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METOAOJIOTUA

Memoowi, ucnonvzosanuvie 01 coopa/cenreKyuu 00KA3AMenbCmes

Jloka3zarenbHO# 6a30i U1 peKOMEHJAUMN SIBIISIOTCS MOUCK B JIEKTPOHHBIX 0a3ax
nanabix PubMed wu Medline. JlanHble KIMHUYECKHE PEKOMCHIAIIMM ITOJTOTOBJCHBI Ha
OCHOBAHHMHU MEXITYHAPOIHBIX KIMHUYECKUX PEKOMEHAIMHA 10 TUArHOCTUKE U TAaKTUKE BEICHHUS
rajlakTo3eMUH, pPa3pabOTaHHBIX TIPYNIONW SKCHEPTOB IO TrajlaKTO3eMHUH, a Takke 0030pa
nyOIMKanuil KIMHUYECKUX ucciieoBanuil. ['mybuHa noucka cocraBuia 5 ner.

MeTo/1bl, UCIIOJI30BAHHBIE JUIsI OLIEHKM KauecTBAa M CHJIbI JI0KA3aTEIbCTB: OLIEHKa
3HQYMMOCTH B COOTBETCTBUM C PEUTHMHIOBOM CXEMOM JUISl OLICHKH CHJIBI PEKOMEHAALUI: MeTa-
aHaJu3bl  BBICOKOTO  KauyecTBa, CHUCTEMAaTH3UPOBaHHbIE 0030pbl  PaHAOMH3UPOBAHHBIX
KOHTPOJMPYEMBIX HCCIICOBAaHUM C HU3KMM PHUCKOM CHCTEMAaTHYECKUX OIIMOOK. YPOBEHb
nokazarenbHocTH 1++ -1+, Cuna pekomenaauuii oneHuBanach no Okcdopackoit mkaie - THI
A. Jlng OUeHKM KadyecTBa, CHUJIbl JIOKa3aTelbCTB U (OPMYJIUPOBAHUS PpPEKOMEHAALNN
MCII0JIb30BAJICSI KOHCEHCYC IKCIIEPTOB.

Wuaukatopel  pobOpokauectBeHHoi mpaktuku (Good Practice  Points-GPPS)
0a3upoBaINCh HA KIMHUYECKOM OIbITE paboveil rpynmsl o pa3paboTKe peKOMEHJaIui.

OKOHOMHUYECKMM  aHamu3 M OyOoaukauuu 1o (apMakodPKOHOMHUKE  He
aHaTM3UPOBANINCh. Banuauszanus pexkoMmMeHganuid Oa3upoBajiach Ha BHYTPEHHEH AKCHEpTHOMH
oueHnke. KomMMeHTapuu, mosiyueHHbIE OT HKCHEPTOB, CHUCTEMATH3UPOBAIUCH M OOCYXJIAIUCh
npejaceaareneM M ujaeHamu paboueil rpymmbl. [IpoekT pekoMeHpanuii ObUl pelieH3UpOBaH
HE3aBUCHMBIMH SKCIIEPTaMH.

Jlis  OKOHYATENbHOM peJaKIMM W KOHTPOJS KadecTBa PEKOMEHJAIUU ObLIH
MOBTOPHO MPOPELIEH3UPOBAHbl WiCHAMU paboueil rpymibl, KOTOpble MPUIILIM K BBOAY, YTO BCE
3aMeYaHus] U KOMMEHTApHH TIPUHSITHl BO BHUMAaHHE, PHCK CHCTEMATHYECKHX OIIMOOK TIpH

pa3paboTKe peKOMEHIAINI CBEJIEH K MUHIMYMY.
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OcHOBHBIE = PEKOMEHJALMM, YPOBHU  JOKA3aTCIBHOCTM W HHIMKATOPHI
JNOOPOKAYECTBEHHOM MPAKTHUKH MPUBOATCS MO XOAY M3JI0KEHHUS TEKCTa PEeKOMEHJaIU.

BricokoTexHOJIOrnaHast IIOMOIIIb OOJBHBIM C TaJaKTO3eMHEN npeaycMarpuBacT
HAJIMYUEC MNOATrOTOBJICHHOI'O Bpayda B obactu JUarHoCTUKH W JICUCHUA OOJIBHBIX C
FaHaKTOSGMHeﬁ, 3HAHHUEC OTAAJICHHBIX OCJIO)KHEHHH TEUYCHUS 3360J’IeBaHI/I${, METOJABI HX
KOppCKUOUH, IMMOATrOTOBJIICHHOI'O cpeaHero MCIUIOUHCKOro IHCpCoOHAIa, BO3MOXKHOCTbH
BBITIOJIHCHHA KOHTPOJIBHBIX TECTOB, TEXHOJIOT'UIO BCIIOMOTaTeILHON TEpaIinu.

OIIPE/JIEJIEHME:

["amakTo3eMusi — HacleICTBEHHOE AayTOCOMHO-PELIECCUBHOE HapylleHHe OoOMeHa
YIJIEBOAOB, TIPU KOTOPOM B OpraHM3ME HaKaIUTMBAETCSI M30BITOK TaJlaKTO3bl M €€ METa0OJIUTOB
(ramakro3o-1-¢ocpara w ramakTHTONA), UYTO OOYCIOBIMBAaET KIMHUYECKYIO KApTHHY
3a0oseBaHus U GOPMUPOBAHHE OTCPOUCHHBIX OCIOKHEHUH.

KO/l MKB 10:

E74.2 T'anakro3emus (HapymeHHs 0OMEHA TalaKTO3bl; BKIIOUYEHA HEJTOCTaTOYHOCTh
raJakKTOKUHA3bI).

SINMAEMUOJIOTI U A:

YacTora rajakTo3eMHH IO JaHHBIM MacCOBOI'O O00CIEeI0BaHMS HOBOPOXKICHHBIX B
Poccun cocrapnser 1: 16 242, npu 3ToM mnojaBisioliee OOJBIIMHCTBO CIy4aeB 3a00JeBaHUs
o0ycroBieHo MmyTarusMu B reae GALT.

3TUOJIOT'UA:

lamakro3a (oT rpeuyeckoro cioBa Qgala, galaktos - momoko) mpencraBisier coboit
MoHocaxapua - C-4 snuMep III0KO03bl, ¢ HACHTUYHON MOJIEKYJIIpHOI GOpMYIIOif, HO C OTIMYHOM
OT TJIFOKO3BI CTPYKTYpHOU (hopmyroit. HecMoTpsi Ha GoJbIlIoe CXOACTBO MOJIEKYJ TIIIOKO3BI U
rajlakTo3bl, MpeBpalleHHe TMOCIeIHeH B TIIOKO3y TpeOyeT HECKOIBKUX SBOJIOIMOHHO-
KOHCEPBATUBHBIX (EPMEHTATUBHBIX PEAKIMH, KOTOpbIE MPOTEKAIOT B LUTOIIa3Me KJIETKH U
U3BECTHBI MOJ Ha3zBaHueM nyTu Jlemyapa mertabonmsma ramakto3sl (pucyHok 1). I'amakToza
UMeeT BaKHEHWIIee 3HAaYeHWE /IS pOCTa M Pa3BHUTHUS JIETCKOTO OPraHM3Ma, TaK KakK SBISETCS
KOMITOHEHTOM ITUIIX TPYJTHOTO peOCHKa, BXOS B COCTaB MOJIOKA.

Pucynok 1. O6mias cxema oOMeHa raiakTo3bl.



9HaoreHHas rajakro3a,

JK30reHHAs rajaKkTo3a, o0pa3zoBaHHasA Npu oOMeHe
NnocTynapmas ¢ numei IJIMKONIPOTEHI0B H
IJIMKOJIMIIN/I0B

l

lamakrosa _ _ _ __ _ = ['anakruron

rAJIK

\ 4

T'anakTo3o-1-gocdar YA®-rnoko3a

)

YAd-T'anakro3a I'moko30-1-dochar

NS _/

FANT — depmeHT ranakTo3o-1-choccaTypmanntpacHdepasa;

rAJIT

raJid

AJK — doepMeHT ranakTokmMHasa;
FAN3 — pepmenT YO P-ranakroso-4-anumepasa (Onnmepasa).

["amakTo3eMusi OTHOCHUTCS K HACIIEACTBEHHBIM OOJIE3HSIM YIIIEBOJHOTO OOMEHa M
00BbEeIMHACT HECKOJbKO TEeHETHMYECKH TIeTeporeHHbIX (opM. B ocHoBe 3aboneBaHMs JIEKHUT
HE/I0CTaTOYHOCTh OJHOTO U3 TpeX (DepMEHTOB, Y4YaCTBYIOIIMX B MeTa0OJU3ME TaJlaKTO3BI:
rasnakto3o-1-¢pocharypununtpacudpepassl  (I'AJIT), ramakrokunasel (['AJIK) u  ypuaun-
mupochar(yY Ad)-ranakrozo-4-snumupassl (I'AJID) (pucynok 1). I3BecTHBI Tpu reHa, MyTauuu
B KOTOPBIX MOT'YT PUBOJUTH K Pa3BUTHIO rajlakro3eMuu (Tabmuua 1).

Ta6n1z1ua 1. I'eneTnyeckas reTCPOrcHHOCTDb I'aJIaKTO3EMHUH.

depmeHT HasBanne rena Jlokanu3anus reHa
ranakTo3o-1-gocpat- GALT 9p13.3
ypuauntpancdepasa (I'AJIT)

["anakroxunaza (I"AJIK) GALK1 17925.1

Y Id-ranakro3o-4-snumepasza | GALE 1p36.11

(TAJID, siumepasza)

Tun HacnegoBaHUS ralakKTO3EMUU - ayTOCOMHO-pCHCCCHBHBIﬁ.

KITACCUDOUKALINA:
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B ocHOBy coBpeMeHHOH KiacCHU(UKAIMU TaTaKTO3EMHUU TIOJI0KEH 3THOJOTHYCCKUM
npuHiui. CymiecTBYIOT TPH THIIA TAIAKTO3EMHHU, B 3aBUCHMOCTH OT MMEIOIIETOCsl y OOJILHOTO
nedexTa 0JTHOTO U3 TPEX OCHOBHBIX (DEPMEHTOB, yUACTBYIOIIUX B META0O0JIM3ME raJIaKTO3bI:

I. Knaccuueckas - ramakrozemusi | Tuma, oOycioBiieHHas aepuiuToM (epMeHTa
ranakto30-1-dhochar-ypuaunrpancdepasnl (I'AJIT). ITOT TN TalaKTO3EMUU TAK)KE BKIIOUYAET B
ce0s Bapuant Jyapre.

Il. HenoctaTtounocts ranakrokunassl (I'AJIK) (ramakrozemus Il tuma).

1. dedunur ypununaudocdar-raimakro3o-4-snumepassl (I'AJID wmm snuMepassl) —
ranakro3emus III Tuma.

ITATOI'EHES:

['amakTo3a urpaer KpaiHe BaXXHYIO pPOJb B OpPraHU3Me, OCOOCHHO pacTyILEro
pebeHka. DTOT MOHOCaXapu/ HE TOJIBKO SBISETCS 3HAYMMBIM UCTOUHUKOM SHEPTHH AJIS KIETKH,
HO U CIYXXUT HEOOXOIMMBIM IJIACTUYECKUM MaTepuajoM s 00pa3oBaHUSl TITUKOMPOTEHJIOB,
[JIMKOJIUIUIOB W JIPYTMX KOMIUICKCHBIX COCJIMHEHUH, WCIOJB3YEMbIX OPraHu3MOM JUIS
(GOpMUPOBAHUS KJIETOYHBIX MEMOpaH, HEPBHOW TKaHW, HEPBHBIX OKOHYAHWMW, IPOIECCOB
MUEIMHHU3AINA HEeHpoHOB U Ap. HapymieHne merabonu3ma TrallakTo3bl, HaONl0aeMoe IpHU
raJlakTO3eMUU, HEU30€KHO MPUBOJUT K PACCTPOUCTBY (DYHKIMOHUPOBAHUS MHOTHUX OPIaHOB H
CHCTEM OpraHu3Ma.

OCHOBHBIM HCTOYHUKOM TaJakTO3bl Yy YEJIOBEKa SBISETCA THUINA. bojbimoe
KOJIMYECTBO NOTPEOISEMBIX B TEUEHUE [IHS MHUIIEBBIX MPOAYKTOB COJEpKAT JaKTO3y, W3
KOTOPOM B KHUIIIEYHUKE B pe3ylbTaTe TUAPOIHM3a OOpa3yeTcsl TajakTo3a; MHOTHE MPOAYKTHI
NUTAHUS COJAEPIKAT TAJIAKTO3y B YUCTOM BHJE. Y UYEIOBEKa 3TOT MOHOCAXapUI TaKKe MOXKET
00pa30BBIBATHCS U SHAOTEHHBIM ITyTEM, TIOJIABIISIONIEE €T0 KOJUYECTBO MOJTyJaeTcs B poIecce
(bepMeHTaTUBHBIX peakuuil mexay ypuaunanpocdarrmokoszoit (YAD-rmokoszoit) u YAD-
rajlakTo30H, a Tak)Ke B Ipoliecce 00MeHa TNIMKOMPOTENHOB U TIUKOJIUIHIOB.

[TaToreHeTHUeCKHe MEXaHU3MBI TAJITAKTO3EMHUU JIO CHUX TOP MOJHOCTHIO HE M3YYCHEI.
B pesynbrare HemocrtaTounoctu moboro u3 tpex ¢epmentoB — [AJIT, TAJIK wim TAJID — B
KpPOBH TOBBIIIAETCS KOHIIEHTpalus ranakto3sl. [lpu nepurure aktuBHoctu hepmentoB 'AJIT u
["'AJID, moMuMo M30BITKA TalaKTO3bI, B OpraHu3Me OOJHLHOTO HAKAMIIUBAETCS TaKkKe N30BITOYHOE
KOJMYECTBO TanakTo30-1-hocdara, dYro HA CETOAHSAIIHUN JIEHb CYUTAETCS OCHOBHBIM
MAaTOTeHETHYECKUM (HDaKTOPOM, OOYCIOBIHBAIONIAM OOJBIMMHCTBO KIMHUYCCKUX IPOSBICHUN
rajlakTo3eMuu ¥ (pOpMHUPOBAHHE OTCPOUEHHBIX OCIOKHEHUU. M30BITOK ramakTo3sl B OpraHu3Me
MOKET METa0OIM3HPOBATHCS IPYTMMH OMOXUMHUYECKMMH MyTsaMmu: B mpucyrctBuun HAJID-H
(mm HAJI'H) ona mokeT mpeBpamaTbcs B TalakKTUTOJN. HakomieHue rajakTuTosia B KPOBH U

TKaHSIX U TOBBIIIEHHE €r0 SKCKPELMU ¢ MOYOH HalMroAaeTcs MpH BcexX (hopMax rajJakTo3eMuu; B
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XpYCTaJIMKe TJa3a U30BITOK TAJIAKTUTOJA CIIOCOOCTBYET (POPMHUPOBAHUIO KaTapakThl. MMeroTcs
CBEICHUS O TOM, YTO BBICOKOE COJEp)KaHHE TallaKTUTONAa B TKaHAX MO3Ta CHOCOOCTBYET
HaOyXaHHUIO HEPBHBIX KIJIETOK U (POPMHUPOBAHUIO TICEBOOITYXO0JIM MO3Ta Y OTACIbHBIX OOJIbHBIX.

[TaTonornyeckue TMPOLECCHl MpPH TAJIAKTO3EMHH  OOYCIIOBJICHBI HE  TOJIKO
TOKCHYECKUM JICWCTBUEM YKa3aHHBIX MPOAYKTOB, HO W WX TOPMO3SIIMM BIUSHHEM Ha
AKTUBHOCTH JIPYruX (DEPMEHTOB, YJaCTBYIOIIUX B YIIeBOJHOM oOMeHe ((ochormokoMyrassl,
TIII0K030-6-pocharaeruaporenassl), CIeACTBUEM YETO SIBISICTCS THIIOTIMKEMUUYECKUN CUHIPOM.

[Ipenmonaraercst Takxke, Y4TO MPEAPACIIONIOKEHHOCTh K CEIICUCY Y HOBOPOXKICHHBIX C
rajlakTo3eMuei 00yCIIOBJIEHA HHTHOMPOBAaHHEM OAKTEPHATbHON aKTHBHOCTH JICHKOIUTOB.

KIIMHUYECKAS KAPTUHA:

Knaccuueckas eanakmoszemus - Haubonee Tsoxenas opMa HapyImeHHsT METa0oIM3Ma
rajlakTo3bl, BbI3bIBacTCsA JeuuutoM aktuBHOCTH (epmenta ['AJIT. 3abosieBaHre OOBIYHO
MaHH(ECTUPYET B MEPBBIC JIHHU - HENEIH JXU3HHU, OBICTPO MPOTPECCUPYET M B OTCYTCTBHH
JeUeHHUsT HOCUT KH3HEyrpoxamomuil xapaktep. Ha ¢oHe BckapmiauBaHHS MOJOKOM Yy
HOBOPOXKJICHHOTO TIOSIBIISIETCS PBOTA, IUApEs, MBIIMICYHAs TUIIOTOHHS, COHJIHMBOCTH, BSUIOCTD.
OcranaBiuBaeTcss npubaBKka B Macce Teja, HaOJI0JAeTCs BSJIOC COCAHUE, TOSBISIOTCS H
HApaCTAlOT MPU3HAKK TOPAKEHUS IMIEYCHU, YaCTO COMPOBOXKIAIONIMECS TUIOTIMKEMHUEH,
KENTYXOH M TemaTOMerajiuel; HepeaKo OTMedYaeTcs KPOBOTOYMBOCTh B  CBSI3U  C
THIOKOAryJISIIUeH; y MHOTHUX OOJBHBIX BO3ZHUKACT HapylIeHHWEe (YHKIUU KaHAJBIEB IOYEK.
Hanbonee TSHKETBIM TPOSIBIICHUEM TajJaKTO3EMHUU Y HOBOPOJXKICHHBIX SIBIISIETCS CEIICHC,
KOTOpbIIl MMeeT (QaranbHOE TEYEHHWE M 4Yallle BCEro OOYCIIOBIEH TI'PaMIIONIOKUTEIbHBIMU
MHKpoopranuzmamu, B 90% ciydaeB - Escherichia coli. Ecnu He oka3biBaTh CBOCBPEMEHHYIO
MEJIUIIMHCKYIO TIOMOIb, TO OKOJO 75% OONBHBIX B MIIAJICHYECKOM BO3pPACTE€ YMHUPAIOT.
[Tpubnuzurensno 20-30% nereilt ¢ kimaccuyeckoi (opmoil 3Toro 3abosieBaHUsl NOrHOAIOT OT
Cercuca, TaKkKe BBICOK IPOLIEHT CMEPTHOCTH JeTel MEepBBIX MECALEB KU3HU OT XPOHHUYECKOM
HEOCTaTOYHOCTH (YHKIMM TI€YCHH. YIKE B TIEPBBIE HECKOJIBKO ITHEH TOCIE POXKICHHUS Y
pebeHka HepeaKo MOXKHO JMAarHOCTHPOBATh KaTapakTy. MHOTIa KaTapakTa BBISBIISICTCS HE B
pe3yibTare 0(hTaIbMOCKOIINY, a IPU UCCIIE0BAaHUM HA ILEJIEBOI JlamIie, TaK KaK OHa COCTOUT U3
TOYECYHBIX TIOMYTHEHHH B ()ETAIILHOM SIIPE XPYCTaINKA.

JlaGopaTopHbIE HCCIIEOBAaHUS BBISBISIOT TOBBIIICHHE aKTUBHOCTH TPaHCAMHHA3 B
CBIBOPOTKE KpPOBH W TIOBBIIEHWE KOHIICHTpaluu OwimpyOonHa. HekoHbrornpoBaHHAS
rUNepOnIMpyOMHEMUs, XapakTepHas Ui paHHeH craauu OONe3HH, Jajnee IepexoauT B
KOHBIOTUPOBaHHYIO. B OMOXMMHYECKUX aHANINM3aX KPOBH YacTO OMNpEAENseTCs TUIOTIIMKEMUs U
THIOATEOYMHUHEMHSI, MOXET OBITh TIOBBIIICHHBIM COJIEpP)KaHHE aMMHaka W aMUHOKHCIIOT,

0COOEHHO (peHMIIaNaHnHa, TAPO3UHA U MeTHOHMHA. Habmonaercs cHukeHne cuHTes3a (akTopoB
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CBEepThIBaHUsA KpoBH. Hepeako oOHapyKHBaeTCs THIEPXIOPEMHUUECKHH METabOINIeCKUi
anuno3, runodochareMus, reHepaln30BaHHAs THIIEPAMUHALMIYPHs], YTO CBUJCTEIbCTBYET O
BTOPUYHOW JNUCHYHKIMU KaHAIBLEB IIOYEK. YJBTPa3BYKOBOE HCCIECIOBAHUE BBISBIISET
YBEJIMYEHUE pa3MepoB TMeyeHH. Hanmuune BoOCHANWTENbHBIX W3MEHEHMH B  aHAIM3ax
nepudeprudyeckoil KpoBM B COYETAaHUU C TOBbIIIEHHEM YypoBHS C-peakTUBHOTO Oenka U
M0JIO’KUTEIBHBIM IIPOKAJIBIIUTOHUHOBBIM TECTOM SIBJISIETCSI KPUTEPUEM IIPUCOECTUHEHUS CETICHCA.

Y BBDKMBIIMX JETE€H, HE IOJIy4aBIIMX aJIeKBaTHOI'O JIEUEHUs, pa3BUBAETCS
XpOHHUYECKas MeYEHOYHAs! HeOCTATOYHOCTh U TSKEN0e MOPakeHNuEe HEPBHON CUCTEMBI C PE3KUM
OTCTaBaHHWEM IICUXOMOTOPHOI'O pAa3BUTHUS, YTO MPUBOAUT K TIIYOOKOW HWHBAIMAM3ALMU U
YMEHBILEHUIO TPOJOJIKUTEILHOCTH KU3HU.

CreneHp BBIPAXEHHOCTU KIMHUYECKUX NPOSBICHUM TralaKTO3€MHM 3aBUCUT OT
BEIIMYMHBI CHIDKCHHMS akTuBHOocTH ¢epmenTa ['AJIT. Ilpm kimaccHyeckod TrajlakTo3eMuU
aKTUBHOCTh TrayakTo30-1-hocharypununtpanchepaspl He mnpeBbimaeT 5% OT HOpPMallbHBIX
3HaueHui. CymecTByeT HeCKOIbKO BapuaHToB yacTuaHOro nedurura 'AJIT. Haubonee gacTeiii
U3 HUX — BapuaHT [lyapre, nmpu KOTOpPOM Yy OOJBHBIX UMeeTCs OAuH ayens Jyapre (Hecymui
omnpeneneHHyl0 Myrtauuio B TeHe GALT, mpuBomsmryto K HE3HAUUTEIBHOMY CHUKEHHUIO
AKTUBHOCTH (pEepMEHTA, STOT aJliejb MPUHATO 0003HaYaTh cUMBOJIOM D) 1 amiens kiaccuueckon
rajakto3eMun (0003HauaeTcss cuMBOsIioM G). Y 00JbHBIX, HMEIONIMX reHOTHIT D/G, aKkTHBHOCTb
['AJIT cocraBnsier 5 — 25% ot HOpMBI; y OONbHBIX, UMeromux aBa amiens [lyapre (D/D),
aKTUBHOCTh (pepMeHTa paBHa mnpubmu3uTenbHo 25%. VY Takux Jered B mepuoje
HOBOPOXKJICHHOCTH OOBIYHO HE HAONIOMAeTCS TSDKENBIX IHKHU3HEYTPOXKAOMIMX KIMHHYECKUX
nposieHuil. OpHako yacTo oOpamiaer Ha ceOs BHUMaHHE JJIUTENIbHAs JKenTyxa (B TeueHue
NEepBBIX 2 MECALEB), YBEIUYECHHE pa3MEpOB IE€UYEHM, YJIbTPa3BYKOBblE NpuU3HaKu (udpo3a
nedyeHd. Hapsay ¢ 5TuMu cuMnToMaMu MOXKET HaOMIoAaThbes TUIoXas MmpuOaBKa B Macce Tena,
3ajepkKa (PU3MUYECKOr0 Ppa3BUTHUS, TEMIIOBas 3aJepikKa MOTOpHOro pas3Butui. C mepBbIX
MECSIIEB JKU3HM Y MHOTMX JeTed oOHapyKHuBaeTcs Karapakra. Y TeX JHI, y KOTOpBIX
aktuBHOCTh ['AJIT Bhime 50% OT HOPMBI, 3a4acTyl0 Kakue-TMO0O0 KIWHUYECKHE MPU3HAKU
rajlakTO3éMUH OTCYTCTBYIOT MJIM HOCST HECYIIECTBEHHBIH Xapakrep U He TpeOyroT
CIEIUAJIBHOTO JICUECHHUS.

L'anakmosemus 1l muna, cBsi3aHHas C HEOCTATOYHOCTHIO (PEPMEHTA T'aJaKTOKMHA3HI
(FAJIK).

OTOT THN TajJaKTO3€MHUHU BCTPEUYAETCS] 3HAYUTEIBHO PEXKE, 4acTOTa €ro HEU3BECTHA,
HO BEpOSITHO, cocTasiseT MeHee 1:100 000.

Knunnueckast cumnromaruka npu rajgaktodemuu |l Tuma Menee sipkas, yem npu

KJIJacCCMYeCKOM BapuaHTe 3aboneBaHus. EnuHcTtBeHHBIM mposiBneHuem geduimra ['AJIK y
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MHOTHX OOJIbHBIX MOKET ObITh (DOPMUPOBAHUE KAaTapaKThl. TaKue CUMIITOMBI 3a00J€BaHMS KaK
OTCTaBaHHWE pOCTa M MAacChl Tela, MUCIECNTUYECKHUE PACCTPOMCTBA M Jp., HE3HAYUTEIHHO
BBIPQ)KEHBI, XOTS M MOTYT HAOIIOAaThCs y JETel TPYAHOrO BO3pacTa, KOTJAa OHM HAYMHAIOT
ynotpeOasTh B MUYy 3HAYUTENBHOE KOJIMYECTBO MOJOKa. boriee HHPpOpMaTUBHBIMU
CUMITOMAaMHU SIBJISIFOTCS: TaJlaKTO3ypHs, TUIEPraliakKTO3eMHsI U IOCTEIIEHHO pPa3BUBAIOIIASCS
Katapakta. OnucaHbl JIMIIb €AUHUYHBIE CITyYaH 3aIeP>KKU TCUXOMOTOPHOTO PAa3BUTHUSA Y JIETEH C
rajJlakTo3eMHUel, CBA3aHHOM ¢ HEIOCTaTOYHOCTHIO raJTAKTOKMHA3HI.

T'anakmosemus Il muna (HemocTaTouHOCTh (hepMeHTa ypuauHau(dochaT-ratakTo30-
4-smmepassl - ['AJID). DTOT THI TalaKTO3EMUH BCTPEUYACTCS HUCKIFOUUTEIBLHO PEIKO, YacTOTa
€ro TOYHO HEU3BECTHA.

Boiiensiror 2 xnuHuYecKrue (GOpMBI TATaKTO3EMUH, CBA3aHHBIE C HEJOCTATOYHOCTHIO
['AJID:  poOGpokauecTBeHHYIO  (M30JIMPOBAHHYIO) U TsDKENyl  (T€HEpaIM30BAHHYIO).
JoOpokauectBeHHass (opma (wnu nepudepuueckas) XapaxTepusyercs AeQUIUTOM 3SH3UMa
TOJIEKO B IUPKYIHPYIOIINX KJIETKaX KPOBH, B TO BpeMsl Kak NpU TsoKenod (opme medumut
DH3MMA OTIPE/ICISIETCS] BO BCEX TKAHSX.

Knunuueckue nposiBIeHUs IpH J0OpOKaYeCTBEHHON (popMe MOTYT OTCYTCTBOBaTh, U
3a00JieBaHUE BBIABIIACTCS CIIy4allHO MPU OOHAPYKEHUWU TOBBIIIEHHOTO YPOBHS TajakTO3bl B
KpOBH (IIPH MPOBEJICHUN CKPUHHHTAa HOBOPOXJICHHBIX, OMOXMMHUYECKOM aHAIU3e KPOBH H JIP.).
[Tpu 3TOM ypOoBEHb aKTUBHOCTH (PEpMEHTA MOBHIIICH TOJIBKO B KJIETKAX MEPUPEPUISCKON KPOBH,
B TO BpeMs Kak B IE4YeHH, KyIbType (uOpoOIacTOB M aKTUBUPOBAHHBIX JTUMQOIHUTAX
COXpaHseTcs Ha HOpPMalbHBIX 3HaueHUsX. OJHAKO KaTaMHECTHYeCKHe HaOIoIeHus
MOKA3bIBAIOT, YTO Y YACTH JIETEH B TOCICAYIONIEM UMEIOTCS HAPYIICHUS MOTOPHBIX (DYHKIIMHA U
PEYEBOTO PA3BUTHS.

[Tpu TsKemoii ¢opme 3a0o0iieBaHUS HAyalbHBIE CHMITOMBI HUMEIOT CXOJICTBO C
KJIACCHYECKOHN TajakTO3eMHeH, BKItoUasi JKEITYXy, PBOTY, MBIIIEYHYIO THIIOTOHUIO, 33JIE€PKKY
pa3BUTHS, TeNAaTOMETAMI0, YMEPEHHYI  THUICPAMHHOAIUAYPHIO, ¥  3HAYHTEIHHYIO
rajiakto3ypuo. B nocneayroniem HaOmonaercsi yBeauueHue cene3eHkd. HecmoTpst Ha paHHee
pacrno3HaBaHHe 3a00JIeBaHUS U BKJIIOUEHHUS JUETUUYECKOTO JIeYeHHs!, yepe3 2-3 roaa Hepeako
OOHapyXMBAIOTCS OTYETIMBAs 3aJlepKKa TICUXOMOTOPHOTO pa3BUTHS U HEWpOCeHCOpHas
riryxota. [Ipu ucciaenoBaHUN aKTUBHOCTH (PEpPMEHTa OIPENENSEeTCS] CHUKEHNE €r0 aKTHBHOCTH
HE TOJBKO B KpPacHOM KPOBM, HO U B INE€YEHH, KOXKHBIX (uOpoOnacrax. HexoTtopsie OoibHBIE

COCTaBJIAIOT I'PYIITY pUCKa IO PAa3BUTHUIO KAaTapPAKThI N3-3da HAPYIICHHOT'O 00MeHa rajaKkTO3bl.

Buenpenue B Poccuiickoit denepany HEOHATAaIbHOIO CKPUHUHTA HA TAIIAKTO3EMUIO
MO3BOJISIET BBIABUTH OTO 3a00JIEBaHHWE B IEPHOJE HOBOPOXKICHHOCTH mpaktuuecku y 100%

OOJILHBIX. OHHaKO B TCX ClIydasx, Korjga nNpoBCACHUC CKPUHUHIOBOI'O MUCCICOOBAHUA 110 KaKUM-
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h19%(s10) INpuYruHaM OKa3aJloCb HCBO3MOXXHBIM HJIN ObUIH IMOJIYYCHBI JIOKHOOTPHULIATCIbHBIC
PE3yibTaThl, CIACAYCT UCKIIOYATh IaJIaKTO3CMUIO Y TCX IIGTCfI, Y KOTOPLIX UMCHOTCA HC TOJIBKO
TUIINYHBIC BBIIICOIMMMCAHHBIC IMPOABJIICHHUA KJIaCCHUYECKOH T AJIAKTO3CMHHU, HO U TAKHC IMPU3HAKU

KaK:
- COUCTaHHE JKENTYXH U FeMOPPArnyeckoro auare3a B IepBbie 2 HEIeNHU JKU3HU;
- IOSIBJICHUE KaTapaKThl B pAaHHEM BO3pacTe, 0COOCHHO Ha IIEPBOM IOy JKU3HH;
- CETICHC y JOHOIICHHOTO HOBOPOKICHHOT0, BbI3BaHHbIH E. COli;

- COYCTAaHHUEC 3aICPIKKHU HpI/I6aBKI/I B Macce€ T€jia, YBCIMYCHHUSA PasMECpPOB IICUYCHH,
MBIIICYHOMN TUIIOTOHUH, 3aACPKKHW MOTOPHOI'O pasBUTHUA W KaTapakThbl Yy HeTeﬁ paHHETO

BO3pACTa.

JTNATHOCTUKA

B cootBercTBUU ¢ npukazom MunzapascoipazButus PO Ne 185 ot 22.03.2006 rona
"O maccoBoM 0O0cCIeIOBaHUM HOBOPOXKIACHHBIX JI€T€H Ha HACJICICTBEHHBIC 3a0ojeBaHUs", B
Poccuiickoit denepanvy MaccoBblii HEOHATAIBHBIA CKPUHUHT HA raJlakTO3EMUIO POBOJIAT Ha 4-
€ CYTKH XU3HH JOHOIICHHBIM HOBOPOXK/ICHHBIM U Ha 7-€ CYTKH KU3HU - HEJOHOIICHHBIM JIETSIM.
3abop oOpa3ia KpOBH MPOU3BOMAT W3 IMATKH HOBOPOXKJIESHHOTO Ha (DUIBTPOBAJILHBIN OJIaHK.
Brenpenue mnporpamMmbl HEOHATaJbHOTO CKPUHUHTA TO3BOJIIET BBIABHUTH TaJaKTO3EMHIO
npaktudecku y 100% neteii ¢ 3Tum 3a0051eBaHUEM.

[Tpu momonu GIIyopeceHTHOTO METO/1a TIPOBOAT OINPEACICHUE YPOBHS TOTATHHOU
raJlakTo3bl B MSATHAX BBICYIIEHHOW KPOBH, KOTOPBIN MpeACTaBIseT coO00i CyMMY KOHIIEHTpAIUH
rajjakTo3bl M ranakro3o-1-gocdara (Tabnuuna 2).

Tab6numa 2. OneHka pe3yabTaTOB HEOHATAIbHOT'O CKPUHHUHTA Ha TAJIAKTO3EMHUIO.
Pesynbrar VYPpoBeHb TOTANbHOM TajJakTO3bl B CBIBOPOTKE
KpOBH (MI/111)
OTtpunarenbHbIN <72

[TorpannunsbIit (TpeOyercs nosTopHoe | 7,2-10

HCCIICIOBAHUE)

TlomoxuTenbHBIN >10

[lpr BBISBICHWH YPOBHS TOTATBHOW TallaKTO3bl 7,2 MI/IUT W BBIIIE TPOBOIMTCS
MOJTBEPXKJIAIOIAsl JIMarHOCTUKA KJIACCHMYECKOM TralaKTO3eMHMM, KOTopas BKIIOYaeT B cels
onpenenenue aktuBHocTH (epmenta ['AJIT u JHK-mmarHocTuky ¢ 1eNbl0  BBISBICHUA

HaunOosnee pacnpocTpaHeHHbIX MyTtanuii B reHe GALT u momumopduoro Bapmanrta [lyapte,



11

MIPUBOSAIICTO K CHUKEHUIO aKTUBHOCTU epmeHTa. Onpeaenenne aktusHocTH ['AJIT nmpoBoasT
B ITHAX BBICYIICHHOM KpOBM W/WIM B LEJIbHOH renapuHU3UpoBaHHOM kpoBu, JIHK-
WCCJICIOBAaHNE OCYIIECTBIISIIOT B 00pasile HenbHOW KpoBU. Bastue obpasua kposu s JJHK-
MCCJIEIOBaHMSI IPOU3BOIAT U3 NEepU(epruyecKoil BeHbI C 100aBICHUEM B MPOOUPKY KOHCEPBaHTA
— OJITA wnu renapuHa.

JIMarHOCTHYECKH 3HAYMMBIM CUHMTAeTCs CHIDKeHHe akTuBHOCTH (hepmenta ['AJIT B
BBICYILICHHBIX IsATHaX KpoBH < 2,5 E/rTHb, B nensHO# KpoBu - < 1,3 E/rHb.

[ToarBepxknaromas JIHK-auarnoctrka KiacCMYeCKOM TallaKTO3€MUU BKJIKOYAET B
ceOs aBa 9Tana: 1) CKpHHUHT Ha HanboJjee yacTteie MyTanuu B rene GALT u Bapuant [lyapre; 2)
IOJIHBIM aHalM3 T'€Ha METOJOM IIPSIMOI0 aBTOMAaTHYECKOTO CEKBEHUPOBAHHUS JJISl BBISABIICHUS
Oonee penkux Mmyranuii. Ha mepBoM srame Hambosee 1enecooOpa3HO MPOBEACHUE IOHMCKA
cnenyromux mytauud B reHe GALT: p.GInl188Arg, p.Lys285Asn, 1VS3-2a->c, p.Metl42Lys,
p.Leu358Pro, cocraBnsromue B COBOKYNHOCTH 82,1% MyTaHTHBIX ajiesedl B POCCHUMCKOU
nomynsiuuu, U p.Asn314Asp (N314D, Bapuant [yapre).

ANTOpUTM JUArHOCTUKH KJIACCUYECKOM raJlakTO3eMUHU MIPE/ICTABICH Ha PUCYHKE 2.

Pucynok 2. Anroputm moATBepKAaoIIel JMarHOCTUKY ranaktosemuu | tuma.



IloBbIlIeHNE YPOBHSA
TOTaJIbHOM T'aJaKTO3bl
[P HEOHATAJILHOM
CKpPUHUHTE >7,2 MI/I

A 4

OnpeneneHrne akTUBHOCTH
I'AJIT, TecT Ha yacTble MyTalluH
B reHe GALT, Bapuant [lyapte

AxtuBHocTh ['AJIT B

BBICYIIICHHBIX ITSITHAX KPOBU <
2,5 E/rHb, B nienbHOM KpOBH -

AxtuBHOoCTs ['AJIT B
BBICYILICHHBIX MSTHAX KPOBU
> 2.5 E/rHb, B niepHOM

< 1,3 E/rHb kpoBu - > 1,3 E/rTHb
JlBe Onna Her Onna Her
4acThble yacTas YaCThIX qacras Y4acThIX
MyTalluu MyTalus MyTalu MyTalus MyTalui
A 4 A\ 4
[TonmubIi aHATU3 TEHA
A 4 A\ 4
Haiineno nse Hatinena
MyTaluu OJIHa
MyTalus
A 4 A 4 A 4
I'eTepo3urotHoe Knaccuueckas
Knaccuueckas
HOCHUTEJLCTBO rajJakTO3EMUU, rajakTo3eMus
rajakTo3eMusi
BapuaHT Jlyapte, BapuaHT HCKJIIOUYEHA
MOATBEPKACHA
Hyapre/ramakTo3eMus

12
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[Tpu Hanuuum y peOeHKa KIMHUYECKUX MPOSIBICHUN KJIACCUYECKOM TalaKTO3EMUHU B
COUYCTAHWH C TOJIOKUTEIBHBIM PE3YyJIbTaATOM HEOHATAJhHOTO CKPHHHHTA HA TaJIAKTO3EMUI0 U
HOpManbHOW akTUBHOCTBHIO (epmenta ['AJIT mpoBoamtcs mouck myranuid B rene GALE,
KogupymomeMm GepMeHT ypuauHaudocdar-ramakto3o-4-snumepasy (I'AJID), mist uckmoueHus

ramaktozemuu |1 Tuma.
I[H@@EPEHHHAHBHBIﬁ JAMATHO3

JuddepenumanbHas AMArHOCTHKA TajlakTO3eMMU NpoBouTcs: 1) ¢ Oone3HsMH,
COIPOBOXKAAIOIIMMUCA IOBBIIICHHBIM  BBIICJICHUEM Caxapa: MEJUIMTYPUSMH, CaxXapHbIM
nabeToM, HUCTHHO30M, CHUHIApoM @DankoHH, 2) OONE3HSMH C YBEIUYCHHUEM I€YCHU H
KenTyxamu  (remaTuT,  TOKCOIUIa3MO3,  IJIMKOreHo3bl, cunapoM  Kpurnepa-Hailapa,
HEI0CTaTOYHOCTh O—AaHTUTPUIICHHA, TUpO3UHeMus, Tl I, cunapom ®dankoHu-bukens, 601e3Hb
Huwmana-ITuka tun C, 60oe3up BusibcoHa, [euuuT nedeHoYHOTo OenKa - MUTPUHA, TeYeHOYHAs
reMaHrHodHoTennomMa u 1p.). Cienyer Takke UMETh B BUAY, YTO THIIEPTATAKTO3EMHUS MOXKET
ObITh CBsSI3aHa C BPOXKJICHHBIMM AaHOMAJIMSMM HKETYEBBIBOJAIIEH CHCTEMBI (OTKPBITHIM
apaHLIMEBBIM IPOTOKOM M IOPTOKABAJIBbHBIM IIIYHTOM - MEXJYy BOPOTHOM BEHOW W HIKHEU
10JIOM BEHOM, TUIOIUIa3uel BHYTPUIICUEHOUYHOM MMOPTaIbHON BEHBI), YTO TPEOYET BKIIIOUEHUS B
JUArHOCTUYECKUE METO/bl HCIOJIb30BaHUs JomIuiepoBckoro Y3M-ucciaenoBaHusi MEYeHU HU
YKEITYEBBIBOSIINX IyTeH W UCCenoBaHue anb(a-(heTonpoTerHa U ypOBHS KETIHBIX KUCIIOT B
KpPOBHU (ITOBBIIIEHBI NPU NOPTO-KAaBAIBHOM aHAaCcTaMmo3€ U Je(UIHTe LUTPUHA); OOCTPYKLUIMU
OMIIMapHOTrO TPaKTa, B TOM YUCIIE CUHAPOM AJIaXXUJIs; IPOrPECCUPYIOIIUM BHYTPUIICUEHOUYHBIM
xosecTa3oM (Oosie3ns Byler).

TpaH3UTOpHAsl TUIEPrajlakTO3eMUs MOXKET OBITh CBSI3aHA C IMO3JHUM 3aKpBITHEM
BEHO3HOro mpotoka (Ductus venosus), mocie 3akpbITUsi KOTOPOro B TedeHue 2-3-5 mecsieB
UCUe3aeT U TMIIEePrajakTo3eMusi, a TaKXKe IeTepO3UrOTHOCThIO MO MyTanusM B reHax GALT u
GALE.

JIEUEHUE

IIpy mnonydeHHH TIOJIOKUTENBHBIX PE3yJIbTaTOB HEOHATAIBHOIO CKPUHUHTA
Ha3HayaeTcs JAMeTOTepamnusi, OJHOBPEMEHHO ompejensercss akTuBHOCTh (epmenta ['AJIT u
IIPOBOJUTCS MOJIEKYJISIPHO-TEHETUYECKOE 00CIeI0BAHNUE.

Luemomepanus. (OCHOBHBIM METOJOM JICUECHUS IIPHU TaJaKTO3EMHUU SBISIETCA
JUETOTEpaINs, IMpelyCMaTpUBAIOLas ITOKU3HEHHOE HCKIIOYEHHE M3 palMOHA IPOAYKTOB,
CoJIep KaIMX raJakTo3y U J1akTo3y. Heo0XoauMo MONMHOCTBIO UCKITIOUUTE U3 pallioHa O0JIBHOTO
10001 BUA MOJIOKA (B TOM YHUCIIE KEHCKOE, KOPOBbE, KO3b€, JETCKUE MOJIOUHBIE CMECH U Jp.) U

BCE MOJIOYHBIE POAYKTHI, @ TAKXKe CTPOro M30eratb ynorpebieHUs: TeX MPOAYKTOB, Ky/la OHU
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MOTYT J00aBIATHCS (XJ1eO, BBITIEYKA, COCHUCKH, KOJIOACHI, Kapamenb, CJIaJIOCTH, MaprapyuHbl U
T.1.). 3ampeniaercs: TAaK)Ke UCIOIb30BAaHHE HU3KOJIAKTO3HBIX MOJIOKA M CMECEH.

Psan nponayKTOB pAacCTUTENBHOIO INPOUCXOXKIACHUS COACPKUT OJMUIOCaxapuibl -

rajnakto3unsl  (padg@uHO3y, CcTaxmo3y), >KUBOTHOTO NPOHCXOXKACHUS - HYKICOIPOTCHHBI,
KOTOPBIE MOTYT OBITh MOTEHIHAIBHBIMH HCTOYHUKAMH T'aTakTo3bl (Tabmnuma 3).

Tabmuna 3. [IpoayKThl, copepiKaiue raJakTo3uabl, 1 00TaThie HYKJICOMPOTEHHAMH.

T"anakTo3uabl

- 6000BBIE (TOPOX, 000BI, (hacoib, YeueBHUIla, MaIll, HYT)
- cos (HO HE M30JIAT COEBOTO OEIKa)
- IIITHHAT

- KaKao, IOKOJIAa]l - OpeXH
HyxneonporenHst

- I€4eHb, IOYKHU, MO3THM M JpPYrue CyOIpOMYKTHI

- TICYCHOYHBIN MMamTCT, JUBCPpHAA Kombaca - Hﬁ].[a

B  mHacrosmiee Bpemss gaMera ¢ MaKCUMalbHO  CTPOTUM  HCKJIIOYEHHEM
raJlakTO3bI/TaKTO3bl - 3TO EIWHCTBEHHBIH CIOCOO COKpPAaTUTh HAKOIJIEHHE TOKCUYHOTO
KOMITOHCHTa - TaJlakTo30-1-pocdara B TKaHAX OOJBHOTO C KIACCHYECKOW TajJaKkTO3eMHUEH W
raJJakTUTONIa Y OONBbHBIX C ACPUIMTOM rajlakTokuHasbl. [Ipu ramakrozemuu, oOyCIOBIECHHON
nepunutom YID-D, BO3MOKHO HCHOJIB30BAHUE HHU3KOTAJIAKTO3HOW THETHI B COOTBETCTBHH C
JOIYCTUMBIMU KOJIMYECTBAMM TaJAKTO3bl B PAllMOHE IOJ KOHTPOJEM €€ YPOBHS B CBHIBOPOTKE
kpoBH. IIpu cocraBinennn 1e4eOHbBIX pallMOHOB IS IeTel MepBOro rofa KOJIMYECTBO OCHOBHBIX
MUIIEBBIX UHIPEIUEHTOB U SHEPTUH JIOJKHO OBITH MPUOIMKEHO K (PU3MOJOTHUYECKUM HOpMaM:
JIOMYCTUMOE KOJMYECTBO B JMETEe TajakTo3bl HaxoauTcss B mpenenax 50-200 mr/cytku. B
HacToslIee BpeMsl JUisl JIedeHUs1 OOJIbHBIX rajlakTO3eMUEH HCIIONIBb3YIOTCS CHEelMaIu3UpOBaHHbIE
CMECH Ha OCHOBE M30JiATa COEBOro Oenka, TUAPOIN3aTOB Ka3erHa, Oe3J1aKTO3HbIE
Ka3eMHIPEOMUHAHTHBIE MOJIOYHBIE CMECH, a TaKXe CMeCH Ha OCHOBE CHHTETHUECKHX
AMUHOKHCIIOT.

JleyeOHBIMHM TPOAYKTaMM MEPBOOYEPETHOTO BBIOOpA Al OOJIBHBIX NEPBOIO roja
KU3HU C TallakKTO3eMHUEH SBISAIOTCA CMECH Ha OCHOBE M30JI5iTa COEBOro Oenka, B KOTOPBIX
MOJTHOCTBIO OTCYTCTBYIOT PACTUTENIbHBIE TaIaKTO3H/IbI (TabmuIa 4).

Tabmuua 4. XuMHUECKUIl COCTaB M HHEpreTuueckas HEHHOCTb CMeceil Ha OCHOBE

u3ossita coeBoro Oenka (Ha 100 M TOTOBOM cMecH).

HazBanwue d)ana IMPOU3BOAUTCIIb XHUMHUYECKUM cocTaB, I' 9HepFCTI/I‘-IeCKaH



cMECH

Hyrpuiak
Cos

Hytpunon

Cos

®pucocoit

Xymana CJI

OHpamun

Cos

CTpaHa

"Hytputex", Poccust

"Hyrpumst”,

TI'omnangus

"®Opuzneny

T'omnmannus

"Xymana", I'epmanus

"Mun Jxoncon",

CIIIA

CDy,Z[C",

benku, |XKupsl,

T

1,8

1,8

1,7

2,0

2,0

r

3,6

3,6

3,5

3,6

3,6

Vriesonsl,

r

6,7

6,7

7,1

79

6,5

IOEHHOCTDH, KKaJI

67

67

67

72

67
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H606XO,I[I/IMO IIOMHHUTb, 4YTO IIpH MCIIOJb30BAHUHU COCBLIX cMecell B INUTaHHUH

TPYIHBIX JETel BO3MOXKHO IOSIBJICHHE AIUICPIHYECKUX PEaKIii Ha COeBBbIH Oenmok. B Takmx

CiIy4asix I1eJIeco00pa3HO Ha3HayaTh CMECHM Ha OCHOBE THIPOJIM3aTOB Ka3ewHa (Tabinuma 5). B

3aBUCUMOCTH OT COCTOsSAHHUA pe6eHKa BO3MOXHO COYCTAHHOC ITPHUMCHCHHUC COEBOM CMECH M

CMCECHU Ha OCHOBC IruapoJin3ara Ka3€uHa B COOTHOLICHHU N 1:1.

Tabmuna 5. XuMudeckuid COCTaB U YHEPTeTHYECKasi IIEHHOCTD JIEYeOHBIX CMecei Ha

OCHOBE TH/Ipon3aToB ka3zenHa (Ha 100 M roToBOM cmecH).

HazBaunue

CMECH

[Iperectumun

Hyrpamuren

®pucornen

AC

*CpeoHeyenoueunvie mpuenuyepuobl.

®upma-
IMPOU3BOJAUTECIIDb,

CTpaHa

"Mun 19
JlxoHCOH",

CLIA

"Mun 19
JxoHcon",

CLIA

"®pusnenn 15
(Dy,Z[C",

T'onmangus

benku JKupsr

3,8

pacTUTENbHBIE

XHUMHUYECKUM COCTaB, T

+ CIIT*

3,7

PAaCTUTCIILHBIC

3,5

PACTUTCIILHBIC

VYrinesoanl

DHepro-

IIEHHOCTb,

KKaJl

6,9 monuMepsbl TIKO3bI, 67,6

MOIU(pULIPOBAHHBII

KYKYPY3HBIN Kpaxmal

7,5 moaumepsl TIrKo36I, 68,0

Mo (UIIUPOBAHHBII

KYKYPY3HBIN Kpaxmal

7,2 TOJIMMEPHI TITFOKO3bI

67,0
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be3nakTo3Hble MOJIOYHBIE CMECH, COAEPIKAaIIe B COCTABE OEIKOBOTO KOMITIOHEHTA

50-60% chIBOPOTOUYHBIX OEIKOB, HE MOJDKHBI HCIIOJIB30BAaThCS JI TUETOTEpanuu y AETed ¢

rajjakTo3eMueil TPYIJHOTO BO3pacTa, TaK KaK MOTYT COJEP)KaTh CIIEOBbIE KOJIMYECTBA

rajakTo3bl. BO3MOKHO MpUMEHEHHE TOJIBKO Ka3eHHIIPEJOMUHAHTHBIX 0€31aKTO3HBIX MOJOYHBIX
cMeceii (Tabiuiia 6).

Tabmuma 6. XUMHYECKMH COCTAaB M DHEPreTHYeCKas I[EHHOCTh O€31aKTO3HON

MoJiouHoi cmecu (100 M roToBoit cmecn).

Hazsanwne ®upMa-nporu3BOIUTENb, | XUMUYECKUN COCTAB, T DHEproueHHOCTh,
cMecH cTpana benaxu Kupsl | YrieBoast Kial

DHbpamun "Mun Jxxoucon", CIHA 11,42 (80 : 3,7 7,2 68,0

Jlaktodpu 20)*

*CoomHoulenue Kazeuna u cblOpomounsix benxos (%).

Crneunanu3upoBaHHblE CMECH BBOJAAT B PALMOH OOJBHOTO C TajlaKTO3eMUEH
IIOCTENIEHHO, B TeYeHHe 5-7 naHeH, HadalbHbIE O03BI cocTaBiaior 1/5-1/10 wactes oT
HEOOXOJUMOTO0 CYTOYHOTO KOJIMYECTBA, OJHOBPEMEHHO YMEHBILIAIOT JOJI0 YKEHCKOTO MOJOKa
WJIU IETCKOM MOJIOUHOM CMECH J0 MOJHOTO MX UCKIIFOUEHHS.

Hasnauenue npuxopma. C  4-MecayHOTO BO3pacTa pamuoH OOJBHOTO C
rajlakTO3eMHEH paCIIUpPSAIOT 3a CUeT (PPYKTOBBIX M STOAHBIX COKOB (SIOJIOUHBIN, TPYILIEBBIA,
CIIMBOBBIN U JIp.), HaunHas ¢ 5-10 kanens, mocTeneHHo yBenuuuBas 0obeM 10 30-50 M1 B CyTKH,
K KoHIly roga - g0 100 mu. C 4,5 mecsneB BBOAAT (GPYKTOBOE MIOPE, KOIMYECTBO KOTOPOTO
YBEJTMYHMBAIOT TaK K€, KaK MPH BBEJECHUHU COKA.

IlepBbIii HpPUKOPM B BHUAE OBOIIHOIO IIOPE W3 HATypaJIbHBIX OBOLIECH WIN
TJIOJIOOBOIIHBIX KOHCEPBOB ISl AETCKOTO MUTaHUS 0e3 Jo0aBiIeHHs MOJOKA (M HE UMEIOIINX B
cocTtaBe 000OBBIX) HA3HAYAIOT C 5 MECSIICB.

B 5,5 MecsieB BBOAST BTOPOHl MPUKOPM - OE3MOJIOUHBIE Kalll MPOMBIIIJIEHHOTO
MPOU3BOACTBA HA OCHOBE KYKYPY3HOM, pPUCOBOM WJIM TPEYHEBOM MyKH. [[ns pa3BeneHus Kail
HEOOXOIMMO HCIOJIb30BATh Ty CHEIHAIN3UPOBAHHYIO CMECh, KOTOPYIO MOJIydaeT peOeHOK.

MsicHOM TNpUKOPM BBOAAT B MNUTaHHE C 6 wMecsueB. l[IpenmymiecTBo OTAAOT
CTMIENUATM3UPOBAHHBIM  JIETCKUM  MSICHBIM  KOHCEpBaM IPOMBINIJIEHHOTO  BBIMMyCKa, HE
COJIEpXKAIIMM MOJIOKa W €ro MPOM3BOAHBIX (KPOJWK, IBITUICHOK, TOBSJIWHA, WHIEHKA WU JIp.)
(Tabmuma 7).

Tabmuua7. Cpoku BBeJIeHHUS TPUKOPMa OOJIbHBIM T'aJIaKTO3EMHUEH.

[TpoxykTsl 1 Omron1a Bozpact (Mmec)
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Coxk GppyKTOBBIT 4
dpyKTOBOE MIOpPE 4,5
OBomrHoe Mmope 3)

Kamm monounrie -

Kamm 6e3mostounsie 5-5,5

TBopor -

Mo (kenTok)™* nocie 12 mecsiien
MsicHOE mope 6

Pri6a 8

Kedup u npyrue KucaioMoI04HbIE TTIPOTYKTHI -
Cyxapwu, neyenbe (0OBIYHBIC) -
Cyxapu, reyeHbe (He coJeprKalie KOMIIOHEHTOB MOJIOKa) | /
PacturensHOE Macio 45

CanBOYHOE Maciao -

*)Kenmox eooumcs nocie 2o0a, He yawe 2-3 paz 6 neoeio.

[Tpu BbIOOpE MPOAYKTOB MPUKOPMA IMPOMBIIIJIEHHOTO POU3BOJICTBA OPUEHTUPYIOTCS
Ha COJEpXaHHe B HUX TaJIaKTO3bl (IIPU HAJUYMKM MApKUPOBKU HA 3THUKETKE): Oe30MacHBIMU
CUMTAIOTCS MPOAYKTHI C COJEpKAaHUEM B HUX TajakTo3bl He Oosiee 5 mr Ha 100 r npoaykra. I[lpu
HaJIM4YMM TalakTo3bl B KoiuuectBe oT 5 a0 20 mr Ha 100 r mpoAayKT mHpUMEHsETCS C
OCTOPOXKHOCTBIO, IOJI KOHTPOJIEM COJAEp)KaHUs OOLIel TIajgakTo3bl B CBIBOPOTKE KPOBH; MpHU
coJiepskaHuu ranakto3bl 6osee 20 mr B 100 r mpoaAyKT HE UCTIONb3YETCH.

[Tpu npoBeneHNN TUETOTEPANIUY TaIaKTO3EMHUH BCETa clieyeT oOpaliaTh BHUMaHNE
Ha COJIEP’KaHUE JAKTO3bI B JIEKAPCTBEHHBIX CPEICTBAX, IOCKOJIBKY OHA HEPEAKO UCIOJIb3yETCs B
Ka4yecTBE BCIOMOTaTEIbHOIO BEIIEeCTBA KaK HEAKTHBHBIM KOMIOHEHT. B jeueHMH OGOJBHBIX C
rajJlakTo3eMHUeld MPOTUBONOKA3aHO HCIOJIb30BAHWE BCEX TOMEOINAaTUYECKUX IpernapaTos,
MOCKOJIbKY TPU HMX MPUTOTOBJICHUH HCIOJB3YETCsS JaKTO3a, a TaKKe HACTOEK U CHUPTOBBIX
JIEKapCTBEHHBIX (OPM, TaK KaK ATAHOJ TOPMO3UT FITUMHUHAIMIO TFalaKTO3bl U3 MIEYCHH.

KoHTponb anekBaTHOCTM MNPOBOJUMOW TEPANHMU OCYIIECTBISAIOT € IOMOUIBIO
OnpefieNieHus] COJAEp)KaHHUS TOTAJIBbHOM TrajakTo3bl (rajiakro3a + ramakTo3o-l-gocdar) B
CBIBOPOTKE KpoBH 1 pa3 B 3 mecsua. IIpy 3TOM ypoBE€Hb TOTAIBbHOM TaJIAKTO3bI HE JIOJKEH

MMPEBLIIIATH 3-5 MT/I[J'I. HCO6XOI[I/IMO OTMCTUTD, YTO B TCUCHUC NICPBLIX MECALICB ) KU3HU pe6eH1<a
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Ha (oHEe OE3aKTO3HOW IUEThI BO3MOXKHO COXPAaHEHHE HECKOJHKO TOBBINIEHHOTO YPOBHS
TOTAJIbHOM TaJlaKTO3bI, YTO MOXKET OBITh CBS3aHO C €€ aKTUBHBIM OWOCHHTE30M U3 Y JID-

TJIFOKO3BI.

[lpy pa3BUTMM  KIMHUYECKOW  KApTHHBI  KJIACCUUECKOW  TaJlakTO3eMHH Y
HOBOPOXKJICHHOT'O MOXXET MOTPeOOBaThCS JIEUEHHE JKENTYXM, CElcuca, HapyleHUH (yHKIHUU
NEUYeHN U TOYeK, HEHTpaJbHOW HepBHOW cucTeMmbl. [lomnepxuBaromas Tepamnus OOBIYHO
BKJIIOYA€T B ce0s CTaHJIApTHbIE OOLICIPUHSTHIE MEPOIPUSTUSA: BHYTPUBEHHOE BBEJCHUE
KHUJIKOCTH Ui OOphObI ¢ 00€3BOXKHBAHUEM, MOJIEPKAHUE HOPMAIBHOTO YPOBHS TJIIOKO3BI B
KpPOBH, aHTHOMOTUKOTEpAINHIO, JIeueHUe Tumnokoarynsauuu. Heo6XxonmmMo OTMETHUTh, 4TO Bce
BBILIICTICPEUUCIICHHBIE KIMHUYECKHE CHMIITOMBI OBICTPO KYHNHPYIOTCS TIOCJ€ Ha3HAYCHUS

JUETUYCCKOI'O JICUCHU.

NCXO/JbI 1 ITPOT'HO3

[Iporno3 3aboneBaHusi HEONArOMPHUSATHBIA TpPU  TOKENIOH (opMe U TO3THO
JUarHoCTUpyeMoi ranakro3emMuu. [Ipu paHHeM Ha3HAYEHUU TUETUYECKOIO JICYEHUS J€TH MOTYT
pa3BuBaTbcd HOpMaibHO. HO HecMOTpsi Ha ajeKBAaTHOE JICYEHHE C IEpPBBIX JHEH KU3HU, Y
OOJBHBIX C TaJaKTO3EMHUEH COXpaHSETCs] PUCK (POPMHUPOBAHUS OTCPOUYEHHBIX OCIOKHEHUH —
3aJIepKKUA (PU3UYECKOTO Pa3BUTHSI, HAPYIICHUS pa3BUTHS peur («BepOabHOW AMCHPAKCHHY») U
MOTOPHBIX  (PYHKUHH, OCTeomopo3. Y [I€BOYEK TMOBBIIIEH PUCK MPEXKIEBPEMEHHON
HEJOCTATOYHOCTU (QYHKIIH SIMUHUKOB.

IIpoueHT NanueHTOB C TAIAKTO3EMUEH, Y KOTOPBIX Pa3BUBAETCS OJHO MJIM HECKOJIBKO
U3 IIEPEUYMCICHHBIX OCJIOKHEHUN, HECMOTPS HA IPOBOJMMOE JHETHYECKOE JICUEHHE, TOYHO He
ycraHoBiieH. [Ipy MeauuMHCKOM HaONIOJeHUM JeTel, OOJBHBIX ralakTo3eMHel, HeoOX0IuMOo
PETYJIIPHO OLICHUBATD:

- IOKa3aTean PU3NYECKOro pa3BUTHUS;

- COCTOSIHUE HEPBHOU CUCTEMBI;

- COCTOSIHUE 3pEHU;

- IOKa3aTeI MUHEPaIbHOr0 0OMEHa U COCTOSHUE KOCTHOU CHCTEMBI;

- y JIeBOYEK, TOCTUTIINX MyOEpTaTHOTO BO3PAcCTa, - yPOBEHb IOJIOBOIO PA3BUTHSI.

Pocm. Y MHorux nuun HaOnrogaercs 3ajep’KKa pocTa B IOJPOCTKOBOM BO3pacTe.
OpnHako nocie mydepraTa pocT OOBIYHO JOCTUTAET HOPMBI. Y OTJIENBHBIX OOJIBHBIX CHUXKEHHE
pocTa  HIDKE  CpEIHEBO3pPACTHBIX  TMOKaszarenei  cBsizaHo ¢ jnepunurom  HMOP-I
(uHCYIHHONIO00HOTO (hakTopa pocTa l).

Ilcuxopeuesoe u Osucamenvrnoe pazeumue. 3aJepKKa TCUXHUUYECKOTO pPa3BUTHS,
BBISBJISIFOIIASICS Y HEKOTOPBIX JIE€TEN € rajakTO3eMHUEH, NOMyJaroluX AUETUUECKOE JIEUEHUE, HE

TSAXKCIIadA;, OHa MOXKCET 06Hapy)KI/IBaTLCH B PaHHEM BO3paCTC, HO YallC CTAHOBUTCH OYEBUIHON B
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IIKOJIbHBIE TOJbI, KOIrJa y peOeHKa BO3HUKAIOT TPYAHOCTH C UYTEHHEM WU YCBOECHUEM
MaTEeMAaTHKU. YPOBEHb WHTEUIEKTYAJIbHOTO Pa3BUTHSI MOXXET OBITh HOPMAIBHBIM, HO Y YacTH
JIeTe! BBISBIIAECTCA MOTPAHUYHOE WHTEUICKTYyallbHOE HEIOpPa3BUTUE WM JIETKash yMCTBEHHas
orcraiocts. IlpubnusutensHo y 18% nereit crapuie 5 7neT OTMEYarOTCsl JBHUraTEJIbHbBIE
HapylEeHUs B BUJE aTaKCUM, HEIOBKOCTH TOHKOW MOTOPUKH, PAaCCTPOMCTB pPABHOBECUS U
KOOpPJMHAILIMK; BO3MOXXHO HAJIMYKUE TPEMOpa MPH BHITOJIHEHUH II€JICHANPABICHHBIX JIEHCTBUM,
MBIIIEYHON TUCTOHHUA. OKOJIO TPEeTU OOJIBHBIX C KIACCHYECKON TallaKTO3eMHEH, MOTYJaroIInX
JieYeHUEe, MMEIOT HApyIIeHUsT peud IO TUMy «BepOajdbHOW IucHpakcum». Y TaKUX JeTei
3a/lepKaHO PEUEBOE PA3BUTHE B PAHHEM BO3paCTe, MMEKTCA 3aTPYAHEHUS AapTUKYJSLHH,
OeHbBIN CIOBapHBIN 3arac.

Kamapaxma wnabmopnaercs mnpubmusurenbHo y 30% OonbHbIX. Yamie Bcero
KAaTapaKThl XapaKTEPU3YIOTCS KaK Majble, TPAH3UTOPHBIE WJIM HEOHATaJIbHbIE M IPOXOIAT IO
Mepe JICYeHHs TalaKTO3eMHM; OJHAKO B OTAENBHBIX CIy4asX He0OXOIUMO MPUMEHSTh
XUPYPrUYECKUil Ccroco0 medeHus. J[ns BBIABICHUS KaTapaKThl y JETEH paHHETro BO3pacTa,
KOTOPBIM YCTAaHOBJICH JHArHo3 TajJaKTO3eMHUH, PEKOMEHAYETCS MCCIEIOBAaHUE C IOMOIIbIO
LIEJIEBOU JIAMIIBI.

Cocmosinue KocmHoOu cucmemvl U MUHEPANbHO20 0OMeHa. Y OOIBHBIX C
rajaKTo3eMHUe HAOJII0AETCsl CHUKECHUE MUHEPAIU3AIlMK KOCTHOM TKaHHU, YTO YacTO MPUBOJIUT
K Ppa3BUTHUIO PAHHETO OCTEONOpO3a W IMOBBIIICHHOMY pPHCKY IE€peIoMOB KocTed. Jlersm
IIKOJILHOTO BO3pacTa pekoMeHayercs | pa3 B 2 roja MPOBOJUTH PEHTICHOACHCUTOMETPHUIO
CKeJleTa ISl BBISIBICHHS TPU3HAKOB OCTEONOPO3a.

Oyenka nonoeozo pazeumus y 0egouex ¢ 2anakmoszemuen. Y MHOTHX JIMI] KEHCKOTO
noJyia, OOJIbHBIX TaJaKTO3eMHEH, pa3BUBAIOTCS NPU3HAKU JUCOYHKIIMU SUIYHUKOB. MOXKET
HAOMIOIaThCSl TIEPBUYHAS M BTOpUYHAs amMeHopes (KOTopas BO3HHUKAET uepe3 HECKOJIbKO JIeT
noclie MOsBICHUSI MeHapXe), omuromeHopes. JleBoukam ¢ 12-netHero Bo3pacrta peKOMEHIyeTCs
VIBTPAa3BYKOBOE HCCJIEIOBAHHE OpPraHOB Majoro Taza | pa3 B TOJ ISl OIEHKU COCTOSTHUS
SMYHUKOB M COOTBETCTBHUS MX Pa3MepOB BO3PACTHBIM HOpMaM. [Ipu BBHISBICHUM TEPBUYHOU
aMEHOper pPEeKOMEHIyeTCs HaONIoJIeHHe THHEKOJIoOTa W SHIOKPHUHOIIOTa U Ha3HaueHHue
3aMECTUTENBHOM TOPMOHAIBHOM Tepanuu J1eBOYKaM ¢ 15-1eTHero Bo3pacra.

[TPODOUITAKTUKA:

Meouko-eenemuyeckoe  kKoncyrbmuposanue. 'amakrozeMuss Hacienyercs IO
ayTOCOMHO-pEIeCCUBHOMY TuIly. B ceMmbe, rae ecth OolbHON pebeHok, umeercs 25% puck
MOBTOPHOTO POKICHHSI OOBHOTO MPU KXKIAOW MOCTIeAyIoIIe 0epeMeHHOCTH. Y POJICTBEHHUKOB
W3 TPYIIIBI PUCKA TAK)KE€ BO3MOXKHO BBISIBJIEHHUE MYTAIUH, €CJIM OHU OBLITU UACHTHU(DHUITUPOBAHBI Y

00JIbHOTO peOCHKA B TAHHOM CeMbeE.
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Ilpenamanvuas oOuacHocmuxka € WCHOJIB30BAHUEM KOpAOLEHTe3a s ObICTpOi
JTUATHOCTHKU  CIIOCOOCTBYET CBOECBPEMEHHOMY OTTPAaHHYCHHUIO  KIAcCHUYecKod  (opmbl
rajlakTo3eMud OT (OpM, CBS3aHHBIX C HEIOCTATOYHOCTHIO TalAKTOKWHA3BI W JAPYTUMHU
BapHaHTaMU, TPOTEKAIOIIMMHU OTHOCUTEIHHO OJaronmpusTHO, CPaBHHUTEIHHO JIETKO U 0e3
TSOKENBIX OCIOXHEeHWH. JlopomoBasi auarHocTuka TajJakTO3€MUHU OCYILECTBISETCS IyTeM
OTpeNeNIeHns] aKTUBHOCTH ranakTo3o-1l-¢ocharypununrpanchepasst (I'AJIT) B KymbType
aMHHOIIUTOB, OMOMNTaTe U KyJIbType XOpUOHA, a Takxke meronamu JJHK-ananu3a, mo3sosstomiero
BbIIBIIATh MyTanuu B reHax GALT um GALE. buoncus xopuona mpoBogutcs B 10-12 Hemens
recraiuu, amHuoneHte3 — B 15-18 Hemenb recrauuu. Bompoc o npoBeneHHM NMpeHATaIbHON
JTUATHOCTHKHU TaJaKTO3eMHH JIOJDKEH OBITh BCECTOPOHHE OOCYXJICH C 3aWHTEPECOBAHHBIMU
CYNPY>KECKUMH TapaMH MPEKJE, YeM MPUHAThH OKOHYATEILHOE PEIleHre, TaK Kak 3a00JieBaHUe
MOJJACTCs ICYEHUIO0, HO HECMOTPSI HA OTHOCUTENIBHO XOPOIIHA UCX0/ Y OOJNBIIMHCTBA OOJIBHBIX,

JTUTEIIbHBIN IMPOIrHO3 MCHEC AACCH, YCM IIPU XOPOIIO JICUCHHOU (I)GHI/IJ'IKCTOHypI/II/I.





