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JlaHHble KJINHUYECKHE PEeKOMEHIAUNH IOATr0oTOBJEeHbI NMPOodecCHOHAIbHBIMHU
acconuanuamMu  «Corw3 mneauarpoB Poccum» wu  «Poccuiickoe 001ecTBo
MEIUIUHCKUX TeHETHKOBY», AKTYAJIM3MPOBAHBI, COIJIACOBAHbI ¢ JKCHEPTHBIM
COBETOM M IJIABHBIM BHEHITATHBIM CHEIHAJIHCTOM IO MEIMIMHCKON IeHeTHKeE
MumnsapaBa Poccumiickoit  ®enepanum  a.mM.H., mnpod. C.HU. KyueBbiMm.
Yr1Bep:xaenbl Ha XVIII Konrpecce neguarpoB Poccnu «AKTyajibHBbIE TPOOJIEMBI
nequatpun» 14 ¢espaas 2015 r. m Ha VII Cbe3ne Poccuiickoro oodumecrsa
MEIUINHCKHUX reHeTukoB 19-23 mas 2015 r.

KonnexktuB paboueid rpynmsl: HaydHo-uccnenoBaTeNbCKUd KIMHUYECKUM UHCTUTYT
neguatpun ['bOY BIIO PHUMY um. H.W. TluporoBa Munsapasa Poccuun (a.M.H.,
npo@. I1.B. HoBukos, n.m.H. E.A. Hukonaesa), ®I'bHY «HayuHblil 1eHTp 310pOBbs
nerei» (unen-xkopp. PAH, mpod. JI.C. HamasoBa-bapanoma, n.m.H., npo¢. T.D.
bopoBuk, k.mM.H. T.B. Bbymyepa, k.m.H. H.I'. 3BonkoBa), ®I'BHY «Menuko-
reHeTHYeCKU Hay4yHbIM neHTp» (a.M.H., npod. C.U. Kynes, a.m.H. E.}O. 3axaposa),
MOCKOBCKOTO TOPOJCKOTO M PecHyOIMKAaHCKOTO LEHTPAa HEOHATAJIbHOIO CKPUHUHIA
(x.M.H. E.B. /lenncenkoBa).

ABTOpPBI  TOATBEPKAAIOT  OTCYTCTBHE  (DMHAHCOBOM  TOMAJEPKKH/KOH(IUKTA
WHTEPECOB, KOTOPHIA HEOOXOAMMO 0OHAPOAOBATH.
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METOAOJIOI' U5

MeTonpl, WCHOJIB30BaHHBIC MJIsi COOpa/CEeNIeKIIMU J0Ka3aTenbCTB. KimmHmueckue
METOJUYECKHEC PEKOMEHIAINK COCTaBlIeHbl Ha ocHOBe MeTomoiorun SIGN (Scottish
Intercollegiate Guideline Network; URL: http://www.sign.ac.uk). Jloka3areabHoi
0a3oif Ui pekoMeHAauud sABIAIOTCS myonukanuu, Bomemmme B MEDLINE,
EMBASE, ORPHANET, KoxpaHnoBckyto 6uonuorexy, 6a3y nanueix OMIM. beumn
UCIIOJIb30BAHBl ~ MHTEPHET  JIaHHBIE, TMPEACTaBICHHBIE HA  MEKIYHAPOIHBIX
(http://newenglandconsortium.org) ¥ HaUMOHAIBHBIX CcalWTax OOIIECTB PEIKUX
Oomne3Hel u OOIIECTBEHHBIX opranu3anuil. ['nmyOuna moucka coctaBwia ¢ 1994 mo
2014 rr.

MeToabl, MCHOJb30BAHHBIC JUJISI OLICHKM KAauyeCcTBA M CHJIbI JIOKA3aTEJIbCTB.

OueHka 3HAYMMOCTH B COOTBETCTBUHM C PEUTHUHTOBOM CXEMOHM I OLIEHKU CHJIbI
pEeKOMEHAaIMi: Ka4yeCTBEHHO MPOBEJICHHbIC METa-aHaJIW3bl, CUCTEMATUYECKUE WIIN
PaHIOMU3UPOBAHHBIE  KOHTPOJUPYEMBIE  HCCIECJOBAHHS C HU3KUM  PHCKOM
CUCTEMATHUYECKUX OIIMOOK; BBICOKOKAYECTBEHHBIE CHUCTEMATHUYECKHUE O0030pHI
WCCIIEIOBAHU CJIy4ai-KOHTPOJIb WJIA KOTOPTHBIX VICCIIEIOBAHNUN;
BBICOKOKAQYECTBEHHBIC 0030phl MCCJICOBAHUN CIy4ail-KOHTPOJb WM KOTOPTHBIX
UCCIENOBAHUM C OYEHb HU3KUM PUCKOM A()PEKTOB CMEUIMBAHMUS WU
CUCTEMATUYECKUX OIMMUOOK M CpelHEeHd BEPOSTHOCTHIO MPUUYUHHON B3aMMOCBs3U. B
COOTBETCTBHUH C YPOBHEM JI0KA3aTEIHLHOCTH (KaueCTBO JOKa3aTeIbCTB, Tabyuuia 1) mo
XOJly M3JIOKEHUSI TEKCTa MPEJICTABIIeHA CTETIEHb CHJIBI peKOMEHJaIui (Tadmuma 2).
JIist OIeHKM KayecTBa, CHJIbI JOKA3aTeNbCTB U (POPMYIHUPOBAHUS PEKOMEHIAIMMA
MCITOJIB30BAJICSI KOHCEHCYC IKCIEPTOB.

Wunukaropsl noOpokauecTBenHoi mpaktuku (Good Practice Points, GPPs)
0a3upoBaMCh HA KJIMHUYECKOM OIBITe pabodeil rpymnmbl 1Mo pa3paboTke
PEKOMEH AN,

OKOHOMUYECKMM aHanmu3 u nyOonukanmuu 10  (GapMaKOdKOHOMHUKE HE

aHANM3UPOBAIMCh. Banuauzanus pekoMeHnanuii Oa3upoBanach Ha BHYTpPEHHEH


http://www.sign.ac.uk/

DKCIEPTHOU

CUCTCMATU3UPOBAIUCH U O6CY>KIL8JIHCL npeaccaarciicM u 4jiCHaMu pa6oqeﬁ I'PVIIIIBL.

OLICHKE. KommenTapun, IIOJTyYEHHBIE OT

[TpoekT pexomeHaaIuii ObLT PeLIeH3UPOBAH HE3ABUCUMBIMU IKCIIEPTAMH.

Tabmuma 1. I'pamanmst ypoBHS 10Ka3aTEIHHOCTH

YpoBeHb
JTI0Ka3aTellb-
HOCTH

Tun
JIOKa3aTeIbLCTB

Jloka3aTenbcTBa
0O0IBIIOrO
PaHIOMU3UPOBAHHBIX HCCIIC0BaHUMN.

IIOJIy4E€Hbl B pe3yJbpTaTe  MeETa-aHajau3a

qucia Xopouio CINIAaHUPOBAHHBIX

PaHIIOMI/I3I/IpOBaHHBIe HCCJIICA0OBAaHU C HU3KHUM YPOBHEM

JIO’KHOTIO3UTHUBHBIX M JIOXKHOHETaTUBHEIX OITHOOK.

I[OKEB&TCJ'IBCTB& OCHOBAHBbI Ha PE3yJibTaTaX HC MCHEC OJHOIO0
X0pouio CrIiJIaHUPOBAHHOI'O PAHAOMU3UPOBAHHOI'O UCCICAOBAHMA.
PaHI[OMI/BI/IpOBaHHBIC C BBICOKHUM

UCCIIEI0OBaHUS YPOBHEM

JIO’KHOITO3UTHUBHBIX 1 JIOJKHOHETATUBHBIX OITHOOK.

I[OKaBaTeJ'H)CTBa OCHOBAaHbI Ha pe3ylibTaTax Xopomo

CIUITAHUPOBAaHHBIX  HEPAHJIOMU3UPOBAHHBIX  HCCIIEIOBAHUM.
KoHTponupyembie HCCIIEIOBaHUS C OJHOM TPYyNMoi OOJBHBIX,

HCCICAOBAaHU C prnHOﬁ HCTOPHUYCCKOI'0O KOHTPOJIA U T.A.

I[OK&?;&TCJ'IBCTB& IMOJIYUCHEI B PE3YJIbTATC HCPAHAOMHU3UPOBAHHBIX

HCCHGI[OB&HHIZ. HGHpHMBIe CpPaBHUTCIILHBIC, OIINCaTCJIbHO

KOPEJUIALIMOHHBIE HCCIEAOBAaHUS Y UCCIEHOBAHUS KIMHUYECKUX
CJIy4acB.

\Y

JlokazarenbcTBa
Y NIpUMEpax.

OCHOBAHbI Ha KIIMHUYCCKHX Clry4dasax

Tabnuma 2. 'pamanust cTeneHn CUiTbl pEKOMEH IaluN

CreneHb ['pamamus

A JlokazaTenbcTBO | ypoBHSI WM yCTOMYMBBIE MHOTOYHUCIICHHBIC
nauubie |, 11l wiu 1V ypoBHS n0ka3aTenbHOCTH.

B HoxazatensctBa |l, 11l wau 1V ypoBHS, cuuTaromuecs B LEJIOM

YCTOﬁqHBBIMH JaHHBbIMH.

JKCIIEPTOB,




C HoxazatensctBa |l, Ill, 1V ypoBHsA, HO gaHHBIE B LIETOM
HEYCTOMWYHUBBIE.

D Cna0Onie WIH HECHUCTEMaTHYCCKHUE AMIIUPUYECKHUE
JIOKa3aTeJIbCTBA.

Jlis OKOHYATENBbHON pEeJaKIMUd M KOHTPOJS KadecTBa PEKOMEHIAIUU ObLIN
MOBTOPHO TMPOPELICH3UPOBaHbl WiIeHaMH paboyeil Trpymmbl, KOTOpbIE MNPUILIA K
BBIBOJly, YTO BCE€ 3aME€4YaHUsi M KOMMEHTAapUU NPUHATHI BO BHUMAHHE, PHUCK
CHUCTEMaTUYECKUX OIHUOOK MpHU pa3paboTKe peKOMEHAALNN CBECH K MUHUMYMY.

OIIPEAEJEHUE

["amakTro3eMusi — HacJIEJACTBEHHOE HAapylIeHWE OOMEHa YIJIEBOJOB, IIpU
KOTOPOM B OpraHuM3Me HaKalIMBaeTcsl W30BITOK TajakTo3bl M €€ MEeTaO0OJIUTOB
(ranmakro3o-1-docdara u ramakTuTosa), YTO OOYCIOBIMBAECT KIMHUYECKYIO KApTHUHY
3a0osieBaHusd ¥ (OpMHpPOBAHME OTCPOUEHHBIX OCIOXKHEHMH. Tum HacienoBaHU
rajJakTo3eMHHU - ayTOCOMHO-PELIECCUBHBIN.

KOl MKB 10: E74.2 - T'anakro3emus (HapyieHus 0OMeHa TaIaKTO3bl; BKIKOYEHA

HEJJOCTATOYHOCTh I'aJTAKTOKAHA3bI).
MU IAEMUAUOJIOT'UA

YacroTa rajakTo3eMHH 10 JAHHBIM MacCOBOI'0 00C/ICI0BaHUS HOBOPOIKICHHBIX
B Poccum cocrapmser 1: 20 000, mpu 3ToM mopamistoniee OOJBIIMHCTBO CITydacB

3a0oneBanust 00ycioBieHo myTanusmu B rene GALT.
ITUOJIOI'USA

I"anakro3a (ot rpedeckoro cioa gala, galaktos - MoJsiok0) nipeacTaBiseT cooom
MoHocaxapu - C-4 smumep riIt0K03bl, ¢ UACHTUYHON MOJICKYIISIPHOW (POPMYIIOH, HO €
OTIIMYHOM OT TJOKO3BI CTPYKTYpHOU popmynoi. HecmoTps Ha GOJBIIIOE CXOICTBO
MOJIEKYJT TJIFOKO3bl W TallaKTO3bl, IMpPEBpAllleHHE IOCIEAHEN B TIIIOKO3y Tpelyer
HECKOJBKHUX DBOJIIOIMOHHO-KOHCEPBATUBHBIX (DEPMEHTATUBHBIX PEAKIINi, KOTOPHIC
MPOTEKAIOT B IUTOIJIA3ME KJIETKM W HU3BECTHBI MOJ Ha3BaHUeM IyTu Jlemyapa

MeTabonm3ma ranakTo3sl (pucyHok 1). [NamakTo3a nMeer BakHelIiee 3HAYCHHE IS



pocCta U pa3BuTUA JACTCKOI'0 OpraHn3imMa, TdK KakK ABJBICTCSA KOMIIOHCHTOM ITHIIN

I'pyaHoro pe6eHKa, BXOJA B COCTaB MOJIOKA.

DHIOreHHas rajJaKTo3a,

DK30TeHHad rajiakTos3a, odpa3oBaHHas NpH 00MeHe
MOCTYNAWINAA ¢ NAIIeH CJITHRKONPOTEHI0B H
TIHKOJIANAIOB
v
T'anakTo3a

Tamakto3o-1-docdart | VIP-riaokos3a
>—< FANT s

YAP-T'anakrosa I'1roxo3o-1-dgocdar

I'AJIT — pepmenT ranakro3o-1-pocharypuaunrpacHdepasa;
I'AJIK — pepMeHT raakTOKHHa3a;
I'AJID — depment Y ID-ramakTo30-4-3mmmepasa (Jnmmepasa).

Pucynox 1. OGmiast cxema oOMeHa rajlakTO3bl.

["ayrakTO3eMUST OTHOCUTCS K HACJIECICTBEHHBIM OOJIC3HSIM YTJICBOJIHOTO OOMEHA
U 00BEIMHIIET HECKOJIBbKO TeHETUYECKH TeTeporeHHbIX (popm. B ocHOBe 3ab0seBanus
JISKHUT HEJOCTATOYHOCTh OJTHOTO M3 TpeX (DEpMEHTOB, YYaCTBYIOIIUX B META0OIM3ME
rajlakTo3bl: ranakto3o-l-docdharypumunrpacadepassl (I'AJIT), ramakToKUHA3bBI
(TAJIK) u ypunun-gudochar(yY Ad)-ranakrozo-4-snumupassl (I'AJID) (pucynox 1).
V3BecTHBI TpW TeHA, MYTallUk B KOTOPBIX MOTYT TIPUBOAWTH K Pa3BUTHIO
rajiakrozemuu (Tabnmma 1).

Ta6nuna 1. 'eHeTnueckas reTeporeHHOCTh raJlaKTO3EMHH.

depMeHT HazBanue rena | Jlokanusamus
reHa

["anmakro3o-1-pocdar-ypuaunrpancdepasa GALT 9p13.3

("AJIT)

["anakTokunaza (I"'AJIK) GALK1 17925.1

YV ®-ranakro3o-4-3numepasa (TAJID, | GALE 1p36.11

AIMMepasa)




ITATOI'EHE3

lNanakro3a urpaer kpaiiHe BaXXHYIO pOJb B OpraHu3Me, OCOOCHHO PacTyILEro
pebeHka. DTOT MOHOCaXapuJl HE TOJBKO SIBISETCS 3HAYMMBIM MCTOYHHUKOM DHEPTUU
IS KJIETKH, HO M CIYXUT HEOOXOJUMBIM IJIACTUYECKUM MATepHAIOM  JIJIst
o0Opa30oBaHUs TIUKOIPOTECHIOB, TIIMKOJUIIHIOB U IPYTUX KOMILIEKCHBIX COCITUHCHUMA,
UCIIOJIb3YEMbIX OpPraHU3MOM it (POPMUPOBAHUS KJIETOYHBIX MeMOpaH, HEpBHOMU
TKaHH, HEPBHBIX OKOHYAHHM, MTPOLIECCOB MUEIMHHU3AIIMN HEMPOHOB U Ap. Hapymenue
MeTaboJIM3Ma rajgakTo3bl, HaOII0gaeMOoe MPU rajlakTO3eMUH, HEU30€KHO MTPUBOAUT K
paccTpoicTBY (DYHKIIMOHUPOBAHUS MHOTHX OPTaHOB M CHCTEM OpTaHU3Ma.
OCHOBHBIM HCTOYHHUKOM TajakTO3bl y 4YeJOBEKa SBJISETCS TMuIla. bojbinoe
KOJIMYECTBO MOTPEOJISIEMBIX B T€UEHUE JIHSA MUIIEBBIX POIYKTOB COAEPKAT JIAKTO3Y,
U3 KOTOPOHM B KHUIIEYHUKE B pe3yJIbTaTe TUpoJih3a oOpa3yercsl rajlakrto3a; MHOTHE
NPOAYKTHl THUTAHUSI COJEpP)KAT TajakTo3y B YUCTOM BHJIE. Y YEJIOBEKa JTOT
MOHOCaXapH TakKe MOKET 0Opa30BbIBATHCA M SHJOTCHHBIM MYTEM, MOJIABIISIOIIEE
€ro KOJMYECTBO TOJIydaeTcs B Tiporiecce (EPMEHTATUBHBIX pEAKIUN MEXIy
ypunuaaudocdarrimokozon  (VD-rmoko3oit) u Y] D-ramakTo3oif, a Takxke B
npoiiecce 00OMeHa IIMKOMPOTEMHOB U TJIMKOJIUITHUIOB.

[TatoreHeTnueckue MEXaHU3MbI TaJlAKTO3EMHHM JI0 CHUX IOP MOJHOCTBbIO HE
u3ydeHsl. B pe3ynbrare HeAoCTaTOYHOCTH Jitoboro u3 tpex depmento — [AJIT,
["'AJIK wim I'AJID — B KpoBU MOBBIMIAETCS KOHIIEHTpaIus rajakTo3sl. [Ipu nedurure
aktuBHoCcTH (hepmenToB 'AJIT u ['AJID, moMuMo M30BITKA TaJaKTO3bl, B OPTaHU3ME
OOJILHOT0 HAaKAIUTMBASTCS TakyKe M30BITOUHOE KOJIMUECTBO TajlakT030-1-pocdara, uro
Ha CETOJHAIIHUM JIEHb CUMTACTCSd OCHOBHBIM IIaTOT€HETUYECKUM (haKTOpOM,
OOyCJIOBITMBAIOIINM OOJBITMHCTBO KIMHUYECKUX TMPOSIBJICHUN TalaKTO3EMUU U
dbopMUpOBaHUE OTCPOUYEHHBIX OCIOXKHEHUM. WM30BITOK TallakTo3bl B OpraHU3MeE
MOXET MEeTa00IM3UPOBATHCS APYTUMU OMOXUMHUUYECKUMHU MYTSIMH: B MPUCYTCTBUU
HAJI®'H (umu HAJI'H) ona moxer mnpeBpamaTbcs B rajgaktutos. HakormsieHue

rajJJakTUTOJIa B KPOBH M TKAaHAX W IMOBBIIICHHUEC €TO 3KCKPCIUH C MOYOM H3.6J'IIOI[3.CTC$I



npu Bcex (opMax TallaKTO3EMHUHU; B XPYCTAIWKE TIJa3a HM30BITOK TaJaKTHUTOJA
criocoOCTBYeT (hOPMUPOBAHUIO KaTapakThl. VIMEIOTCS CBEACHUS O TOM, YTO BBICOKOE
CONlep)KaHNE TaJTaKTUTOJIA B TKAHIX MO3Ta CHOCOOCTBYET HaOyXaHWIO HEPBHBIX
KJIETOK U (hOPMHUPOBAHUIO TICEBIOOIYXOJIH MO3Ta y OTACIbHBIX OOTHHBIX.
[TaTomoruueckue TMpOIECCHl TMPH TajJakTO3eMHUHU OOYCJIOBIIGHBI HE  TOJIBKO
TOKCUYECKHUM JICHCTBHEM YKa3aHHBIX MPOTYKTOB, HO M UX TOPMO3SIIUM BIUSHUEM Ha
aKTUBHOCTb  JAPYrUX  (EpPMEHTOB, Y4YacTBYIOUIMX B  YIJICBOJHOM  OOMEHE
(bocdormokomyTassl,  IJIIOK030-6-pocharaeruaporenaspl),  CICACTBUEM  UETO
SIBJISICTCSI TUTTOTJIMKEMUYCCKUAN CHHIPOM.

[Ipeanonaraercst Takke, 4YTO MPEAPACIONONKEHHOCTh K  CENCUCYy ¥
HOBOPOXX/ICHHBIX C TaJlaKTO3eMUEH 00YCJIOBJIIEHAa MHTHOMPOBaHUEM OaKTepUaIbHOU

AKTUBHOCTH JIEUKOIIUTOB.

KJIACCUDOUKALIUA:

B  ocHOBy coBpeMeHHOW  KiIaccUPUKAIMU  TaJaKTO3EMHH  TOJIOKEH
sTHONIOTUYECKHi puHIHN. CylecTBYIOT TPH THUIA TalaKTO3EMHUH, B 3aBUCUMOCTH OT
UMeroIerocsi 'y OonpHOTO JedexTta OAHOr0 U3 TPEeX OCHOBHBIX (PEPMEHTOB,
YYaCTBYIOMIMX B METabOIM3ME rajJaKTO3bI:

I. Knaccuueckas - ramaktozemusi | Tuma, oOycinoBieHHas aedunutoM QepMeHTa
ranakto3o-1-dochar-ypuaunrpanchepassl (I'AJIT). DTOT TUN ragakTo3eMHUH TaKKE
BKJItOUaeT B ceOst BapuaHt [yapre.

I1. Hemoctatounocts ranakrokunassl (I'AJIK) (ramakrozemus 11 Tuna).

III. Jedumut ypuaunaudocdar-ranakro3o-4-snumepasbl (I'AJID unu snumMepassl) —

raiakro3zemusd III Tuna.

KIMHUYECKASA KAPTUHA

Knaccuueckas eanaxmoszemus - Haubonee Tsbkenas (opma HapyLIeHHs
MeTaboiM3Ma TrajakTo3bl, BbI3bIBaeTcs Aeduuutrom aktuBHocTH (pepmenta ['AJIT.

3a0osieBaHre OOBIYHO MaHHU(ECTUPYET B NEpBbIE THU - HEICNIU >KU3HHU, OBICTPO
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MPOTPECCUPYET U B OTCYTCTBUU JICUCHUSI HOCUT JKM3HEYTrpoKaromuii xapakrep. Ha
¢boHEe BCKApMJIMBAaHUA MOJOKOM Y HOBOPOXKIEHHOTO TMOSIBJISIETCS PBOTA, AUapes,
MBIIIIEYHAsT THUIIOTOHUS, COHJIMBOCTD, BsIOoCcTh. OcTaHaBiIMBaeTcs MprOaBKa B Macce
TeJa, HaOMI0AaeTCs BsUIOE COCAHME, TOSIBISIIOTCS M HAPACTAIOT MPU3HAKY MTOPAKCHUS
MEYEHH, YaCTO COMPOBOXKIAIOIINECS THIIOTIMKEMUEH, KEITYX0U U rernaroMeraiuei;
HEPEJKO OTMEYAETCsi KPOBOTOUMBOCTH B CBSI3U C THUIOKOAryJAlMEd; y MHOTHUX
OOJBLHBIX BO3HHUKAET HapylieHUue GyHKIUU KaHAJIbIIEB TTOYEK.

Haulosee TspKenbIM MPOSIBJICHUEM TaIAKTO3EMUN Y HOBOPOKICHHBIX SIBIISIETCS
CEINCUC, KOTOpbIMH HMeeT (haTalbHOE TEUEHHE U 4Yalle BCEro O0O0YCIJIOBIICH
IPaMIIOJIOKHUTEIBHBIME MUKpoopranu3mMamu, B 90% ciaydaes - Escherichia coli. Eciu
HE OKa3bIBaTh CBOECBPEMEHHYIO MEAMIIMHCKYIO MOMOIIb, TO OK0JIO 75% OOJBHBIX B
MJIaJIeHYeCKOM Bo3pacte ymuparot. [Ipubnuzurensao 20-30% nereit ¢ kiiaccuueckoit
dbopmoii 3TOrO0 3a00JieBaHMS TMOTHOAIOT OT CEMNCUCa, TaKKe BBICOK IMPOIICHT
CMEPTHOCTH JI€T€M NEPBBIX MECSIEB >KU3HH OT XPOHUYECKON HEIOCTATOYHOCTH
GyHKIUM TI€UYEeHU. YKE B MEpPBbIE HECKOJBKO JHEH TOCNe POXIEHUS Yy peOeHKa
HEPEIKO MOKHO JUAarHOCTUPOBAaTh KarapakTy. MHOrjga katapakTa BBISBIISIETCS HE B
pe3yabTare opTaabMOCKONNH, a TPU UCCIICIOBAHUYU Ha IIEJIEBOM JIaMIle, TaK Kak OHa
COCTOUT U3 TOUYCUHBIX MIOMYTHEHHUH B (PE€TATBHOM SIJIpE XPyCTaIIMKA.

JlabopaTtopHble  KCCIICIOBAHUSI  BBISBISAIOT  TOBBIINICHUE  AKTUBHOCTH
TpaHCaMWHA3 B CBIBOPOTKE KPOBH M TIOBBIIIEHHWE KOHIICHTpAIMU OWiInpyOuHa.
HekonbrorupoBanHasi THNEpOMIMPYOMHEMUs, XapakTepHas JJis paHHEH CcTaauu
OoJie3HHU, Jajee MEepexXOJUT B KOHBIOTHPOBAHHYI. B OMOXMMHMUYECKHX aHan3ax
KPOBH 4YacTO OIPEACNACTCS TUIOTJIMKEMUS U TUMOATBOYMUHEMHUS, MOXET OBITh
MOBBIIIIEHHBIM COJICp)KaHME aMMHaka UM aMHUHOKHCIIOT, OCOOCHHO (DeHMIalaHuHa,
TUpPO3UHA U MEeTHOHMHA. Habmromaercs CHIKEHUE CHUHTE3a (paKTOPOB CBEPTHIBaAHUS
kpoBu. Hepenako oOHapyKHMBaeTCsl TUIEPXJIOPEMUYECKUN METa0OJINYECKUA aruio3,
runodocharemusi, reHepaaIu3oBaHHas TUIIEPAMUHAILIUIYPUS, YTO CBUJICTEIBCTBYET O

BTOPUYHON JNUCOYHKUIMM KaHAJIbLIEB IOYEK. YJIBTPA3ByKOBOE HCCIIEOBAHUE
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BBISIBJISIET YBEIIMUCHHUE PAa3MEPOB neueHu. Hamnuue BocnaauTenbHbIX U3MEHEHU B
aHanu3ax nepudepuyeckoil KpOBH B COYETAHUM C TIOBbIIEHHWEM YypoBHS C-
PEaKTUBHOrO O€llka M TMOJIOKUTEIbHBIM MPOKAJBIIMTOHUHOBBIM TECTOM SIBIISICTCS
KpUTEPUEM NIPUCOETUHEHUS CEIICUCA.

VY BBDKMBIIHUX JI€TE€HM, HE MOJy4YaBIIUX AaJCKBAaTHOTO JICUEHUS, pPa3BUBACTCS
XPOHUYECKAsT TE€YEHOYHAs HEAOCTATOYHOCTh M TSKEIOE IMOPAKEHHE HEPBHOM
CUCTEMBl C PE3KUM OTCTABAHHUEM IICUXOMOTOPHOTO pA3BHUTHS, YTO MPUBOJIUAT K
rIIyOOKOM MHBAIUIU3AIMHI U YMEHBIIIEHUIO MPOJI0HKUTEIILHOCTH KU3HHU.

CreneHb BBIPAXKEHHOCTH KJIMHUYECKUX MPOSBICHUN TalaKTO3EMHUH 3aBUCHUT OT
BENIMYMHBI  CHIDKEeHUs akTuBHOCTH (epmenta T['AJIT. Tlpu kmaccuueckoit
TaJaKTO3€MUN AKTUBHOCTH TaylakTo30-1-hocharypuaunrpancdepassl HE NPEBBIILIACT
5% oT HOopMallbHbIX 3HadueHWil. CylecTBYyeT HECKOJIbKO BAapUAHTOB YACTHUYHOTO
nedunura I'AJIT. Haubonee yacTteiii u3 HUX — BapuaHT [yapre, mpu KOTOPOM y
OOJBHBIX MMEETCS OuH amiens Jlyapre (Hecylmui onpeneeHHYI0 MYTalMI0 B FeHe
GALT, mpuBozsiyt0o K HE3HAUUTEILHOMY CHIDKCHHIO aKTUBHOCTH (DepMeHTa, HTOT
ajyyie’b MPUHATO 0003HAaYaTh CUMBOJIOM D) m annens KiIacCMYeCKOW rajaakTO3eMHH
(o6o3nauvaercs cumBoiioM ). Y OonbHBIX, mMernmx reHotun D/G, aKTHBHOCTH
['AJIT cocraBnser 5 — 25% oT HOpMBI; Y OONBHBIX, UMEIOMIMX JBa ajyuiens Jyaprte
(D/D), axktuBHOCTH (epmeHTa paBHa NpuOIM3UTENBHO 25%. Y Takux paeted B
NepPHOJIe HOBOPOXKJIEHHOCTH OOBIYHO HE HAOIOJACTCS TSHKEIBIX KUZHEYTPOKAIOIIUX
KIIMHAYECKUX mposiBieHnid. OmHako 9acTo oOparmiaeT Ha ceOsi BHUMaHUE JJIUTEIIbHAS
xKenTryxa (B TeUeHUE TEepBbIX 2 MECSLEB), YBEIMYEHHE pPa3MEpPOB TMEUYECHH,
yJIBTPa3BYKOBBIC TpU3Haku (uOpo3a nmedenu. Hapsay ¢ 3TUMU CUMIITOMAMU MOXKET
HaOMoAaThes MII0Xasi mpubaBKa B Macce Tena, 3aJepikKka (PU3MYECKOro pa3BHUTHS,
TeMIMoBasl 3a7epkka MOTOPHOrO pa3BUTHS. C MEPBBIX MECSIEB >XU3HU Y MHOTHUX
JeTelt oOHapYy)KUBAeTCs KaTapakTa. Y TeX JUIl, Y KoTopbix aktuBHOCTh ['AJIT BhImIIE

50% OT HOpPMBI, 3a4acTy Kakue-TM0O KIWHUYECKHUE TMPU3HAKU TalaKTO3EeMHUHU
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OTCYTCTBYIOT WJIM HOCAT HECYLIECTBEHHBIN XapakTep U HE TPEeOYyIOT CIEHUaTbHOTO
JICUCHHUSI.

l'anakmosemuss Il muna, cBs3aHHasT C HEIOCTaTOYHOCTHIO (pepMEeHTa
ranaktokuHasbl (I'AJIK). DTOT TUN ranakTo3eMuu BCTPEUAETCS 3HAUUTEIBHO PEXKE,
4acTOTa €ro HEM3BECTHA, HO BEPOATHO, cocTaBiaeT Mmenee 1:100 000.

Kimangeckas cumnromarnka rpu ranakrozemuu Il tnna menee spkas, yem npu
KJIACCUYECKOM BapuaHTe 3a0oJieBaHMs. EIWHCTBEHHBIM NPOSBICHHEM JeUIINTA
['AJIK y wMHOrux OOJBHBIX MOXET ObITh (OPMUPOBAHUE KaTapakThl. Takue
CUMITOMBI 3a00JIEBaHMSI KAaK OTCTAaBaHWE pPOCTAa M MAacChl TeJa, JUCHENTUYECKUE
paccTpoiicTBa U Jip., HE3HAUUTEJIBHO BBIPAXKEHBI, XOTSA U MOTYT HaOJIIOAAThCS Y JeTel
TPYAHOrO BO3pacTa, KOTJa OHM HAYMHAIOT YMOTPEOJATh B MHILY 3HAYUTEIBHOE
KOJMYECTBO  MOJIOKa. boiiee  MHPOPMATUBHBIMH  CUMITOMAaMHU  SIBJISIIOTCA:
raJIaKTO3ypusl, THUIIEPraJIAKTO3EMHUSI M IIOCTEIIEHHO pa3BUBAIOIIASACS KaTapakTa.
OnucaHbl UMb €AMHUYHBIE CITyYad 3aJ€PKKU IICUXOMOTOPHOTO Pa3BUTHS y AETEH €
raJIaKTO3E€MUEH, CBA3aHHOW C HEJOCTATOYHOCTHIO TAJTAKTOKUHA3BI.

T'anakmoszemuss Il muna (HemocTaTOyHOCTH ¢epmeHTa ypuauHaudocdar-
rajiakto3o-4-snumepassl - ['AJID). DTOT THUN TrajllakTO3eMUU  BCTpEYaAETCA
VCKIIFOUYNTEIBHO PEJIKO, YAaCTOTa €r0 TOYHO HEW3BECTHA. BBINEISIOT 2 KIIMHUYECKHE
bopmbl rajgakTO3eMUH, CBSI3aHHBIC Cc HEJIOCTaTOYHOCTBIO T'AJID:
TOOpPOKAaYECTBEHHYIO  (M30JIMPOBAHHYIO) H  TKENIylo  (TeHepaIn30BaHHYIO).
JloOpokavecTBenHass (opma (wim nepudeprudeckas) XapakTepu3yeTcs JAePUIIUTOM
HH3MMA TOJIbKO B LIMPKYJIUPYIOIIHUX KIETKAaX KPOBHU, B TO BpeMsl KaK MPU TKEIOU
dopMme nedunuT SH3UMA ONpEeNsIeTcs BO BceX TKaHsaX. KimHudeckue mposiBIeHUS
npu J0OpOKaYeCTBEHHON (popMe MOTYT OTCYTCTBOBATh, U 3a00JIEBaHUE BbISBIIACTCS
Clly4ailHO Tpu OOHApY>XEHUHM TMOBBIIIEHHOTO YpPOBHSI TaJlakKTO3bl B KpOBU (IIpHU
NPOBEJCHUHN CKPUHUHTA HOBOPOXKIECHHBIX, OMOXMMHUYECKOM aHallu3e KPOBU U Jp.).
[Ipy »5TOM ypOBEHb AKTHUBHOCTH ()EpMEHTAa TMOHMKEH TOJbKO B KJIETKax

nepudepudeckoid KpoBH, B TO BpeMs Kak B MEYEHH, KyIbType (PpuOpoOiacToB u
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AKTUBUPOBAHHBIX JTUM(OIMTAX COXpaHsIeTCcs Ha HOPMaJIbHBIX 3HaueHusAx. OmHako
KaTaMHECTHUYECKUE HAOJIOJIEHUsI TIOKa3bIBAIOT, YTO Y YAaCTU JIETEH B MOCIEAYIOIIEM
UMEIOTCS HapyUIeHUs] MOTOPHBIX (YHKIMM W pedeBoro passutusa. [lpm Tsoxenoit
dopme 3aboneBaHUsl HadaJdbHBIE CHUMITOMBI HMEIOT CXOJCTBO C KJIACCHUECKOMH
raJlaKTO3EMUEN, BKIIOYAsl KENTYXY, PBOTY, MBIIICUHYIO THIOTOHHIO, 3aIEPKKY
pa3BUTHS, I'eNAaTOMETAINIO, YMEPEHHYIO THUIEPAMUHOALMAYPHUIO, U 3HAYUTEIbHYIO
rajiaktTo3yputo. B nocnegyromem HabmoaeTcs yBeIMdeHue ceneseHku. HecMoTps Ha
paHHee pacrio3HaBaHHe 3a00JI€BaHUS U BKIIIOUEHUE TUETUYECKOTO JICUEeHHUs, yepes 2-3
roJia HepeIKo OOHAPYKUBAIOTCS OTUYETIIMBAS 3a/1€PHKKA ICUXOMOTOPHOTO Pa3BUTHUS U
HEHpOCEHCOpHast TJIyXOoTa. AKTUBHOCTh ()epMEHTa CHI)KEHa HE TOJbKO B
SPUTPOLIUTAX, HO TaKXKe B KIETKax IeueHu u (¢uoOpodnactax koxu. HexoTopwie
OOJIbHBIE COCTABIISAIOT TPYIITY PHUCKA MO Pa3BUTHIO KaTapakThl M3-3a HAPYIIEHHOIO
oOMeHa rajgakTO3bl.

Brenpenne B Poccuiickonn @enepanuy  HEOHATAJbHOIO CKPUHUHIA Ha
rajJakTO3eMUIO MO3BOJISIET BBIIBUTH 3TO 3a00JIeBaHUE B MEPUOJI€ HOBOPOXKIEHHOCTU
npaktudaecku 'y 100% OonbHbIX. OJHAKO B TeX ClydasxX, KOrja IPOBEJICHHE
CKPUHUHIOBOTO MCCIIEOBAHUS MO KAKUM-JIMOO MPUYMHAM OKa3aJlOCh HEBO3MOXKHBIM
Wi ObUIM TIOJIYYECHBI JIOKHOOTPHUIATENBbHBIC PE3yJbTaThl, CIEAyeT HCKII0YaTh
TaJIaKTO3EMUI0 Yy TeX JETe, Yy KOTOPhIX MMEIOTCA HE TOJBKO THUIIUYHBIC
BBILICONMCAHHbBIC MPOSBICHHS KJIACCHUYECKON TaIaAKTO3€MHHM, HO U TAKUE MPU3HAKU
KakK:

- COYETaHHE JKEITYXU U TEMOPPArnYeCKOro 1MaTe3a B MEPBBIE 2 HENIEU KU3HHU;

- IOSIBJICHHE KaTapaKThl B paHHEM BO3pacTe, 0COOEHHO Ha MEPBOM IOy KHU3HU;

- CETICUC Y JIOHOIIIEHHOT'0 HOBOPOXKIEHHOTO, BbI3BaHHbIHN E. coli;

- COuY€TaHUE 3a/IepKKU NPUOAaBKM B Macce Teja, YBEJIWYEHHUs pa3MEpOB IMEYEHH,
MBIIIEYHON TUMOTOHUH, 3aJEP>KKM MOTOPHOTO pPa3BUTHSL M KaTapakTbl Yy JeTeil

PAaHHETO BO3pacTa.
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JAUAT'HOCTHUKA

B cootBerctBHM ¢ nprkazoM Munsapascoupazsutust PO Ne 185 ot 22.03.2006
roga «O MaccoBOM O0OCIEJOBAHUM HOBOPOKJIEHHBIX JETE€d Ha HACJIECJCTBEHHBIC
3a0oneBaHus», B Poccuiickoil ®Denepannd MacCOBBbIi HEOHATAJIBHBI CKPUHUHI Ha
raJIakTO3eMHUIO MPOBOJIAT Ha 4-€ CYTKH >KU3HHU JOHOUICHHBIM HOBOPOXKICHHBIM U Ha
7-€ CYyTKM >KU3HM - HEJOHOIICHHBIM JeTsAM. 3a00op oOpaslia KpOBU IPOU3BOIAT U3
ISTKA HOBOPOXKACHHOTO Ha (uiapTpoBaibHBIA OnaHK. BHeapeHue mporpammbl
HEOHATaJbHOI'O CKPUHUHIA TIO3BOJISIET BBIIBUTH raJIakKTO3eMHUI0 IpakTruecku y 100%
JeTel ¢ ITUM 3a00JIEBaHUEM.

[Ipn momomu QIIyOpECIICHTHOTO METOAa MPOBOIAT OIpPEIEICHUE YpPOBHS
TOTAJILHOM TaJIakTO3bl B MATHAX BBICYIIEHHOW KPOBH, KOTOPBII NMpeAcTaBisieT co0ou
CYMMY KOHLIEHTpPAllMH TaJIaKTO3bI U TajlakTo30-1-pocdara (Tabauua 2).

Tabsmua 2. OnieHka pe3yJbTaTOB HEOHATAIbHOTO CKPUHUHTA HA TAJIAKTO3EMUIO.

Pesynbrar YPpOBEHb TOTAIBHOW TalaKTO3bI B
CBIBOPOTKE KpPOBHU (MT/11J1)

OTtpuiaTenbHbIN <72

[Torpannynslii (TpeOyeTcsi MOBTOPHOE 7,2-10

HCCJICIOBAHNUE)

[Tos1oXKUTENBHBIN > 10

[Ipu BBIABIEHHH YPOBHS TOTAIBHOM rajakTo3bl 7,2 MI/IJ U BbIIIE€ TPOBOJUTCSA
IIOATBEPKAAIOIIAs AUArHOCTUKA KIIACCHYECKOM rajakTO3eMUHU, KOTOpas BKIIKOYAET B
ceOs omnpenenenue aktuBHOCTH (pepmenta ['AJIT u JJHK-gumarHocTuky ¢ 1emnbio
BBISIBJICHUS HanboJjiee pacipocTpaHeHHBIX MyTaruii B rene GALT u mommmopdHOTro
BapuaHTta Jlyaprte, NpUBOAAILIEIO K CHUXEHHIO aKTUBHOCTH (pepmenTa. Onpenenenue
aktuBHocTH ['AJIT mpoBoAST B MATHAX BBICYIIEHHONW KpPOBU W/UIU B LEJIbHON
renapunn3upoBanHon  kpoBu, JIHK-uccnegoBanme ocymecTBiasitor B 00pasiie
nenpHOM KpoBH. Bzsitue obOpasna kposu mis JHK-uccrnemoBanust mpou3BOIAT U3
nepudeprudeckoil BeHbl ¢ jo0aBieHneM B TpoOupKy KoHcepBanTta — OJTA wnm

renapHHa.
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JIMarHOCTUYECKH 3HAYMMBIM CUHTACTCS CHUKCHUE AaKTHBHOCTH (epMeHTa
['AJIT B BeICymIeHHBIX MsITHAX KpoBH < 2,5 E/THb, B nenbHOM KpoBu - < 1,3 E/rTHb.
[TonTBepxknaromas JIHK-auarnoctka KiacCMYECKOM TajJakTO3EMUH BKIKOYAET B
ceOs nBa aTamna: 1) ckpuHUHT Ha HanOosee yacTeie MyTauu B rene GALT u Bapuant
Hyapre; 2) TOJNHBIA aHajIM3 TeHAa METOAOM TMPSAMOr0  aBTOMATHYECKOTO
CEeKBEHHPOBAHUA MJsl BBIABICHHUS Oonee penkux wyTanuil. Ha mepBom srame
HauOoJee 1eecoodpa3Ho MPOBECHUE TOMCKA clieayromux myTanuid B rene GALT:
p.GIn188Arg, p-Lys285Asn, IVS3-2a->c, p.Metl142Lys, p.Leu358Pro,
COCTAaBIIIOIIME B COBOKYNMHOCTH 82,1% MyTaHTHBIX aiuieled B POCCHUMCKOU
nonyssituu, U p.Asn314Asp (N314D, Bapuant [yapre). ANropuT™M AUArHOCTUKH

KJIACCUYECKOM TaJlaKTO3EMUH MPEACTABIIEH HA PUCYHKE 2.

TTOBEIIIIEHIIE VPORBHSA
TOTATTBHOIT TATAKTO3ZET
IIPIT HCOHATATIEHOM
CKPIHITHIe 7.2 M/ T

!

OnpeagerIcHIIE AKTIIBHOCTIL
I'AJIT. TecT Ha TACTRIC MY TAIIITIT
B rene GALT, papuanT Jlvapre

/ T~

ArTHNBHOCTE I'AJIT B AKTHBHOCTE I'AJIT B
BEICVIIIEHHBIX IINTHAX KPOBII = BEICYIIICHHEBIX IIATHAX KPOBIL
2.5 E/THb. B HeIBHOII KPOBI - = 2.5 E/THb. B uciaeHOIL
=~ 1.3 E/THb Kpoem - > 1.3 E/THb
Jre OaHua HeT Oaa HeT
ACTHRIC qacTas ACTBIX gacTast TACTBIX
MY TALIITIT MY TALIILA MY TALTITIT MY TALII MY TAITITI

I |

| ITonmHEIT aHaIII3 reHa |

I l

HaiiageHo aBe HaiiaeHa
MY TAITIIT OJaHA
MY TALIILA

/ 4 + v

- I erepos3UroTHOS Kiraccuaeckas
Kiaaccruaeckast
HOCHTEIECTBO I'alaKTO3SMIIIL. raIaKTO3CMILA
TaTaKTO3SMIIST
BapraaT J{yapre. BapmanT MICKIIOMEHA
DILT DI IICHE P
HOATECE CHA Jlyvapre/rarakTo3enMIis

PucyHok 2. AlropuT™ noaTBEpKIa0IIEN JUarHOCTUKY rajakTo3eMuu | Tuma.
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[Ipu Hammuumm y peOeHKa KIMHUYECKHX NPOSBICHUM KJIaCCHYECKOU
FaJIaKTO36MUU B COYETAHUU C TIOJOKUTEIbHBIM PE3yJIbTaTOM HEOHATAIbHOTO
CKPpUHHMHTAa Ha TallaKTO3€MHUI0O M HOpMajbHOW akTUBHOCTHIO (epmenta ['AJIT
npoBoauTca mouwck wmytamuii B reHe GALE, xommpyromem  ¢depment
ypunuaaudocdart-ranaktozo-4-snumepazy (I'AJID), w1t UCKIIOYEHUS TaJaKTO3eMHUU
III Tuna.

HuddepenumanbHas JUarHoCTUKA rajJakTO3eMHUH MPOBOJAUTCS C:

- 0ONe3HsSMH, CONPOBOXKJIAIOLIMMUCS  TOBBIIIEHHBIM  BBIICJIECHUEM  caxapa
(MeTUTYpHSMH, CaxapHBIM AHA0ETOM, IMCTHHO30M, CUHJIpOM DaHKOHH);

- OOJIE3HSIMH, COINPOBOXKAAIOIIMMUCS YBEIMUECHUEM IEUEHHU M KENTYXOM (remaTur,
TOKCOIJIa3MO03, TJUKOT€HO3bl, cuHApoMm Kpurnepa-Haiiapa, HEI0CTaTOYHOCTH O—
aHTUTPUIICUHA, TUpO3UHEeMHUs, Thll I, cunnpom dankoHu-bukens, 0one3np Humana-
[Tuka Tun C, Oone3Hp BuiabcoHa, AepUIUT NEYEHOUYHOro Oenka - I[UTPUHA,
NEeYEHOYHask FTEMaHTHOAHA0TEIMoOMA U JIp.);

- BpPOKJICHHBIMH QHOMAJIMSMHU JKCITYCBBIBOJASIICH CHUCTEMbI (OTKDBITBIA apaHIHEB
IPOTOK, MTOPTOKABAJIbHBIN LIYHT -MEK1Y BOPOTHOM BEHOW M HUIKHEM IOJIOM BEHOW,
TUNOIUIA3Us] BHYTPUIIEUEHOYHOW TMOPTAJIBHOM BEHbI, OOCTPYKLHMH OWIMAPHOTO
TpakTa, B TOM 4YMCJIE€ CHUHAPOM AJaXwis; NPOrpeCCUPYIOIUNA BHYTPUIIEYEHOYHBIN
xouiecta3 (6osie3np Byler);

- TPAH3UTOPHOW TMIEPrajJakTO3EMHEN, KOTOpasi OTMEUYAETCs P MO3IHEM 3aKPBITHU
BEeHO3HOTO MpoToka (Ductus venosus) u ncuesaer B TeueHue 2-3-5 MECSIEB MOCHE €To
3aKpbITUSA, MPU TETEPO3UTOTHOCTHOM HOCHUTENIbCTBE MAXKOPHBIX MyTalliii B Te€Hax
GALT u GALE.

[TosTomy s mpoBeaeHus auddepeHnnanbHO JUArHOCTUKU  Tpedyercs
MPOBEJEHUE  YIUIYOJEHHOTO  HMHCTPYMEHTaIbHO-Ta00paTOpHOro  0OCIeI0OBaHMUS:
nonmiepoBckoro  Y3U-uccienoBaHusi TE€YEHM U HKEIUEBBIBOASIIMX — IyTEH,

uccienoBanne anbQa-PpeTonpoTenHa U YPOBHS KETUYHBIX KHUCIOT B KPOBU, KOTOpHIE
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MOTYT OBITh MOBBIIICHHI MIPH MOPTO-KaBaIbHOM aHACTOMO3€ U AepUIINTE [TUTPUHA)

u Jp..

HPUMEPBI ®OPMYJINPOBKHU TUAT'HO30B

- Knaccnueckas ranakrosemus tamn |

- HenoctaTouHOCTh TaakTOKMHA3KI - rajiakTo3eMus Tl 11
-Henocratounocts ypunuaandocdaT-rarakTo30-4-3muMepaspl
(T AJID unm snumepassl) — ranakrozemus T 111

- Hapymienust oOMeHa rajiakTo3sl
JIJEUEHUE

[Ipy mosy4eHUM NOJIOKUTENIbHBIX PE3YJbTaTOB HEOHATAJIbHOIO CKPHUHUHTA
Ha3HayaeTcs AMETOTepanusi, OJHOBPEMEHHO OIpENENsIeTcsl aKTUBHOCTh (hepMeHTa
["AJIT u npoBOIUTCS MOJIEKYJIIPHO-T€HETUYECKOE 00CTIEA0BAHHUE.

OCHOBHBIM METOZOM JICUECHHS MPHU TalaKTO3EMHUU SBISETCA Ouemomepanus,
IPENyCMaTpPUBAOIIas TMOKU3HEHHOE MHCKJIOYEHUE U3  palHMOHA  IPOAYKTOB,
coJiepKallliX TaJlakTo3y U JakTo3y. Heo0Xo1MMO MOJIHOCTRIO UCKITIOYUTh U3 PallMOHa
OOJIbHOTO JIFOOOM BHJ MOJIOKa (B TOM YHCJE KEHCKOE, KOPOBBE, KO3bE, ICTCKHE
MOJIOYHbIE CMECHU U JIp.) U BCE MOJIOYHBIE MPOJYKTHI, a TAaKKe CTPOro H30erarb
yHoTpeOseHusl TeX NPOAYKTOB, Kyda OHM MOTYT J00aBisATbCS (XJieO, BbINEYKA,
COCHCKH, KOJOAchl, Kapamellb, CIaJ0CTH, MaprapuHbl U T.IL.). 3ampeliaercs Takxke
UCIOJIb30BAaHUE HU3KOJIAKTO3HBIX CMECEH U MOJIOKA.

Psii mpoayKTOB pacTUTENBHOTO MPOUCXOXKICHUS COACPKUT OIMUTOCaXapujibl -
ranakro3uasl  (padpduHoly,  cTaxmosy), IKUBOTHOTO  TNPOMUCXOXKICHHUS -
HYKJICONPOTENHBI, KOTOPHIE MOTYT OBITh MOTEHIUATBHBIMH UCTOYHUKAMHU TaJIAKTO3bI

(Tabmuma 3).
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Tab6muma 3. [IpoaykTsl, comepKaIiye rajJakTo3uIbl, U 00oraThie HYyKJICOMPOTCHHAMHA

["anmaxTo3uael

- 0000BBIe (TOpoX, 600bI, (hacosb, YeUeBHIIA, Malll, HYT) - COs (HO HE U30JIAT COEBOTO
oenka);

- IITTHAT;

- KaKao, IMIOKOJIaI;

- OpexH.

HykneonporenHsl

- IEYE€Hb, TOYKHU, MO3TH U JPYTU€ CYONPOIYKTHI;
- ICYCHOYHBIN MaIlITET, JUBEpHast Koybaca,
- JU11A.

B Hacrosimiee Bpemss JaueTta € MaKCHUMalbHO CTPOTUM HCKIIOUECHHEM
raJaKTO3bI/JIAKTO3BI - 3TO €IMHCTBEHHBIN CIIOCOO COKPATUTh HAKOIJIEHUE TOKCUYHOTO
KOMIIOHEHTa - TajakTo30-1-dochaTta B TKaHAX OOJBHOTO C KJIACCHYECKOU
rajJlakTo3eMUEH W TaJaKTUTOJIa Yy OOJBHBIX C JAEPUIMTOM TrajakToKuHa3bl. [lpu
rajaktosemMuu, oOycnoBieHHON paedunutom YJ[D-3, BO3MOXKHO HCMOIB30BAHUE
HU3KOTAJIAKTO3HOW JUEThl B COOTBETCTBUU C JIOMYCTUMBIMU KOJWYECTBAMU
raJlakTO3bl B pallMOHE MOJ] KOHTPOJIEM €€ YPOBHS B CHIBOPOTKE KPOBHU.

[Ipu coctaBieHUM j€4YEOHBIX PAIMOHOB ISl JETEH MEpBOTO Troja KU3HU
KOJIMYECTBO OCHOBHBIX TMHINEBBIX HMHIPEAUCHTOB W JHEPrUU JIODKHO OBITh
NPUOJIMAKEHO K (PU3HOJIOTUYECKUM HOPMaM.

Jlist meyeHust OOJIBHBIX TajaKTO3eMUEH MCIOJIB3YIOTCS CICIHAIU3UPOBAHHBIC
CMECH Ha OCHOBE M30JIsITa COEBOro Oelika, TMAPOIM3aTOB Ka3enHa, Oe3JIaKTO3HbIE
KAa3eMHIIPEIOMUHAHTHBIE MOJIOYHBIE CMECH, a TakXke CMeCH Ha OCHOBE
CUHTETUYECKUX aMUHOKHUCIIOT.

JledeOHBIMU TIPOJYKTaMU IEPBOOUYEPEAHOrO BBHIOOpA [JIsi OOJBHBIX MEPBOTO
roJla )KU3HU C TAJIaKTO3EMUEH SIBJISIOTCS CMECH Ha OCHOBE M30JITa COEBOTO OelKa, B

KOTOPBIX MOJHOCTHIO OTCYTCTBYIOT PACTUTENbHBIEC FAJIaKTO3U/ b1 (Tabmuia 4).




Tabnuna 4. XuMuueckuidl COCTaB U IHEPreTUYecKas HEHHOCTh CMECEi Ha OCHOBE
n3oJiaTa coeBoro oenka (Ha 100 M1 rOTOBOM cMecH).
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XHWMHYECKUH COCTaB, T DHepreTryeckas
Ha3ssauue cmecu [ Kpor T — LIEHHOCTb,
KKaJl
Bemnakr Cos 1,7 3,4 7,0 65,4
Hytpunak Cos 1,8 3,6 6,7 67
Hytpunon Cos 1,6 3,5 7,0 66
dpucocoit 1,7 3,5 7,2 67
Xymana CJI 1,6 3,3 7,9 67

HpI/I HCII0JIb30BAHUU COEBBIX CMECEH B NHUTAaHUM I'PYAHBIX I[GTGIZ BO3MOXXHO

IMOABJICHHUC AJUICPIHYCCKUX peaKuHﬁ Ha OeJiok cou. B Takmx ClIydasax HGJICCOO6pa3H0

Ha3Ha4yaTh CMECHU Ha OCHOBE TMAPOJIU3ATOB KazenHa (Tabiuiia 5). B 3aBucumoctu ot

COCTOAHUA pe6eHKa BO3MOKHO COYCTAHHOC IIPHUMCHCHHC COEBOM CMECH M CMECH Ha

OCHOBE I'MJIpOJIM3aTa Ka3euHa B COOTHoIIeHuH 1 : 1.

Tabnuna 5. XuMU4yecKkuil COCTaB U SHEPreTUYECKas IIEHHOCTh JICYEOHBIX CMeceil Ha

OCHOBE ruAponn3aToB KazenHa (Ha 100 M roToBoii cMecH).

DHepreTudecKas
HazBanue cmecu XHUMHYECKHUM COCTaB, T LIEHHOCTb,
Oenku KUPBI YTJIEBOJBI KKaJI
[Tperectumrur LIPIL 19 3,8* 6,9 68
Hytpamuren 1 LIPIL 19 3,4 75 68,0
Hytpamuren 2 LIPIL 2,0 3,0 9,0 69,0
®puconen AC 1,6 3,5 7,2 66,0

*cpeoneyenoueunvle mpueauyepuosl
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Bo3MoxHO mprMeHeHne Ka3eMHIPEAOMUHAHTHBIX 0€371aKTO3HBIX MOJIOYHBIX
cMmeceil. bes3nmakTo3Hble MOJIOYHBIE CMECH, COJEpKallue B COCTaBe OEIKOBOIO
komnonenta 60% CBHIBOPOTOYHBIX OENTKOB, HE JOJDKHBI HCIIONb30BAThCS JIs
JTUETOTEpanuu y JeTed ¢ TrajakTOo3eMHed TpyAHOro BO3pacTa, TaK Kak MOTYT
CoZiepKaTh CJIEJOBbIE KOJIMYECTBA TajJakTo3bl (Tabmimia 6).

Tabmuia 6. XUMHUYECKU COCTaB M SHEPTeTHIECKas IIEHHOCTh 0€3JIaKTO3HOM
MoJiouHOM cMmecH (100 M1 rOTOBOM CMecH).

XHUMHUYECKHI COCTaB, T DHepreTryeckast
Hazsanune cmecu IICHHOCTB, KKaII
Oenku JKUPBI YIJIEBOJIBI
Oupamun 0 gakt 1,42 (80 : 20)* 3,7 7,2 68,0
Hyrpunak 6e31akTo3HbI# 1,4(50 : 50)* 3,45 7,4 66
IUTIOC

*coomHoweHue Ka3eura u col8opomounsix benxos (%).

Cnenuanu3upoBaHHble  0€3J1aKTO3HBIC/OE3ralakTO3HbIE CMECH  BBOAST B
nuTaHue OOJIBHOTO C TajlakTo3eMued B TEYeHHEe OJHOro JHSA, Cpa3y Iocie
YCTaHOBJICHHUSI IMAarHO3a.

IIpukopm BBOauTCA B mepuoa OoT 4 10 6 MecsAueB XKU3HU. B nuTanun
UCIIOJIB3YIOTCSL TOJIBKO O€3MOJIOUHBIC MPOAYKTHI W Oiroma: O€3MOJIOYHBIC KalllH,
KOTOpbIE Pa3BOMAAT O€3JaKTO3HBIMU/OE3raJakTO3HBIMUA CMECSAMHU, a TAKKE OBOLIHOE,
MsicHO€ U (GpyKTOBOE Miope. Bce MoouHbIe MPOAYKTHI, BKIIIOYAsl LEIbHOE KOPOBbE
MOJIOKO, KHCJIOMOJIOYHBIE MNPOJYKTHI, TBOPOT, 3alpEIIAIOTCA K HMCHOJb30BAHUIO Y
OOJIBHBIX TAJIAKTO3EMUEH.

Bun nepBoro nmpukopma OINpPEAENAETCs COCTOSHUEM KEIIyJA0YHO-KUIIEYHOIO
TpakTa ¥ HYTPUTUBHBIM CTaTycOM peOeHKa. ITO MOXKET OBITh OBOIIHOE MIOPE U3
HATypaJbHBIX OBOIIEH WIU TUIOJOOBOUIHBIX KOHCEPBOB JJIs AETCKOTO NMUTaHUs 0e3
no0aByieHUsT MOJIOKa (M HE UMEIONTUX B COCTaBe OOOOBBIX) WU 0€3MOJIOUHBIC Kallh
HAa OCHOBE KYKYPY3HOM, PMCOBOM WJIM TPEYHEBOU MYKH, I PA3BEICHUS KOTOPBIX

HCO6XO,III/IMO HCIIOJB30BATh Ty CICHHAIU3UPOBAHHYIO CMECH, KOTOPYIO ITIOJIYy4YacT
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pebeHok. MsCHOM NpUKOPM BBOAST B muTaHue ¢ 6 wmecsueB. [IpeumyiiectBo
OTHAIOT CIEHUATU3UPOBAHHBIM JIETCKUM MSCHBIM KOHCEpPBAM IPOMBIIIJIEHHOTO
BBIITYyCKAa, HE COJEpXKaIllUM MOJIOKa W €ro MNpPOU3BOAHBIX (KPOJUK, IBITUICHOK,
uHJelKa u Ap.) (Tabnuia 7).

Ta6nuna 7. [IlpumepHbIe CPOKHM BBEICHUS ITPUKOPMA JETSIM MEPBOTO I'0J1a KU3HU C
rajJJakTo3eMHuen

[TponykTel u G1r02 Bo3zpact BBegenust npukopma (Mec)

OBoIHOE MIOpe 4-6

Kamm monounsie -

Kamum 6e3mosounsle 4-6

DpyKTOBOE MIOPE 5-6

Cox GpyKTOBBIiA 5-6

TBopor -

MsicHoe mope 6

Ao (xenTok)* nocisie 12 mecsiien

Pri6a 8

Kedup u npyrue kuciomonouHsle

MIPOJYKTHI

Cyxapu, neueHbe (0ObIUHBIE) -

Cyxapu, reueHse,

(He coneprkale KOMIIOHEHTOB 7

MOJIOKA)

PacturensHoe macno 4-6

CnuBoYHOE Macjo -
* - %KeNTOK BBOAUTCS nociie 1 roga, He yaiie 2-3 pa3 B HEJIEIO

[Ipu BBIOOpE MPOAYKTOB MPUKOPMA IPOMBIIUIEHHOTO MPOU3BOICTBA
OPUEHTUPYIOTCS Ha COJAEp’KaHWE B HUX TajakTo3bl (MIPU HAJIMYMKA MApKUPOBKH Ha
ATUKETKE): 0€30MaCHBIMU CUUTAIOTCS MPOAYKTHI C COJIEP)KAaHUEM B HUX T'ajlaKTO3bl HE
6onee 5 mr Ha 100 r mpoaykTa. [Ipu HanuUUM ranakTo3bl B KOIUYECTBE OT S5 710 20 Mr
Ha 100 r© OpoayKT MPUMEHSIETCS C OCTOPOKHOCTBIO, MOJ KOHTPOJIEM COJIEpKaHUSA
oOILIel TrajlakTo3bl B CHIBOPOTKE KPOBHU; MPHU COACPKAHUU TranakTo3sl Oonee 20 Mr B
100 r IpoayKT HE UCTIONB3YETCS.

[Ipu npoBeAeHUM CUMNTOMATHYECKOW TEpanuu CleayeT oOpailaTh BHUMaHUE
Ha COJEpP’KaHHWE JIAKTO3bl B JIEKAPCTBEHHBIX CPEACTBAX, IMOCKOJIBKY OHA HEPEIKO

HCIIOJIB3YCTCAd B  KAUCECTBC  BCIIOMOIaTCJIIBHOIO  BCHICCTBA. HpOTI/IBOHOKaBaHO
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NPUMEHEHHE BCEX T'OMEOMATHYEeCKUX TMpemnapaToB (Ipd HMX MPOU3BOJICTBE
UCIIONIB3YeTCSl JIAKTO3a), a TaKKe€ HACTOEK W CIUPTOBBIX JIEKAPCTBEHHBIX (HOpPM
(?TaHOJ TOPMO3HT DITUMHUHALIMIO TATIAKTO3HI U3 IICYCHH).

IIpr pa3BuTHM KIMHUYECKOM KapTUHBI KIACCHYECKOM TaJAKTO3EMUU Y
HOBOPOXKIEHHOTO MOXET IMOTPeOOBaThCs JIEUEHUE JKEITYXH, CEICHCa, HapylIEHUN
GYHKIIMM TI€YeHH M TOYeK, IEHTpPAIbHONW HepBHOW cucTtembl. [lomnepkuBaromas
Tepanus OOBIYHO BKJIIOUAET B ce0sl CTaHAapTHbIE OOIIECTIPUHATBIE MEPONPUATHUS:
BHYTPUBEHHOE BBEJCHHUE >KUJIKOCTH AJI1 OOpbOBI ¢ 00€3BOKMBAHHUEM, IMOAJIEPKAHNE
HOPMAJIbHOTO  YPOBHSI TJIFOKO3bl B  KPOBH, AHTHOMOTHUKOTEPANHIO, JIEUCHUE
TUIIOKOAryJIALUK, 3aMEHHOE IIEPEIMBAaHNUE KPOBH.

VY4uuThiBas MOKU3HEHHOE HUCKIIOYEHUE U3 NMUTAHUS OOJIbHBIX TallaKTO3eMHUEN
MOJIOYHBIX MPOAYKTOB, JJI MPO(PHIAKTUKNA PA3BUTHSA OCTEOINIOPO3a, PEKOMEHIYETCS
IIPUEM B BO3pPACTHBIX JIO3UPOBKAX IIpErapaTroB Kajublusg W BUTaMuHA D, He

CoJIepKallluX JAKTO3y.
BE/IEHUE ITAIIMEHTOB

JleTn ¢ KiaccHMYecKkou TajlakTo3emMueil Tum | 10 yCTaHOBJIEHHS MCTUHHOTO
JIMarHo3a MOTyT MomnacTh B OTAEJCHUE TATOJOTUU JeTeld paHHEero BO3pacTa,
MH(PEKIIMOHHOE OTACICHUE C JAUArHO30M CEICUC, B XUPYPrUYECKOe OTACIICHUE WIH
pEaHUMAIMI0 B CBSI3M C JKEITYJOYHBIM KPOBOTEUEHHWEM WA BHYTPUUYEPEITHBIM
KPOBOU3JIUSHUEM.

[Tpo10KUTENEHOCTS TOCHUTAIU3AIMN 3aBUCUT OT CKOPOCTH BepUDUKAIIUU
quarHo3a ©W Hadana cneruduueckod Tepanmuu. OTBET HaA  UCIMOJIB30BAHUE
0e3/1aKkTO3HOM/0e3raraJlak TO3HOM JTUETHI OTMEeYaeTcs B nepBbIe JTHU.
[IpoAOMAKUTENHHOCTh TOCIUTAIU3AIMNA 3aBUCUT OT CKOPOCTH BOCCTAHOBIICHHS
COMATHUYECKOT0 M HYTPUTUBHOTO CTaTyca peOeHKa, HOpMaIM3alui (PYyHKIIUK MTEUCHH
Y MOKa3aTesel KoaryJorpaMMbl, 4TO B CPEAHEM COCTaBIISIET 21 J1eHb.

[Tocne BBIMUCKM W3 CTalMOHapa PEOCHOK JIOJDKEH HAXOJIUThCS Ha dTare

aM6YJ'IaT0pHO-HOJ'II/IKJ'II/IHI/I"IGECKOFO H&6JIIOI[CHI/IH Yy neauarpa, HEBPOIIATOJIora,
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oTaspMosiora, TEHETWKa, T[cuxoyora, Jioromena. KoHcymbpTamuum  apyrux
CIEIUATMCTOB Ha3HAYAIOTCS IO TIOKA3aHHUSIM.

KoHTpoJib aIeKBaTHOCTH MPOBOAMMON TEPANHH OCYLIECTBISIOT C IMOMOIIBIO
OTIpEJICIICHHS COICPIKAHUS TOTALHOM TalakTo3bl (TajlakTo3a + ranakto3o-1-docdar)
B CHIBOPOTKE KpPOBH He pexke 1 pa3 B 3 mecsilia Ha IEPBOM IOy KHU3HHU, Jajiee He Pexe
1 paza B roa. Ilpu 3TOM ypoBEHb TOTaJIbHOM TaJlaKTO3bl HE JOJKEH IpeBbIaTh 4
mr/mi. Heo6XoqumMo OTMETUTh, UTO B T€UEHHUE MEPBBIX MECALIEB KU3HU peOeHKa Ha
¢dboHe 6e371aKTO3HOM AUETHI BO3MOKHO COXPAaHEHNE HECKOJBKO MOBBIIIICHHOTO YPOBHS
TOTAJBLHON TaJaKTO3bl, YTO MOKET OBITh CBSI3aHO C €€ AKTUBHBIM OMOCHHTE30M U3
YV 1 ®O-TIIHOKO3HL.

ExeronHo netu JOKHBI TMPOXOJUTH YrAyOJICHHYIO JUCIAHCEPU3ALMIO0 B
YCIIOBUSIX JHEBHOIO CTalMoHapa (AJIUTEIbHOCTh TOCHHUTAIM3alMu He MeHee 10
CYTOK), TJIe OCYHIIECTBIISIOTCS KOHTPOJIb (DYHKIIMH MeueHu (OMOXUMUYECKUN aHaIn3
KpoBH, Y3U opraHoB OpromHOM MOJOCTH U Ap.), IMokazarenei QocdopHo-
KaJIbIIUEBOTO OOMEHa, yriyOJIeHHBI OCMOTpP OQTaIbMOJIOTa, TP HEOOXOIUMOCTH
MIPOBE/ICHUE 00T, HEHWPOPATMOJIOTHUECKOTO  00CIIeI0BaHUS (MPT/KT),
peadbMIIMTalIMOHHBIX MEPOTIPUSTHIA.

JleBoukam ¢ 12-meTtHero Bo3pacTa PEKOMEHAYETCS  YJIbTPa3BYKOBOE
UCCJIEI0BAHUE OPraHOB MAJIOro Ta3a | pa3 B roj AJif OLIEHKU COCTOSIHUS SIMUYHUKOB U
COOTBETCTBHUS HX pa3MEpOB BO3pacCTHbIM HOpMaMm. [Ipu BbISBICHUHM TEPBUYHOU
aMEHOpPeU PEKOMEH IyeTCsl HaOII0JIeHUE THHEKOJIOTa U SHOKPUHOJIOTAa U Ha3HAYCHUE
3aMECTUTEJIbHOM TOPMOHAJIBHON TEpanuu IeBOYKaM ¢ 15-1eTHero Bo3pacra.

JleTssM MIKOIBHOTO BO3pacTa pexkomeHayercs 1 pa3 B 2 roja IPOBOIUTH
PEHTIe€HOJEHCUTOMETPHIO CKEJIETa JJIsl BBISIBJIEHUS IPU3HAKOB OCTEONIOPO3a.

Pogutenn OOJBHBIX C TallaKTO3eMHUEH JOJKHBI OBITh OOYYEHBI IpaBHUIaM

opraHu3anvu JUCTOTCPAIIMK U KOHTPOJIA 3a aACKBATHOCTBIO €C IIPOBCACHM .
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INPOPUJTAKTUKA

[TpodumakTudeckue MephbI BKJIIOYAIOT MEJIMKO-T€HETUYECKOE
KOHCYyJIbTHUpOBaHue. B cembe, e ectb OonbHOM pebGeHok, umeerca 25% puck
MOBTOPHOTO POXACHHUS OOJBHOTO TPH KaKIOW TMOCIEAYIOmEed OepeMEeHHOCTH. Y
POJICTBEHHHKOB U3 TPYIIIBI PUCKA TAKKE BO3MOXKHO BBISIBIICHHE MYTAIUM, €CJIU OHU
OBLTH WIESHTU(PHUIIMPOBAHBI Y 00JIBLHOTO peOeHKa B JaHHON CEMbe.

IIpenamanvuas Ouacnocmuxa 3aKIIOYAETCs B IMPOBEACHUU KOPAOLIEHTE3A,
owonicun xopuoHa B 10-12 Hemenp recranuwu, aMHHOICHTe3a — B 15-18 Hemenn
rectraiiui. JlopogoBasi JAMAarHOCTHMKA TallaKTO3EMHUU  OCYIICCTBIISIETCS IIyTEM
ONpEJENeHUs] AaKTUBHOCTH ranakTo30-1-¢pocharypununtpancdepassr (I'AJIT) B
KyJIbTYype aMHHUOIIMTOB, OMONTAaTEe W KyJIbType XOpHOHa, a Takxke metonamu JIHK-
aHaJM3a, MO3BOJIAIONIETrO BhIBIATh MyTaruu B reHax GALT u GALE.

Bonpoc o mpoBeneHuu mpeHaTaTIbHOW UATHOCTUKU TajJaKTO3EMHUU JIOJKEH
ObITh BCECTOPOHHE OOCYXJIEH C 3aUHTEPECOBAHHBIMHU CYINPYKECKUMU IapaMu
npexze, YeM MPUHIThH OKOHYATENIbHOE PEIICHHE, TaK Kak 3a00JIeBaHUE MOAACTCS

JICYCHHUIO.
NCXOoJbl A IMPOI'HO3

[IporHo3 3a0osieBaHMsI HEONATONMPUSTHBIA MPU TO3AHO JHATHOCTUPOBAHHOU
TspKenor opme ramakro3emMun (B CBSI3M C OTCYTCTBHEM IPOBEICHHSI CKPUHUHTA).
[Ipy paHHEM Ha3HAYEHUU JUETUYECKOTO JIEYEHMS JETH MOTYT pa3BUBATHCS
HOpPMAJIBbHO.

VY HEeKOTOpbIX OOJIBHBIX C TajlakKTO3eMHUEH COXpaHsSeTcss PUCK (POPMHUPOBAHUS
OTCPOYECHHBIX OCIIO)KHEHUH — 3aJep’KKU (U3UYECKOTO pa3BUTHSA, HAPYIICHUS
pa3BuTHS peun («BepOaNbHOW JUCIPAKCHM»), MOTOPHBIX (QYHKIUN (aTakcus),
OCTEOIOpo3a. Y AEBOYEK MOBBILIEH PUCK HAPYLIEHUS MOJIOBOTO CO3PEBAHUS.

3anepKKa MCUXUYECKOTO PA3BUTHUSA, BBISIBISIIONIASACA Yy HEKOTOPBIX JETEH C

F&J’IﬂKTOB@MI’ICﬁ, nojJrydaromux JUETHYCCKOC JICUCHHMC, HC TsAKCIIasd, OHa MOXKCT
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OOHapy>KWBaThCSi B paHHEM BO3pacTe, HO 4Yallle CTAaHOBUTCS OYEBUIHON B
IIKOJIbHBIE TOJIbI, KOTJ]a y peOCHKa BO3HUKAIOT TPYIHOCTH C YTEHUEM HJIM YCBOCHHUEM
MaTeMaTUKHU. Y 4YacTH JE€Tel BO3MOXHO YMEPEHHOE CHMKEHHE HHTEJUICKTYaJIbHOTO
Pa3BUTHS WM JIETKAash YMCTBEHHAs OTCTAJIOCTb. Y HEKOTOPBIX JIE€T€H NIIKOJIBLHOIO
BO3pacTa OTMEUAIOTCS JBHUTaTElIbHbIC HAPYIICHHS B BHJE aTaKCHUH, HEJIOBKOCTH
MEJIKOM MOTOPHKH, PACCTPOMCTB PAaBHOBECHS M KOOPJIMHAIIUH; MBIILIEYHON JUCTOHHH,
BO3MOXXHO HaJW4YUe TpeMopa MpU BHIOJIHEHUU IICJICHANIPABICHHBIX JEHCTBHIA.
3azep)KKa peueBoro pa3BUTHUs Y OOJIbHBIX TalaKTO3eMHUEH B paHHEM BO3PACTe MOXKET
MPOSIBIIATHCS 3aTPYAHEHUEM apTUKYJISIITUU, 00CTHEHHBIM CJIOBAPHBIM 3aI1acoM.

KarapakTtel y OOJIBHBIX TallaKTO3€MHEH XapaKTEPHU3YIOTCS KakK Malble,
TPaH3UTOPHBIC WIIN HEOHATaJIbHEIC n MPOXOST Ha done
0e3J1aKTO3HOM/0e3ra;lakTO3HOM  JIUETHI, OJIHAKO, B OTHEIBHBIX  IO3JHO
JIMarHOCTUPOBAHHBIX CIIyYasx TpeOyeTcs IPUMEHEHUE XUPYPTHUECKOTO JICUCHUS.

Y OodpHBIX C TrajakTo3eMueld HaOMIOAAeTCd CHUXEHUE MUHEpaIu3aluu
KOCTHOM TKaHU IPH OTCYTCTBHH TpHeMa IpenapaToB KajlblUs W BUTaMuHA D, 4ro
4acTO IIPUBOJMT K PA3BUTHIO PAHHETO OCTEONOpO3a M IIOBBIILIEHHOMY PHUCKY
IIEPETIOMOB KOCTEM.

Y MHOrMX JUIl JKEHCKOTO TM0Jia, OOJBHBIX TajaKTO3eMUEH, pPa3BHBAIOTCS
NpU3HAKU TUCPYHKIUM SIMYHUKOB, MOXKET HAOJIOAAThCSA TMEpPBUYHAS M BTOPUYHAS

aMCHOPCA UJIN OJIMTOMCHOPCH.
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