoranakrozo-4-snmumepasa (GALE).

[lepBoii cTamueil mpeBpallleHUi raaakTossl sBiseTcs ee dochopunupo-
BaHHE, KOTOPOE OCYLIECTBISETCS € IOMOLIbI0 (epMEHTa TalaKTOKHWHA3bI
(GALK). IIpogykTom 3TOM peakluu sIBIASETCS ranakTo3o-1-docdat, KOTOpbIii B
CBOIO OYepe/lb METa00IU3UPYETCS C MOMOIIbI0 OM(YHKIIMOHATBHOTO (pepMeHTa
ranakto3o-1-docharypuaunrpancdepassl (GALT) B ypununaudocdoranakro-
3y. [locnenusst ¢ momoipo ypunuiaudocdoranakroso-4-snumepasbl (GALE)
oOpatumo mpeoOpasyercst B ypuauiaudocdoriokosy. PesyapsraTom HemocTa-
To4YHOCTH J000r0 U3 Tpex gepmentoB — GALK, GALT unu GALE, siBnsercs
NOBBIIIEHHE KOHLUEHTPAUUU IajakTo3bl B KPOBH, YTO CIY>KUT OCHOBHBIM 3Be-
HOM MaTOr€He3a raJlakTO3EeMUU.

HMepext GALK Hapsay ¢ NOBBIIIEHHEM YPOBHS TalakTO3bl B KpPOBU
MPUBOAMUT K BO3PACTAHUIO KOHIIEHTPALIUU TAJTAKTUTONA — MUHOPHOTO MPOAYK-
Ta, 00pa3yIoIIerocs B HOpMeE NMpU NpeoOpa3oBaHUU rajakTo3bl. ['aJakTUTOIN Ha-
KaIUIMBAaeTCs B TKaHIX W 3Kckpetupyerca ¢ mouoil. epuuur GALK, kak mpa-
BUJIO, acuMnToMarnuueH. OH MOXET COIMpPOBOXKIATHCS PA3BUTHUEM KaTapaKThl,
BBI3bIBAEMOM HAKOIUICHHEM TrajakTO3bl B XPYCTAJIHUKE C €€ MOCIEIYIOIIIM BOC-
CTaHOBJICHHEM B TaJIAKTUTOJI, BHICOKME KOHIIEHTPAIMM KOTOPOrO MOBPEKIAIOT
XpyCTaNMK. AKTUBHOCTh Jpyrux ¢depmenTtoB obOmeHa ramakto3sl (GALT,
GALE) y naurenToB HopMalibHas. [lonynsiiroHHAst 4acTOTa HEAOCTATOUYHOCTH
GALK ne BrionHe sicHa 1 npuOim3uTenbHo onpenensercsa kak 1:100 000.
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HNepext GALE xavMHUYEeCKHM HATOMUHAET KJIACCHYECKYIO (popMy rajak-
TO3eMUU (CM. HIKE), HO ¢ HOpMasibHOM akTuBHOCTHIO GALT. Yactora 3a00e-
BaHus cocTtaBisieT 1:23 000 B flnoHuuM u HENW3BECTHA B APYTUX HOMYJIALMAX.

Kak nmpaBuio, moj ramakto3eMuei moapasymeBarOT 3aboJieBaHue, 00y-
cinosieHHoe aedpekTom GALT, Tak Ha3pIBaeMyIo KJacCHYECKyro (popMy ramak-
tozemuu (OMIM 230 400). YacToTa kinaccuueckoit popmbl Bappupyet ot 1:23
500 B Upnanauu u 1:44 000 B Benukoopuranuu 10 1:101 000 B [lIBennu. Yac-
TOTa rajakTo3eMuu B Poccun coctapiser, Mo 0000IIEHHBIM JaHHBIM JIUTEPaTy-
peL, 1:16 242.

Kinunnyeckasi kapTuHa

3aboneBaHue OOBIYHO MaHU(ECTUPYET B NEPBbIE HENEIU KU3HU TsKe-
JIOM, YrpOXarollel KU3HU CUMIITOMAaTUKOW (pBOTA, AUapesi, MbIILIEYHasl TUIIO-
TOHUS, CHIDKEHHE MACChl TeJa U Jp.), COMPOBOXKIAETCS ClIaObIM COCAHHEM, 3a-
JEP>KKOW pa3BUTHS, HEPEIKO TIeMOpparMuyeckuMm auare3om, skentyxou. He-
KOHBIOTUPOBaHHAs THNEPOMIMPYOMHEMUS, XapaKTepHas Il paHHEeW craauu
00JIe3HH, Jajiee MPEeBpaLaeTCsl B KOHbIOTMPOBaHHYI0. [leyeHb yBennueHa, yac-
TO ONpPEAEISAIOTCS MPU3HAKU TSHKEJION renaTouesUTIoNIApHON TUCHYHKIMN —
TUIIOTJINKEMUS], TTOBBIIIEHNE AKTUBHOCTHU TPaHCAMHUHA3 U KOHUEHTPALHUH aMH-
HOKHUCJIOT B IUIa3Me, OCOOCHHO (peHusIaJaHuHa, TUpO3UHA U MeTHoHMHA. Ha-
0JIt0/1aeTCs CHUKEHUE CHHTE3a (PaKTOPOB CBEPTHIBAHUS KPOBHU B MEUEHU C Pa3-
BUTHEM KOAaryJjionatuu (OT MSATKOM 10 YMEPEHHOM CTENeHH) U TUIoajbOoyMu-
Hemuu (Tabi. 8).

Tabnuya 8
YacroTra KIMHHYECKUX CUMIITOMOB Y HOBOPOK/ACHHBIX € KJIACCHYECKOM rajlakTo3eMHen
Kiinnuveckue nposiBjieHust Yacrora, %
['enaToueItoasipHasl HaTOJOTHs 89
N3 Hux:
JKeTyxa 74
rermaToMeranms 43
MOBBIIICHHE AKTUBHOCTU TPAaHCAMUHA3 10
HapyIIEHUE MTPOIIECCOB CBEPTHIBAHMS KPOBU 9
acIuT 4
HenepenocumocTtsb numu 76
N3 Hux:
pBOTa 47
apest 12
TPYAHOCTH KOPMJICHUS 23
3azepkKa pa3BUTHS 29
Jleraprus 16
Cynoporu 1
Cencuc 10

Hepenko oOHapykuBaeMble THIEPXJIOPEMUUYECKUI METa00IMUYEeCKUN
anuno3, runodocdareMusi, reHepaIn30BaHHAs THUIEPAMUHAIUAYPHUS CBUIEC-
TEJIBCTBYIOT O BTOPUYHON peHanbHON TyOynonaruu. OPTanbMoI0oruieckoe 0o-
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CJIeZIOBaHUE C MOMOIIBIO IIEJIEBOM JIAMIIBI OOHAPYKUBAET HAIMYME TOUYCUHBIX
MMOMYTHEHUM B XPYCTaJIUKE, CBUIACTEILCTBYIOIIUX O HAYAJIBHBIX CTaAUSIX pas-
BUTHS KaTapakThl. IMMyHHasi HEOCTATOUYHOCTh MPUBOJIUT K BO3ZHHUKHOBEHUIO
cerncuca, 4yamie o0yCJIOBJICHHOTO TPaMOTPHUIIATEIbHBIMU MUKPOOPTaHU3MaMu, B
90 % cnyuaeB — Escherichia coli. 20-30 % nereli ¢ kiaccuueckoit popmoit ra-
JAKTO3EMUH YMUPAIOT OT CETNICUCA, a OCTABLIMECS — OT XPOHUYECKOW HEAOCTA-
TOYHOCTH NIEYEHHU.

JlaGopaTopHasi IMATHOCTHKA

OCHOBHBIM JMArHOCTUYECKUM KPUTEPHEM KIIACCUYECKOW (POpPMBI Traliak-
To3eMuu siBisieTcst qedunut aktuBHOCTH GALT B kpoBu. Jletu ¢ Bhieonucan-
HOM KJIMHUYECKOW KapTUHOUN WUIIU C MOJOKUTEIbHBIM MEPBUYHBIM PE3YJIbTaTOM
HEOHATaJIbHOT'O CKPUHUHIA, TIPU TPOBEJECHUN KOTOPOTO BHISBJICHA MOBBIIIICHHAS
KOHIICHTpAIUsl TaJaKTO3bl B KPOBH, HYXIAIOTCS B U3MEPEHUU AKTUBHOCTHU
GALT. Haubonee yacTo mpuMeHsieMbIM METOJIOM siBjsieTcs TecT boitTiepa ¢
MOCJEAYIOIIUM OIpe/ieJIeHeM aKTUBHOCTU (pepMeHTa. Eciiu aHanu3y akTUBHO-
cTU (pepMEeHTa NPEAIIECTBOBAJIO IMEpPETUBAHUE KPOBHU, MOXKET OBITH MOJYYCH
JIO)KHOOTPHULIATENIbHBINA pe3yibTar. [lepuoa oT nepenuBaHusi KPOBU 10 U3MEpeE-
Hus aktuBHOCTU GALT nmomxeH coctabisaTh HEe MeHee 120 nHeil. B HeKoTOphIX
ciy4asix JOTMOJHUTENbHO MPOBOAAT uccieaoBanue uzopopm GALT c momo-
IbIO U30AJIEKTPUUECKOT0 (POKYCUPOBAHUS U JIP.

JInarHOoCTUYECKUM U MPOTHOCTUYECKUM IOKa3aTEeIEM SBISIETCA YPOBEHb
rajiakTo3o-1-gocdara B spuTpouuTax. Y HEJICUYCHBIX JACTEH KOHIEHTPAIUS ITO-
ro BemiecTBa mpebimaeT 2 Mr B 1 11 kpoBu (HopMma 1o 0,3 Mr/mi) u MOXeT
OBITh WCIIOJIb30BaHA I MOHHTOpUHTA 3(h(exkTuBHOCTH JieueHus. JlomonHu-
TENbHYI0 UH(POPMAIMIO JAIOT OLEHKA KOHIEHTPALMKU TajJakTUTOJA, SKCKPETH-
pyeMoro ¢ Mouoi (HopMa — MeHee 78 MMOJib Ha 1 MoJIb KpeaTUHUHA), UCCIIe-
OBaHUE CIIOCOOHOCTH OKMCeHus - C-ranakrossl B CO; U Ip.

HeonaraJbHbIA CKPUHUHT

BriepBbie MaccoBbIii CKPUHUHT HA TaJIAKTO3EMHIO C UCIOJB30BAHUEM KpO-
BU, BBICYIIICHHON Ha (uiIbTpoBaibHON Oymare, Obu1 BBenieH P. 'atpu B 1963 1. B
CIIA. B psine ciyyaeB B KauecTBE NMEPBUYHOTO TECTa MCIIOJIb30BAIM OOHApY-
KEHHUE B MOUYE HOBOPOXKJAECHHBIX PEAYLUPYIONIUX BEUIECTB, OTIMYHBIX OT TJIO-
KO3bl (TecT beHeaukTa — MOJIOXKUTENIEH, TECT Ha TJIIOKO3Yy — OTPHUIATENCH).
OT10T TecT HecnenupruyeH U MaJOMH(POPMATUBEH U HE MOXKET SBJISITHCS IOCTO-
BEpHBIM JIMarHOCTUYECKUM KputepueMm. B Hacrosiee Bpems B Iporpammax
MacCOBOI0 CKPUHUHIA Ha TajlaKTO3€MHIO BBIMOJHSIOT BMECTE WIM MO OTAEINb-
HOCTU HM3MEpPEHUE KOHIEHTPALUM TallaKTo3bl, TajlakTo30-1-pocdara u axTuB-
HocT GALT B 0Opa3uax KpoBH, BBICYLLIEHHOW Ha (PUIbTPOBAILHON Oymare.

CoBpeMeHHbIE METOJIbl OINPEJEICHUS TalAKTO3bl IIUPOKO BapPbUPYIOT,
HayMHasT OT MHUKPOOUOJIOTHYECKUX M 3aKaHuMBas TaHJIEMHOM Macc-
criekTpoMetpueil. Mcnosib3oBaHMe B Ka4eCTBE KPUTEPUsI YPOBHS TalaKTO3bl B
KpOBH MO3BOJIsieT oaHOBpeMeHHO ¢ AedektoM GALT BbIABIATH U AeDUIIUTHI
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GALK u GALE, nOoCKOJIbKY COAEPKAHUE TANAKTO3bl B KPOBU B ITUX CIIydasx
TaKX€e YBEIUYEHO.

[IpeumyiectBoMm ananu3a pepmeHTaTuBHOM akTUBHOCTH GALT siBnsier-
Cs1 HE3aBUCUMOCTb OT XapaKTepa NUTAaHUS U NMUUIEBBIX OTPAHUYEHUN, €CII Ta-
KOBBIE BBEJICHBI 10 o0cieaoBanus. VccienoBanue akTUBHOCTH (pepMEHTa Mpak-
TUYECKU BCETJIa BBIABIISIET KJIaccuueckyto gpopmy c reHorunom G/G, HO komma-
yHAHBIE TeTepo3uroTel D2/G u romo3urorsl D2/D2 MoryT ObITh MPOMYIIEHBI.
[Ipu sTOM B Cilydae MpeauIecTBYIOLIEro MepeauBaHus KPOBH MOXET ObITh I10-
JIy4€H JIOKHOOTPULATENbHBINA pe3ysibrar. C Apyroi CTOPOHBI, YCIOBUS IOJY-
YEeHUs, TPAHCIIOPTUPOBKU M XPAHEHUsS MaTepualia (TeMIeparypa, BJIaKHOCTb)
MOTYT NPUBECTH K CHUKEHUIO aKTUBHOCTU (PEPMEHTA, T. €. K JOKHOIOJIOXKHU-
TEJILHOMY PE3YJbTaTy.

MonekynaspHO-TeHETUYECKHE METOABI 0 IOCIENHETO BPEMEHU HMEIH
OTPaHUYEHHOE NPHUMEHEHHWE B paMKaxX TPAJAUIIMOHHOTO HEOHATAIBHOTO CKpH-
HUHTa Ha MeTabosinyeckue 0ojie3HU. B 0JHOM M3 HEMHOTMX MPUMEPOB MOKHO
MpUBECTH UACHTU(UKAIIMIO Hanbosiee yacToil mytanuu AF508 mipu ckpuHUHTE
Ha MYKOBHUCIHUA03 B 00pa3liax KPOBH C MOJOKUTEIbHBIM PE3yJIbTaTOM, MOJY-
YEHHBIM OIpPEAECICHUEM UMMYHOPEAKTUBHOTO TpUIICHHA. B cilyyae ramakrose-
MUU aHAJIU3 5 4acThIX MyTauui (4 Hanbosee YacThIX JIs KJIAaCCUYeCKOr (hOpMbI
U OJHOM — it BapuaHTa JlyapTe), BBIIIOJHEHHBIN MapauiebHO C UCCIIeI0Ba-
HUEM OMOXMMHUYECKHUX MOKa3aTelseH, MO3BOJISIET 3HAUUTEIbHO ONTHUMU3UPOBATh
CKPUHMHI — YMEHBIIUTH KOJIMYECTBO JIOXKHOIOJOXKUTEIBHBIX PE3YJIbTATOB,
muddepeHnrpoBaTh KOMIayH10B ¢ TeHOTUIoM D2/G ot kiaccudeckoit hopmbl
UT. A

B psne cTpan ramakro3emMus BKJIIOYEHA B IIPOTrpaMMbl HEOHATAJIBLHOI'O
ckpuauHra. bonpmmHcerBo mraroB CHIA, Slmonmsi, MHOrMEe ctpansl EBpomsl
MPOBOJISAT CKPUHUHT HOBOPOKJIEHHBIX Ha 3TO 3a00JI€BaHHUE.

OpHako rajaakTo3eMHsi HE OTBEYAET BCEM KPUTEPHUSIM, BbIpaOOTaHHBIM
BO3 mns maccoBoro ckpuHuHra. CyIieCTBEHHbIM MOMEHTOM SBISETCA Majlas
¢ exTuBHOCTH NeueHusi. MHEHUsl pa3IMyHbIX TPYII HCCleoBaTeNe mo Bo-
IpoCy MPEMMYLIECTB PAHHEW JIMArHOCTUKU M PAHHETO Hayaja JICYEHHS B OT-
HOILIEHUU JTaJIbHEHIIEro TeUEHUsI U OTHAICHHBIX MPOSBICHUM O0JE3HU MPOTH-
BOpPEYMBBI. B HEKOTOpBIX CTpaHAaX HEOHATAJIbHBIA CKPUHUHT Ha TAJIAKTO3EMUIO
OCTaHOBJIEH U MPU3HAaHO OoJiee ONpaBIaHHBIM BBISIBICHUE 3a00J€BaHUS HA OC-
HOBE €ro KJIMHUYECKUX IPU3HAKOB. DTO IOAPA3yMEBAECT KIMHMYECKYIO Ipa-
MOTHOCTb ¥ TOTOBHOCTb BPadye€y Pa3jiM4HbIX CIELUAIBHOCTEH BBIABIATH TAKOE
penkoe metabonmueckoe 3abosneBanue. [lepBUYHBIMU KIMHMYECKUMHU TMOKa3a-
HUSIMU JI71s1 00CIIEZIOBaHMS Ha TaJaKTO3EMHIO CITYy>KUT HaJM4Yhe y peOeHKa paH-
HEr0 BO3pacTa rernaToMerainy, KENTYXU, KaTapaKThl U 3aI€PKKHU Pa3BUTHS.

JlonoaHUTENbHBIM KOHTUHTE€HTOM /I OOCJIE0BAHMS HA TajJaKTO3EMHIO
ABJISIFOTCSL IETH C TIOBBILIEHHBIM YPOBHEM (pEHUJIAIAaHWHA B KPOBU, BBISIBJICH-
Hbl€ MPU CKPUHHUHIE HAa (PEHWIKETOHYPHUIO, MMOCKOJIBbKY €CTh OCHOBAHHS CUH-
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TaTh, YTO HEBBICOKAS TUNEPPEHUNIATAHUHEMUSI MOXKET ObITh CJIeACTBUEM (YHK-
[IMOHAJILHOW HEJIOCTATOYHOCTH TIEYCHHU.

HaxomyieHHBIN K HACTOSIIIIEMY BPEMEHHU OIBIT U3YyUYECHHUS! TajaKTO3eMUU
CBUJICTEJILCTBYET O TOM, UTO JUArHOCTUKA 3a00JICBaHUSI MOXKET HAJIEKHO OCY-
IIECTBJISITHCS METOJAaMU MAacCOBOI'O CKPMHUHTA HOBOPOXICHHBIX nered. Mme-
10Tcs 3G (HEKTUBHBIE METOJIUKH MOATBEPKIAIOIIECH AUArHOCTUKH, OCHOBaHHbBIE
Ha UCCJIEIOBAHUM OOIIET0 COJEpPKaHUS TalakTO3bl B KPOBU, aKTUBHOCTU (ep-
MEHTOB, YYaCTBYIOIIMX B OOMEHE TaJIaKTO3bl, & TAK)KE BKIIFOYAIOIINE MMPOBEIC-
HUE MoJIeKyJsipHO-reHeTnueckoro ananusza (JJHK-amarnocrtuka). OnHako He-
BBICOKasl 9PHEKTUBHOCTH JI€YEOHBIX MEPONPHUATUN, POBOJAUMBIX MPHU TaTAKTO-
3eMHUH M OTJaJICHHBIC MCXOAbI 3a00I€BaHUS Y MHOTHX OOJIbHBIX OCTAlOTCS He-
YIAOBJIETBOPUTEIBHBIMU, YTO TPEOYET JaIbHEUIINX UCCIEJOBAHUM U pa3padoT-
ku Oosiee Y(PPEKTUBHBIX KPUTEPHUEB OICHKU TCUCHHSI MATOJOTUN W BBISICHEHUS
MIPUYUH HEOIarONpUATHBIX UCXOJIOB.

Jleuenue

OCHOBY Ji€U€HUs TATAKTO3EMHUH, BIIEPBBIEC MIPEIJIOKEHHOrO eme B 1935 r.,
coctaBisieT Oe3ranakto3Has auera. [IpoayKrTsl, comepkaline JakTo3y, Mpexe
BCEr0 MOJIOYHBIE, UCKIIIOYAIOT U3 MUK U 3aMEelaloT uX 0€3JIaKTO3HBIMHU CMe-
CsIMH, pa3pabOTaHHBIMH, B YACTHOCTH, HA OCHOBE cou. [locie uckiroyeHus ra-
JIAKTO3bI U3 MUY OCTPble HEOHATaJbHBIE CUMIITOMBI OOJIE3HU, TAKUE KaK Ts-
Kejasi MaToJorus nedyeHu, ucuesaror. [IpenoTBpainaroTcss pa3BUTHE UMMYHO-
NeUIUTHOTO COCTOSIHUSI M BOSHHUKHOBEHHUE CEIICHCA, KaTapaKTa paccachiBacT-
Csl, CHUYKAETCsl PUCK PAHHETO JIETAJIbBHOTO UCXO/1a.

[TepBoHavanbHble HAAECKIH HA 3G(HEKTUBHOCTh TUETHUECKOTO JICYCHUS
rajjakTO3eMUU HE ONpaBAaluCh. [[nuTensHoe HaOM0AeHUE 3a MallMeHTaMU, BbI-
SIBJICHHBIMU B HEOHATAJIbHOM WJIM PAaHHEM BO3pacTe W MOJIYYaloNIMMU aieKBaT-
HOE JICYEeHHE, TI0Ka3aJio, 4TO Oe3rajlakTo3Hasl JueTa He MPelOTBPAIlAET OCI0XK-
HeHus Oosie3HH, pa3BHUBarollerocs B Oosiee mo3aHeM Bo3pacte. B psjae perpo-
CIIEKTUBHBIX HUCCIICIOBAHM, BBITTOJTHEHHBIX HA 3HAYUTEIbHBIX BHIOOpKAX MallU-
€HTOB C KJIACCMYECKOM TajlaKTO3eMHell, KOHCTaTUPOBAIN HU3KUN YPOBEHb YM-
CTBEHHOTO pa3BUTHUSl MAIlMEHTOB, HApyUICHUE IO3HABATENbHBIX (DYHKIMH, a
Takke QyHkuuu peud. OTMEUEHO HapacTaHWE CHUKEHUS MHTEIJIEKTYalbHOTO
pa3BUTHS 1O MEpe pocTa maiueHTa. Hepenko npu 3TOM BBISBISUIUCH aTaKCHs,
MBIIIIEYHAS THIOTOHUS, DKCTPANUpaMHUIaIbHbIE PACCTPOWCTBA U DS JPYTUX
HEBPOJOTHUECKUX OCIOKHEHUH. Y 90 % manueHToK ¢ KiiacCH4ecKou (popmMoi
raJlakTO3eMUU HAONIOAAIOCh HapylleHue oBapuaibHOW GyHKuuU. [IpudamHbI
Hed((PEKTUBHOCTH AWETHI C OTPAHUYCHHEM TajaKTO3bl B OTHOIICHUU OT/aJICH-
HBIX MPOSBIICHUH 3a00JI€BaHUS OCTAIOTCS HESICHBIMU. J[J11 0OBSICHEHUST HEYIOB-
JIETBOPUTEIBHBIX PE3YJIbTATOB JICUCHUSI BHICKA3aHO HECKOJBKO TMIOTE3, OCHO-
BAHHBIX HA TMOUCKE JIOMOJIHUTEIbHBIX UCTOUYHUKOB TAJIAKTO3bl B OpraHu3Me U
HAKOTUICHUU TOKCHUYHBIX MPOAYKTOB MpPOMEKyTouHoro oomeHna. [Ipenmonara-
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I0TCSl CIIEYIONIUE MPUYMHBI HU3KOM 3(PGEKTUBHOCTH TEpanmuud U MOpaKeHUs
OpraHoOB M CUCTEM B MEPUOJ BHYTPUYTPOOHOTO pa3BUTHSL:

— Hajguyve HeOOJIBIIOr0 KOJMYECTBA TallaKTO3bl B JUETHYECKUX IPO-
JIYKTax, CO3JaHHbIX Ha COEBOU OCHOBE;

— TOKCHUYECKOE JEHCTBUE BBICOKMX KOHUEHTpAaUWh ranakroso-l-
docdara;

— HQJIMYHAE HENOJJAIOUIErocs] KOHTPOJIKO IMOBBIIIEHUS 3HAOTEHHOIO
CUHTE3a TaJIaKTO3bI U raakTo30-1-docdara;

— HEJOCTaTOYHOCTh YpUAWIIU(OCPOrasakTo3bl, BOSHUKAIOIIAS B PE3YJIb-
tate 6;oka GALT wu, kak ciencraue, neekT peakiyii ralakTO3MIMPOBAHNS.

Brickazano npeamnosnoxkenue, 9to GyHKIuUsS (epMeHTa 0COOGHHO BakKHA B
ATOM TEPUOJE, MOCKOJIbKY yxke y 10-HemenpHoro mioja oOHapy»KeHa aKTHB-
HocTh GALT, npuyem Oosee BbICOKasi, 4EM B IOCTHATATHHOM JKHU3HU.

BpO)K}]eHHaﬂ HEIEPEHOCUMOCTD JAKTO3bI

Bpoxxnennast nenepeHocuMocTh J1akTo3bl (Tuna Holzel, He compoBox-
JaroIasics JakTo3ypuen, u turna Durand, mpoTekaronieii ¢ JakTo3ypueii) — Ha-
CJIeICTBEHHOE 3a00JIeBaHKe, 0O0YCIOBIEHHOE BO3PACTHON HE3PEIOCTHIO YH3UMA
JaKTa3bl WM BPOXKJICHHOW ajlakTazuel (rumojiakrasueit). 3a0oieBaHue Hace-
IyEeTCsl 1I0 ayTOCOMHO-PELIECCUBHOMY TUNY. OJMHAKOBO 4acTO MPOSIBISETCA Yy
MaJIBYMKOB M JeBOUYeK. HYacTora jJakTasHOM HemoctatouHocTu B IlIBenuu co-
craBuset 3 %, B Aurimu — 20-30 %, B CIIA cpenu 6enbix — 6 %, HErpoB —
73 %, B Adpuke u crpanax Cpemneit Azuu — 10 100 %, B JIutee — 37 %.
Hedpuuut nakra3el B Poccun Betpewaetres B 10-75 % cimydaeB. Henepenocu-
MOCTb JIAKTO3bI 3aBUCUT OT UCTOPUUYECKH CIIOKUBIIUXCS TUIIOB BEJCHUS CEJb-
CKOI'0 XO3SIIICTBa — B CKOTOBO/JYECKHX PETHOHAX TUIOJIAKTa3Hsl BCTpPEHaeTCs
pexe.

ITHOJIOTUSA U MATOTEHE3

[Ipy CHMKEHHOU AKTHBHOCTH WJIM OTCYTCTBUM KHILIEYHOM JaKTa3bl, pac-
HIETUISIONIEH Arcaxapusl JaKTo3y A0 MOHOCAXapoB, — TIJIFOKO3bl U TajakTO3bl,
HE paclICIUICHHAs JAKTO3a 3aJICPKUBAET BOAY B IPOCBETE KUIICYHUKA, YBEIIH-
yuBas 00BbEM KHUIEYHOTO COAECPKUMOTO. B HIDKHUX OTAeNnax TOHKOTO U TOJ-
CTOTO KHUIIICYHHKA MPOUCXOJIUT OpaKeHUE JIAKTO3bI MMOJ] ICUCTBUEM KUIIICYHOU
MUKPOGhIIOpHI ¢ 00pazoBaHWEM OOJIBIIIOTO KOJUYECTBA Ta3000pa3HOTO BOJAOPO-
Jla ¥ OPraHWYECKUX KHUCIIOT, Cpella KHUIIEYHOTO COJIEPKUMOIO CMEIIAeTCs B
KHUCIIYI0 CTOPOHY, YTO MNPUBOAUT K YCHIICHUIO MEPUCTAIbTUKHU. Y BEIUUYCHUE
KHAIIEYHOTO COACPKUMOTO, OOIBIION 00BEM Ta30B M YCUJICHHUE MEPUCTATHTHKA
BBI3BIBAIOT PAa3BUTHE JUAPEH, COMPOBOXKAAIONICHCS O0ISIMU B )KUBOTE. JKUIKHMA
CTYyJI ¢ HU3KUM pH NpUBOIUT K Malepalii KOXKU BOKPYT aHAJIBLHOTO OTBEPCTHS.
VYpuanue, 601 B )KUBOTE, KUAKUNU CTYJ MOSABJISIIOTCS MPAKTUUECKU Ccpasy IO-
cJie mpreMa IPOBOIUPYIONIEH (JITAKTO30COAEPIKAIICH ) TUIIIH.
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Knaccupuxanus

JlakTo3Hass HEMEPEHOCUMOCTh pa3JeiseTcsl Ha JIB€ (POPMBI: MEPBUYHYIO,
IreHEeTUYECKU OOYCIIOBJIEHHYIO, U BTOPUYHYIO, BO3HUKIIYIO B CIEIACTBUU MEp-
BUYHOIO MOPaXEHUS KUIICUHUKA WU BO3JIEUCTBUS HK30T€HHBIX (DaKTOPOB, yT-
HETAIOIIMX CUHTE3 JIAKTa3bl (MHPEKIIMS, Tapa3UThl, MEAUKAMEHTHI U JIp.).

[lepBuuHnas JakTO3HAs MayibaOCcoOpOLMs TOMApa3NENseTCs Ha BPOXKIIEH-
HYI0, OTMEYAIONIYIOCS Yy TPYAHBIX JleTed (paHHUM THUII) U JIAKTO3HYIO Majbao-
COpOIUIO B3POCIBIX (TIO3IHUMA THI), MOSBIISIONIYIOCS MTOCIE TIEPUOa MOJIOYHO-
ro BCKapMJIUBaHUs, Yalle BCEro nocie 4—35 Jer.

PanHuii T BpOXKJIEHHON MaibabCOPOIHMH JTAKTO3bl BCTPEUAETCS] B BUJIC
IByX BapwaHTOB: THMa Holzel, He compoBokmarOmIerocs: JaKTO3ypHen, 1 THIA
Durand, npoTekaromiero ¢ 1akTo3ypueil.

Kinununyeckass kapTuHa

AJakTazusi HOBOPOXKJIEHHBIX BCTpPEYAEeTCs PEAKO. BpoxkaeHHas Hemnepe-
HOCHUMOCTb JIAKTO3bI MPOSIBIISIETCS ¢ MEPBBIX JHEH XKW3HU pedenka. Hauboiee
pacnpocTpaHeH MepBbIA BapUaHT JAKTO3HOM HENEPEHOCUMOCTH — Jo0poKaye-
CTBEHHas (hopma ajlakTa3zuu, KOTOpas HE COMPOBOXKIAETCA JAKTO3ypHel (TuIl
Holzel). Ilpu nanHoM BapuaHTE Yy HOBOPOXIACHHBIX MOSBISETCS BOASHUCTHIN
NEHUCTBIA CTYyJ C KHCIBIM 3alaxoM, OTMedaeTrcsi mereopusM. Mmeer mecto
cTeaTopesi, BO3HUKAET CHHIPOM MalbaOCOPOLMKU C TUMOTpOpUEH U JPYyTruMu
AKCTPAUHTECTUHAIBHBIMH paccTporcTBaMu. LIpu SHTEpOOMONICUU THUCTOJIOTH-
YECKUX M3MEHEHUW B CIU3UCTOW 000JOYKE HE HAXOMAST, aKTHBHOCTH JIAKTa3bl
CHI)KEHa WJIM BOOOIIE OTCYTCTBYeT. VCcKilloueHne Moioka U3 paiuoHa HOBO-
POXKIAEHHBIX MPUBOAUT K NCUE3HOBECHUIO BCEX ITUX SIBIEHUN. JIakTO3ypus, nu-
caxapuaypus, aMHHOAIIUYPUS MPU ATOM (PopMe JTaKTO3HON MHTOJIEPAHTHOCTH
OTCYTCTBYIOT. HEKOTOpBIE AETH MEPEHOCAT MAJIBIE J103bI JIAKTO3bI, IIOHOCHI I0-
SIBJISIIOTCS] Y HUX TIPU MPEBBILICHUH JI03bl 3TOTO IUCaXapuja U JUMUTA UX Qep-
MEHTaTUBHOU akTHBHOCTH. [0 Mepe moapactanusi peOeHKa MOCTENEHHO YIIyd-
11aeTcsl NEPEeHOCUMOCTD JIAKTO3bI, K 4—5 rogam Ae@UIUT JIaKTa3bl OOBIYHO HC-
Ye3aer.

Bropoii BapuaHT nakTo3HO#M HenepeHocuMocTu (Tum Durand) mporekaer
3HAUYUTENBHO TsKeNee. Bekope mocie poxkaeHus: NOSIBISIOTCA BOASHUCTBIN T10-
Hoc, pBoTa. Poct pebenka 3amemisercs. Co BpeMEHEM BO3HUKAIOT MPU3HAKU
JNeruaparaiuu, aluao3, JJaKTo3ypus, Aucaxapuaypus, aMuHoanuaypus. Pa3su-
BAETCSl TMOPAXEHHWE IOYEUHBIX KaHAJIbLEB, LUEHTPAIbHON HEPBHON CHUCTEMBI.
MoryT OBITh TIPU3HAKK TeMOpparnueckoro auare3a. PBoTa Moker ObITH Ha-
CTOJIBKO YHNOpPHOM, 4YTO KIMHUYECKH HAINOMMHAET NUIOpocTeHo3. Harpyska
JIAKTO30M y OOJBHBIX JIeTeW BBI3BIBACT MOIBEM YPOBHS caxapa B KpoBu. CHH-
KEHNE aKTUBHOCTH JIAKTa3bl B CIM3UCTON 000JI0UYKE TOHKOM KUILIKK HE OTMEYa-
€TCsl, OJIHAKO UMEIOTCS BhIpAXKEHHBIE MOP(OIOTHYECKHE U3MEHEHHUS CIIU3UCTON
M3-32 TOKCUYECKOTO JICMCTBUS JIAKTO3bl HA MEYEHOUYHYIO NMAPEHXUMY U MOYeU-
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Hble KaHalbIbl. [l0JIHOE UCKIIIOUEHHUE JIAKTO3bl U3 MUTAHUS peOCHKA MPUBOAUT
K HEKOTOPOMY YJIYUILIEHUIO COCTOSIHUS OOJIBHOTO.

[IpuoOpeTeHHbIN (BTOPUYHBIN) HePUIUT JTaKTa3bl Pa3BUBACTCS MPHU pas-
JUYHBIX 3a00J€BaHUAX IKEIYJOUYHO-KUIIEYHOro TpakTa. HenepeHocumocTb
JIAKTO3bl OOHApY’KEeHA y OOJBHBIX XPOHUYECKUM TaCTPUTOM (racTpoAyOieHH-
TOM), XPOHHYECKUM HHTEPUTOM, HECNEUU(PUUECKUM S3BEHHBIM KOJUTOM, 0O-
ne3nbto Kpona, nennakuei.

Y 20 % eBpormeiiiieB ¢ CHHAPOMOM MajibaOCOPOITMHU JTAKTO3bI CUMIITOMBI
HEMEePEHOCUMOCTH OTCYTCTBYIOT NPHU YHNOTPEOJIEHUU MOJIOKA MalbIMU MOPIIHSI-
Mmu (30-50 mut), pacnipeleIEHHBIMUA Ha BECh JIeHb. be3 BO3HUKHOBEHHS] CUMIITO-
MOB HENEPEHOCUMOCTH 3a CYTKM MOkHO BbIATH 200 1 naxke no 400 M cBexe-
ro MOJIOKA.

Knunndeckne cuMnToMbl AeuIMTa JaKTa3bl BO3HHUKAIOT yepe3 1-2 u
nocJie ynoTpeOiaeHus: MOJIOKa M APYTHX MOJOYHBIX MPOAYKTOB WU MHULIH, TIPH-
rOTOBJICHHOM Ha MoJioke. HabmronaroTcsi mpu3HAKU KeILyJOYHO-KUIIEYHOTO
nuckompopTa: TOIIHOTA M PBOTA, KUAKUNM CTyl. BonbHBIX OecrnokosT 00 B
KHUBOTE (OT OLLYIIEHUS pacriepaHusi 10 KOJUK), B3AYyTUE KUBOTA.

XapakTepHbl pe3kasi ¢1aboCTh, NOTIUBOCTh, TAXUKAP/IUS, YYBCTBO O3HO-
0a, rosloBHas 00Jib, TOJIOBOKPYKEHUE, HHOTIa OOJIb B 00JIaCTU cepAlla U KCT-
pacucronusi. CTeneHp TSHKECTU MPOSBICHUN 3aBUCUT OT J03bl MOJIOKA U JINMH-
Ta KUIIEYHOM JakTa3zbl. CUMOTOMBI HEMEPEHOCHUMOCTH MOJIOKa, 00YCIOBIICH-
Hble Je(UIUTOM JIaKTa3bl, HUcUye3aloT yepe3 3—4 9 mocie ero ynorpeodieHus.
Hapymenne BcachlBaHMS JIAKTO3bl CIIOCOOCTBYET PAa3BUTHIO OCTEONOPO3a, TAK
KAaK MCKJIIOYEHUE U3 MUILKA MOJIOKA WM €r0 HE YCBOCHHE MOXKET BBI3BIBATH JlE-
(GULNT KaJablUs B OpraHUu3Me.

JlabopaTopHasi JMATHOCTHKA

JlnarHoctrke jJakTa3HOW HEAOCTATOYHOCTH MOMOTalOT AHAMHECTUYECKUE
JaHHbIE, KIMHUYECKAss CUMITOMATHKA, B YACTHOCTH, YKa3aHUE Ha HEIEepPEeHOCH-
MOCTh MOJIOKA, MCYE3HOBEHHUE WJIM YMEHbBIICHHE MPOSBICHUN OpOIUIbHON
TUCIIETICUM TIOCJIE UCKIIFOUEHHMS U3 MHILEBOTO PallMOHa MOJIOYHOIO caxapa.

HaunbGonee nHbOpMaTUBHBIMU U TOYHBIMHU SIBJISIOTCA Cieayromue j1ado-
paTOpHbIE METOIBI AUATHOCTUKH JIAKTA3HOW HEIOCTATOYHOCTH:

1. [IpsiMmoe ompeeneHne akTMBHOCTH JIaKTa3bl B KYCOUKe CIM3UCTON 000-
JIOYKHM TOHKOW KHUIIKH, IOJyYEHHOM IIpU aCIUPALMOHHONW OMOIICUM C TIOMOLIBIO
CHEIHaIbHOTO aCIUPALIMOHHOI0 30H1a uiu ayoneHodudpockona. [Tpu nakras-
HOW HEeIOCTATOYHOCTH OTMEUYAETCsl Pe3KOe MOHMKEHNUE YPOBHSI JIaKTa3bl B OHO-
nrate (0T 0 10 2 MKr/mMr/muH; HopMa 14—20 MKIr/Mr/MuH), Ipu4eM aKTHUBHOCTb
OpyTrux Avcaxapuaas (caxapasbl, MAIbTa3bl U Jp.) IPAKTUYECKU HE U3MEHAETCS
¥ TUCTOJIOTHYECKOE CTPOCHUE CIM3UCTON 00OIOUKH TOHKOW KHUIIKH COOTBETCT-
BYET HOPME.

2. Harpy304HbIl JIAKTO3HBIM TECT 3aKJIOYAETCS B HArpy3Ke u3 pacuera 1
I JIJaKTO3bl Ha 1 Kr Macchl Tena 00CiIenyeMoro ¢ Onpe/ieJIeHUEM YPOBHS pey-
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LMPOBAaHHBIX CaxapoB KpoBH HaTomak U uyepe3 30 u 60 MuH nocie nprema Jak-
TO3bl. B HOpME NPUPOCT TIUKEMHUH TOCIE HArPy3KH JaKTO30M cocTaBisieT 0o-
nee 1,1 mmonw/n. Takoil MPUPOCT yKa3bIBaeT Ha TO, YTO YPOBEHb KHILIEYHOM
JIaKTa3bl HAXOAMUTCS B MpeAesiax HOPMbl U JalbHEHIINE HCCIIETOBAHUS MOMXKHO
HE TpoBOAUTH. Eciau mnpUpOCT TIMKEMUM TOC/Ie HArpy3Kd JIAKTO30M
1,1 Mmmoib/11 1 MeHee, TO Yepe3 JeHb MPOBOST JIONOJHUTEIbHYIO HArPy3Ky U3
MOHOCAXapoB, COCTABJISIIONIUX CTPYKTYpY JakTo3bl. Harpyska coctout u3 cMme-
cu rimoko3bl (0,5 r Ha 1 kr Maccel Tena) u ranakTo3sl (0,5 r Ha 1 Kr Maccel Te-
na). [Ipu npueme MoHOcaxapoB (TJIOKO03a, rajlakTo3a) MOJYy4YaroT MpEe/ICTaBIIe-
HUE€ O COCTOSIHUM BCAChIBAHMS, TAK KAK OHU HE HYKAAIOTCS B MIPEABAPUTEILHOM
paCIICIVIEHUH U Cpa3y BCACBIBAIOTCS B TOHKOM KHIIKE. [IpupocT KoHUEHTpauuu
caxapa KpOBH IOCJ€ Harpy3Kd JIAKTO30# IO3BOJISIET CYJIUTh 00 aKTUBHOCTHU
JIAKTa3bl.

IIpu sakTa3HOM HEIOCTATOYHOCTU BCACBIBAHME HE HAPYILIEHO, a PE3KO
YMEHBUIEH TUAPOJIN3 JAKTO3bl, IOATOMY IMIMKEMUYECKasi KpUBasl IOCIIe HArpy3-
KM JIakT030M Oyner nmoHuxeHa (1,1 MMoib/1 1 MeHee), a mociie Harpy3Ku cMe-
CBIO TJTFOKO3bI U TaJaKTO3bl HE u3MeHuTCs (Oosee 1,1 mmonb/n). [Ipu npoBene-
HUU JJAKTO3HOT'O TecTa 0OpaliaroT BHUMaHUE Ha MOSBJICHUE KIMHUYECKUX CUM-
NTOMOB HETEPEHOCUMOCTH JIAKTO3bl (MIOHOC, YpUaHHe, MeTeopu3M, 00JIb B JKH-
BOTE U Ap.). [Ipu M3yueHun nporeccoB BCaChIBAHUS BMECTO CMECH TIIOKO3bI U
rajakTo3bl JIOMYCKAeTCs MCIOJIb30BAaHUE OJHOM ritoko3bl (1 r Ha 1 Kr Maccel
Tena), TaK KakK II0K03a U TajJakTo3a TPaHCIOPTUPYIOTCS Yepe3 CIAUZUCTYIO 000-
JIOUKY KHUILKH U SIBIIIOTCS IEPEHOCYMKAMU OJHOTO THUIIA.

3. Omnpenenenue TOJEPAHTHOCTH K JIAKTO3€ Iocie Harpysku. [Ipu stom
METO/I€ ONPEIEISAI0T TO MUHUMAIBHOE KOJUYECTBO JIAKTO3bI, IPUHATOE HATO-
1[aK, KOTOpoe 00yCIIaBIMBAET OJHOKPATHOE MOSIBJICHUE XKUAKOTO CTYyJIa B TE€Ye-
Hue 4 4. UccnenoBanre HaumHaiOT ¢ 50 r 1akTo3bl. B KOPOBBREM MOJIOKE CO-
nepxurcs 4,8 %, a B KEHCKOM — 6,8 % JaKTO3bl, MOATOMY CIEAYET CUUTATH,
YTO 3Ta Harpy3ka SKBUBAJIGHTHa ymnorpeOneHuto 1042 My KOpOBBEro WU
735 M rpyaHOTO MOJ0Ka. OTCYTCTBHE >KHMJKOTO CTyJia B TeueHue 4 4 moclie
Harpy3Ku JIaKTO30M CBHJIETEIBCTBYET O JOCTATOYHOM TOJEPAHTHOCTH K HEM.
Ecnu sxuakuii ctyn Obun (XoTst ObI OJTHOKPATHO), 3TO yKa3bIBaeT Ha JCPHUIIUT
naktasbl. [[s1 BBISBICHUS CTENEHU SH3UMOMNATHH MOKHO YBEIMYMBATH WM
YMEHbIIIATh 03y JaKTO3bl HA 10 T exXeqHEBHO, HAUMHAS ¢ IEPBOHAYAIBHOM J0-
361 50 T. DTO MO3BOJIAET BBIIBUTH TO MUHUMAJIbHOE KOJIUYECTBO JTAKTO3bI, KOTO-
po€ BBI3BIBAET OJHOKPATHYIO Je(eKaluio ¢ )KUIKUM CTyJIoM. YeM MeHblIe 3Ta
103a, TeM 0oJsiee BhIpa)keHa CTENEeHb HEMEPEHOCUMOCTH JIAKTO3bl. [laHHBIN Me-
TOJ WCCJEA0BAHMS KaK MEHEE OOpEMEHUTENbHBIN I OOJIBHOIO Yalle UCIOb-
3yercs y aerei. B aToM ciydae nepBoHauyanbHas Harpy3ka cocrasisieT 20-30 r
JIAKTO3bI.

4. UccnenoBaHue cofepsKaHus BOAOPOJAA B BBIABIXaEMOM BO3AYyXeE MOCIE
Harpy3ku JakTo30i. C 3ToH 1eNbl0 00BIYHO UCIOJIB3YETCSI METO/I Ta30BOM Xpo-
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Marorpaduu. B HOpMe KOHIIEHTpalus BOAOPOJA B BBIJIBIXa€MOM BO3yX€ He-
3HaunTenbHa (MeHee 0,1 MJI/MUH), MPU TUMOJIAKTA3UU OHA CYIIECTBEHHO BO3-
pactaeT. MeToa 0OCHOBaH Ha 00pa30BaHUU Ia3000pa3HOrO BOJOPOA B TOJICTON
KHILIKE B pe3ysbTaTe OakTepuadbHON (pepMEeHTaIMH MomnaBliel B Hee Heabcop-
OupoBaHHOM JAaKTO3bl. ['a3 BcackIBaeTCsl yepe3 CIAM3ZHUCTYIO 000JIO0YKY TOJICTOU
KUIIKH, IPOHUKAET B CUCTEMY KPOBOTOKA M BBIJCNISIETCS Yepe3 JETKUe Mpu Jbl-
XaHUU. MeToJ1 TOBOJIBHO TOYEH, CYIIECTBYET YETKask KOPPEISAIUS MKy KOJIH-
4ECTBOM BOJIOPOJA B BBIJIBIXaEMOM BO3yX€ M CTEIEHBIO JIAKTA3HOM HEJOCTa-
TOYHOCTH.

TecT ¢ mpuemMoM JIaKTO3bl, MEUCHON PaJUOAKTUBHBIM YIJIEPOJIOM (14C).
[Ipn ero mpoBeneHWH H3MEPSIOT PATMOAKTUBHOCTH BBIIBIXAEMOLO BO3JyXa.
[Ipy HEM3MEHEHHOM THPOJIU3€E JAKTO3bl YPOBEHb PAJUOAKTUBHOCTH BBICOKHIA,
[PU TUNOJAKTa3U1 — HU3KHIA.

Jleuenue

OCHOBHOI METOJl J€UeHHs] — AUETOTEepanus, HalpaBieHHas Ha 00Xox
MeTrabonnyeckoro Onoka. IIpu HCKycCTBEHHOM BCKapMIIMBAaHMM PEOEHKY Ha-
3HA4al0TCsl O€3JIaKTO3HBIE CMECH WJIM CMECH C COJEP)KAHHEM JIAKTO3bl MEHEe
1 % — Hu3KONaKTO3HBIE (TAbI. 9).

Tabauya 9
MoJs104HBIE CMeCH M MPOAYKTHI, HCIOJb3yeMble NPH JAKTA3HON HEJOCTATOYHOCTH
Ha3Banue ‘ Crtpana ‘ DupMa-npou3BoANTE/b
be3naxkmosuvie cmecu
HAH 06e3makTo3HbIi IlIBelinapust Hectne
BebGemax-DJI Tomnannus Jlariemmid
Onpaonak-O [Nonnanaus Kob6epko M30ko
Mawmekc 6e31aKTO3HbII Janus ApuHKO
[Topraren CIIA Mun JI>KOHCOH
Huszkonakmo3snbvie cmecu

benJlakT HU3KOIAKTO3HBIN benapych OAO «bennakT»
HyTpunakT HU3K0JIaKTO3HBIN Poccus A/O Hytpurek
HuskonakTo3Hoe MOJIOKO Poccus BHMMMU
HyTpuiioH HU3KOJIAKTO3HBIN [Nomnanaus HyTtpunms
Xymana-JIIT I'epmanus XyMaHa
Xymana-JIIT CTI] I'epmanus XymaHa

Cmecu Ha 0OCHOGe u301Ama coeeo20 denKa
HAH cosa [lIBetiapust Hectne
HyTtpus-Cos [Nonnanaus HyTtpunms
Xymana CJI I'epmanus XyMaHa
Oudamun-Cos CIIA Mun JI>koHCOH
®puco-Coit T'onmangus OpucnesHg
Cumunak-M3omuin CIIA Pocc JlabopaTopus
Xannan-CoeBast cMeChb CIIA XalHrg
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OcoOennocteio cmecu «HAH 06e3nakTo3Hbli» SBIASETCS BKIIOYEHHE B
HEe HYKJICOTUJIOB, YTO MO3BOJISIET OBICTPEE BOCCTAHOBUTD ILIEJIOCTHOCTH CIIU3H-
CTO# 000JI0UKH, a 3HAUUT, U aKTUBHOCTD JIAKTA3bI.

[Ipu rpyaHOM BCKapMITMBaHHWH TPYAHOE KOPMJICHUE 3aMEHSIOT Ha Jieueo-
Hble cMecH mnocTeneHHo. KoHTpoab 3¢h(EeKTUBHOCTH AMETOTEpanuu MpOoU3BO-
JTUTCSl HA OCHOBAHHMM KJIIMHUYECKOW KapTUHBI, onipeaenenus pH kana. s Hop-
MaU3aliy KIMHUKA OOBIYHO JOCTATOYHO 3aMEHUTh 1—2 kopmueHus. [lpu ner-
Koi ¢opme OONE3HM, KOT/a CaMOYyBCTBHE PEOCHKAa HE HApYIIEHO, TPYIHOE
BCKapMJIMBAHHE OCTAaBIISIOT MOJHOCTHIO, UTHOPUPYS HapylieHue cryia. Jpy-
UM BapUaHTOM JICUCHUS SIBISETCS 00pabOTKa CIIEKEHHOTO TPYIHOTO MOJOKA
JaKTa30i u KopmiieHue pederka uepe3 30 MuH.

BBenenne mpukopMoOB M TUIIEBBIX J00aBOK MMEET CBOM OCOOCHHOCTH.
Kamm roroBar Ha HU3KO- WM 0e31akTo3HBIX cMmecsax (tadn. 10). [Tpu ymepen-
HOM THIOJIAKTa3uU BO3MOKHO HCIIOIB30BAHUE OTMBITOTO OT CHIBOPOTKH TBOPO-
ra, CIMBOYHOIO Maciia, TBepAoro cbipa. [Ipu jerkoit rumojakTazuu JCTIM
CTapIlie OJTHOrO rojia MOXKHO J1aBaTh KHUCIOMOJIOYHBIEC MPOIYKTHI.

Hy>XHO TTOMHUTB, YTO MHOTO JIAKTO3bI COJEPKUTCS B CYXOM MOJIOKE,
CMeTaHe, KOHIUTEPCKUX U3JIEIUsIX, OuPuayM-, JaKTOOAKTEPUHE; JTaKTO3a SIBIISI-
€TCSl OCHOBHBIM JICHCTBYIOLIUM BELIECTBOM JIAKTYJIO3bI.

Tabauya 10
OcobenHocTH BBeeHHs 0J110]1 NPUKOPMA B PALMOH JAeTeH ¢ THIMOoJaKTa3Hei

TpoaykT 1 611010 Cpoxku BBenemfsl npuKopma (Mec.)
AeTH ¢ THNoJIaKTa3ueil 310POBbIE 1eTH
@DpyKTHl, ATOJHBIE COKU 3,54 3
@pyKTOBOE MIOpPE 4-4.5 3,5
TBopor 5 (OTMBITBIE OT CHIBOPOTKH) 5
Kentox 6 6
ITrope oBomHOE 4 5
Macio pacTUTeNbHOE 4 5
Karmra 5 (6e3MoouHast WK HA HU3- 6
KOJIAKTO3HOU COEBOM CMECH) (MoouHas)
Macio cnuBoYHOE 6 (Tpu MHANBUIY ATBHON 6
MIEPEHOCUMOCTH)

[Trope MscHOE 5-6 7
Mooko 8—9 (HM3KOIAKTO3HOE) 89
Kedup 8—9 (TpexCcyTOUHBIi1) 89
Cyxapwu, xye0 89 89
Pri6a 89 89

BcnenctBue nonasnenus aHa poOHOU (GiIophl B Kaje y JeTeill pe3Ko CHU-
’KEeHa WJIM JJaXkKe OTCYTCTBYET JIakTo- U Oudunodnopa. Ilpu 3ToM 006bI4HO yCTa-
HABJIMBAETCS JIMAarHO3 «AUCOAKTEpUO3», HO Ha3HAUCHUE OWoIpenapaToB Hed]-
(GEeKTUBHO — TMPU HOPMAIHM3AIMN KIMHUKA MHUKPOOUOIIEHO3 KHUIIEUHUKA HOP-
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MaJI3yeTCsl CaMOCTOSTENIbHO. [Ipy BTOPUYHOM TUTIONIaKTa3un aKTUBHOCTH (pep-
MEHTa BOCCTaHABJIMBAETCs O0bIYHO B TeueHue 1-3 mecsues. [IpumepHas nuera
JJISL pe6eHKa, HaxogAmerocss Ha CMCIIAHHOM BCKapMJIMBAaHHM, IIPUBCACHA B
Tabm. 11.

Tabnuya 11

IIpuMepHBIH CyTOUYHBIH PAUMOH 1J1 pedeHka 4,5 Mec. ¢ runojakTa3smnei,
HAXOSIIErocss HA CMENIAHHOM BCKapMJIMBAHUH

Hac Panuon KoaunuecTBo (MJ1)
KOPMJIEHHSI
6.00 HAH 6e3makTo3HbIH 100
Cue)xeHHOE IpyJJHOE€ MOJIOKO 50
9.30 HAH 6e3makTo3HbIH 100
CuexxeHHOe IpyJHOE€ MOJIOKO 50
Cok s10)109HBIH, pa30aBieHHbIN Ha 1/3 Booi 20
13.00 Pucosag kamra Ha Boje 120
CuexeHHOe rpyTHOE MOJIOKO 30
Macno pacTuTesnbHoe 3,0
16.30 HAH 0e3makTo3Hb1H 100
Clie:KkeHHOE TPYJIHOE MOJIOKO 50
20.00 CuexeHHOe rpyTHOE MOJIOKO 100
HAH 06e3makTo3HbIH 50
Cok rpymieBbiid, pa3baBiaeHHbIN Ha 1/3 BomoH 20
23.30 HAH 06e3makTo3HbIH 100
ClexeHHOe TPy THOE MOJIOKO 50
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OraaBJiieHue
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