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TaaKTo3eMust — PeIKoe ONACHOE /ISl JKU3HU HACJIEICTBEHHOE AYTOCOMHO-PelleCCHBHOE 3a001eBanue, b depeHIuaIbHas MArHOCTHKA
KOTOPOTO JI0 HACTOSIIIEr0 BPEMEHH IPEICTABISIET GOIbIINE TPYAHOCTH, 0COOEHHO €CJIH 110 KAKAM-TO IPHYMHAM OTCYTCTBYIOT Pe3Y/ITAThI
HEOHATAJILHOTO CKPUHMHTA. B cTaTbe mpeacTas/ieHo KimHmyeckoe Hadmonexnne 10-1HeBHOro namueHTa ¢ KIacCHYecKoii ralakTo3emMueii
1-ro Tuna. OTpakeHa BAXKHOCTH CBOEBPEMEHHOIO IUATHOCTHYECKOTrO MOMCKA M NIEPEBOJIA MAIMEHTA HA 0e3/IAKTO3HbIE CMECH.

Karoueevte caosa: demu, eanaxmosemus, ouaenocmurxa, neuenue.

Galactosemia is a rare life-threatening inherited autosomal recessive disease, the differential diagnosis of which has been very difficult up to
date, especially if there are no results of neonatal screening for some reasons. The paper describes a clinical case of a 10-day patient with
type I classic galactosemia and reflects the importance of a timely diagnostic search and switching him to lactose-free formulas.

Key words: infants, galactosemia, diagnosis, treatment.

pobGiIeMBbl peaKuX OoJie3Hel B Halllell cTpaHe ocTa-
JoTCS KpaifHe aKTyaJbHBIMU. MIMEHHO TeauaTphbl
JIOJIKHBI XOPOIIIO OPUEHTHPOBATLCS B HOBOM, HO OYeHb
CJIOKHOM HampaBJIeHUW MEAULIMHCKOM HayKH, TaK
Kak opdaHHbIe 3a00JIeBaHUS MOTYT MPUBOIUTH K WH-
BaJIMAM3aU U CMEPTHOCTH TTAallMEHTOB KaK B paHHEM
NIeTCTBE, TaK M B cTapiieM Bospacte. [loatomy ocoboe
3HAYeHUE MPUIAETCS BHEAPEHUIO COBPEMEHHBIX METOIOB
JUarHOCTUKHU M pa3paboTKe HOBBIX 3(P(HEKTUBHBIX CIO-
CcO0OB Tepalny peaKNX 00JIe3HEH.
lanakTo3emMuss — TpyIma HacleACTBEHHBIX ayTo-
COMHO-PEIIECCUBHBIX 3a00JIeBaHU, O0OYCIOBIEHHBIX
HEIOCTaTOYHOCThIO (pepMeHTOB (raysiakTo3o-1-docdar-
ypunuitpancdepassl — TAJIT, ramakrokuHasbl, ypu-
nuHandocdaTranakTo3o-4-3mnmuMepasbl), y4acTBYIOLINX
B MeTaboJM3Me TajJaKTo3bl, B pe3yJbTaTe 4ero Hapylia-
€TCsT TIpeBpallleHe TaJlaKTO3bl B TIIIOKO3Y U B OpPTaHU3-
Me OOJIbHOTO HaKarIMBaIOTCSl MPOIYKTHI aHOMAaJIbHOTO
yIJeBOAHOTO oOMeHa (ranakTo30-1-dochar u rarakTu-
to). HakarmuBaroiyecs: MeTabOJUThl BBI3BIBAIOT T10-
paxenue IITHC, mapeHXMMaTO3HBIX OpPraHOB W TPOBO-
LUPYIOT pa3BuThe KaTtapakThl [1]. Hambonee Tsokenoit
dopMoii 00JIe3HU SIBJISETCS rajlaKTo3eMMsI 1-ro TUIIa U ee
KJaccuueckuit BapuaHT. Ee yactora B psiie eBporeickmx
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crpaH coctansieT 1:30 000—40 000 HoBOpOXIEHHBIX [2].
Ien GALT xapTtrpoBaH Ha KOPOTKOM TIeYe XPOMOCOMBI
9p13. B Hactosiiiee BpeMsi MAEHTUMUIIMPOBAHO OoJiee
yem 250 myrauuii reHa GALT, KoTopble ObLTM OOHapyKe-
HBI TIPU CKPUHUHTE HOBOPOXIEHHBIX.

Ha ocnoBanun npukasza Ne 185 o1 22.03.2006 . MuH-
3npascolpa3Butust PO «O maccoBoM 00CIe10BaHUN HO-
BOPOXAECHHBIX JeTell Ha HacJieJICTBEHHbIE 3a00JIeBaHUSI»
HEOHATaJbHBIII CKPUHWHT Ha TajJaKTO3eMUIO TPOBOIST
Ha 4-e CYTKU XU3HU JOHOIIEHHBIM U Ha 7-€ CYTKU KU3-
HU — HEIOHOUICHHBIM JETSM, UTO IO3BOJISIET BHISIBUTH
9TO 3ab0sieBaHUE MPAKTUUECKU y Bcex 00IbHBIX. BMecTe
C TeM B psiie clydaeB MPOBeJeHNe CKPUHUHTa HOBOPO-
JKIEHHBIX OKa3bIBAETCST HEBO3MOXKHBIM MJIU MOXKET OBITh
HapyllleHa OpraHu3alus OKa3aHUs ITOMOIIU 3TUM Je-
TsiM. [ToaTOMY 3HaHUE BpauyoOM TEOPETUYECKUX ACITEKTOB
W TUarHOCTUYECKUX KPUTEPUEB MO3BOJISIET CBOEBPEMEH-
HO TIOCTaBUThb JAWATHO3 PEIKO BCTPEYaloIIMXcs 3a0oJie-
BaHWIi, HA3HAYUTh TTATOTCHETUIECKYIO TepaIrnio U n36e-
JKaTh OCJIOKHEHU, YIPOXAIOIINX KU3HU TTallMeHTa.

KnuHuyecknii npumep

Manvyuk JI. TOCIUTAIM3UPOBAH B OTJIEJICHUE MATOJIO-
MU HOBOPOXAEHHBIX Ha 10-i TeHb XXU3HU B CBSI3U C Ha-
pacTaHueM XeJITYIITHOTO CUHIpOMa.

U3 anamuesa: poguics oT 2-ii OepeMeHHOCTH, 2-X po-
IoB B cpok ¢ Maccoii 3100 1, mHO#M 52 ¢M, OKPY>KHOCTBIO
rojioBel 35 cM. bepemeHHOCTE TpoTeKaia Ha (poHe Tepe-
HecenHoro OPBM B I Ttpumecrpe, detornaneHTapHOM
HenocTaTOYHOCTH. PeOGeHOK poauiicst ¢ olieHKOol 8§ OaylioB
o 1IKaie Anrap, K Tpyay MpUIoXKeH Ha 1-if JeHb KU3HH,
B pommybHOM nome BakimHupoBaH BIIJK. Ipymma xpo-
Bu Matepu — B (III) Rh +, pebenka — A (II) Rh +. Mak-
cUMaJibHasl YObITb Macchl Tema coctaBmia 9,5%. B cBsasu
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C TIOSIBJIEHUEM 3KEJITYXW Ha 4-if1 JIeHb XU3HU OIpeelieH
ormpyouH — 240 MKMOJTE/JT (HOpMa MeHee 256 MKMOJTb/JT
y IOHOIIIEHHBIX JIeTeil), TpoBoauiack pororepanusi. Kposb
Ha HEOHATAJIbHBI CKPUHWHT B3dTa Ha 4-i1 JIeHb XW3HMU.
MaJbuMK BBITTHCAH W3 POAWIBLHOTO JOMa Ha 4-1i IEHb K13~
HM Ha TPYIHOM BCKapMJIMBAaHWM C TMArHO30M: HEOHATaTb-
Hasl JKeJITyXa; pPUCK BHYTPUYTPOOHOIN MH(DEKIINHN.

IIpu nocmynaenuu 6 cmayuonap — BbIPAXKEHHAsT XKeJl-
Tyxa, o0 OUIMPYOUH 637 MKMOJB/M, TpsSIMON — 68
MKMoub/J1. TIpoBoamnack wHpy3uonHas teparnust (10%
pacTBOp TJIIOKO3bI), BBOAWJINCH OEJIKOBBIE ITperaparhbl
(AMuHOBeH), BazoamiaTtatopbl (25% pactBop cynbdara
MarHusi), HOpMaJIbHBII YeJIOBeYeCKUIT MMMYHOTJIOOYJINH,
Mperiapar, yJy4diiaronii MeTabom3M 1 aHeproodecrieye-
Hue TKaHei (DibKap), renaTonpoTeKTophl (Ypcodabk).

Ha ¢done nedyeHust ormevasoch HapactaHue OWUIUpPY-
OMHOBOW MHTOKCUKAILIVM, TOSIBJIEHUE HEBPOJIOTMYECKON
CUMITTOMATUKHU, BOIHO-3JICKTPOJUTHBIX HapYIICHMIA, TTe-
YeHOYHOM HEIOCTATOYHOCTH, Mape3a KuireyHnka. Ha 16-it
JIeHb XXW3HM ObLI TiepeBeieH B OTAEJIeHUE peaHuMaluu
C JMAarHO30M: BHYTpUYTpoOHast uHdekuus, Heaudbe-
peHlMpoBaHHasl. KoHbloraumoHHast KenTyxa TsDKeJon
crernieHd. CuHapoM XoJsecTtasa. bunupyouHosas sHueda-
JIoTnaTusl. YTpoXaeMblid MO XOJIECTATUYECKOMY TeraTHTY.
THoiinbiit oMdanut. bone3sHb oOMeHa (raakTo3eMust, TU-
posuHemus?). Acuut. [lonvopraHHasi HEIOCTaTOYHOCTb.
Llepeodpanbhas umemust I cterneHu ¢ cyOBEHTPUKYISIPHBI-
MU TICEBIOKMCTaMU. [UTepTeH3NOHHBIM cuHapoM. CuH-
JIPOM MBILIEUHOM OTUCTOHUU. BereToBucliepanbHBIe Hapy-
meHust (mape3 kunieyHuka). Dkerko3s Il crenenu. Anemust
TSDKEJION CTETNeHU, CMEIIIAaHHOM 3TUOJIOTHH.

Jlabopamopnoe  obcredosanue. Ha atame obOcie-
noBaHust ¢ 10-ro OHS XKM3HM JO MECSYHOTO BO3pa-
cra pebOeHKa OTMeYaluch aHeMusT — TeMOIJIOOWH
or 101 mo 142 r/n (mocne MepeauToil SPUTPOITUTHOM
Macchl), IpUTpoluTel — OoT 2,9-10%/m mo 4,6:102/mn),
TpoMbGormTorneHust — ot 43-10°/n mo 113-10°/n, cunapom
LINTOJIN3a — TIOBBILIEHWE AaKTUBHOCTU TpaHCAMWHA3:
ajaHUH-acnaprtatamMmuHoTrpaHcgepasslt — 137/135 E/n,
84/107 E/n, cuHapoM xosiectaza — TIOBBIIIIEHUE aKTHB-
Hoctu TamMartytamwitpaHcenentunassl (ITTIT) go 123,5
(Hopma 16—75) E/n, runeponnpyornHeMust 3a CYET HETTpsi-
Moii dpakimu — 637/68 —107/74 MKMOJB/JT, HapyIeHUe
0EJIKOBO-CUHTETUYECKOI (DYHKIUM TMEYEHU — TUIIOTPO-
teuHemusi 45—49,5 (Hopma 51—73) r/7, TUIIONIPOTPOM-
ouHemusi. MoueBuHa, C-peakTUBHBIN 0€10K, KpeaTUHUH
B TMIpeiesiax HOpMEI, anbda-deronpoTenH —18 655 mc/Mi.
B kposu antutena (IgM u IgG) K Bupycam (Liuromerano-
BUPYC, TOKCOTIa3M03a, BUPYC KPACHYXU ) HE OOHAPY>KEHBbI.

KucnoTHO-0CHOBHOE COCTOSTHIE, 37I€KTPOJIUTHI KPOBMU:
pH 7,367 (nopma 7,35—7,45) en., pCO, — 28,9 (Hopma 35—
45) mm pr.ct., pO, — 57,1 (Hopma 80—100) mm pr.cT., BE —
7,5 mmonb/n, Na® — 128,8 (Hopma 135—148) mmonb/m,
K* — 5,58 (nopma 3,5—4,5) mmonb/n. Koarynorpamma:
OT OTCYTCTBHUSI KOATYJISILIMU JI0 CJICAYIOIINX TToKa3aTesei —
¢ubpuHoreH — 2,4 (Hopma 2—4) /1, IPOTPOMOMHOBBII
unnekc (ITTU) — 91,7 (Hopma 70—120) %, MexmyHapos-

Hoe HopMasn3oBaHHoe oTHoteHne (MHO) — 1,02 (Hopma
0,8—1,2), akTMBUpOBaHHOE YaCTUYHOE TPOMOOIIJIACTUKO-
Boe Bpemst (AUTB) — 41,6 (Hopma 28—40) ¢, TPOMOMHOBOE
Bpemst (TB) — 25,9 (Hopma 14—21) c.

IIporeunypust — 1,5 r/n, netikouutypust — g0 3000
B aHasin3e Mmouu no Heuumnopenko. [ToceB kpoBu u 1moceB
Ma3sKa 13 3eBa Ha MUKpodiopy — pocT ¢Jiopbl He oOHa-
pyxeH. [ToceB kana Ha MaTOreHHYIO KUIIEUHY10 (hiopy —
diopa He BbleIEHA.

AHaJIM3 MOYM Ha CKPWMHUHTTECTHI — YMEpeHHasl TH-
TIepaMUHOATIUIYPUSI, CITa00TIOIOXUTEIbHAsI TIpoba PDer-
JINHTA, OYeHb caabomnonoxuTebHas mpooda [eiiHeca.

HecMmoTpss Ha TIpOBOAMMBIN B pecryOJMKe CKpH-
HUHT HOBOPOXXIEHHBIX Ha TaJlaAKTO3¢MUIO U OTCYTCTBHE
CBENIEHUI O TIOJIOXUTEJbHBIX pe3ysbraTax, ObLIO pele-
HO OLIEHUTb YPOBEHb TajakTo3bl B KpoBU. ComepkaHKe
rajlakto3bl B KpoBU (B auHamuke) — 59,0 mr/an (pe-
3yJbTaT HEOHATAJILHOTO CKpMHUHTA), 55,9 1 1,3 (HopMma
1o 7) mr/nn. ConepxkaHue heHUIaJaHMHA B KPOBU B M-
Hamuke — 2,7 1 9,6 (HopMma 10 2) Mr/mt.

OKI' — HapylieHre BHYTPUXKETYTOUYKOBOI TPOBO-
TUMOCTH U TIPOLIECCOB penoJisipu3aliiu, HeroJiHast 0J10-
KaJia MpaBoii HOXKM Tyuka [uca. Dxokapauorpadus —
OTKPBITOE OBaJIbHOE OKHO (3,5 MM), JIOXXHBIE XOpPIbI
JIEBOTO XKeJTylovKa.

Vnbrpa3zsykoBoe uccienosanue (Y3U) neuenu — no-
BBILIIEHWE 9XOTEHHOCTU CTPYKTYP TIEUeHU C eAMHUIHBIMUA
VIUIOTHEHUSIMU TI0 XOIY BHYTPHMIIEYEHOUYHBIX KEITIHBIX
MPOTOKOB, MOPTABHON BEHBI, TIEUEHOYHBIX BEH; TTpaBas
nIojis medeHu 73 M, neBast — 45 mMm. Y3U mouek: neBas
mouka — 60x29 MM, yBelnueHa, mapeHxuma 12 MM; 3xo-
TEHHOCTb TOBBIIIEHA, YallleYHO-JIOXaHOYHAasl cucTteMa
chaBjieHa; TipaBas Touyka — 58%31 MM, yBeiaudeHa, ma-
peHxuMa 14,8 MM; 3XOTreHHOCTb TIOBBIILIEHA; IleJeBast
MUETI03KTa3usI AMaMeTpoM 3,7 MM.

HeiipocoHorpaduss — wuieMruyecKu-reMopparnie-
ckoe nopaxenue LIHC. [NepuBeHTpuKyIsspHOE KPOBOU3-
musitiue 1 crerrenn. CyOBEHTPUKYJISIPHBIE TICEBIOKUCTHI
¢ 06eux cTopoH. TKaHeBbIN THIIEPTEH3MOHHBIN CUHIPOM.
B nuHamMuKe — JUKBOpHAsSI CUCTEMa B TIpefeiaXx HOPMBI.
TunpodunbHOCT, MeHee BbIpaxkeHa, 00po3abl nudde-
pPEHLUPYIOTCS JIyYllIe.

TTpoBomwnacey nuddepeHManbHass JIUArHOCTUKA
C BHYTPUYTPOOHBIMU MHGEKIIUSIMU, Pa3IudHbIMU (HOp-
MaMHM KeNTyX, BKJIIOYasi KOHBrallMOHHYIO, C Aucaxapu-
Ja3HOM HETOCTaTOYHOCTBIO, APYTUMU HACJIEACTBEHHBIMU
HapyIIeHUsIMU 0OMeHa (TalaKTO3eMUsl, TAPO3ZUHEMMST).

Jleuenue: NCKYCCTBEHHAs BEHTWISILIUS JIETKUX (4 HST),
aHTuOakTepuaibHas Tepanus (MepoHeM), reMocraTuye-
ckas Tepanusi (Arnporekc, Bukacosn, mepenuBaHue cBe-
>K€3aMOPOXKEHHON TIJIa3Mbl), KOPPEKIIMs aHeMuu (Tepe-
JINBAHKWE SPUTPOLIMTHON Macchl), (poToTeparnusi, rmoaydat
ropmoHbl (ITpexHusonoH), Giaokaropsl H, rucramuHoO-
BBIX pelienTopoB (JAumenpos), UHIMOUTOPBI TPOTEOTH-
tnyeckux (epmeHToB (KoHTpukai), remaTonpoTeKTopbl
(Ypcodanbk), moueroHHsle TipenapaThl (Bepormnupon),
OpOHXOMUTUKHM (DY(PUIUTMH), BUTaMUHbI (A, E, B ).
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Ha ¢done Tepanun u 6e3/71aKTO3HOM JUETHI COCTOSIHUE
pebeHKa ¢ HEOOIbIIUM YIyYllIEeHUEM — YMEHbIIEHUE XO-
Jlectasza, KynmUpOBaHBI TMPOSIBIEHMST TeraTuTa, pedbeHOK
Ha CaMOCTOSITEIbHOM JBbIXaHUU U KopMiaeHUH. [Tomydaet
cMech «IIperectummin» 1o 90 MIT, ycBauBaerT.

C 1 0o 1,5 mec Haxoduacs 6 omdenreHuu neduampuu
JPKB ¢ duaenozom: HacnencrBeHHass 00Jie3Hb OOMeHa
(ranakrozemusi?) c SIBJIEHUSMHU XOJiecTasa, TreraTura.
bunupybunoBas sHuedanonarus. [lepuHaTanbHOe TO-
paxenue LIHC B ¢dopme aBycTOpoHHE THMpamMUIHON
HEIOCTaTOYHOCTU. BpoxkaeHHBI! mopok cepana (aedexr
MeXMpeacepaHoi neperopoaku). Octpoiii HepuT. AHe-
MM TIOCTIeMOpparnveckasl, cpenHeit crenenu. JIBycto-
POHHSIS TTAXOBO-MOIIIOHOYHAs TPhIXKa.

IMpn puHaMWYeckoM HaOMIOAEHUM B TieAMATpUUE-
ckoM otneneHuun JIPKDB B o61ieM aHamu3e KpoBU OTMe-
4yajioCh CHUXKEHUE coiepKaHus reMoryioonHa no 108 r/i,
TpoMOOLIUTOB — 10 286-10°/71; B OMOXMMUYECKOM aHaJI -
3¢ KpoBU — HekoTopoe yBeanuyeHue aBTuBHOCTU ['T'TTI
(mo 194,4 E/n). U3meHeHus KoaryjaorpaMmbl: (QUOpUHO-
red — 1,7 (Hopma 2—4) r/a, IITU — 52,2 (Hopma 70—120)
%, MHO — 1,41 (nopma 0,8—1,2), AUTB — 26 (Hopma
28—40) ¢, TB — 22 (Hopma 14—21) c.

ITo nanubiM Y3 — neyeHb 6€3 MaToJIOruun, KeTUHbII
Mmy3bIpb — Tiepern6 B objacTu Teya u meiiku. [Momkeny-
TIOYHAasI KeJie3a U cee3eHKa — 6e3 ocobeHHocTel. JIeBas
noyka — 58x23 MM, nosHoe yaBoeHue (?), 9XOreHHOCTb
yMepeHO ToBbIIIeHa, TuddepeHIInans Xopolasi, e-
soakTasus. [TpaBas nmouka — 50%20 MM (HOpMa), 9XOTreH-
HOCTb yMePEHO MOBbIIIeHa, T hepeHIINAINS XOpolIas,
YalleyHO-JIOXaHOYHAsK CHUCTeMa YIUTOTHEHa.

PebGeHOK BBITIMCAaH JOMOW B YIOBJIETBOPUTETHHOM CO-
CTOSTHUY TI0J1 HAaOJTI0ieHe TeHEeTUKA U TeauaTpa.

Koucyavmauyus eenemuka 6 éozpacme pebenka 4,5 mec.
Ponmutenu u cubc 7 et 310poBEI, Opak poauTesieil HEpoI-
crBeHHbIi. [TpoBenena JIHK nuarHoctuka B nabopato-
puu HacJieACTBeHHBbIX Oosie3Heit oomena MT'HLI PAMH.
3akmoueHue. Y pedenka B reHe GALT (HaciencTBeHHast
rajakTo3emus I-ro Thma) oOHapykeHa yacTasi MyTalust
QI188R B rerepo3uroTHOM COCTOSTHMHU. Takum oOpazoMm,
JIMarHo3 rajjakTo3eMuu [-ro Tuma noarBepkaeH. JIJst BbI-
SIBJICHUST BTOPOI MyTallMM TPeOYeTCST TTPOIOJIKUTL MOJIEe-
KYJISIPHO-TeHETUIEeCKOEe MCCIIeIOBaHNE.

Ha MoMeHT mociemHero ocMoTpa TeIUaTpoOM: pe-
O6eHKy 4,6 Mec. Kaob Ha COCTOSTHUE 3M0pOBbsSl peOeHKa
pOIUTETN He TPEAbIBISIOT. [Ipn 0OBbEKTUBHOM OCMO-
Tpe MaTOJIOTMUECKNX U3MEHEHMIT He BBISIBIIEHO, B Macce
npubasisier. Macca — 6400 xr, minHa Tena — 62,5 oM,
OKPYXHOCTb TOJIOBBI — 41 ¢M, OKPYXXHOCTh Ipyau — 39
CM, YTO COOTBETCTBYET TapMOHUYHOMY (DU3NIECKOMY
pa3BUTHIO (HOPMOTPODUSI-HOPMOCOMHUSI).

00cyxaeHue

TajakTo3eMusT TIPENCTaBISIET CEPBhE3HYIO TIPOOIeMY
B MPaKTUUECKON METUIIMHE B CBSI3W C TSDKECTHIO COCTOSI-
HMSI OOJTBHBIX ¥ (DOPMHUPOBAHUEM CEPhE3HBIX OCTOXKHEHUIA.
IMpu oTcyrcTBUM JieueHMsT 3a00JieBaHUE TIPUBOMUT K Jie-

TanbHOMY Mcxomy. CremyeT TOMYepKHYTh, YTO Kilaccuye-
cKasl TaJlakTo3eMUsi — HauboJiee Tspkesast ¢hoopMa Hapylie-
HUST MeTabOoJIM3Ma TajlaKToO3bl, TIPU KOTOPOI Pa3BUBAIOTCS
OTacHbIE JIJIS1 XKU3HU OCJIOXKHEHUST, BKITI0Yast CETCrc, TUTIO-
JIMKEMUIO, TeNaTOLEILTIONSIPHBIC TIOBPEXKIEHMSI, TeMOppa-
TUYECKUI T1AaTe3, KeITyXy, CyI0pOTH, MUILEBYIO HETIEPEHO-
CHUMOCTb. Y BbIKMBIINX MJIQICHIIEB, KOTOPBIE MPOIOJIKAIOT
MOJIy4yaTh JIAKTO3Y, pa3BMBAIOTCSI CEPhE3HbIE TOBPEXKICHUS
TOJIOBHOTO MO3Ta, KPOBOU3IUSIHUE B CTEKJIOBUIHOE TEJO,
MpUBOsIIee K cliernore, KarapakTa. [lpy kimaccuueckoi
¢opMe ranakTo3eMUM BO3ZMOXHBI OTCPOUYEHHBIE TIPOSIBIIE-
HUs1 00JIe3HU B BUJIE HEBPOJIOTMUYECKOTO AehUuLinTa (TpemMop,
JIMCTOHUSI, IKCTparMpaMUIHbIe HapYIIeHUs C aTaKCHei),
HapylIeHWsl peuu, OTCTaBaHUE B POCTE, MHTEJJIEKTYaJIbHOM
pa3BUTHH, Y IeBOUEK (hOPMUPYETCSI TIPEKAeBpEMEHHAs He-
JIOCTaTOYHOCTb SIMYHUKOB [3—14].

IIpu Juggpepenyuanvhoii duacHocmuke earaKmosemuu
clielyeT UCKITI0YaTh HAC/IEICTBEHHYIO HETTIEPEeHOCUMOCTh
GpykTo3bl (nedunut GpyKro3o-1-docdat anbaonassl),
MH(EKIMOHHbBIE 3a00JIeBaHMsI, 0OCTPYKTUBHbBII BApUAHT
JKeTYHOKAMEHHOM 00JIe3HU, BKJI0Uasi CUHIPOM AJaxu-
JIsT, IPOTPECCUBHBIN CEMEUHBINT BHYTPUNIEYEHOUHBIA X0~
nectas (bonesHs Byler), neduuut nutprHa, reMoxpomMa-
TO3 HOBOPOXIIEHHBIX, TAPO3UHEMMUIO [-TO THUTA, OOJIe3Hb
Hwumana—ITuka tun C u np.

CremyeT MOMHUTb, YTO TP FalaKTO3eMU U HEOOXO I~
MO MCKJIFOUMTh M3 pallioHa TPyIHOE MOJIOKO, MOJIOYHbIE
cMecH, cofiepKalliue JIaKTo3y, KOPOBbEe MOJIOKO, MOJIOY-
HBIE TIPOAYKTHI, TIPOAYKThI, COIepKalllie Ka3eMH 1 ChIBO-
poTKy. Psii MpomayKToB pacTUTENIbHOTO TTPOUCXOXKIACHUS
COMEPKUT OJIMTOCaxapuabl — TajJlaKTO3U/IbI, a TIPOAYKThI
SKMBOTHOTO TIPOMCXOXKAEHUSI — HYKJIEOTIPOTEUHBI, KOTO-
pbIe MOTYT OBITh TOTEHIIUATLHBIMU UCTOYHUKAMMU TaJlak-
TO3bI. [lalieHTHI ¢ rajTakTo3eMueil Hy>KIaroTCsI B COOJTIO-
JIEHUW TUETHI B TeUeHUE BCEi XKU3HM.

BaxxHo He 3a0bIBaTh, YTO CYIIECTBYIOT JIEKAPCTBEHHbIE
Mperaparsl, coJaepxXalllye JaKTo3y WA TajJlakTo3y B Ka-
YecTBE BCIIOMOTATEIbHBIX CPEJCTB (TaOJETKM, KarlCyJibl,
MOJC/AIEHHbIE JIMKCUPBI, TOMEONaTUIecKre Tperapa-
Thl), KOTOpBIE CJIEIyeT MCKJI0YaTh, OCOOEHHO B MEPUOI
MJazieHJYecTBa. Hesb3st Takke 1mojib30BaThesl HaCTOMKaMu
U CIIUPTOBBIMU JIEKAPCTBEHHBIMU (DOpMaMM, 3aMeIsTiO-
IIUMU SJIMMUHAIIMIO TaJIaKTO3bI U3 TIEYEHU.

WccnenoBaHus MOKa3bIBaOT, YTO, HECMOTPSI Ha Orpa-
HUYEHUE SK30TC€HHOTO TOCTYIJIEHUSI TaJlakTO3bl B Op-
raHu3M pebeHKa, CYIIECTBYeT SHAOTEHHasl BbIpabOTKa
rajakto3sl B KosnuectBe 1,0—2,0 r/cyt. st cHUKeHUST
00pa3oBaHUs rajakTo3o-1-¢ocdara UCTIONB3YIOT UHTU-
OuTOpHI (hepMeHTa ralakToKuHassl [15].

3aknovyeHue

HecMoTpst Ha TO UTO rajakTo3eMMsI OTHOCUTCS K peJl-
KUM 3a00JIeBAaHUSIM U JUArHOCTUPYETCSI B pe3yJIbTare
MPOBENEHUs] HEOHATAJIbHOTO CKPUHWHTA, WHOTJAA MO-
TYT BCTpedaThbCsl ciydaud, Korja JIeTH MO KaKUM-JIMOO
NpUYMHAM He ObLIM 00C/IeNoBaHbl Ha TaJaKTO3eMUIO
i uHdopmanusi o 60JbHOM pebeHKe CBOEBPEMEHHO
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Boneuna C.4. u coasm. Tanakrozemus y ieTeil — peikoe HabJoieH e B TIPAKTHKE MeauaTpa

He TiepenaBajach Y4acTKOBOMY Bpady-reauatpy (Kak
B TIPEACTaBJICHHOM KJIMHUYECKOM ciydae). [loaromy,
TIPEKIIe BCETO, TIeAUaTp MOJIKEeH 3HATh OCHOBHBIE acTIeK-
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