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3aBeayowmn Kadpeapon negmatpum No2
®re0Y BO AoHIMY MuH3apasa Poccum, rmasHbIn|
BHELUTATHbIN AETCKUIM cneumanunuct ractpoaHteponor M3 HP,
A.M.H., npod. HanetoB AHapeir Bacunbesuu

AccucteHT Kadeapbl negnatpum Ne2

MapuyeHKo Hatanua AnekcaHapoBHa
[JoueHT Kadeapbl nponeaeBTMYECKON NneanaTpum,
K.M.H. MocKantok O.H.




AKTYAJIbHOCTb

lanakrozemua — HacneacTBEHHOE HapylleHue obmeHa yrnesoaoB
B pe3ynbTaTte MyTaluii reHOB Kogupylowmnx ¢epmeHTsl,
YUYacTBYIOLWMUX B OOMeHe ranakrosbil.

* B ocHoBe 3ab601€BaHUA IEXNT HEAOCTAaTOYHOCTb O4HOIO U3 TPEeX
5H3MMOB, Y4aCTBYOLWMNX B MeTabonmname ranakTosbl: raslakto3o-1-
dochatypuanntpaHcdepasbl (GALT), ranaktokmHasbl (GALK) nau
vpnanH-gndocdat (YOAD)-ranaktoso-4-anumepasbl (GALE).

* B opraH1M3ame HaKanaAnMBatoTcA U3bbITOK ranakTo3bl U ee
metabonutoB (ranakto3o-1-pocdat, ranakTtuTon), YTo Bbi3biBAET
KNMHUYECKME NPOABAEHUS N OCNOKHEHMUA.

* Tun HacnepoBaHUA — ayTOCOMHO-PELLeCCUBHbIMN.
* YacTtoTa 3abonesaHuma B Poccuu — 1:20 000.

* OcHoBHaa ¢opma obycnosneHa mytaumamm B reHe GALT
(knaccunyeckas ranakrosemums | Tuna).




AKTYAJIbHOCTb

* JlaktOo3a (OCHOBHOW KOMMOHEHT FPYAHOr0 MOJI0Ka U AETCKUX
MOJIOYHbIX CMecel) — aucaxapua, COCTOALLMIA U3 INTIOKO3bl U
raIakTo3bl; NPeBpaLUeHME raNakTo3bl B [NTIOKO3Y TpebyeT HECKO/IbKMX
dbepMeHTaTUBHbIX peaKkuun.

* [anaKTo3emMumA BK/IIOHYAET HECKOJIbKO reHeTUYECKU reTeporeHHbIX
dopm, obycnosneHHbIX gepuunTtom pepmeHTOoB:

* GALT (I Tvn, Knaccuueckas), Q s
* GALK (Il Tvn), A
* GALE (IIl Tun). - -

———r

* MyTauuu Bbi3biBaloT CUHTE3 aedeKTHOro pepmeHTta, 610KNPOBKY
HOPMaNbHOro metabonnsma U Hakon/ieHMe TOKCUUYHbIX BeLLecTs,
noBpexaarLmx ne4yeHb, MO3r, NOYKMU.

e [aNaKTO3a Ba*KHa A1 POCTA U PAa3BUTUA: UCTOYHUK IHEPIUM,
NNACTUYECKMA maTepuan aNnfA rMUKONPOTEUHOB, MUKOAUNUAOB,
HEepPBHOMN TKaHMW.



KIAUHUKA U AJUATHOCTUKA

* KnaccuuyecKkasn rafiakto3eMmus NPoABAAETCA B HEOHATA/IbHOM
nepuoge nNpu BCKAPMAUBAHUU FPYAHbIM MOJIOKOM/CMECHIO:

* CUMNTOMbI: CPbIrTMBAHUSA, PBOTA, ANapen, BAIOCTb, 3aJepKKa pocTa 1
Pa3BUTUSA,

° MPU OTCYTCTBUM JiIeYeHUA — NoPa*KeHUe neyeHun, rmnorinkemus,
Yentyxa, remopparum,

* NOBbILWEHHbIN PUCK cencuca, sbizBaHHoro E. coli,

* 3a60neBaHMe bbICTPO Nporpeccupyet U 6e3 Tepanumn moxxer
NPUBECTU K IETa/IbHOMY UCXO0AY.

* HeoHaTanbHbI CKPUHUHT PEKOMEH0BaH ANA BbiABNEHUA
HacneACTBEHHbIX HapyLleHUit meTabonn3ama ranakrosbl y
HOBOPOXAEHHDIX.

* lnarHocTUKa: onpeaeneHmne cogepXaHma obweun ranakrosbl B
CYXOM NATHE KPOBU, NPU NONOXKUTENIbHOM pe3ynbTrate —
onpeaeneHue aktuBHoctn pepmenHta GALT u mytauuu B reHe GALT.



AKTYAJZIbHOCTb
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NEYEHUE

* OCHOBHOUI memo0O mepanuu — NOXCU3HEeHHas
ouemomepanus:

* UICKNIIOYEHUE NPOAYKTOB, COAEPMALLUX raIaKTO3Y U
NaKTo3y (BCe BMAbl MOJIOKA, MOJIOYHbIE NMPOAYKTbI,
NPOAYKTbI C A0baBAEHUEM MOJIOKA),

* 3anpetT Ha HU3KOJ/1aKTO3Hbie CMeCMu,

* B pAJe NPOAYKTOB PACTUTE/IbHOIrO NPOUCXOXKAEHUA
CoZleprKaTcA 0/IMrocaxapuabl — raNakTo3nabl
(6ob6oBbIe (ropox, 606b1, paconb, yeueBuua, mall,
HyT), coa (HO He usonaTt coeBoro 6enka), WNUHar,
KaKao, LUOKONa4, Opexu), a B NpoayKTaX XKMBOTHOTO
MPOUCXOXAEHUA — MUKONPOTEUHDbI (NevyeHb, NOYKHU,
MO3rv U gpyrme cybnpoaykrbl), KOTopble Npu
onpeaeneHHbIX YCN0BUAX MOTYT PacLLenaaTbea U
ObITb UICTOYHUKOM raNlaKTO3bl.



NEHEHUE

* B nepBble roabl }KU3HN NUTAHUE A0/XKHO COOTBETCTBOBATL
dusnMonornuecKkMm Hopmam, € 3aMeHO MaTEPUHCKOTO MOJIOKA
U CMeceu Ha aAanTUpoBaHHble 6e3n1aKTo3Hble dopmybi:

* CMEeCH Ha OCHOBE U30/1Ta COeBOro 6enKka nam
BbICOKOIrMAPO/IM30BaHHbIX MOJIOYHbIX 6enKoB
(Nnpu anneprmnm Ha coto),

* cmeCun Ha oCHoBe CMHTETUYEeCKUX aMUHOKUCNTOT U
6e3naKTO3HbIE Ka3enHnpeaommHaHTHblie CMecCum,

* 6e3/1aKTO3HbIE cmecH ¢ NnpeobnagaHuem CbiIBOPOTOUHbDIX ’
6enkoB He peKkomeHAYHOTCA (MOryT coaep»KaTb raslakTosy).

* CneumnanusmMpoBaHHble cmecu BBOAATCA cpasy nocne
NOCTaHOBKM AMarHo3a, guerta — NoXM3HeHHas.

* J/lekapcmea, codepmauque JAAKMO3y Usu 2as1akmo3y, 8KA114asn
comMmeornamuyecKkue u cnupmeoaeslie ripenapameoil,
rnpomueorioKda3sdHboil.



NMPOIHO3

e BAnaHue Ha ucxop 3abonesaHumsa:
* cBOeBpeMeHHaA AUarHoCTUKa U guetotepanus,

* HEOT/IOXKHAA NOMOLLb (NepennBaHMe KpoBe3aMeHUTENEN,
MHPY3MOHHAA Tepanus),

°‘no3agHAA ANArHOCTUKaA — HE6ﬂaFOHpMﬂTHbIVI MPOrHo3,

* NPU CBOEBPEMEHHO Ha4yaTbIX Jie4ebHbIX MeponpPUATUSAX NPOrHo3 AN
YXM3HU 3HAYUTENbHO YAyuLLaeTcA.
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LE/Tb MCCNNEQOBAHUA

* U3YYUTb KIMHNYECKUNe npoasaeHna n guddepeHumnanbHyto
AWNArHOCTUKY Ha Npumepe NauMueHTa € K1aCCUYECKOU
raslakrosemueu | Tuna.
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KTUMHUYECKUU CNYHAMU

* fleBouKa 10 gHeil, rocNUTaNM3MPOBAHA B HEOHATOJ/IOTUYECKOE OTAeleHue
POKB M3 AHP c Bbipa)KeHHOMN YXeNnTyxou.

* Poaunacb ot IV 6epemeHHocTy, Il pogos, npexaeBpemMeHHbie B CPpOKe 36
Heaenb , ABOWHA, KecapeBo cevyeHne, macca 2300, Anrap 7-8.

* [lpeablayuive bepemeHHOCTH: | bepemeHHOCTb — HopMasibHble poabl, |l —
3amepuwada B 10 Hegensb, |Il — HOpmanbHble poabl.

* bepemMeHHOCTb OC/NI0XKHEHA KONbMUTOM, MHOTOBOAUEM, reCTaLMOHHOM
apTepPUaNIbHON TMNEPTEH3UEN; MATb — XPOHUYECKUN KYPUbLLMUK.

* Y3U u meguKo-reHeTu4YecKoe obcnegosaHue B nepBom TommecTtne — 6e3
NnaToNOrnM.

° BCKapMI'IMBaIIaCb CueXXeHHbIM rpyaHbiMm MOJIOKOM.

* Ha 2-e cyTKu — KenTyxa KOXKu 1 cKkaep,
6unupybmuH 205 mkmonb/n (Henpamoit). | \ | /,.;:f'

* K 9-m cyTkam — 6unnpy6bmH obimin 388 mkmonb/n,
npaAmowm 67,6 MKmonb/n.



KTUMHUYECKUU CNYHAMU

* leyeHue B popaome: GoToTepanms, -

YPCOAE30KCMX0NEBAA KUCNOTA, NPOBUNOTHKMN, .\
BuTamuH D, 6e3 ynyuyweHums. .

* Ha 10-e cyTKu nepesBegeHa B otaeneHue natonornu v
HOBOPOXAEHHbIX Pecnyb/iMKaHCKOM AeTCKOM
KIMHMYecKon bonbHULbI I [JoHelKa ¢ danobamum
Ha BblPaXXEHHYIO XeNTYLWHOCTb.

* anI noctynieHnn:. CoctoaHue taxkenoe, npudHaknm HeJOHOLWEHHOCTH
U HE3PENOCTU, YTHETEHDI DECI)I'IEKCbI, CHUXEHa ABUTaTe/IbHAA
dKTUBHOCTD.

* }entyxa, CHUXKEHHbIN TYProp KoXXu, UCTOHYEHUE NOAKOXKHO-
YXUPOBOTO €101, YBe/IMUEeHHaA rneYveHb (Ha 4 cm HUKe pebepHoWM
yTn), XKUBOT YBEJ/INYEH.

* labopaTopHO: aHeMmMA nerkom cteneHun, yckopeHume CO?3,
runepbunmpybmHemus (obwmin no 440 mkmonb/n, npamont — 175),
nosbileHme TpaHcammHas (ACT 109, AT 67 E/n).



KTUMHUYECKUU CNYHAMU

* Konporpamma: HenTpanbHbIN KUp ++, nenkountbl 8—10 B none
3peHuA.

* Y3U no4yeK — 6e3 naTton0ormm.

* Y3U opraHoB 6prowHOM nonocTu: cBo60aHAA XKUAKOCTb C HUTAMM
dnbpuHa, yTonweHme CTeEHKU TOHKOro KULLIEYHMKA, BANOCTb
NepuUCTanbTUKW.

* HepocoHorpaduma: npmM3HaKM HE3PENOCTN MO3ra, TMMOKCUYECKHU-
nwemmnyeckoe nopaxenue LUHC.

e HeBpoaor: rmnokcmyeckn-nwemmyeckas sHuedanonatua | cteneHu,
CUMHAPOM LepebpanbHOro Bo3byKaeHuA.

* OKY/INCT: ABYCTOPOHHSAA KaTapakKTa. 0,0

* [lepBUYHbIN AMArHO3: NOAO3PEHUE Ha e
BHYTPUYTPOOHYIO MHPEKUMUIO, renaTurT, \‘\ .
3HTEPOKONNUT Ha POHE HeJOHOLLIEHHOCTH ]
N HE3PEeNocCTu. "




KTUMHUYECKUU CNYHAMU

* J/leueHue NpU NOCTYN/IEHUN: KOPMAEHUE cMmecAMN Benakr, 3atem
HyTpuAoH, aHTMBMOTUKOTEpanuaA (Lepenmm, ammKaLmH),
nHoy3noHHana tepanma (10% rnokosa, 0,9% NaCl, amnHoBeH),
[MIIOKOHAT KanbLKA, YPCOAE30KCMX0/1eBan KMCN0Ta, MPOBUOTUKK
(budnaymbaktTepun).

* CKPMHUHT B MeANKO-TeHETUUYECKOM LLeHTpe: NOoBbILLEHHbI YPOBEHb
raniakTo3bl (90 mr/gL), noBTopHbIN TecT (16 cyTku) — 66,33 mr/au.

* [eHeTUYECKaA KOHCYAbTAUMA: NOATBEPKAEHA raNakTo3emMus,
BblAB/EeHbl ABe myTauunmn reHa GALT, anarHo3 — ranakrosemuma | Tmna.

» lneToTepanua: UCK/ItOYEHME ras1akTo3bl U NAKTO3bl, NepeBo/, Ha
CMecCb Ha OCHOBE M30/1ATa COeBOoro besika.

* AnHamunyeckoe HabnwgeHne: KOHTPO/b
YPOBHA ranakTo3bl, buoxmmmun Kposu, Y3U
OpraHoB OpPHOLWHOW NONOCTMW.



KTUMHUYECKUU CNYHAMU

* TenemeguumuHcKaa KoHcynbTauma 8 HMUL akywepcrtea u
rmHeKonornm um. B.U. KynakoBa — noareepXaeHa KIMHUYECKaA
CMMNTOMATUKA rasIakTO3eMnKM y NO34HEro HeJOHOLWEeHHOro pebeHkKa.

* BUOXMMMUYECKUI aHaNM3 KPOBU NPU AUHAMUYECKOM KOHTpoAe:
HOpPMaJibHble UM He3HAaYUTEe/IbHO U3SMEHEHHbIE MoKa3aTenu
(Tpurnuuepuabl 0,87 mmonb/n, xonectepuH 3,69 mmonb/n, WenoyHasn
docdaTasa 461 E/n, Kanbunuamon HM3KMn 6,1 Hr/mn, roKosa
CHUXeHa — 2,9 mmonb/n).

* Koarynorpamma B npegenax HOpMbl C HE3HAYUTENbHbIMU
OTK/IOHeHuamu (dubpurHoreH 2,08 r/n, MHO 1,35).



KTUMHUYECKUU CNYHAMU

KnnHuyeckaa guHamuka:
* YayyweHue 06LI.I,EI'O COCTOAHMA, NONOKUNTE/IbHAA anGHBKa MacCcCbl Téna.

* Acue3HoBeHMe BbINoOTa B 6PIOLLHOM NONOCTU, HOPMaZIN3aLUaA LiBEeTa KOXMU
U CKnep.

* BocctaHOBNEeHMe ,D,BMI'aTEI'IbHOﬁ dKTUBHOCTUN, aJE€KBaTHaA peaKkuus,
HOPpMaJZinsaumna mbille4yHoro ToHyca.

* Manbnauyua Xmneota 6e36one3HeHHan, NneyeHb ymeHbLunacb Ao +2,5 cm.
* CTyn KawuueobpasHbiii, MOoYa cBeTNaA.

 MMosTOpHOE Y3U 1 gonnaeporpaduma opraHoB 6PIOIHON NONOCTU Yepes
mecsal, Tepanmun — 6e3 NPU3HAKOB NOPTANIbHOMN TMNEPTEH3UN N HAPYLLUEHUI
BEHO3HOro KPOBOTOKaA.

* BbinucaHa B vaosnersoputesibHOM COCTOAHUN ANA ANCNnaHCepHOoro
HaGJ'II-OAEHMﬂ neagnaTpom, Hesposorom, reHeTUKoOM.

* PekomeHAaaUuMKU poaUTenaM: NPOoAO0NKaTb CTPOryto 6€31aKTO3HYIO AMETY,
cobntoaaTb NPUKOPMbI 6e3 rasniakTo3bl, NPMHUMATL BUuTammnH D (4000
ME/cyTKu Kypcom, aanee 1000 ME/cyTKu), ypcoae3oKCUXoNeBYO KUCNOTY
(15 mr/Kr/cyTKun).



BbIBOAbI

* [anaKTo3emumsa — cepbe3Hoe HacneacTseHHoe 3aboneBaHue,
obycnoBneHHoe HapyweHnem obmeHa rasfiaktosbl u
HEenepeHOCUMOCTbIO JIaKTO3bl.

* 3abonesaHme maHudecTMpyeT B NepBble AHU }KU3HU U MOXKeET
NPOTEKaTb TAXKeNOo ¢ 6bbICTPbIM pa3BuTUEM NOIMOPraHHbIX
HapyLIeHUMn.

* Mpn makcMmanbHO paHHEN ANAarHoCTUKe, CBOeBpeMeHHOM Hayane
natoreHeTUYECKM 0bycnoBNEeHHOU AMeToTepanm U CTPOrom ee
cobnoaeHumn NporHo3 ana }XU3HM 1 pa3BuTua pebeHkKa c
KN1aCCUMYECKOM ralaktosemuein AoCTaTouHO 6araronpuATHbIN.

* B npeacTaBN@HHOM KIMHUYECKOM Npumepe OTMEYaloTCA CI0XKHOCTU
anddepeHUManbHOU ANATHOCTUKM FANAKTO3EMUMU C —
BHYTPUYTPOOHOU nHPpeKumnen. '
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* llpoBeaeHMe CKPMHUHIA NO3BO/IM/IO ANArHOCTUPOBaTL 7
ranakrosemutio y pebeHka. ) l '
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ENATOAAPIO 3A BHUMAHUE!
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