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NPEOVNCIIOBVE 1 LIEJTb
HACTOALLENO PYKOBOLCTBA

BaweMy pebeHKy MAM BaM MOCTaBAEH AMArHO3 rAyTapoBasi aLlMAYpUS
|-ro TMna. OTOT AMarHO3 BbI3OBET Y BaC MHOrO BOMPOCOB W, CKOpee
BCEro, CTaHeT MPUYMHOMN CTpaxoB. Bbl, BeposaTHO, He cAbIlwaAn 06 3Tom
BPOXXAEHHOM 3a60A€BaHMM OOMEHa BELLLECTB paHblUe U He 3HaeTe HUKO-
ro C TaKUM XK€ MOATBEPXAEHHbIM AMarHo3om. Kpome Toro, Bam MoxeT
6bITb AOCTaTOYHO CAOXHO MPUHATL 3TO 3ab60AeBaHKE, OCOBEHHO, ECAM
y Balwero pebeHKa MAM y BaC CaMUX HET €ro BUAUMBIX MPUZHAKOB UAM
CMMMTOMOB.

|_|03TOM)’ npeaAaraemoe BalleMy BHUMAHUIO BTOpoOe obHOBAEHHOE
U3AaHUE DYKOBOACTBA aAPE€COBAHO B MepBYO O4YepeAb POAUTEAAM U
naumeHTaM. OHO AOAXHO OTBETUTb Ha HamboAee pacrnpocTpaHeHHble
BOMPOChHI, AATb BaM MPeACTaBA€HNE O TOM, YTO TaKOe rAyTapoBas alUAY-
pua |-ro TMNa, n Kak AOAXXHO NPOBOAUTBLCA A€4eHUe 3Toro 3aboAeBaHUA
B COOTBETCTBMU C CErOAHALUHUM YPOBHEM 3HaHUN. Kpome TOro, pyko-
BOACTBO aApeCOBaHO BCEM npo¢eccw0HaAbe|M rpynnam, KoTopblie Ae-

yaT AeTen, NMOAPOCTKOB U B3POCAbIX C rA)’TaPOBOI‘;i aLI.MA)’PMeﬁ |-ro Tuna.

Mbl HapeeMcsl, UTO PyKOBOACTBO OKaXKeT BaM AOMOAHUTEAbHYIO Mpak-
TMYECKYIO MOMOLLLb B MPOLIECCE eXXEAHEBHOIO AeveHUs. TeM He MeHee,
PYKOBOACTBO HUKOUM 06Pa3oM He AOAXKHO U He MOXEeT 3aMEHUTb
CTPYKTYPUPOBaHHbIN CO60Op NMepBUYHOrO aHAMHE3a, a TaKXKe YXOA U
NocTosiHHOe 0by4YeHne CMAAMM OTMbITHOM KOMaHABI B LIEHTPe AeYeHuUs
3aboAeBaHUt obMeHa BelLecTB. MaMeHeHWe AeueHUs BCeraa AOAXKHO
OCYLLLECTBASAITbCS MOCAE COTAACOBaHMs C HabAloAaIOLLLEN BaC KOMaHAOM
Bpayel, Aevalmx 3aboreBaHns obMeHa BeLLEeCTB.

AKTYAJIbHbBI MPOTOKO ANATHOCTUKNA U
JIEHEHVA TTIYTAPOBOW AUNAYPUIA 1-T'O TUTIA

Bce pekomeHAaLIMK, KOTOPbIE COAEPXATCSA B AAHHOM PYKOBOACTBE, CO-
OTBETCTBYIOT aKTyaAbHOMY MPOTOKOAY AMArHOCTUKM M Aeverus (IMpo-
TOKOAY AMarHOCTMKM U AeveHMsi ACCOLIMALIMKM HAyHYHBIX MEAMLIMHCKMUX
obuiecte Mepmarun Ne 027/018 ¢ HamBbicluMM ypoBHeM KadecTBa S3)
AASi TPOTOKOAR «/AMArHOCTHKa, TEPArMs U TaKTUKA BEAEHUS TAYTapOBOM
auMAypum |-ro Tuna (CMHOHMM: HEAOCTATOUHOCTb rAyTapuA-KoA-aeru-
AporeHasbl)». AaHHbIM MPOTOKOA AMarHOCTUKU U AeHeHMs GbIA paspa-
60TaH CBOAHOW MEXAYHAapOAHOM Fpymnoi U BrepBble OrNyGAMKOBaH B
2007 roay. Hapsiay c¢ F'epmaHueit MpOTOKOA AMArHOCTUKU U AeHeHUs
6bIA TaKXKe BKAIOYEH B HaLMOHAAbHble PEKOMEHAALIMU MO AEYEHMIO B
APYrUX cTpaHax (B Tom uncae B UTaauu, MopTyraamm n HuaepaaHaax).

MepBoe nepepaboTaHHOE M3AaHME MPOTOKOAA AMATHOCTUKU U A€HYEHUS
(2011 r.) ocHOBbIBaAOCH FAaBHbIM O6Pa3oOM Ha pe3yAbTaTax UCCAEAOBA-
Hus 52 NauueHTOB, AMArHO3 KOTOPbIM ObIA MOCTaBAGH B paMkax Mac-
COBOro 06CAEAOBaHMS HOBOPOXAEHHbIX B [epmaHuun. B sTolt pabote
BriepBble GbIAO AOKAa3aHO MOAOXKWTEAbHOE BAMSIHUE AeYEHMUs MO Mpo-
TOKOAY Ha KAMHM4YecKoe TedeHue 6oaesHu (XepuHrep u ap., 2010). Ha
3TOM OCHOBaHWM TOrA2 6bIAO pa3paboTaHO MepBOe U3AAHWE AAHHOTO
PYKOBOACTBa AASl POAUTEAEN. B MocAeAHME roAbl B paMKax HaLMOHaAb-
HOTO M MEXAYHaPOAHOIO COTPYAHMYECTBA YAAAOCb PaclUMpUTbL MO-
Ay4eHHble O 3a60AeBaHMM 3HaHMS U elle BOAblLEe MOBbLICUTb YPOBEHb
AOKa3aTeAbHOW 6a3bl MpU COCTABAEHUU PEKOMEHAALIMI NMPOTOKOAA AU-
ArHOCTUKM U A€YEHMS.

B 2016 roay BbiwAo BTOpoe nepepaboTaHHOEe U3AAHWE MPOTOKOAA AU-
arHOCTUKM U A€YEHMUS, KOTOPOE CTaAO OCHOBOW AASl HAaCTOSLLEro BTO-
POro M3AaHUS PYKOBOACTBA AASl POAUTEAEN. AKTYaAbHbIii MPOTOKOA
AMArHOCTUKM U A€HEHMs KaK U MPEXAE MMeeT HaMBbICLIMI YPOBEHb Ka-
yecTBa S3 Accoumaumm HayYHbIX MeAMLIMHCKMX obLecT MepmaHun. OH
obbeanHsET boAee HeM TPUALATUAETHUI OMbIT MEXAYHAPOAHbIX dKC-
MepTOB U YAOBAETBOPSIET TPe6OBaHMAM O6bEKTUBHOCTH, MPO3PavHOCTH,
HaAMUMS AOKasaTeAbHOM 6asbl M HAXOXAEHMSA KoHceHcyca. Kpome Toro,
MPOTOKOA AMArHOCTUKM U A€HEHUS YUUTBIBAET AOMOAHUTEAbHbIE KpUTE-
PUW, BaXKHble AASl MPOLLECCa MEAMLIMHCKOTO OBCAYXMBaHUS, Hanpumep,
KAMHMYECKYIO 3Ha4YMMOCTb M OFbIT, COFAACOBAHHOCTb AOKa3aTEAbCTB,
MPeMMYyLLLEeCTBA U PUCKM AAS MaLMEHTA, MEpCreKTUBbI AASl MaLMeHTa
M CeMbW, STUHECKME, NPaBOBble M SKOHOMUYECKME aCMeKTbl, MPUMEHU-
MOCTb B CUCTeMe 3ApaBOOXpaHeHus [epMaHuK, a TakxKe MpakTUYecKylo
OCYLLLECTBMMOCTb B MOBCEAHEBHOM XM3HU. MCXOAS M3 CeroaHsLIHero
YPOBHS 3HaHWM, aKTyaAbHble PEKOMEHAALIMM MPOTOKOAA AMArHOCTUKM
M AeYeHUs SBASIOTCA Hanboaee 3PPEKTUBHBIMM AAS 3aLLUTHI 3A0PO-
BbSl M Pa3sBUTUs Ballero pebeHka MAM Ballero cO6CTBEHHOrO 3A0POBbSI.
[MOAHBIN TEKCT MPOTOKOAA AMATHOCTUKM U A€HEHUSI AOCTYMEH B PeXu-
Me OHAaMH Ha rnopTare AcCoLMaLMM Hay4HbIX MEAMLIMHCKMX obliecTs
lepmanun (AWMF) (www.awmf.org/; raaBHoe MeHto: «[1poTOKOAbI AM-
arHOCTUKM U AeveHUsy). [pOTOKOA apApecoBaH B MepBYlo o4epeAb Mpo-
¢beccroHaAbHbIM TpyrMaMm, KOTOpble 3aHUMAIOTCS A€YEHUEM MaLUMEHTOB
C rAyTapoBoOW auuAypueit |-ro tmna.

HecMoTps Ha TO, YTO MPOTOKOA AMArHOCTUKU M AEYEHWs U Halle py-
KOBOACTBO pa3paboTaHbl OYeHb TLLATEABHO, B HUX BO3MOXKHO HaAWuMe
OTAEAbHbIX MPOTUBOPEUMIA MAK Aaxke olnboK. Kpome Toro, BO3MOXHO,
UTO He BCE MaLMEHTbI MOAYYaT OAMHAKOBYIO MOAb3Y OT PEKOMEHAO-
BaHHOTO AeyeHus. TaknuM o6pa3om, HEBO3MOXHO 6paTh Ha cebs oTeeT-
CTBEHHOCTb 32 UCMOAb30BaHUE AAHHOTO PYKOBOACTBA M YCMEX AEYEHMS.
BbinoAHeHMEe pekoMeHAALMIM MO AEYEHUIO Ha MPaKTUKE W CBSA3aHHAs C
3TUM 06S3aHHOCTb MPOSIBAATH HAAAEXKALLYIO AOBPOCOBECTHOCTb SIBAS-
€TCA UCKAIOUUTEABHOM 0683aHHOCTBIO BALLIErO AEYALLEro Bpava.

C yBaxkeHUueM,

A-p Hukoaac Boii (Nikolas Boy)
MpeaceaaTeAb rpynmbl MO COCTaBAEHMIO MPOTOKOAR
AMArHoOCTMKM U AedeHmns ¢ 2015 r.

Mpod. A-p Credan Kéabkep (Stefan Kolker)
PykoBOAWTEAb CEKLIMM HEMPOMEAUATPUM U AEHEHMS
3a60AeBaHMIM 0BMeHa BelLecTs

U NpeACeAaTeAb rpyrmbl MO COCTaBAEHUIO MPOTOKOAR
AMArHocTuku u Aedermns 8 2003—2015 rr.

KaTbsa 3am (Katja Sahm)
Awnetcectpa

B PABOTE NPUHNUMAJIN YHACTUE

MeTpa Luk (Petra Schick)
Amnetcectpa

MpueaT-poueHT, A-p Metep Byprapa (Peter Burgard)
["AaBHbBIN Ncuxoaor

Mpog. A-p, nouetHbiit npodpeccop (RCH) leopr ®. XopPpman
(Georg F. Hoffmann)
Ynpaeasiowmit AMpekTop

LleHTpa AeTckol U NOAPOCTKOBOW MEAULLUHDI

«KAnHMKa AHreamkn AayTeHwiaerepy

CeKuMs HeMpOMeAMaTpUK U AeveHUs 3a60AeBaHUI1 OOMeHa BeLLEeCTB
LleHTp AeueHus 3aboAeBaHMiIt 0OMeHa BelLecTB

Im Neuenheimer Feld 430, 69120 Heidelberg, lepmatus

&M

nikolas.boy@med.uni-heidelberg.de
stefan.koelker@med.uni-heidelberg.de
katja.sahm@med.uni-heidelberg.de

PS. Mbl 6yAeM paabl MOAYYMTb BallM MPEAAOXKEHMS, CMOCOBCTBYIOLME
YAyulleHuio 6poLutopbl.
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[py moaTBEPXKOEHUM OMarHO3a ryTapoBOv
aumaoypun 1-ro Tna HeobxoamMmo NpoBeaeHmne
HarnpaB/IEHHOIO UCCeaoBaHUs ObMeHa BELLIECTB
OPYrux YeHOB CeEMbM (B MEPBYIO OYepenb
OpaTbeB U CECTEP U POOUTESIEN) MOPAKEHHOTO

O0NEe3HBLIO NauUpeHTa.

YTO O3HAYAET «'MYTAPOBAA

AUMAOYPUA 1-TO TUTMA»?

CAoBa «rAyTapoBasi aLUMAYPUs» O3HAYAIOT KHAAMYME B MOYe
FAYTapoBOW KUCAOTbIY. [AyTapoBasi KUCAOTa SIBASIETCS MpoMme-
XYTOUHBIM MPOAYKTOM ObMeHa BelecTB YeroBeka. OB6bIUHO
OHa MPUCYTCTBYET B OPraHM3Me YeAOBEKa B HEBOABLLMX KOAW-
4ecTBax M BbIBOAMTCS BMECTe C MO4OM. [oBbileHHOE BblAe-
AEHME FAYTapOBOM KUCAOTbI MOATBEPAAAOCH Y MALIMEHTOB C
FAYTapoOBOi aLMAYPUEN ellie AO TOro, kak 6oaee 40 AeT Hasap
6blA2 OBHapyXeHa peaAbHas NpuuMHa 3aboaesaHus. HassaHue
3a60AeBaHUSA CBA3HO, TaKMM O6PasoM, C 3TUM MepBOHAYAAb-
HO YCTaHOBAEHHbIM BUOXMMUUECKMM OTKAOHEHMeM. B cBssn ¢
CyLLLeCTBOBaHMEM PsiAa APYTMX 3a60AeBaHUIA, KOTOPbIE COMpO-
BOXAQIOTCS! MOBbILLEHHDBIM BbIAEAEHUEM FAYTapPOBOW KUCAOTbI,
3Tn 3a60AeBaHUA GblAM paspeAeHbl Ha Tpu Tuna (I-i Tun, 2-i
T™n, 3-i TMn). B HacTosLLEeM pyKOBOACTBE Mbl 3aHMMaeMcs Uc-

KAIOUMTEABHO TFAyTapoBoM aumaypueit |-ro tuna. HecmoTps
Ha TO, YTO Ha3BaHWUs KrAyTapoBas aLMAYpUs 2-ro Tuna u 3-ro
TMNa» 3By4aT O4YeHb MOXOXE, peyb MpU 3TOM MAET O APYrUX
3a60AeBaHUSAX, KOTOPble He CAeAyeT MyTaTb C TAyTapoBOM
aumaypueit |-ro Tmna.

KAK MO>XHO NOCTABUTb OAUATHO3

MOEMY PEBEHKY WJ1IN MHE?

Hapsiay c MOBbILEHHBIM BbIAEAEHWEM TAYTApOBOM KMCAOTbI
MpU rAYyTapoBOM auMAypumn |-ro Tuna B moue u Apyrux ¢u-
3MOAOTMHECKMUX XKMAKOCTAX HABAIOAAIOTCS U APYTHE OTKAOHE-
Hus. Cioaa oTHocUTC obHapyXeHWe 3-r’MAPOKCUIAYTapOBOWA
KMUCAOTbI U FAYTapUAKapHUTUHA. Y AIOAEN, HE MOpaXKeHHbIX 60-
A€3HbIO, TOALKO OYeHb HeBOAbLLOE KOAUYECTBO STHX BELLECTB
MPUCYTCTBYET B OPraHM3Me U KPOBM MAM BBIAGASIETCS C MOYOM.

370 HeboAbLLIOE KOAMHECTBO O6O3HaYaeTCs TakkKe KakK «rnpe-
A€Abl HOPMbI» UAM «pedepeHTHble npeaeAbly. C Apyroi cTo-
POHbI, Y MaLMeHTOB MOryT 6biTb O6Hapy»eHbl MOBbILLIEHHbIE
KOHLIEHTPaLIMM STUX BELLLECTB, KOTOPbIE 3a4aCTyIO MPEBbILIAIOT
MpeAeAbl HOPMbl BO MHOTO pas. 3a CHeT 3TOro 6OAbLUMHCTBO
ropaXKeHHbIX GOAe3HbIO AeTeil C BbICOKOM AOCTOBEPHOCTBIO

MoryT 6bITb BbISBAEHbI YXe npu CKPUHUHIe€ HOBOPOXKAEHHbIX.

C | anpeas 2005 roaa B cooTBeTcTBUM ¢ DepepaAbHbIM Mo-
AOXEHWMEM MO CKPUHUHTY HOBOPOXAEHHbIX (Www.g-ba.de: Au-
PEKTMBbI B OTHOLIEHWUM AETEN: PACLUMPEHHBINA CKPUHUHI HOBO-
POXAEHHbIX) BCE HOBOPOXXAEHHbIE Ha TeppuTOpMM [epMaHun
MCCAEAYIOTCS Ha HaAMYME FAYTapoOBOM auuaypuu |-ro tuna B
paMKax MepOMpUATUIA MO paHHeMy OBHapyKeHUto 3aboAeBa-
Hui. ExxeropHo Ha TeppuTopum M'epMaHMM NEPBUYHO BbISBAS-
eTCsl B CPEAHEM OKOAO 6—7 HOBOPOXAEHHBIX C FAYTapOBOM
aumaypveit |-ro Tmna. 9To COOTBETCTBYET MOSABAEHUIO OAHO-

ro HOBOPOXXAEHHOTO C FAyTapoBOM auuAypuen |-ro Tuma Ha
120 000 HoBopoxaeHHbIX (1:120 000).

AASl OKOHYaTEAbHOTO MOATBEPXAEHUSI AMAarHo3a HeobXOAM-
Mbl AOMOAHUTEAbHbIE MCCAEAOBAHMS (TaK Ha3blBAEMOE MOAE-
KYASIPHO-T@HETUYECKOe MCCAEAOBaHME W, MPU HEOBXOAMMO-
CTH, GEPMEHTATUBHbIN aHAAM3).

MOrYT I APYIUE YJIEHbl CEMbU

MUMETb 3TO 3ABOJIEBAHUE?

Aa, 370 Bo3MOXHO. MOCKOABKY peyb MAET O BPOKAEHHOM 3a-
60AeBaHUU, APYTHE BAMNKAMILME YAEHBI CEMbM TaKXKe MOryT
6biTb 6OAbHBI. DTO MOXET MMETb MECTO U MPU OTCYTCTBUM
BUAMMBIX CUMMTOMOB 3260A€BaHMS.



8|9 TYTAPOBASA ALMAYPUSA 1-TO TUMA
PYKOBOZCTBO OJ191 POOVTENEN
BBEJEHVE

TEHEHVE SABOJIEBAHNA

KAK NMPOABNAETCA SABOJIEBAHUE Y
MOEIO PEBEHKA UJ1N Y MEHA?

HoBopoxaeHHble U rpyAHble AeTU A0 6 MecsLLeB
HoBopoxaAeHHbIe U FpyAHble AeTU AO 6 MecsiLleB C rAyTapo-
BOI aLumAypuei |-ro Tuna valle BCcero He MMeloT 0COBEHHO-
CTeM, UX HEBO3MOXHO OTAMYMTb OT 3AOPOBbIX AETEN TOTO e
BO3pacTa. Y HEKOTOPbIX HOBOPOMXAEHHbIX M FPYAHbIX AeTei
AO 6 MecALEB MHOTAA HABAIOAQIOTCS HE3HAUMTEAbHbIE M Kak
MPaBMAO BPEMEHHbIE HeBpoAoruueckne oTkaoHeHus. Cioaa, B
YACTHOCTM, OTHOCATCS A€TKasi MblllieyHasi CAA6OCTb MAM MOHU-
KEHHbIM MbILLEYHbIM TOHYC (MbILLEUYHAs FMMOTOHMS) B 0BAACTH
TOPCa, a TaKXKE Aerkas pasHMLIA MEXAY A€BOM W MPaBoit CTOPO-
HOW KOpryca MpW ABWXKEHMUsIX (Tak HasblBaeMas acUMMETpUs),
KOTOpasi MOXET MPUBECTU K 3aAEPXKKE MOTOPHOTO PpasBUTMUA
Aerkoit cteneHn. OAHAKO, OTKAOHEHMS MOAOBHOrO poAa obbiu-
HO BCTPEYAOTCS Y FPYAHbIX AETEH AOCTaTOYHO YacTO M YAyu-
LIAIOTCS CMOHTAHHO MAM C MOMOLLbIO GpU3MOTEPaneBTUHECKOro
Aevenus. Elle oAHOM 3aMeTHOM 0COBEHHOCTbIO BOABLIMHCTBA
AeTel C 3TUM 3a60AeBaHMEM BASETCS GOAbLLAS OKPYXKHOCTb
roAoBbl (Tak HasbiBaemasi Makpouedaans). OAHako, B CBS3M C
TeM, YTO MO OfpeAeAeHHio 3 % BCex AlOAEH MMeloT GOAbLLOM
pasmMep roAOBbl, @ FAyTapoBas aLuAypus |-ro Tuna sasieTcs
OYeHb PeAKUM 3a6OAEBaHMEM, CYLLLECTBYET HAMHOrO GOAbluee
KOAMYECTBO AIOAEM C BOABLLOIM rOAOBOM 6e3 rAyTapoBOK auu-
AYPUM |-ro TUMa, YeM TakUX e AIOAGH C 3TUM 3a6OAEBaHMEM.
Takum o6pazom, 06HapyKUTb MOPaXKEHHbIX 6OAE3HBIO MaLeH-
TOB CPEAM HOBOPOXAEHHBIX U FPYAHbIX ATl AO 6 MecsLieB
6e3 CKPUHMHIA HOBOPOXXAEHHbIX MPAKTUYECKM HEBO3MOXHO.

IpyaHble AeTh oT 6 Ao |2 MecsiLeB U

AETU OT roA2 AO TPEX AeT

EcAan 3aboAeBaHME He pacro3HAETCS U He AGUUTCS, Y TPYAHbIX
AeTelt oT 6 Ao |2 MecsLEeB MAM AeTeit AO 3 AeT B BOAbLUMHCTBE
CAYYaeB HaCTyMaeT CTOMKOE MOBPEXAEHUE ONMPEAEAEHHOM 06-
AACTU FOAOBHOTO MO3ra (Tak Ha3blBaeMbIX 6a3aAbHbIX FaHrAW-
eB), KOTOpOe MPUBOAUT K HEOBPATUMBbIM M YaCTO CEpbe3HbIM
OrPaHUYEHMAM ABUraTeAbHbIX $yHKLUMI. Hanboaee yacTbim ms-
MeHeHMEeM MOABMXXHOCTM MPU FAYTapoBOM aumAypum |-ro tuna
sBAsieTcs AUCTOHMA. OHa XapakTepusyeTcsi TeM, YTO B3aUMO-
AEWMCTBUE MEXAY PasAMUHbBIMK FPYMMNamMu MblLL, KOTOPOE MMe-
€T OYeHb BaXKHOE 3HAYEHUE AASl BCEX ABMXKEHWM, MPUCYTCTBYET
TOAbKO B OrPaHUYEHHOW CTEMEHU UAU MOAHOCTBIO OTCYTCTBYET.
BcAeAcTBME 3TUX M3MEHEHMIT MOpPaXKeHHble BOAE3HbIO AETH Te-
PStOT 6OABLLOE KOAUYECTBO NMPUOBPETEHHBIX paHEE MOTOPHbBIX
HaBbIKOB U HY>KAQIOTCSI B MHTEHCMBHOM MOMOLLM CBOErO OKpY-
KeHus. Y MHOMUX AeTell pasBMBAOTCA TaKKe HapyLUEeHUs peyun
U rAOTaHUsl. HapyLueHWs raoTaHus OKasbiBAIOT OTpULIATEABHOE
BAMSIHUE HAa HOPMaAbHOE MWUTaHWE W MOBBILIAIOT PUCK 3aXAEH-
HyTbCs (Tak HasblBaemas acrnupauus). B oTanume oT atux sipko
BbIPQXKEHHBIX PU3UYECKUX U3MEHEHUI YMCTBEHHbIE CMOCOBHO-
CTU MHOTUX MOPaKEHHbIX BOAE3HbIO AeTel coxpaHsioTcs. 3a
NpoLLeALLee BPeMsi OTAE€AbHbIM MaLMEHTAM YAAAOCh 3aBEpLUMTb

obyueHue B LIKOAE, POdeccroHabHOe 0bpasoBaHie 1 obyye-
HWE B YHUBEPCUTETE, HECMOTPS Ha MPUCYTCTBME HEAYTa.

OnucaHHble Bbillle M3MEHEHMs MO3ra O6bIYHO Pa3BMBalOTCA BO
BPEMS MAU BCKOpe MOCAe MHGEKLIMOHHOro 3abOAeBaHMS, CO-
MPOBOXAQIOLLLETOCA BbICOKOI TemrepaTypoi (Hampumep, xe-
AYAOUHO-KMLLEYHOM MHPEKLIMM, BOCMAAECHUS AETKMX), TOUHee,
MMEHHO TOTAQ, KOTAQ OAHOBPEMEHHO BbIAO 3HAUMTEABHO Orpa-
HMYEHO MOCTYMAEHUE MULLM U XKUAKOCTH, UAU BOSHUKAM BOAb-
LUMe MOTEPU MUTATEAbHBIX BELLECTB M KUAKOCTU B pesyAbTaTe
PBOTbI M AMapeu. B KayecTBe APyrx «npoBOLIMPYIOLLMXY dak-
TOPOB TaKxKe BbIAM OMMUCaHbl XMPYPruieckue BMELIaTeAbCTBA U
BaKLMHALMsA. DT TaK HasblBaeMble OCTpble «3HLLepaAUToMNo-
AOGHbIE» KPM3bl MOTYT BO3HMKAaTb AO AOCTMXEHMs Bo3pacTa 6
AeT. CoraacHo umeloleiics MHpopMaLImM y AeTeit 6oAee cTap-
Lero Bo3pacTa Takue Kpusbl 60AbLIE He BO3HMKalOT. OCHOBHOM
LLeAbIO A€YEHUS, KOTOPOE HaYMHAETCSA B HEOHATaAbHOM Mepuo-
A€, ABASIETCA NMPEAOTBPalLEHNe OCTPOro «3HLehaAUTONoACb-
HOrO» KpM13a U €ro MOCAEACTBMUIA.

MoApocTku U B3pocAble

3a npoweaLee BpeMs GbIAU BbISIBAEHbI OTAEAbHbIE MOAPOCTKM
1 B3POCAble C FAYTapOBOM auMAypuen |-ro Tuna, KoTopsble, He-
CMOTPS Ha OTCYTCTBUE AMArHOCTUKU U AGUEHMS, MPOLLAW Yepes
AETCKMI BO3pacT be3 yluepba A 3A0pOBbsi (Tak Ha3blBaeMbli
KAMHMYECKMI TWUM MO3AHEN MaHudecTaLmmy). Pusnyeckue
CUMMTOMbI B MOAPOCTKOBOM M B3POCAOM BO3pacTe OTAUYAIOTCS
OT CMMMTOMOB B AETCKOM Bo3pacTe. [1peobAaAatoT WaTKOCTb
Mpu XoAbbe, HEAOBKOCTb AEGWMCTBMI W APOXaHUE, FOAOBHbIE
60AM U rOAOBOKPY)KeHue. B 6oAee cTapliem BospacTe MoryT
BO3HMKATb MPU3HAKU AeMeHLMW. M3MeHeHUs, BbisiBAsieMble B
Mo3re, 3aTparuBatoT He 6asaAbHbIe raHTAWM, KaK B AGTCKOM BO3-
pacTe, a, Kak MpaBUAO, Tak HasbiBaeMoe beroe BelecTBo. beaoe
BELLECTBO COCTOUT W3 HEPBHbIX BOAOKOH M MX OBOAOYUKM (TaK
Ha3bIBAEMOrO MMEAMHaA). M3MeHeHMs y TakMxX MalLMeHTOB BO3-
HUKAIOT MPEAMOAOKUTEABHO B CBS3U C MHOFOAETHUM BAUSIHUEM
HAKaMAMBAIOLLMXCS B MO3re MPOAYKTOB OBMeHa BeLLecTs.

Kpome Toro, y HeKOTOpbIX MOAPOCTKOB U Y B3POCAbIX MaLUeH-
TOB MOTYT Pa3BUTbCS HapyLLeHUs GYHKLIMK MOYek.

HekoTopble MaTepu ¢ 6eCCMMMTOMHBIM MOpaXeHWeM GblAn
TakxKe ObHapyeHbl B pe3yAbTaTe (MepBOHA4YaAbHO aHOMaAbHO-
ro U HOPMaAM30BABLLErOCs C TEYEHWEM BPEMEHM) CKPUHMHIa
HOBOPOXXAEHHbIX, MPOBEAEHHOTO MX AETAM (Tak HasbiBaeMmasi
matepuHckas [A-1).

KAK g MOI'Y ONMPEAEJINTb HAYAJ10 OCTPOIo
«9HLUEDAJIUTONOAOBHOIO» KPU3A?

McxoAs M3 COBpPEMEHHBIX 3HaHWIA, HEBO3MOXHO MpeACKasaTh
TOYHBIA MOMEHT Ha4yaAa OCTPOrO «3HLIEPaAUTONOAOBHOroN
Kpu3a. CHayaAa peyb MAET O MOCTEMEHHbIX U3MEHEHUSIX, KOTO-

pble 3aTeM O6bIYHO MPUBOASIT K BHE3AMHO BO3HMKAIOLLMM U MO-
TOM YXe MPeUMyLLECTBEHHO HeobpaTUMbIM M3MeHeHuUaM. [Nep-
Bble CUMMTOMbI YaCTO HEPA3PbIBHO CBS3aHbl C BO3HUKHOBEHWUEM
MHGEKLIMOHHOTO 3a60AEBaHMS, T. €. 3TO AUXOPAAKA, YCTAAOCTb,
NoTeps anmeTuUTa U OrpaHWYeHHOe MOoCTynAeHWe nuwu. Mpu
XKEAYAOUHO-KULLIEYHBIX MHPEKLIMSAX AOMOAHUTEAbHO BO3HMKa-
IOT PBOTA U AMapesi, KOTOPble CAEAYET PacLIEHMBATbL KaK CMTHaA
TpeBOrM pAake 6e3 MoBbilleHUs TemnepaTypbl Teaa. Ha BTopom
3Tare, KOTOPbIA MOXET MPOAOAXKATLCS OT OAHOTO AO TPEX AHEH,
HABAIOAQETCS MPOrPecCMpPOBaHME HAaYaAbHbIX CMMMTOMOB, MpH-
YeM CTereHb CO3HAHWMS MOXET HapyLIaTbCs LLAr 3a LIArom, TaK
UTO MopaxeHHble BOAE3HBIO AETH 3aTeM YaCTO He MPOChIMaoT-
CSl U He PearmpytoT MAM MOYTU He PearnpytoT Ha CUAbHbIE BHELL-
HMe pasppaxkuTeAn (Koma/mpekoma). B KoHLe KOHLIOB 4acTo
MPOUCXOAWT BHe3arHoe (KKak rpOM CPeAM SICHOro Hebay, KKak
YA2p») M3MEHEHMEe MbILLEYHOro HampsikeHus. [epBoHaYaAbHO
y GOAbLUMHCTBA MOpakeHHbIX GOAe3HbIO AeTel HabAopaeTcs
OY4eHb cAabOe MbILLIEYHOE HarpsiKkeHWe (MbILLeYHast TUMOTOHMS),
KOTOPOE B TeYeHMe HECKOABKMX AHEN MEPEXOAUT B AUCTOHMUIO.

OANbHEWNLUUE KITMHUYECKUE ®OPMbI

TEYEHUSA 3ABOJIEBAHUA

KpoMme Toro, ecTb OTA@AbHbIE MALMEHTbI, Y KOTOPbIX HEBPOAOTU-
YecKMe CMMMTOMbI PasBUBAIOTCA MOCTEMNEHHO, HO 6e3 ocTporo
Kpu3a (Tak HasbiBaeMasi popMa TeueHus 3abOAeBaHMS €O CKpbI-
MbIM HAYGAOM). AUCTOHUS y TaKMX NALMEHTOB OBbIMHO Bblpaxke-
Ha cAabee, YeM Y MALIMEHTOB MOCAE «3HLIEGAAUTONOAOBHOrON
Kpu3a. Dopma TeyeHUs: 3a6OAEBAHUSA CO CKPbIMbIM HAYAAOM Ha-
6AIOA2ETCS OBBIYHO Y MALIMEHTOB, KOTOPbIE HE MCMOAb30OBAAM
AMETOTEpanMIO COrAaCHO PEKOMEHAALIMSM MPOTOKOAA AMAarHo-
CTUKM U ACUEHMS.

BOJIE3Hb CHOBA UCYE3AET B TEMEHUE XKU3HWU?
Hert. B cAyyae raytapoBoit aumaypumn |-ro Tuna peub uaet o
BPOXXAEHHOM 3aboAeBaHMM. TakuM obpasoM, 6oAesHb He Mcye-
32eT CMOHTAHHO B TeYeHWe XMU3HW. M3BecTHbI popMbl TeveHUs
3a60AeBaHUs, KOTOPbIE B TEYEHWE LUECTU MEPBbIX AET XWU3HM
MOTYT BbI3BaTb HEO6PaTUMOE M YaCTO Cepbe3HOE MOBPEXAEHME
mosra. EcAM ¢ nomolLbio paHHel AMarHOCTUKM U PaHHEro Ae-
YeHUs B COOTBETCTBUM C PEKOMEHAALIMAAMU NMPOTOKOAA AUArHO-
CTUKM U AeHEHUs yAaeTcs u3bexaTb NMOBPEXAEHUS MO3ra B Te-
YeHMe 3TOrO BPEMEHMU, AETU MOAYHAIOT XOPOLLMIA LLIAHC, YTOObI
Pa3BMBATLCA AaAbllue 6e3 BUAMMBIX M3MeHeHWit. Ecan B TedeHne
3TOro MepuoAa BpeMeHW BO3HUKAET MOBPEXAEHHUE, TO Takue U3-
MEHEHMs SBASIOTCS HeOBPaTUMBIMU M MOTYT ObiTb CrA@XKeHbl B
HEKOTOPbIX CAy4asix TOAbKO NyTeM AeveHus. AOArocpoyHoe Te-
YeHue 3a60AeBaHUs B MOAPOCTKOBOM M B3POCAOM BO3pacTe AO
CUX MOP HEU3BECTHO M MOITOMY ABASIETCSA NMPEAMETOM TeKYyLLIMX
NCCAEAOBAHMN.



10| 11

[NATOIMEHES

YTO ABNSAETCS NPUYNHON 3ABONIEBAHUSA?
[AyTapoBas aumaypus |-ro Tmna — 310 BpOKAeHHOE 3a60-
AeBaHMe obMeHa BeulecTB. 3aboAeBaHMa obMeHa BelLECTB
BbI3bIBAIOTCS BPOXXAEHHbIM HapylleHUMeM CuHTe3a, npeobpa-
30BaHWS U PaCLLENAEHUs BELLECTB MAM KOMMOHEHTOB MULLU
B OpraHusme. AASl TakMX PeaKLMi OPraHuam Hy>KA2eTcs B
60AbLLIOM KOAMUecTBe pepMeHTOB. DepMeHTbl BLICTYMAIOT B
KayecTBe KaTaAM3aTOPOB, T. €. YCKOPSIOT yKa3aHHbIE MPOLLecchl
B Halwem opraHuame. EcAan onpeaeaeHHbil dpepMeHT He pabo-
TaeT MPaBUAbHO, MPOUCXOAAT U3MEHEHUs B MpoLecce obmeHa
BelecTs. HekoTopble M3 3TUX M3MEHEHMIt Bbi3biBalOT 3260-
AEBaHUS, K KOTOPbIM OTHOCUTCS TaKKe FAYTapoBasi aLpMAypUs
|-ro Tuna.

Mpu rayTapoBoit aunaypum |-ro Tuna He paboTaeT onpeae-
AeHHbIM ¢depMmeHT. OH HasbiBaeTcs rAyTapuA-KoA-pernapo-
reHasa M yyacTByeT B PaclLENAeHMU OMpeAEAeHHbIX COCTaB-
HbIX YacTel 6eAKOB (Tak HasblBaeMbIX aMUMHOKMCAOT). AedekT
rayTapuA-KoA-aermaporeHassl HapyluaeT pacluernAeHue Ta-
KMX aMMHOKMCAOT, Kak AM3WH, TPUNTOPAH U TMAPOKCUAUZMH.
BcAeacTBME 3TOrO MPOMCXOAUT HaKOMAEHME OMPeAEAeHHbIX
NMPOAYKTOB OBMeHa BeLLEeCTB, KOTOpble MOTYT 6biTb OBHapy-
)XeHbl B Moye u kposu (puc. ). Mpu noaHoit notepe pabo-
TOCMOCOBHOCTU pepMeHTa MPOUCXOAUT CUABHOE BbIAEAEHUE
3TUX MPOAYKTOB OBMeHa BellecTB ¢ MOYOM (Tak HasbiBaeMasi
CUAbHAsi SAMMMUHALMSA), MPU HAAMYUMM OCTATOYHOM YHKLMM
NMPOUCXOAUT HE3HAUUTEAbHbIA POCT BbIBEAEHUS AAHHBIX Be-
wecTB (Tak HasbliBaemass cAabasi sauMuHaums). OyHKUMIO Mo-
PaXKEHHOTO PpEepMEHTA HE MOXKET B3siTb Ha cebsi HUKAKOM APY-
roit GepmeHT.

MOYEMY NMPOUCXOOUT NOBPEXXOEHUE MO3rA?
Mccaep0BaHUS KAETOUHBIX KYAbTYP M TECTUPYEMBIX KMBOTHbBIX
CMOTAM MOKa3aTb, YTO OTAEAbHbIE MPOAYKTbI O6MEHa BeLLEeCTB,
HaKanAMBalolLMecs MPU TFAyTapoBOM auuaypun |-ro Tuna,
B BbICOKMX KOHLIEHTPaLMsX OKa3blBalOT Ha FOAOBHOM MO3T
paspylualolliee BO3AeNCTBME (Tak HasbiBaemMas HEMPOTOKCUY-
HocTb). Kpome Toro, yaaaoch MokasaTb, YTO MpU FAYTapoOBOWA
aumaypum |-ro Tuna npoaykTbl obMmeHa BellecTB 0cobeHHO
CMABHO HaKarAMBalOTCS B MO3re, MOCKOAbKY MX dBaKyaLus W3
Mosra 3aTpyAHeHa. KoAMyecTBO MpoAyKTOB obmeHa BellecTs
B MO3re BO3pacTaeT npu 6oraTom NpoTenHamm NUTaHUKU UAU
AedULMTE DHEPrUMM U COKPALLAETCS MPU YMeHbLUEHWUM MOCTY-
MAeHMs 6eAKa MAM AM3MHA U AOCTATOYHO BbICOKOM MOCTYMAe-
HUM SHEPTUM.

Takke NpeAnoAaraioT, YTO B BO3HUKHOBEHUM OCTPOrO K3HLie-
$aATONOAOBHOTO» KpU3a UrpaloT POAb U Apyrie ¢akTopbl.
Cloaa e OTHOCUTCS BO3HUKHOBEHME B OpraHuM3me AepuunTa
SHEPrMM U OCHOBHbIX (HE3aMEHWMMbIX) KOMMOHEHTOB MWTa-
HUS MPU UHPEKLIMOHHBIX 3a60AEBaHMAX, COMPOBOXAAIOLLMX-
€Sl BbICOKOM TeMrepaTypoi (Tak HasbiBaeMblit KaTaboAM3M).

B noaobHbIX cUTyauusix OpraHusM MobuAM3yeT cBou cob-
CTBEHHble pe3epBbl U BbICBOGOXKAAET MbILLEYHbIM 6eAok, a
BMECTE C HUM U AM3MH.

NOYEMY MO PEBEHOK BOJIEH,

XOTA A HE BOJIEIO?

ToT ¢akT, UTo 60Ae3Hb MopakaeT pebeHka, B TO BpeMs Kak
062 POAMTEAS] MAU APYTME YAEHbI CEMbU 3AOPOBbI, HEPEAKO
MPUBOAUT POAUTEAEN M UX CEMbU B COCTOSIHUE MOAHOM He-
yBepeHHOCTU. [pn 3TOM 3a4acTylo MOABEpraeTcsi COMHEHMIO
MPaBUABHOCTb MOCTAaBAEHHOIO AMArHO3a, UAM CEMbS OTLA (AU
MaTepu) OTBEpraeT KOTBETCTBEHHOCTbY 33 3TO HACAEACTBEH-
Hoe 3a60AeBaHME U BO3AAraeT ee Ha CEMbIO MaTepPU (MAM OTLIA)

(((Ta.KOI'O Y Hac He 6bIBaeT)), «3TO AOAXKHO UCXOAUTbL OT Ba.C))).

B 3To e BpeMsl 4acTO BO3HMKAET CyLLECTBEHHAs AOMOAHM-
TeAbHasi Harpyska 1 HeyBepeHHOCTb, 0COBeHHO y MaTepel Tex
AeTel, KOTOPbIM 6blA HEAABHO MOCTABAEH AMArHo3.

BmecTe c TeM, BO3HMKHOBEHUE BPOXAEHHOrO 3a60AEBaHMSA
B CEMbE, B KOTOPOIl AO HACTOSLLErO BPEMEHU BPOXAEHHbBIX
3260AeBaHMIN He BbIAO, HA CAMOM AEAE He SBASIETCSl MPOTUBO-
peyuMeM, a Kak pas TUMUYHO AAS OTPEAEAEHHbBIX POPM HacAe-
AOBaHMSA: Tak Ha3blBaeMOE ayTOCOMHO-PELIECCUBHOE HACAEAO-
BaHue. [1pu 3ToM pebeHOK NoAy4aeT MO OAHOMY AepekTHOMY
HOCUTEAIO reHeTU4Yecko MHbopmMaumm (reHy), B AAHHOM CAY-
Yae depmeHTa rAyTapua-KoA-AermaporeHassl, oT oTua U Ma-
Tepu. Y caMmux ke pOAUTEAEN eCTb €lle OAMH MOAHBIN TeH
3TOro ¢pepMeHTa, NO3TOMy OHM He 3aboaeBatoT. OHU sBAS-
IOTCS MEPEHOCUMKAMU/HOCUTEASIMU MPEAPACMOAOKEHHOCTH K
AaHHOMy 3a60AeBaHMIO, He 3a60AEBasi MPU STOM CaMU.

Kakabll YyeAOBEK MMeEeT ABOWHOM HABOP reHOB: OAMH OT MaTe-
PY M OAMH OT oTua. [eHbl MpM 3TOM COOTBETCTBYIOT CTPaHULLE
B KYAMHApPHOM KHUre, T. €. OHU COAEPXaAT PYKOBOACTBO MO Mpu-
FOTOBAEHUIO OrMpeAeAeHHOro «batopay. [pu ayTocomHo-pe-
LLleCCMBHBIX 3a60AEBaHMAX AOCTATOYHO OAHOMO Herospe-

)KAEGHHOTO reHa, YTobbl MPeAOTBPaTUTL AEBIOT 3a60AeBaHMS.

BoAe3Hb HacTyrnaeT TOAbKO B CAy4qae BCTPEUM ABYX HEMOAHbIX
reHoB. Kaxxablit pebeHOK MOAy4YaeT TOAbKO MO MOAOBMHE Ma-
TEPUHCKOM U OTLLOBCKOM reHeTU4eckon UH$OopMaLmm, YTobbl
n3bexaTb yABOEHUs FreHETUHECKOrO MaTEPMaAa B CACAYIOLLEM
nokoAeHuun. [o3ToMy HOCUTEAU MPEeAPaCMOAOXKEHHOCTU K
OnpeAeAeHHOMY 3a60AEBAHUIO MOTYT UMETb 3AOPOBbIX WMAM
60AbHBIX AeTel. ABe TPeTH 3A0POBbIX AETEN CHOBA CTAHOBSAT-
€Sl HOCUTEASIMU NMPEAPACMIOAOXKEHHOCTH (pUC. 2).

B nocTpaaaBluelt ceMbe C YETbIpbMSl AETbMU B CPEAHEM Obl-
BaeT TPM 3AOPOBbIX pebeHKa (ABa M3 KOTOPbIX HOCUTEAW
NPEAPACNOAOKEHHOCTU K 3a60AEBaHUIO) U OAMH BOAbHO pe-
6eHoK. DTO, TeM He MeHee, BCEro AMLLb aHAAUTUUECKOE MpeA-
MOAOXKEHMUE, KOTOPOE HE SIBASIETCS BEPHBIM AASl MHOTUX CEMEN
B AGMCTBUTEABHOCTU. [103TOMY CyLLLECTBYIOT POAUTEAM, Yy KO-

TYTAPOBASA ALMAYPUSA 1-TO TUMA
PYKOBOZCTBO OJ191 POOVTENEN

BBEAEHUE
JWIBUH
TPUMTO®AH KNETHYATKA U BOMOMMHYECKVE
MOPOKCNBVH SKNIKOCTU
H FNYTAPOBASI KUCNOTA *

PNCYHOK 1 (BBEPXY)
MPUYUHA FIYTAPOBON
AUMAOYPUN 1-ITO TUNA
®epmeHT rnyTapun-KoA-gernapo-
reHasa sBNSIeTCA KaTanm3aTtopoM

FNYTAPUN-KOA \: 3-rMAPOKCUTNTYTAPOBASAA KUCJIOTA +

rNYTAPWUJ1-KOA-
OErMAPOrEHA3A

FMYTAPUNKAPHUTUH *

KPOTOHWJT-KOA

CTafuM Ha KOHEYHOM y4acTKe
peaKLv paclLenieHnst ammHo-

KW T IN3NHA, TV KCUNN3NH
MaTtb aBiseTcs OreL, saBngeTcs CNIOT JIN3VHA, TMAPOKCUIN3NHA

HocuTeNem HocuTenem
NpespacnoioXeHHOCTH NpPenpacrnosioXEHHOCTH
K FlyTapoBoM K FyTapoBoOM
auvgypumn 1-ro tmna aumaypum 1-ro Tmna

M P

1 TpunToaHa. B konmyecTeer-
HOM OTHOLLIEHUI pacLLeneHe
NM3nHa aBnseTcs 6onee 3Haum-
MbIM, YeM pacLLenieHne TpUnTo-
(haHa 1 rugpokeunusuHa. Mpwu
ryTapoBov aumaypun 1-ro Tvna
3a CYeT BPOXKAEHHOro AedekTta
hepmeHTa NPoVCXoaNT Hakomne-
HVie onpefeneHHbIX MPOAYKTOB
obmeHa BeLLEeCTB (ryTapoBom

l l l l KNCOTbI, 3-rApPOKCUMTyTapOBOM

KNUCNOTbI U FNyTapUIKapHUTIHA).

PebeHok aBnseTcs HocuTenem PebeHok 6oeH
NpPeapacrnoiOKeHHOCTU K rNyTapoBoW
TNyTapoBOV auyaypun 1-ro Tvna aumaypven 1-ro Tvna

PUCYHOK 2
AYTOCOMHO-PELIECCUBHAS
CB$i3b MPU FNTYTAPOBOW
ALMAYPUN 1-TO TUMA
TeMHO—KpaCHbIe TPEeYrobHNKN

PebeHok He aBngeTca 0603Ha4a0T AeEKTHBLIE/HEMOo-

HocuTeleM Mpeapacro-
JIOXKEHHOCTU K IJTyTapOBOW
auvaypumv 1-ro Tmna

Hble reHbl, 6eslble TPEeYrObHUKIA
0603HaYa0T HEMOBPEXAEHHbIE/
MOJHbIE FeHbl.

TOPbIX POXAQIOTCS TOAbKO 3AO0POBble MAM TOAbko 6oabHble A COEJIAJZIA YTO-TO HENMPABWUJIbHO
Aetn. Hanpotus, HaaMume B cembe 3p0poBoro uan 6oabHoro  BO BPEMSA BEPEMEHHOCTWU?

pebeHka He OKa3blBaeT HMKAKOTO BAUSIHUS Ha TO, BYAET AU CAe-
AYIOLMI peBeHOK 3A0POBbIM MAM BOAbHBIM. DTO MOXOXeE Ha
UrpaAbHble KOCTU, FAE B KaXKAOM BpOCKe MOXKET BbINAcTb YUCAO
OT OAHOTO AO LLUECTU: KOXAbI pebEHOK B CeMbe MMeeT OAMHA-
KOBYIO BEPOSITHOCTb POAMTBLCS 3AOPOBbIM MAWM BOALHBIM, KaK U
Apyrue ero 6paTbs 1 cecTpbl.

AAs Toro YTObbI Aydlle NMOHATb 3TU CAOXHbl€ B3aMMOCBA3SU U
MMeTb BO3MOXHOCTb BKAKOUYUTbL MX B cOBCTBEHHOE NAaHUpOBa-
HWe ceMbU, HACTOATEAbHO PEKOMEHAYEeTCA NpoBecTU I'IOAP06-
HYIO reHeTU4eCKYytO KOHCYAbTaALIUIO B UHCTUTYTE NO UCCAEAOBA-
HUIO reHOMa YeAOoBeKa.

Het. HecMoTps Ha TO, YTO BO3HMKHOBEHME OMPEAEAEHHbIX
3ab0AeBaHMI, yrOTpebAEHWE HEKOTOPbLIX AEKapCTB, aAKOTOASl
M MPOYUX HAPKOTMHYECKMX BELLECTB, 2 Takke obpas Xu3HU BO
Bpemsi 6epeMeHHOCTH OKa3blBalOT BOAbLLIOE BAUSIHUE Ha 3A0-
POBbE HOBOPOXXAEGHHOTO, HET HUKAKMX PasyMHbIX OCHOBaHWI
MpeAMNoAaraTb, YTO FAyTapoBasi auMAYpus |-ro Tuna Moraa
6bITb BbI3BaHA KHEMPaBMAbHbIM MOBEAEGHWEMY BO BpeMsi bepe-
MeHHOCTU. B3anmocssisn Takoro poaa He ussecTHbl. Ckopee
BCErO, OMMUCaHHbIE BbIlLE FeHETUYeCKMe U3MEHEeHWs nepeAa-
BAAUCb OT POAUTEAEN K UX AETAIM BHYTPU OAHOW CeMbU yxe
Ha MPOTSKEHUM MHOMUX MOKOAeHMI. [1oCKOAbKY HOCMTeAM
NPEAPACrOAOKEHHOCTU K FAYTapOBOI aLUMAYpUM |-ro Tuna He
3a60AeBaAM, 3Ta Mepepada AePeKTHOTO reHa OCTaBaAach He-
3aMeTHOM. KaxAbI1 YEAOBEK SIBASIETCSI HOCUTEAEM PasAMUHbBIX
reHeTUYeCKMX M3MEHEHMM, KOTOPble OH MOXET He3aMeTHO re-
peAaTb CBOMM AeTsM. Kak MpaBMAO, reHeTUYeckne U3MEHeHUs
MOTYT CMOHTaHHO BO3HUKHYTb Y AOBOro YeAoBeKa.
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JNIEYUTCA NN TITYTAPOBASA

AUMAYPUSA 1-IO0 TUNA?

AeyeHune MOXeT BAAromnpuUsiTHO MNOBAMATL Ha €CTECTBEHHOE Te-
YeHwue 3a6OAEBAHUS MPU FAYTapoOBOIt aUMAYpum |-ro Tuna, ecan
YAQeTcsi, BO-MEPBbIX, MOCTABUTb AWUArHO3 AO BO3HWUKHOBEHMS!
MepBbIX MOCTOSIHHbLIX HEBPOAOTUYECKUX CUMMTOMOB (CKPUHUHT
HOBOPOXAEHHbIX), @ BO-BTOPbIX, ECAM YAAETCsl MPEAOTBPATUTDL
BO3HWKHOBEHWE MOCTOSIHHOTO, CEPbE3HOTO MOPAXKEHUS FTOAOB-
HOro MO3ra 3a CYeT paHHEero HavaAa AeveHus. PekomeHayemas
B HacToOsllilee BPEMsl Tepanus CKAAAbIBAETCS M3 KOMOUHMPO-
BAHHOTO AAMTEABHOIO AEUEHMS, KOTOPOE COCTOUT M3 AWETHI
C HU3KMM COAEPXKAaHMEM AM3MHA, KAPHUTUHA, @ TakKe MPUMEHS-
€MOM Ha BPeMEHHOM OCHOBE WHTEHCMBHOM Tepanuu BO BpeMsl
MHPEKLIMOHHBIX 3260AEBAHMIM, COMPOBOXKARIOLLMXCS BbICOKOM
TEMMepaTypoM, NepMoAa FOAOAGHUSI AO U MOCAE XWPYprude-
CKOTO BMELLATEAbCTBA W MPKU BOHUKHOBEHWUM MOCTBAKLIMHAAD-
HbIX PEaKLM, COMPOBOXAQIOLUMXCS BbICOKOM TEMMepaTypou.
B HacTosilLee BpeMsi UCXOAAT U3 TOrO, YTO TakUe MEpPOMPUATUS
MOFyT MPEeAOTBPaTUTb BOSHUKHOBEHWE OCTPOrO «3HLLePaAUTO-
noaobHoro» kpusa y npumepHo 90 % Bcex paHee AMarHOCTUpoO-
BaHHbIX AeTeit. B MpoTUBOMOAOKHOCTL 3TOMY CTOMT OXMAATb,
4To 3aboAeBaHMe BypeT MpoTekaTb GECCUMMTOMHO TOABKO Y
abCOAIOTHOrO MeHbLKHCTBA (oK. 5—10 %) naumeHToB, He Mo-
AyvatoLLMx AeveHue. TakuM 06pasom, MOXKHO OAHO3HAYHO MOA-
TBEPAWTb MPEUMYLLECTBA PEKOMEHAYEMOTO B HACTOSLLEE BPEMS!
AeYeHHUs.

OVETA C HN3SKVM
COLEPKAHVIEM JISVHA - >knOKOCTUK

KJTETHATKA 1 BUOJIOT MHECKWE

FNMYTAPOBASA KUCJIOTA -

Ycnex ne4eHnst BO MHOMOM 3aBUCUT OT HaN4YMS JOCTaTOYHOM
MHopMaLIn 1 0By4eHUs poauTenen 1 nauneHToB. Pogure-
NN N UX OETU OOMKHbI ObITb BCECTOPOHHE NH(DOPMUPOBAHbI

1 0BYYEHbI CUAAMY MEXONCLMNINHAPHOM KOMaHOb! Bpaden,
Nnevalyx 3aboneaHvs 0bMeHa BELLIECTB, a TakKe OO/ KHbI
nony4aTb COOTBETCTBYHOLLYIO MUCBMEHHYIO OOKYMEHTALIMIO.
OBby4yeHre OOMKHO NOBTOPSATLCH M AOMOSHATLCS Yepes paBHble
NPOMEXYTKN BPEMEHN.

KTO npOBOAUT NEYEHUE?

HasHaueHne Alobol AueToTepanuu M MeaMkameHToB Tpeby-
€T OLLEHKM PUCKOB U MPEUMYLLECTB SKCMEPTaMM, 3HAKOMbIMM
C 3TUM AeveHneM. YTobbl KOHTPOAMPOBATL MPOBAEMbI, CBSA3aH-
Hble C 3TUM 3a60A€BaHMEM MAU PEKOMEHAOBAHHOM Teparnuen,
M yCMewHo NPOBOAUTb A€UEHUE, OHO AOAXKHO MHULIMMPOBATb-
CA WU YNpaBAATLCS MEKAUCLIMMAMHAPHOM KOMaHAOM Bpauen,
Aevalumnx 3a60AeBaHMA O6MeHa BelecTB, KOTOpas COCTOUT U3
MeAMaTpOB, CreLUaAUIUpPyIoLIMXCS Ha 3a6oAeBaHMAX ObMeHa
BELLLECTB, CMELMAAUCTOB MO AMETOAOTUM B MEAUATPUM, CUAE-
AOK, GU3MOTEPANeBTOB, AOFOMNEAOB, 3proTepanesToB (MpH Ha-
PYLIEHMAX MULLLEBOTO MOBEAEHMS), 2 TaKXKE NMCUXOAOTOB. AAU-
TEABHbI YXOA 3a MaLIMEHTaMU B LIeHTPe AeHeHUsi 3a60AeBaHNIA
obMmeHa BelLLeCTB yBeAUUMBAET BEPOATHOCTb 6eccMNTOMHO-
ro TeYeHWs y mauueHTa.

PVCYHOK 3

AOUETOTEPANNA C HU3KUM
COOEP>XAHUEM JIUBNHA

J3VH SBNAETCS BaXKHENLLIEN B KONIMYECTBEHHOM
OTHOLLIEHW aMVHOKCIOTON, MPeLLEeCcTBYOLLEN
06pa30BaHVIo MPOOYKTOB 0OMeHa BELLECTB,
HaKkanIMBarOLLYIXCS MPU FyTapoBOV aLyaypum

KAK OENCTBYET AMETOTEPAMNUSA C

HU3KUM COOEP>XAHUEM JTUSNHA?

OrpaHuyeHHOe MOCTYMAEHWE aMMHOKWUCAOTbI AM3WHA, KOTOpas
MPpU FAYTapoOBOM aLMAYPUM |-ro THMa He MOXET PacLLenAATbCs
MPaBUABHO, 3HAYUTEABHO YMeHbLUaeT 0bpasoBaHMe paspyLuaio-
LUMX MPOAYKTOB OBMEHa BELLLECTB B OPraHU3Me 1 COKPaLLAeT TeM
CaMbIM UX KOHLLEHTPaLIMIO B TOAOBHOM Mo3re (cM. puc. 3). TeM He
MeHee, He CTOMT OXMAQTb MOAHOM HOPMAAM3aLIMK 3TUX MPOAYK-
TOB OOMEHa BELLLECTB 32 CHET ACUEHMUS.

AueTa ¢ HU3KUM COAEPYKaHUEM AM3MHA AOAXKHA Ha3HAYATbCs BCEM
AETSIM, KOTOpbIE He MEPEHECAM OCTPbIit «3HLLEPAAUTONOAOBHDINY
KPM3 K MOMEHTY MOCTaHOBKM AMarHosa. Cioaa OTHOCATCS BCe
HOBOPOXAEHHbIE, KOTOPbIM BbIA MEPBUYHO MOCTABAEH AWArHO3.
MpenmyLLLecTBa AMETOTEPANUM AASI ACTEN, MEPEHECLLMX OCTPbI
«3HLE(GAAUTOMOAOBHBINMY KPU3 K MOMEHTY MOCTAHOBKM AMArHO3a,
OCTalOTCs HeBbIACHEHHbIMU. BO3MOXKHOE BAMSIHWE 3akAlOuaeTcs
B NPOPUAAKTUKE MOBTOPHBIX KPU3OB MAM B CAEPXKMBAHMM NpO-
PECCUPYIOLLLErO YXYALLIEHMSI HEBPOAOTUHUECKMX MPOBAEM.

OcHoBa AueTOTepanuu npu rAyTapoBoit auuaypuu |-ro Tuna
AOAXH2 BbITb OPMEHTUPOBaHa Ha OBLLYIO BO3PACTHYIO U MHAM-
BUAYAAbHYIO CYTOUHYIO NMOTPEBHOCTb B MUTATEAbHbIX BELLECTBAX.
2TO abCOAIOTHO HEOBXOAUMMO AAA obecrneveHUs BO3MOXHOCTH
HOPMaAbHOTO POCTa W PasBUTUA. AMETa yuMTbIBAET MpU 3TOM
PEKOMEHAALMU MO MUTAHUIO HALMOHAABHBIX U MEXAYHAPOAHbIX
npogeccuoHaAbHbIX oblecTs (Hanpumep, epmaHuu-AscTpu-
u-Lsenuapuu, BO3).

lMpakTuueckasn peaAmsaLms AMeToTepanum ByAeT AETaAbHO OMM-
caHa BO BTOPOI1 YaCTH PyKOBOACTBA. B npuAoxeHum Bbl HaitaeTe
TaKXe aKTyaAbHble TaBAWLIbI C MUTATEAbHOM LIEHHOCTBIO U ApY-
rMe MaTepuaAbl, KOTOpble BYAYT MOAE3HbI MPU MPOBEASHUW AM-

B yacTHOCTU, OH CBA3bIBAETCA C AAMHHOLLEMOYEYHbIMM XKWUPHbI-
MU KUCAOTaAMU, YTO Aa€T OPraHU3My BO3MOXHOCTb MUCMOAb3O-
BaTb CBOM XMPOBbI€ 3amacbl B Ka4ecTBe BaXXHOrNo UCTOYHMUKA
SHepruun.

Takum ob6pasoM, rnepepaboTka KapHUTUHA BbIMNOAHSET OAHO-
BPEMEHHO HECKOAbKO yHKUMM: |) CTUMyAsLMS SHAOTEHHONM
AETOKCMKaLIMM 0bpasyloLLMXCs NMPOAYKTOB O6MeHa BelLecTs, 2)
noebilleHne AocTynHocTu ceobopHoro KoA u 3) npopuaaktu-
Ka AepuLMTa KapHUTHUHA. Tepanus KapHUTUHOM Ha MPOTSHKEHWUM
BCEM XM3HU ABAAETCA BaXKHEWLLEeH OCHOBOM A€UYEHUA U BAMAET
Ha TeyeHue 3a60AeBaHUSA. DTO TakKe BbIAO MOATBEPKAEHO AAS
NaLMeHTOB, KOTOPbIE Y)Ke MEePEHECAU OCTPbIN K3HLedaAUToNo-
AOGHbIIY Kpu3. Ao3a KapHUTUHA KOPPEKTUPYETCs KypUPpYIOLLEN
KOMaHAOM Bpayel, Aevalumx 3abOAeBaHMs OOMeHa BeLLECTB,
B COOTBETCTBMM C BO3PaCcTOM, MACCOW TEAQ, MOATBEPKAEHHbBIM
YPOBHEM KOHLIEHTPaLMK CBOBOAHOTO KapHUTWHA B KpoBW. Pe-
KOMEHAOBaHHas HavaAbHas Ao3a cocTaBaseT |00 Mr kapHUTMHA
Ha KMAOTPaMM MaccCbl TeAa (PasAeAeHHas Ha 3 OTAEAbHbIX MpU-
ema). Y HeKOTOPpbIX AeTeil Mpu MPUMEHEHUM KapHUTMHA BO3-
MOXHO MOSBAEHWE CMABHOIO 3araxa (HarmoMMHAIOLLEro 3amnax
pbibbl) OT TeAa U Auapen. B 3Tom cAyuae MOXHO monbiTaTbes
YMEHbLUNTb AO3y MOCAE KOHCYAbTAaLMM C KyPUPYIOLLEA KOMaH-
AOVi Bpayen, Aevalmx 3aboAeBaHUs obMeHa BeLLecTB.

P

Hn B koem cnydae He CneflyeT CoKpallaTb exenHeB-
HYIO [03Y MpvieMa KapHUTUHA VIV MOSTHOCTBIO
npekpaLLaTh ero nprem 6e3 KoHCyibTaLun ¢ Kypu-
PYIOLLIE KOMaHAOW BpaYer, nevalyx 3aboeBaHns
obwmeHa BelecTs!

- 1-ro Tvna (rnyTapoBOWi KUCNOTbI, 3-rMAPOKCAryTa- eToTepanmu.
OBOW KCOThI U FNYTapUIKapHUTVHA). 3a cHeT PUBO®JIABUH (BUTAMWUH B2
FNYTAPUN-KOA- TNIYTAPUN-KOA <—) 3-rMAPOKCUINYTAPOBAS KUCIOTA + ? yrepap ) § ( )
LOErMOPOrEHA3A \ OrpaHuyeHnst NOCTYIN/IEHNS NIM3UHA C MILLE YT0b6bI MOAYYMTb BO3MOXHOCTb HOPMAAbHO $YHKLIMOHUPOBATb,
FYTAPUIKAPHUTUH + MOSIBNSETCS BO3MOXHOCTb YMEHbLLUUTL HAKOM/IEHVIe KAPHUTUH MOBPEXAEHHbIN MPU FAYTapoBOM auMAypumn |-ro Tuna pepmeHT

KPOTOHWJT-KOA

MPOLyKTOB 06MeEHa BELLIECTB B OpraHame, rnas-
HbIM 06PA30M B FOSIOBHOM MO3Te.

PNCYHOK 4
TEPANUA KAPHUTUHOM

KapHUTMH sBAsieTCA  BaXHbIM  TPAHCTMOPTHLIM  BELLECTBOM
B YEAOBEYECKOM OpraHusme. B ocHoBHOM OH noraoulaercs u3
nuwy. KapHUTUH ceasbiBaeTcs ¢ pepMeHTOM TAyTapuA-KoA,
CUHTE3UPYEMbIM B KAETKaX OpraHusma (cm. puc. | u 3), n obpa-
3yeT AYTapUAKapHWUTUH. [AyTapuMAKapHUTMH NOCTYyMaeT B KPOBb

rAyTapuA-KoA-aernaporeHasa Hyxaaetcs B pubodpaasuHe (Bu-
TamuHe B2) B KavectBe kodakTopa dpepmeHTa. B 3TOM OTHO-
LEHUN OXMAQETCS, YTO CHUMXKEHHAs aKTUBHOCTb AepEKTHOro
depmMeHTa CMOXET MOBBICUTLCS 33 CHET EXEAHEBHOro npuema
pubodaasmHa. Bnpouem, HU B OAHOM M3 HOBEMLLMX UCCAEAOBA-

KAPHUTUH y . . .
HaxonusLuniics rnytapun-KoA ceaabiBaeTcs 1 BbIBOAWUTCS 3aTeM Yepe3 MOYKU C MOYOM. TaK BbIFASIAUT GpU-  HUIA He BbIAO MOATBEPXKAEHO, YTO PUOODAABMH ACUCTBUTEABHO
C TPAHCMOPTHbIM BELLECTBOM KapHUTVIHOM 1 3MOAOTMYECKUI1 MPOLIECC AETOKCUKALMM OPraHM3Ma, KOTOPbIM  OKasbiBaeT OGAAroTBOPHOE BAMSIHWME Ha TeuyeHWe 3ab6OAeBaHMS.
KapHuTuH MOXKET TaK1M NyTeM MOKUHYTb KIIETKI B Ka4eCTBe YMeHbLUAET HaKOMAEHME MPOAYKTOB obMeHa BellecTB, 06Aapa-  BeposTHbIM 06bsicHEHMEM 3TOrO SBASIeTCS TO, 4TO pubodAaBUH
Knetka 3aMeHseTca

rMYTAPUN KAPHATUH —» KPOBb —» MOYKU —» MOYA

FYTapUIKaPHUTUHG, & B KOHEYHOM UTOre Bblae-
JINTbCS C MOYOW. [pr 3TOM B KNETKE BbICBOHO-
»aaeTcs CBoOoAHbIN KOA 1 npedocTaBnseTcs
B pacrnopsbkeHne ans Apyrix peakuni obmeHa

IOLLMX PaspyLUAIOLLMM AENCTBUEM, U MOBbILLAET AOCTYMHOE KO-
AM4ecTBO CBO6OAHOTO Ko3H3MMa A (KOA), BAXXHOrO AASI MHOTUX
peakuumit obmeHa BelecTs (cM. puc. 4). OpHaKo, BO Bpemsi 3ToM
BOXXHOM PEaKLMM OPraHM3M TepPsIeT HACTOABKO MHOTO KapHUTH-

MOXET NMPOCTUMYAUPOBaTb A€PEKTHbIN GEPMEHT COOTBETCTBY-
IOLLMM 06Pa3oM TOABKO B OHYEHb PEAKMX CAydasix. B HacTosulee
BPEMS OTCYTCTBYET HAAEXKHAs METOAMKA TECTUPOBAHWUS YyB-
CTBUTEAbHOCTU K PUBOPAABUHY MAM ee MPOrHO3MPOBaHMUS Ha

[ nyTapnnkapHUTUH

BLIBOMTCS BeLLlecTB. OfiHaKo BO BPeMst peakLmii IETOKCH- Ha, YTO OH He MOXET BbITb B AOCTATOYHOM KOAMYECTBE 3aMEHEH  OCHOBAHMM MOAEKYASPHO-FEHETUYECKUX MCCAEAOBAHUA.
CBOBOAHbIN KaLwv OpraH13m TepsieT 60MbLLOE KOIMHECTBO MoCTyMAeHUEM U3 NULM. Takum obpasom noseasieTcst AepuumT )
KOA CeobopaHbiit KoA KapHUTUHA. ST MOTEPU KOMMEHCUPYIOTCS KapHUTMHA. AepULMT KapHUTMHA TyOUTEAEH AAS OpraHus- PrbodnasnH 4acTo BbI3biBaET 60N B XKMBOTE,

BOCCTaHaB/IMBaETCA

C MNOMOLLbKO cnpona C KapHUTUHOM.

Ma, MOCKOAbKY KapHWUTWUH BbIMOAHSIET elle U APyrue ¢pyHKLMM.

TOLUHOTY 1 PBOTY.
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OKCTPEHHASA TEPAMNUA

KAKUE CUTYALIU ABNAIOTCHA

OMACHbIMWU N MOEIO PEBEHKA!?

B HekoTOpbIX CUTyaLMsX KOMOUHMPOBAHHOE MOCTOSIHHOE Ae-
UeHMe (AMETA C HUBKMM COAEPKAHMEM AM3MHA, KAPHUTUH) He
B COCTOSIHMM caMo No cebe obecneunTb AOCTATOUHYIO 3aLLUTY
OT BO3HUKHOBEHWSI OCTPOrO «3HLEGaAUTOMOAOBHOrOY» Kpusa
Y A€Tel C FAyTapoBOM auuAypuen |-ro Tuna B TedeHMe NEpPBbIX
6 AeT u3HU. [poBeAeHMEe MHTEHCUBHOM SKCTPEHHOM Tepanuu
HEO6XOAMMO, ECAM BO3HMKAET MOTEHLIMAABHO OMaCHas CUTYaLy.
Cioaa oTHOCATCS MHPEKLMOHHbIE 3a60AEBaHMS, COMPOBOXAAIO-
LLMeCs BbICOKOM TeMrepaTypoit (0cobeHHO Npu MpUCOeAMHEHUN
PBOTbI M AMapeu), MOCTBaKLIMHAABHbIE PEaKLIMU 1 XMUPYPrudeckue
BMeLLIaTeAbCTBA, TOYHEE FOAOAAHME B MEPUONEPALIMOHHOM Me-
puoae. [1ockoAbKy nepexoa OT BO3HMKHOBEHMS MEPBbIX MPU3Ha-
KOB MHEKLIMOHHOTO 3a60AEBaHMS K MOSBAEHUIO HeobpaTUMOro
NOBPEXAEHWUS MO3ra pPasBMBAETCS MOCTENeHHO, TOYHOE HaYaAo
KPM3a C yBEPEHHOCTbIO OTMPEAEAUTD HeAb3s. B cessu ¢ 3Tum 0bs-
3aTeAbHO PEKOMEHAYETCSl CPOYHOE HAaYaAO SKCTPEHHOM Tepanuu,
a Takxe MoLuaroeasi UHTeHcUPpUKaLms B kKaxxaoi (!) moTeHLmab-
HO OMacHOM CUTyaLMM.

KAK PABOTAET 3KCTPEHHASA TEPANNA?
DKCTpeHHasi Tepanus MPECAGAYET Te e LieAU, YTO U KOMBUHM-
POBaHHOE MOCTOSIHHOE A€HYEHME, UCMOAb3YS, ECTECTBEHHO, BoAee
CMAbHbIE CPEACTBA. BaxkHEMILIMMM MPUHLIMMAMM SKCTPEHHOMN Te-
panuu sBASIOTCS:

— BbICOKOE MOCTYMAEHME SHEPriM (BKAIOUAsi BBEAEHWE MHCYAWHA
MpY HEOBXOAMMOCTH): 32 CHET TOrO MOXHO MPEAOTBPaTUTh
MAM NPeOAOAETb ACPULINT BHEPrUM U CTPOUTEAbHBIX BELLLECTB
(Tak HasbiBaeMblii KaTaboAM3M). DTO BaXKHO AAS yMEHbLUEHMs
06pa3oBaHus paspyLLIOLLMX MPOAYKTOB 0bMeHa BeluecTs. [1pu
MHPEKLIMOHHBIX 3a60AEBaHMSAX, COMPOBOXAAIOLLIMXCS BbICOKOM
TeMnepaTypoi, 1 MpU FOAOAHUM B MEpPUOMNepaLIMOHHOM Me-
PMOAE B PaMKaX XMPYPrveckoro BMELLATEAbCTBA SHEpreThye-
CKasi NOTPeBHOCTb OpraHM3Ma yBeAUUMBaeTCs (SMMMUpUUECKOe
MPaBMAO: MOBbILLIEHKe TemrepaTypbl TeAa Ha | °C yBeAuumnBaeT
3HepreTuyeckyio noTpebHoCTb opraHuama Ha npumepHo |0 %);

— COKpaLLEHWUe MAM BpEMEHHas MPUOCTAHOBKA MOCTYMAGHUS BeA-
Ka: Mpy CyLLECTBYIOLLEM B OpraHusme AeduumTe 3Heprimn beaok
OpraHuama (MbllLeYHas TKaHb) M MuLla BYAYT MCMOAb3OBaHbI
AASl TIOAYHEHMS! SHEprM. 3a CYET 3TOro paspyLuatoLme Mpo-
AYKTbl OBMeHa BeLLeCTB BO3HWKHYT B elue GOAbLUEeM KOAMYe-
ctBe. B cBsi3n ¢ 3TUM nocTynaeHue ectecTBeHHOro 6eAka Byaet
BPEMEHHO COKPALLEHO MAM MOAHOCTbIO MpekpatieHo. Cmecu
aMMHOKUCAOT, He COAEPKALLME AM3MHA, MOXHO MPOAOAXATDH
AQBaTb U AaAblle, eCAv 6OAbHOI pebeHOK MX mepeHocHT. 3a
CYET BbICOKOTO MOCTYMAEHUS 3HEPrMM U CEKPeLMM MHCYAMHA
MPOM3BOACTBO BeAKa B KAGTKaX OpraHiusma byAeT CyLLeCTBEHHO
MPOCTUMYAMPOBaHO. [103TOMy Yepe3 OTHOCUTEABHO KOPOTKMI
MPOMEXYTOK BPEMEHWM CHOBA MOSIBUTCS MEPEHOCUMOCTb HOPp-

MaAbHOrO KOAMYecTBa 6eAka. B cBssm ¢ aTum NOCTynAeHue 6ea-
Ka He AOAXXHO COKpallaTbca 60AbLUe YeM Ha 24 Yaca;

— YBEAMUYEHME MOCTYMAEHUS KAPHUTUHA: YABOGHME AO3bl KAPHUTH-
Ha MAM MOAYYEHME KAPHUTUHA B BUAE MHY3UW MO3BOAUT MOA-
AEpXaTb PU3MOAOTMHECKYIO GYHKLIMIO AETOKCUKALIMM OpraHus-
Ma (obpasoBaHMe TAYTapUAKapHUTMHA) U ByAeT 3ddpekTUBHO
MPeAOTBpaLLATb APULIUT KAPHUTUHA;

— KOMIMEHCaLMs YPOBHS XXKMAKOCTH, SAEKTPOAUTOB U KUCAOTbI/LLie-
AOUM: NPU MHPEKLIMOHHBIX 3a60AEBAHMAX, COMPOBOXKARIOLLMXCS
BbICOKOM TeMrepaTypOW, 3a4acTytO BO3HMKAET MOBbILLIEHHAA MOo-
Teps XMUAKOCTHU, SIAGKTPOAUTOB U LLLEEAOUM (MOTOOTAEAEHME, AU~
apes, pBOTa) MPU OAHOBPEMEHHOM COKPALLEHWUM MOCTYMAEHUS.
BbicTpas HopmaAMsaLms BO3HMKLLErO AedULMTA U AOCTaTOHHAS
3aMeHa BO3HMKAIOLLMX B AAAbHENMLLIEM NOTEpPb HEOOXOAMMA AAS
CTUMYASILIMM MpoLiecca Bbi3AOpoBAeHUs. Kpome Toro, aocta-
TOYHOE MOCTYMAEHUE KMAKOCTU U LLLEAOYU CTUMYAUPYET Bbl-
BEAEHWe paspyLUaloLLMX MPOAYKTOB O6MeHa BELLECTB C MOYOA;

— MEpOMpUATUA MO KCOXPAHEHMUIO» SHEPrUM: HEOOXOAMMO WH-
TEHCMBHOE MPUMEHEHMe Mep MO CHUXEHUIO TemMnepaTypbl TeAa
(pM3MUECKMX M MEAMKAMEHTO3HbIX), MOCKOAbKY MOBbILLEHWE
TeMnepaTypbl TeAa MPUBOAWT K MOBbILIEHHOM MOTPeBHOCTH
B 3Hepruu. [oMmMMo 3Toro, BpemeHHas Tepanus MNOBbILIEHHOM
TOLIHOTbI U CKAOHHOCTU K PBOTE MOMOTaeT COKpaTUTb MOBbI-
LIEHHYIO MOTEPIO MUTATEAbHBIX BELLECTB U XUAKOCTU B Pe3yAb-
TaTe MOBTOPHOM PBOTHI M OBecrneunTb BOCCTAHOBAEHWE HOP-
MaAbHOTO peXuMa NMUTaHKs.

MOrY Jin 1 HAYATb NMPOBEOEHUE
3KCTPEHHOW TEPAMUN AIOMA UK NPOBOAUTD
OKCTPEHHYIO TEPAMUIO IOMA?
DKCTpeHHasi Tepanusi MOCTPOEHA B BUAE MO3TAMHOM CXeMbl, TO
€CTb CyLUECTBYET CXEMa ACYEHUs AASl BbIMOAHEHWS MPOLIEAYP
B AOMALLHUX YCAOBMSIX U B KAMHMKE. TeM He MeHee, SKCTpeH-
Has Tepanusi B AOMALLHWUX YCAOBUSIX PEKOMEHAYETCS! TOAbKO B
TOM CAyHae, KOrAa 3TO MO3BOASIET COCTOsIHUE pebeHKa, POAUTEAU
pebeHKa AOCTaTOYHO OByueHbl U KypUpYIOLLAsi KOMaHAQ Bpayet,
Aevawmx 3aboaeBaHUs oBMeHa BELLECTB, PEryASIPHO MOAyYaeT
uHpOpMaLMio 0 cocTosHUM pebeHka. CoraacHo HalueMmy orbITy
Mbl HE PEKOMEHAYEM MpOBEAEHME SKCTPEHHOM Teparnuu HOBO-
POKAEHHbBIM U TPYAHBIM AETSIM B AOMALLHWUX YCAOBMSIX, 2 PEKO-
MEHAYEM MPOBOAWTb TaKylo TEpPanuio B KypUpYIOLLEH KAMHUKE.
C MEAMLMHCKOM TOYKM 3PEHUs AASl MPOBEAGHMSI SKCTPEHHOM
Teparnum B AOMaLLIHWUX YCAOBMSIX AOAXHbI ObITb BbINOAHEHbBI CAe-
AytoLLME KPUTEPUM:
— Temnepatypa TeAa He Bbile 38,5 °C;
— pebeHKa He pBET, OH YCBaMBAET CBOIO MULLY MOAHOCTHIO;
— TPEBOXHbIE CMMMTOMbI OTCYTCTBYIOT: PBOTa, AUApes,
BbIP@XXEHHasl YCTAAOCTb, MblLLEYHas CAABOCTb, ABUraTeAbHble
HapyLLeHMs.

MHTEHCUBHOE OBYYEHUE
POOVUTENEN

MJ1AHbI JIEYMEHUS/NA-
CIMOPT 3KCTPEHHOM
MEOVLMHCKOW MOMOLLN

NOoAAEP>XAHUE 3AMNACOB

TECHOE COTPYOHMU-
YECTBO C MECTHbIMUA
OETCKUMU KITMHUKAMUA
N OETCKAMU BPAHAMU
YACTHOM NPAKTUKN

NOBEOEHUE BO BPEMSA
MOE3AOK B OTMYCK

KOHCYJIbTALUN NPU
NHOEKLUMOHHDbIX
3ABOJIEBAHUAX

PYKOBOACTBO MNPU
XUPYPIMYECKUX
BMELLATEJIbCTBAX

Y TAPOBASA ALMAYPUSA 1-TO TUMA
PYKOBOZCTBO OJ191 POOVTESEN
BBEJEHVE

Poovrenn nonyyatoT NoapobHyo MHDOPMaLIIO O TedeHn 3aboneBaHns 1 0CObbIX
pvickax. OHW MoMyYatoT TOuHble yKasdaHvs 071 NpoBedeHust nedeHns. O6ydeHns
MPOBOAATCA Ha PErysISPHOM OCHOBE KYPUPYIOLLMM LIEHTPOM JieyeHnst 3a60/1eBaHIin
obmeHa BelllecTB. KpoMe TOro, nocrenoBaresibHble 00yUeHWsl AOMKHbI YyYLLNTb
YPOBEHb MOHUMaHWS 3a60/1eBaHIS.

[TMCbMEHHbIe NaHbl NIEYEHNS BbIAOTCH BCEM YHaCTHUKaM (DOOUTENAM, LieHTpaMm
neveHrs 3aboneBaHn 0OMeHa BELLECTB, MECTHbIM KIIMHVKaM, OETCKUM Bpadam
YacTHOWM NPaKTVKM), 0BHOBASKOTCS Yepes perynsapHble MPOMEXYTKI BPEMEHN 1 KOP-
PEKTUPYIOTCA C YYETOM JIHOObIX M3MEHEHWA. PoauTeny noaydaioT Takke nacnopt
9KCTPEHHOM MELVLMHCKOM MOMOLLIM, KOTOPbIN COOEPXMUT BCHO KPATKYIO MH(PopMa-
LMo 1 HOMEP TeneoHa KypypyHOLLIEro LieHTpa JiedeHrs 3abonesaHnii obMmeHa Be-
LLeCTB.

Poaytenn 0omxHb! ObiTb MPOUHCTRYKTUPOBAaHb! Ha MPEAMET HaNINYMSt AOCTaTOYHOrO
KOMMYeCTBa 3arnacoB HEOOXOANMbIX CreLmaibHbIX MPOAYKTOB MUTaHWS 1 NIEKapCTB
(3TO TakKe AeCTBYET AN MOE3A0K B OTMYCK U T. [., CM. HXKE).

KypupytoLLmii LLIeHTp neveHnst 3abonesannin obmMeHa BeLLECTB CBA3bIBAETCS C MECT-
HOWM [ETCKOV KJIMHNKOW WM AETCKNM BPaYOM HaCTHOW MPaKTUKL 1 nepesaeT UM
nHopmaro. CooTBETCTBYIOLLAS OOKYMEHTALMS U AaHHbIe (BK/IOYAs MACBMEHHbIE
nfaHbl 1e4eHNst) CBOEBPEMEHHO NPELOCTaBNSMOTCSH LEHTPOM JleveHVs 3a601eBaHN
obmeHa BeLLEeCTB B MMCbMEHHOW (hopMe.

Ecnu kypupytoLLmin LeHTP NeveHns 3aboeBaHnin 0bMeHa BELLIECTB PaCMOIOXEH Aa-
JIEKO, BKCTPEHHas Tepanms B YCIOBUSX CTaLMOHaPpa MOXET ObITb Ha4YaTa B MECTHOW
NETCKOW KNMHNKE. LIeHTp nederHnsa 3abonesaHnin obmMeHa BellecTB OyaeT Hesame[-
NTENBbHO MPOVH(POPMMPOBAH O FOCTINTaNIU3ALMA U HAYHET KOOPAMHALMIO AaslbHen-
LLIEro npouecca 3KCTPEHHOM Tepaniu.

CneuyanncTbl Uv LEHTPbI NeveHnst 3aboneBaHnin 0bMeHa BELLIECTB B MECTe Mpef-
nonaraemoro oTrycka OyayT C corfiacusi pOAUTENEN MMCbMEHHO MPONHAOPMMPO-
BaHbl O 3a60/1EBaHM 1 TEKYLLMX NaHax NeveHns nepem noesakor B oTrnyck. Poaum-
TEN NoJIy4atoT KOHTaKTHbIN agpec, HoMep TenedoHa 1 aapec 31EeKTPOHHOM MoYThI
COOTBETCTBYIOLLEO KOINEM/LIEHTPA leHeHNs 3ab01eBaH 0OMeHa BELLIECTB.

Pooutenn nosyqatoT MHCTPYKUMM O HEODXOOMMOCTU CBSA3aTbCH C KyPUPYHIOLLIMM
LIEHTPOM JleveHVst 3abofeBaHMii 0ObMeHa BELLECTB, Kak TOSIbKO TemnepaTypa Tena
npesbicuT 38,5 °C, NOABATCS KIIMHNYECKME MPU3HAKW MH(EKLMOHHOrO 3aboeBa-
HUS WX HEBPOIOMYECKME CUMMTOMbI. OKCTPEHHas Tepanua UM rocnutaivaaums
B CTaLMOHap MECTHOW AETCKOWN KIIMHMKN ByaeT KOOPOVHMPOBATLCS LIEHTPOM flevye-
HVSA 3a6oneBaHMIn 0OMeHa BELLIECTB.

B cnyyae nnaHoBbIX onepaumi KypypyLLWA LEHTP Jle4eHrs 3aboneBaHmnin obmeHa
BELLECTB 3a61aroBpeMeHHO MHOPMUPYETCS OTBETCTBEHHBLIMI XMPYPramMn 1 aHe-
CTEe310I0ramMn ¢ COBMIOAEHNEM COOTBETCTBYHIOLLIMX CPOKOB, YTOObI ONPEAe/NTL Tak-
TUKY BEAEHVS B NMepUonepaLioHHOM NEPUOAE C KOHTPOSIEM METabOINYECKIX MPO-
LeccoB. [Mpy HanMuMnm BOSMOXXHOCTW, Mpea- 1 nocneonepauyioHHoe HabaoaeHne
[OJDKHO NPOBOAUTLCA B LIEHTPE SleHeHst 3ab01eBaHun oOMeHa BELLIECTB.

B cnydae aKCTPEHHOrO XMPYPry4ecKoro BMeLLAaTebCTBa LIEHTP JiedeHnst 3abosie-
BaHWM obMeHa BELLIECTB MH(POPMUPYETCS HE3aMEANTENBHO, YTOObI CONPOBOXAATH
BEleHVe B NMepu1onepaLyioHHOM NEPUOAE C KOHTPOIEM METAbOINHYECKIX MPOLLECCOB.

TABJIVILIA 1. CTPATErMM ONTUMU3ALMN 0N NMPOBEAEHNS 3KCTPEHHOW TEPAMUN
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B nepsble 12-24 vaca akcTpeHHasi Tepanus NMpOBOAMTCS B AO-
MaLLHWUX YCAOBMsX. B TeuyeHue 3Toro mepuoaa BpemeHu co-
cTosiHMe pebeHKa (COCTOsIHME CO3HaHMs, TeMrepaTypa, Npuem
MULLY, PBOTA, AMapes, MPOYME OTKAOHEHMS)) KOHTPOAWPYeT-
csl KaAble ABa Yaca. Aioboe yXyALLeHUE AOAKHO MPUBOAWTD
K HEMEAAEHHOMY HarpaBAEHWIO Ha CTaLMOHApPHOE AeYeHue
M HayaAy 3KCTPEHHOM Tepanuu B COOTBETCTBYIOLLEN KAWMHM-
ke. Mpn HeoBXOAMMOCTU OBy4YeHHble POAMTEAWM MOFYT Tak-
)Xe BBOAMTb PacTBOP MaAbTOAEKCTPMHA YEPe3 >KEAYAOUHbIM
30HA AASl obecreyeHus ONTUMAABLHOTO MOCTYMAGHUS SHEPruu
(B TOM umcAe M Houblo). EcAu skcTpeHHasi Tepanusi, npose-
A€HHasl B AOMALLHWX YCAOBUSX, BblAa yCMELLHOM, U B MepBble
12-24 vaca HMKaKMX TPEBOXHbIX CMMMTOMOB He BO3HWKAO,
B MPOAOAXEHMM 3TOTO B TedeHue 24-48 uyacoB HeobXxoAMMO
MOSTarHO YBEAMYMBATb MOCTYMAGHUE HATYpaAbHOTO b6eAka,
noka He OyAeT AOCTUrHYT HOPMAaAbHbIA MAAH AMETUYECKOro
nuTaHus. OTo HeobXOAMMO, YTODObI MPEAOTBPaTUTL AeULUT
6eAKa, KOTOPbI CHOBa MOXET CrOCOBCTBOBATL PasBUTUIO Me-
TabOAMYECKOrO Kpu3a.

PekoMeHAaLIMK MO NpOBEAEHMIO SKCTPEHHOM Tepanuu B AOMalLl-
HUX YCAOBUSIX MPEACTaBAEHbl Ha cTpaHuue 35. PekomeHaaumm
MO MPOBEAEHUIO DKCTPEHHOM Tepanuu B GOAbHMLE Hecylle-
CTBEHHbI AASl AAHHOTO PYKOBOACTBA, MOCKOAbKY COOTBETCTBYIO-
LUMEe MAaHbI SKCTPEHHOM Tepanuu HaXOASTCS B MEAULIMHCKOM
KapTe pebeHKa B KypUpYIOLLEM LieHTpe Ae4eHus 3a60AeBaHM
obmeHa BelecTB. Kpome Toro, 3Tu pekoMeHAALIMM MOXHO Mpo-
YMTaTb B MPOTOKOAE AMArHOCTUKM U AeveHus (www.awmf.org).

KAK 1 MOI'Y USBEXXATb 3AAEPXXEK MNMPU
3KCTPEHHOW TEPANUN?

3aaepKa HayaAaa SKCTPEHHOM Tepanuu MAM ee MOAHOe OT-
CyTCTBME B Yrpoalollen cuTyaumn (MH$pekumoHHoe 3abo-
AEBaHMeE, COMPOBOXAAIOLLEECs BbICOKONM TemrepaTypou, rno-
CTBAaKLUMHAAbHAS PeaKLMsi, XMPYPruYecKoe BMELLAaTeAbCTBO)
SBASIIOTCS HaubOAee YacCTbIMKU MPUYMHAMM, KOTOPblE, HECMO-
TPS Ha PaHHIOIO MOCTAHOBKY AMAarHO3a U A€YEHWE, MPUBOAST
K BO3HUKHOBEHMIO OCTPOro «3HLLePAAUTONOAOBHOro» Kpu3sa
C HeO6paTUMbIMUK HEBPOAOTMYECKUMM CUMMTOMAMM.

MpuunHoi npobaeM 3aaep>KaHHOM MAM OTCYTCTBYIOLLLEM DKC-
TPEHHOI Tepanuu SIBASIETCA 3a4acTylo HeAOCTaTouHOe obyye-
Hue poanTereit. OHa MoXeT BbiTb Take Bbi3BaHa yvacTUeM
«MOCTOPOHHUXY Bpayel (NMpUEMHOE OTAEAEHUE HEM3BECTHOM
KAMHWKM, HarpUMep, B MeCTe NMPOBEAEHUS OTAbIXa, HEBO3MOX-
HOCTb CBSI3U UAM OTCYTCTBUE AMAAOTA C BPAHOM, 3aHUMAIOLLIUM-
cs AeveHMeM boaesHelt obMeHa BELLECTB M KypUPOBaBLUUM
60AbHOrO paHee), KOTOpble He OblAM 3HaKOMbl C AeYEHWEM
pebeHka ¢ rayTapoBoit aumaypuert |-ro Tuna paHbtue. Ytobbi
pacrnosHaTb HEOBXOAMMOCTb SKCTPEHHOM Teparnuu U HayaTb
AeveHMe 6e3 NMPOMEeAAEHMUS, OKa3aAUCh MOAE3HbIMU HEKOTO-
pble cTpaTerumn ontummsaumun. OHu npueeaeHsl B Tabanue |.

Q
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3apepyxka Hadana 3KCTPEHHOW Tepanum Unm

ee MoJIHOE OTCYTCTBME B YIPOXKAOLLEN
cuUTyauumn (MHMEKLMOHHOE 3ab0oeBaHME,

COMPOBOXOAIOLLEECH BbICOKOW TEMMepaTypou,
nocTBaKUyHaNIbHas peakums, X1Mpypruiyeckoe
BMELLATENbCTBO) ABNATCA Hanbonee 4acTbi-
MU MpUYMHaMKM, KOTOPbIE, HECMOTPSA Ha NocTa-
HOBKY AuarHo3a v ie4eHne B HeoHaTalbHOM
nepuroae, NPMBOOAT K BO3HUKHOBEHWIO OCTPO-
ro «3HUedannTonogobHOro» Kprsa ¢ Heobpa-
TUMbIMI HEBPOJIOMNYECKUMK CUMATOMaMWU.

HEOBXOAUMA JI1 SKCTPEHHAA

TEPAMWA NOCJE WUECTU NNET?

HecMoTps Ha To, 4TO A0 HaCTOSLLErO BpPEMeHU BO BCEM MUPeE
He COOBLIAAOCH O CAyHasiX OCTPOro «3HLEepaAUTONoAOLHO-
ro» Kpusa y AeTei C rAyTapoBOWt aumMAypueit |-ro Tmna nocae
LIECTU AET, HEAb3Sl C YBEPEHHOCTbBIO MCKAKOYATb, YTO MHeK-
LIMOHHbIE 3a60AEBaHMS, COMPOBOXKARIOLLIMECS BbICOKOM TeM-
repaTypoii, MOCTBaKLMHAAbHbIE PeakLUMU WU XUPypruyeckue
BMELLATEAbCTBA MOCAE LUECTU AET HE MOTYT CTaTb MPUYMHOWM
CyBKAMHMYECKMX (T. €. BUAUMBIX MO3AHEE MAM MOCAE MOBTOP-
HbIX 3MM30A0B) HEBPOAOTMYECKMX HapylleHWid. Byayuine Ha-
6AIOAEHUS SBASIIOTCS HECOMHEHHO O6s3aTeAbHbIMM, YTOOBI
MMeTb BO3MOXHOCTb OLLEHUTb YyBCTBUTEABHOCTb FOAOBHOTO
MO3ra B CUTyaLIMsIX, KOTOPbIE AO LUECTU AET pacLLeHUBAAWUCH
Kak yrpoxatolipe (MHPpeKLMOHHble 3a60AeBaHMs, MOCTBAKLIM-
HaAbHble peakLu, XMpyprudeckme BmellaTeAbcTsa). o 3Toi
MpUYMHE Tpyrna Mo COCTaBAEHWUIO MPOTOKOAA AMArHOCTUKM
M AeYeHUs BbiCKa3aAa PEKOMEHAALIMIO, YTO SKCTPEHHas Tepa-
MU AASL AETEN MOCAE LUECTU AET AOAXKHA YYMTbIBATHCS MpU
TSHXKeAbIX 3a60AEBAHUAX MAM B PaMKax TaKTUKU BEAECHWS B Me-
pUOMNepaLMOHHOM MepUoAe (HarmpuMep, NMpU «KecapeBoM ce-
YeHUUY). DKCTPEHHas Tepanus Mpyu 3TOM OPUEHTUPYeTCs Ha
AeveHMe boAee MAAALLMX BO3PACTHBIX FPyMm, T. €. AO LUIeCTOro
rOAQ XXM3HU BKAIOYUTEABHO.

PVICYHOK 5

NACMOPT SKCTPEHHOM
MEONLIMHCKOM NoMoLuu
NMPU FNYTAPOBOW AUMAY-
PUM TVN 1 (OBPAS3EL)
[NacnopT aKCTPEHHOW MeanLH-
CKOW MOMOLLIM COCTaBNAETCS

B K&XX[OM CJlyHae KypyvipyoLLVM
LIEHTPOM Jle4eHst 3a601eBaHIA
obmeHa BeLlecTB. B npasusib-
HOCTW copepyKaHns [OMKeH
ybeauTbCs KypUpYIOLLMIA Bpay,
3aHVIMAIOLLIMCS IeHeHNEM
6onesHen obmeHa BELLECTB.
MpencTaBneHHbIN 3Aeck nacrnopT
1MeeT hopMaT HYEKOBOW KapTOUKM,
cknaablBaeTCs nocepeavHe u
3aTeM NaMUHUPYeTCs.

NACMOPT 9KCTPEHHOW

MEAOULMHCKOM NOMOLLN

MacnopT 3KCTPEHHOM MEAMLIMHCKOM MOMOLLM, KEAATEAbHO
AAMWHUPOBAHHbBIN U MMEIOLLMIA YAOBHBIN popMaT (Hanpumep,
B dopmaTe 6aHKOBCKOM KapTbl), AOAXKEH BbIAABATLCS KRXKAOMY
pebeHKy C rAyTapoBOW auUMAYpUEN |-ro TMna u HaxoAMTbCs
npu cebe y poauTeAei MAM naumeHTa. Haamume HeCKOAbKMX
SK3EMMASIPOB PEKOMEHAOBAHO, €CAU B YXOAe 3a pebeHKoM
y4acTByeT HeCKOAbKO AML,. [MacropT 3KCTpPeHHOW MeAMLIMH-
CKOM MOMOLLM AOAXKEH ObiTb pasMmellleH B XOPOLUO BUAMMOM
mecTe aBTOMO6MAS. [Mepea 3apybexkHbIMM MOE3AKaMU peKo-
MEHAYETCS TaKKe BbIMOAHWUTb MepPeBOA MacropTa 3KCTPEHHOW
MEAMLIMHCKO MOMOLLM Ha A3blK TOM CTpaHbl, KyAa COBepLUa-
eTcs noesaka (M/MAM Ha aHFAMIMCKMIA A3bIK). [lacnopT aKkcTpeH-
HOM MEAMLIMHCKOM MOMOLLM AOAXKEH COAepXaTb KpaTKylo
KAIOYEBYIO MHPOPMALIMIO MO FAYTapoBOM aUMAYpun |-ro Tuna
M TeAepOH KyPUPYIOLLErO LIEHTpa AeveHUus 3aboAeBaHMiA 06-
MeHa BellecTB. [1acnopT aKCTpeHHOM MeAMLIMHCKOM NoMoLm
AOAXKEH rapaHTMpPOBaTb ObICTPOEe MpUHATME HEOBXOAMMBIX
repBOHAaYaAbHbIX Mep B CAy4ae SKCTPeHHOM cuTyaumn. Ceepe-
HUS MO AO3MPOBKE AOAXHbI MEPUOAUYECKM NMPOBEPATLCS UAU
KOPPEKTUPOBATLCSA BPAYOM, 3aHUMAIOLLMMCS AeHeHMeM 6oAes-
Helt obmeHa BelecTs. CAepytowwmit pucyHok (puc. 5) nokasbi-
BaeT B KauecTBe MpMUMepa NacrnopT SKCTPEHHON MEAMLIMHCKOWM
MOMOLLM, UCTOAb3YeMbIN B LleHTpe AeTcKol 1 NoaApocTKoBOW
MEAMLIMHBI Y HMBEPCUTETCKOM KAMHUKM [eliaeabbepra.

Y TAPOBASA ALMAYPUSA 1-TO TUMA
PYKOBOZCTBO OJ191 POOVTESEN

BBEOEHUE

LieHTp AeTcKol 1 NOAPOCTKOBOM MeANLUHbI
OTpeneHmne HelponeAnaTpum 1 NeYeHmns
3aboneBaHuit obmeHa BeLecTs

MacnopT aKcTpeHHOU
MeANLMUHCKOW MOMOLLM

BpoxaeHHoe 3aboneBaHne obmeHa BelecTs
OnacHOCTb YrPOXKAOLMX KU3HM MEeTaboIMYeCcKMX KpU3oB

Emergency Card

Inborn Error of Metabolism
Risk of life-threatening metabolic decompensations

FnytapoBas auugypua 1-ro Tuna

Glutaric aciduria type |

Tnytaposas aunaypusa 1-ro Tuna/ Glutaric aciduria type |

YrposKatowan gekomneHcaumns obmeHa sewecrs/
Impending metabolic decompensation

CuTyaumm: 0TKa3s oT Nprema NuLM, PBOTa, Anapes,
MHOEKLMOHHbIe 3a60/1eBaHMsA, CONPOBOXAAIOLLMECA BbICOKOM
TemnepaTtypoi, ronoAaH1e B paMmKax XMpypruyeckoro
BMeLLaTeNbCTBa

Situations: Refusal tofeed, vomiting, diarrhea, febrile illness,
perioperative fasting
CMMNTOMbI: HapyLIEHWe CO3HaHWA, CYA0POXHbI NpUNaaoK,
ABUraTeNbHble HapyLWeHWA (ANCTOHUA, Xopen)
Symptoms: Altered consciousness, seizures, movement
disorders (dystonia, chorea)

®NO/Name: Meponpustus / Treatment:
[ata poskaeHus/DOB:

® MpeKpaTUTb NOCTyNNeHWe NpoTenHa (makc. 24 u);
Anpec/Address: = Stop protein (max. 24 h)

® UHOY3WM IIOKO3bI (r/Kr/cyT), Npy HEOBXOAMMOCTM + UHCY/INH;

= Glucose perfusion (g/kg/d), if necessary + insulin
Tenedon/Phone: 0-12 mecaues| 1-3roga | 4-10 net 11-15 net >16 net
Months Years Years Years Years
JKCTpeHHbIN Bbi3oB 112 Emergency Call 1215 1012 710 47 35

HemegneHHo caakuTECh C HamK!
Contact immediately!

Cnyx6a neueHunsn sabonesaHuii obmeHa sewecrs 24/7

Metabolic specialist on call 24h/7d

® L-KapHUTUH BHYTpMBEHHO (100 mr/Kr/cyT);

= [-Carnitine V(100 mg/kg/d)
o 1abopaTopHbIe UCCNEA0BAHMUA: ra3bl KPOBY, INEKTPO/IUTHI
+49 (0) 6221 56-4002 = Investigations: blood gases, electrolytes

07-2018
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TYTAPOBASA ALMAYPUSA 1-TO TUMA
PYKOBOZCTBO OJ191 POOVTENEN

TEPATIVIA OBUTATEJIbHBIX
HAPYLLEHNI

ABuraTeAbHble HapyLeHWs Mpu rAyTapoOBOM aUMAYpUM |-ro TuMa U3MeHUMBBLI U TSXKEAO
noAAatloTcs AeveHnio. DGPEKTUBHOCTb UCMOAb3YEMbIX MPenapaTos He MOXeT BbITb TOY-
HO MpeACKa3aHa M HaXOAMTCS B PyKax CreLmaAncTos (HemporeamaTpos). B cessu ¢ atum
A2HHOE PYKOBOACTBO AASl POAMTEAEN M MALIMEHTOB HE COAEPXKMT YKazaHWM MO A03aM MAM
TOYHOE OMMcaHne AAHHOM TeMbl. AaHHasi TeMa MOAPOGHO paccMaTpUBAETCs B MPOTOKOAE
AMArHOCTUKM U AeveHus (www.awmf.org).

Yaue Bcero AAS Tepanmu ABUraTeAbHbIX HapyLUEHWIA NMPU FAYTapoBOM auMAypum | -ro Tuna
UCTMOAB3YIOTCS CAGAYIOLLME AekapcTBa: bakaodeH (Baclofen) (mpu HeobxoanMocTH Takxke
B BMAe 6akAOdeHOBOM MoMmmbl), 6eH3oAMazenuHbl (HanpuMep, AMasenam), TpUrekcupeHu-
avA (Trihexyphenidyl) u 6oTyAroTokcnH A. B oTAeAbHBIX CAy4asix 3¢p¢$eKTUBHOCTb AOKa3aA0
AeveHue 30MMKAOHOM (Zopiclone). AekapcTBamm 6e3 AOKasaHHON 3GPEKTUBHOCTU AAS
AEYEHUS| ABMFaTEAbHbIX HapyLUEHWI SBASIOTCS MPOTMBOIMMAENTUHYECKME ACKAPCTBEHHbIE
cpeacTBa (Hanpumep, BurabatpuH (Vigabatrin), kapbamasenun (Carbamazepin), BaAbnpo-
eBas kucaoTa (Valproat), amaHTaanH (Amantadin) u aesopona (L-DOPA)). Kpome Toro,
BaAbMPOEBasi KUCAOTA HE AOAXHA MPUMEHSTbCS, MOCKOAbKY TEOPETMYECKM OHa MOXET
MPUBECTU K HEXEAATEABHOMY BO3AENCTBUIO Ha DHepreTuieckuii obmeH BellecTs U pAedu-
LIMTY KapHUTHHA.

B OTHOLIEHUM HEMPOXUPYPrUUECKOrO AEYEHUS] MAU TAYBOKOM CTUMYASILMM FOAOBHOTO
MO3ra, KOTOpasi MPUMEHSETCS AASl APYTUX MAaLMEHTOB C AUCTOHUEN, MPU TAYTapOBOM aLy-
AYPUM | -ro TMNa HaKOMAEHO eLlie OYeHb MAAO OMbITa, MAM HA HACTOSLLMI MOMEHT BPEMEeHH
OnbIT ABASETCS HebAarornpusTHbIM. AOArOCPOYHasl MOAb3a TaKMX HEMPOXMPYPrUHecKmX
BMELLIATEALCTB HE MOXET BbITb OLLEHEHA B HACTOSLLEE BPEMS.

BBEOEHUE
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MUTAHUE U OUETA

COCTAB HALLEW MALLIN

C nuLen Mol NOAYy4aeM KMU3HEHHO HeOGXOAMMbIe MUTaTEAb-
Hble BeluecTBa. CIOAa OTHOCUTCA 3HEeprma OCHOBHbIX NOCTaB-
ASl€MbIX MUTATEAbHbIX BELLECTB: 6eAKOB, KUPOB U YTA€BOAOB, a
TaK>X€ MUKPOHYTPUEHTOB: BUTAMUHOB, MUHEPAaAbHbIX BELLECTB
N MUKPO3AEMEHTOB, KOTOpble He WUMelT 3HePFeTM‘-IeCKOl:1
LLEHHOCTMU.

Mpu raytapoBoi aumaypuu |-ro Tvna peub MAET O HapyLue-
HUW, KOTOpOE 3aTparnBaeT 6eAKM — MUTaTeAbHble BELLECTBa,
M3BECTHble TakXe Kak MpoTeuHbl. beAkn, moctynatowme us
MULLM, CAYXKAT B KaYeCTBE CTPOUTEABHOIO 3AEMEHTA AAsl Op-
raHM3Ma, HarpuMep, AASl OpraHoB, MbiLlL, U KAeTok. OaHako,
BELLLECTBA, PeryAvpylowme paboTy opraHusma (¢pepmeHTbl,
FOPMOHDbI), U 3aLLUMTHbIE BELLECTBA (AHTUTEAR) TaKKe COCTONT
n3 6eakoB. Bce 6eakn cocTosT us 20 pasAMUHbIX CTPOUTEAb-
HbIX GAOKOB MAM AMUHOKMCAOT. AMUHOKUCAOTbI COGAMHSIIOTCS
B Pa3sAMYHOM MOCAEAOBATEABHOCTM B LIEMOYKM PasHOM AAU-
Hbl. BoceMb M3 3TUX aMMHOKUCAOT SBASIOTCSI HE3AMEHUMbIMM
(*KM3HEHHO HeO6XOAUMBIMM). DTO 3HAYUT, YTO OHU AOAXKHbI
MOCTyMaTb C MULLEH B AOCTATOYHOM KOAMYECTBE, MOCKOABKY
OpraHM3M He MOXET UX CAMOCTOSTEAbHO CMHTE3MPOBAT.

MuTaTeAbHble BelllecTBa, U3 KOTOPbIX COCTOAT HalLM NMPOAYK-
Thbl MUTaHMSA, BCTPEYAIOTCA B HUX B Pa3AMYHOM KOAMYECTBE M
kombuHaumu. MpoAykTaMM NKUTaHUS, COCTOSALIMMM U3 BCeX
TPeX OCHOBHbIX MUTATEAbHbIX BELLECTB, ABAAIOTCS B MEpBYiO
ouepeAb MOAOKO, MOTYPT U opexu. beaku u xupbl copepxatcs
B BUAE KOMOMHALIMM MUTATEAbHBIX BELLLECTB FAaBHbIM O6pasom
B TakMX MPOAYKTaX KaK Msco, pbiba 1 cbip. [1poAyKTbl NUTaHKS,
COAepXallye BCEro OAHO MUTATEAbHOE BELLLECTBO €CTb TOAb-
KO CpPeAM YrA€BOAOB (HampuMep, caxap U AUMOHaA), U KMPOB
(Hanpumep, pacTUTEAbHbIE MacAa, MaprapuH).

NMPOAYKTbI MUTAHNA COCTOSAT U3 MUTATEJIbHbIX BELLLECTBTES

PYKOBOCTBO MO MPOAYKTAM

MNTARNA 014 ONETbBI

C HN3KM COLEP>XXAHVEM JIN3VHA

Hanpunmep, msco,
pbiba, Lo, Cbip

SEJIEHAA I'PYMNMA

BE"KM OHa BkAloYaeT NPOAYKTbl NMUTaHUA C HU3-
Haan]Mep KUM COAEepXaHWeM U C OTCYTCTBUEM AU-
MOJI0OKO, >KUPbI 3uHa. DTn MPOAYKTbI MUTAHUA MOTYT 6bITb

MorypT, Opexv

YrNEBO[bI

obbeAHEHbl B TaK HasblBaeMbli $UKCH-
POBaHHbIMA CYTOYHbIA PaLMOH AM3MHA (CM.
cTp. 32). B aToM cayyae oTnapaer Heob-
XOAUMOCTb  €KEAHEBHOrO  B3BELUMBAHMWA
M pacyeTa 3TUX MPOAYKTOB muTaHus. Kak

BEJIKU = MPOTEUHbDI >)XWUPbI YIrNEBO[bI Hanoyive Hanpumep, 3naku, NPaBUAO, AASl POAYKTOB MUTAHUS 3eACHON
puUmep, BEJIKU (DPYKTbI, OBOLLM
3M1aKN, PPYKTHI, o Cpe,D,’HI/IM rpynnbl TpebyeTcs OT MOAOBUHBI AO TPeX
CocToaT 13 Lilenoyexk OBOLWWN C HASKM yrnEBOnb' cofepXKaHem YeTBepTeN NMPEeANMCaHHOIO CyTOYHOrO KO-
aMUHOKNCIOT COAePXaHNEM JIN3MHA N3VHa, KapToderb AMYECTBA AU3MHA.
XKEJNITAA T'PYMMNA
BkAtovaeT NPOAYKTbI MNUTaHUA CO CPEAHUM
TPUMTODAH — — COAEpXaHMEM AM3MHA, KOTOPbIE MOAXOAAT
AAS AMETBI C HU3KUM COAEPXKaHMEM AM-
Hanpumep,
pcaxag, YrNEBOObI 31Ha, HO MOTYT YMOTPEebAATbCA TOABKO B
JIMMOHaL, orpaHuyeHHOM koAnuecTBe. OHU AOAXHBI
nPOnyKT B3BELUMBATbCA U paCCHUTbIBATbCA. Yactumu-
HO 3TU MPOAYKTbI HYXXHbl AAA AOCTUXEHUA
MPEAMUCAHHOTO CYTOYHOIO KOAMYECTBa
BEJIKA BEJIKA BEJIKA AV3MHA.
>KWPbI >KWUPbI >KWPbI Hanpumep, KPACHAS rPYMMNA
MacJsio, CJIMBOYHOE n &
Mac/10, MaprapuiH POAYKTbI MUTaHUA 3TOU Tpynnbl HE MNOA-
YIJIEBOAbI YFNEBOAbI YINEBOAbI XOAAT AAS MaLMEHTOB C FAYTapOBOM aLu-
Aypveit |-ro Tuma B CBS3U C BbICOKMM CO-
Hanpuwmep, Hanpuwmep, Hanpuwmep, Hampumep, caxap,  Hampwumep, macso,
AEPKaHUEM AU3BMHA.
MOJIOKO, MSICO, pblOa, 3/1aK1, PPYKThI, JIIMOHaf, CJIMBOYHOE MacJo,
MNOrypT, Opexmu Ao, CbIp OBOLLM, KapToesb MaprapviH

PMCYHOK 6 COCTAB HALLEM NMULLN

PVCYHOK 7 MPOAYKTbI MUTAHNA, COPTUPOBAHHDIE MO LUIBETAM CBETO®OPA
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COCTAB ONETNHECKOIO MNTAHIA

NMATAHUE B TEMEHUE NEPBOIo
FOOA XXU3HM

IpyAHble AeTU Ha rPyAHOM BCKapMAMBaHUU

IpyaHoit pebeHOK MOAyYaeT ornpeAeAeHHOE KOAUYECTBO
CMELMaAbHOTO MUTaHMA C OTCyTCTBMEM AM3auHa (LYS) 1
CHWXEHHbIM coaepxaHuem TpuntodaHa (TRP). Aoroa-
HUTEABHO TPYAHOI pebeHOK MOAy4YaeT rpyAHOEe BCKapM-
AMBaHMWe Mo Mepe HeobxoanmocTu. HeobxoanmocTb us-
MepsTb KOAUYECTBO MaTEPUHCKOrO MOAOKA OTCYTCTBYeT.

IpyaHble AeTu, He HaxoasMecs

Ha rpyAHOM BCKapMAMBaHMU

IpyaHO pebeHOK MOAyYaeT OnpeAeAeHHOE KOAUYECTBO
O6bI4HOM MOAOYHO CMECU AASl KOPMAEHMS.

AonoAHuTeAbHO AO0DaBAsieTCS MUTaHME C OTCYTCTBUEM
amsnHa (LYS) M cHUXeHHbIM coaepxaHMeM TpunTodaHa
(TRP) no mepe HeobxoanmocTu. IpyaHol pebeHok Mo-
XET MUTb B HEOTPaHUUEHHOM KOAMYECTBe.

HaumHaa ¢ naToro-wectoro mecsiua >XM3HU MOAOYHAS
CMeCb 3aMeHAEeTCA NMPUKOPMOM, a TaKXe Ha3Ha4aeTca Ao-
NMOAHEHUE B BUAE KOHLI.eHTPMPOBaHHOl‘;i cMeCcn aMHUHOKUC-
AOT.

B TEMEHUE MNEPBbIX 4-5 MECSALIEB )XU3HU

BEJIKU CneuuanbHoe nuTaHue AMMWHOKUCIIOTbI
Mareputckoe C OTCyTCTBMEM
XKUPbI xggg:::av;nrme% NN31HA 1 CHUXKEHHBIM XKUPbI
coaepXxaHmem
YINEBOABI T Co ol YIIEBOABI

OrpaHn4eHHoe NoCTyrneHne

[lononHeHne K MaTeprHCKOMY
MOJIOKY U1 MOJIOYHOW CMEeCH
0719 KOPMIIEHVS

HAYMNHASA C NATONO-LWECTOr0 MECSLA XXU3HU

BENKWU [AononHutenbHble Cmecb aMMHOKKCNOT AMWHOKUCNIOTbI
npoAyKTbl NUTAHUA C OTCYTCTBUEM
C HUSKUM + N3NHa N CHN>XeHHbIM
YrNEBOAbI coaepXxaHnem coaep>xxaHuem
nu3nHa TpuntodaHa

OBoLy oo 100 mr nmsmnHa/100 r,
dpykTbl 40 50 Mr nnamHa/100 T,
3nakn go 350 mr nnaurHa/100

r, HaNpUMep, MLeHVLA, MLIEHO,
KyKypy3a

PVCYHOK 8 MUTAHUE B TEMEHUE NEPBOIO NOAA >XXU3HU

BOrATbIE
JINSUHOM

BEJIKA
XWPbl

YIrNEBObI

Monoko, norypr,
MOJI0YHbIE
NPOOYKTbI
MOBbILLEHHOM
YKUPHOCTU

Y TAPOBASA ALMAYPUSA 1-TO TUMA
PYKOBOZCTBO OJ191 POOVTENEN
MUTAHUE U OUETA

OVETA 3A CEMENHbIM CTOJIOM

Mocae nepBoro roaa »msHM NPOAYKTbI MUTaHMA U3 3eAe-
HOW rPyrnbl COCTABAAIOT OCHOBY AMETUHECKOrO paLoHa
nuTaHus. OHU AOMOAHSAIOTCS MPOAYKTaMM MUTaHUS U3
XKEATOM rpynnbi.

PebeHok MoxeT ecTb MHOMMe NPOAYKTbI MMTaHUA U3 eXe-
AHEBHOIO ceMeMHOoro paLMnoOHa, Hanpumep:

— XAe6/6yAOUKM, MaKApPOHHbIE U3AEAUS, PUC, KAPTOdEAb
N KAELIKM;

— OBOLLM (32 UCKAIOYEHWEM 6060BBbIX), caaT, GpPyKThI;

— BAUHYMKM, BapAM, MUPOTU, MUPOXKHBIE U BbIMEYUKY U3
CAOEHOTO TeCTa, MeCOYHOro TecTa, APOXKEBOTO Te-
cTa 1 cAOBbHOro TecTa. AASl COKpaLLeHUst COAEPXKaHUS
AM3MHA CAOBHOE TECTO AAA BbIMEYKU MOXKHO roTo-
BMTb 6e3 aun, M/MAM MOAOKa.

N3BPAHHbBIE MPOAYKTbI MUTAHUA + CMECb AMUHOKUCIIOT

CPEOHEE HU3KOE BE3 JINSNHA BE3 JIN3NHA
COOEP>XAHUE COOEP>XAHUE
JINSNHA JIN3UHA
AMWUHOKUCOTbI
JXKUPbI
YINIEBOAbI VYINEBOAbI YINEBOAbI YFNEBOAbI

3naku 3nakun 0o Bce pasHoBmagHOCTU CneupansHoe
> 350 Mr maunHa/100 1 350 Mr nnanHa/100 T, caxapa, JIMMoHap, nuTaHue ¢

HanpuMep, MiieHnLa, a TaKke pyKToBas
MLIEHO, KyKypy3a »KeBaTesibHas

OTCYTCTBMEM NTN3MHa

KapTodesnb, oBoLym 1N CHVDKEHHbBIM

> 100 mMr nn3nHa/100 r pe3nHka 6e3 cofepXxaHem
(kpome 6060BbIX) Osolwy oo »KenatuHa, TpunTodaHa
100 mr mmanHa/100 r (hPYKTOBBI
OpyKThI Mapmenag v
> 50 Mr msmHa/100 r  ®pyKTbl 4O CnafjocT U3
50 Mr nn3nHa/100 r rMoMagKu
Opexu 0o
450 Mr nnauHa/100 r
BE3 JINSUHA BE3 JINSUHA

AMMWHOKUCJIOTbI

PactutensHoe macno,
C/IMBOYHOE Macs10, MaprapuH

CMeCb aMUHOKKMCIIOT C OTCYTCTBYEM
JIN3VHA U CHKEHHbBIM COLep>KaHVEM
TpunTogaHa

PVICYHOK 9 MUTAHUE NOCIJIE NEPBOIO rogA >KU3Hu
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NPVHLATT ANETOTEPATN

JIN3NH N TPUNTODAH ABNAIOTCA
NPEALWECTBEHHUKAMUA

PA3PYLLAIOLLUNX CYECTAHLUUN

Cy6cTaHumm, okasblBatolLMe paspyluatolliee BO3AEMUCTBUME MPU
TAYTapOBOW aLMAYPUM |-ro Tuna, — rayTapoBasi KUCAOTa U 3-Tu-
APOKCUIAYTapoBasi KUCAOTa — O6pasyloTcsi U3 AM3MHa U TPUMTO-
daHa.

JIN3UH U TPUNTODPAH ABNAIOTCA
HEOBXOAUMbIMU And

XKNU3HN AMMHOKUCJTIOTAMU

Ob6e aMMHOKMCAOTbI MPUHAAAEXKAT K Fpyrnrne HesaMeHUMbIX
(’*KM3HEHHO HEOBXOAMMBIX) aMUHOKMCAOT. DTO O3HAaYaeT, 4To
AQHHbIE aMMHOKMCAOTbI AOAXKHBI MPUHUMATBCS B AOCTaTOYHOM
KOAMYECTBE C MULLLE, MTOTOMY YTO OpPraHM3M He MOXET NMpou3-
BOAMTb MX caM. [o3ToMy Aaxke MaLMeHTbl C FTAYyTapOBOW aLu-
Aypueit |-ro TMna AOAXHBI MOAyHaTb HEGOABLLIOE KOAUYECTBO
AQHHbIX @aMUHOKMUCAOT C MULLEN.

MNOCTYNNEHUE TU3SNHA NMPU

«HOPMAJIbHOM>» MUTAHUN MPUMEPHO B

OBA PA3A NPEBbILUIAET NOTPEBHOCTb
TpexAeTHMIA pebeHOK, MOAYYaloWMi HOPMaAbHOE MUTaHMe,
noTpebasieT okoro 2000 Mr AmsmHa B cyTku. OaHako dakTu-
yeckasi MOTpebHOCTb 3-AeTHero pebeHkKa CyLLECTBEHHO HUMXe
n coctaasieT B cpeaHeM 900 mr B cyTku, T. e. 60 Mr/kr macchbl
Teaa (KI).

PEKOMEHAOALUUN ONA NOCTYIMJIEHUA

JINSNHA U MUTATEJIbHbIX BELWLECTB

32 MCKAIOYEHWEM aMMHOKMCAOT AM3MHA M TpUNTOdaHa AETH
MOAYHAIOT TaKOE K€ KOAUYECTBO MUTATEAbHbIX BELLECTB, 4TO U
AeTH 6e3 3aboAaeBaHUI OOMeHa BeLLLecTB.

JIN3VH U3 HATY-

PANIbHOrO BENKA ™' 100 20

CUHTETUYECKUNA

BEJIOK U3 ASM r 1,3-0,8 1,0-0,8

3HEPIUSA' KKa 100-80 80
TABJIWILA 2

Ha ocHoBaHMM TabAMLbI 2 LIeHTPbl A€YEHUS! MPOU3BOAAT pe-
TYASIPHYIO KOPPEKTUPOBKY CyTOYHOTO KOAMYECTBA AM3MHA
M CMECM aMMHOKUCAOT B COOTBETCTBMM C MacCoM TeAa. DTa
PeKOMEHAALIMSI COOTBETCTBYET aKTyaAbHOMY MPOTOKOAY AMa-
FHOCTUKM U AeYeHUs S3 AAS TAyTapoBoit aumaypuu |-ro Tuna
(www.awmf.org).

MoTpe6bHOCTb B SHEpruM SBASIETCS MHAMBUAYAAbHOM BEAMYM-
HOM AASl KQXKAOTO YEAOBEKa U U3MEHSETCS B 3aBUCMMOCTM OT
BO3pacTa U $U3MYHeCKOM akTMBHOCTU. [To3TOMy MpuBeAeHHble
B TabAMLIE PEKOMEHAALIMM SBASIOTCS TOABKO OPUEHTUPOBOY-
HbIMM HOPMaTMBHbIMM MOKa3aTeASMU. PeryAsipHbIi KOHTPOAb
Macchl TeAa M POCTa MAAAE€HLLA MOKa3blBaeT, COOTBETCTByeT
AM BbIbpaHHOE 3HaYeHKWe obbeMa MOCTYMAeHUs PpaKTUUECKUM
noTpebHocTaM pebeHka. AAs MALMEHTOB C HapyLUEHUSMMU ABU-
raTeAbHOM aKTUBHOCTU HEOBXOAMMO UCXOAMTL U3 BoAee Bbi-
COKOW MOTPeBHOCTU B SHEPTUM U XKUAKOCTH.

ANETA C HU3KUM COOEP>XAHUEM

JIN3NHA U TPUNTODAHA

MpUHLMN AMETbI COCTOMUT B TOM, YTOBbI OFPaHUYUTL COAEPIKa-
HUE AM3WHA U TPUNTOdaHa B MULLE AO TOTO YPOBHS, KOTOPbIN
Heob6XOAMM OPraHU3My AASl CUHTE3a SHAOTEHHOTO BeAKa, AASt po-
CTa B COOTBETCTBMM C BO3PACTOM M PasBUTUSA. AU3UH U TpUNTO-
baH SBAAIOTCSA KOMMOHEHTaMW TPyMMbl MUTATEAbHbIX BELUECTB,
Ha3blBaeMol 6eAkn. CHUKEHUE COAEPKAHUS 3TUX AMUHOKUCAOT
B MWLLE BBUAY 3TOrO BO3MOXKHO TOABKO 32 CHET OrpaHu4eHus
COAepXaHusi 6EAKOB (AMETa C HU3KUM COAEpXXaHueM BeAKoB).

CHWXEHUE COAEP>XAHUA IUSNHA

MMEET NPEMMYLLECTBA NEPEA CHV)XEHUEM
COLEP>XXAHUA TPUNTODPAHA

AoAs AM3MHA B MPOAYKTaX MUTaHMSt HAMHOTO BbILLE, YEM AOAS
TPUNTOdaHa. 32 CHET CHUXKEHUS COAEPXKaHWUS AM3MHA B MULLE
OAHOBpEMeHHO ByAET CHUXEHO MOCTyMAeHUe TPUNTOdaHa.

80 70 60 50-55 cm.?
0,8 0,8 0,8 0,8
94-81 94-81 94-81 86-63

ASM = cMecb aMUHOKMCSIOT C OTCYTCTBVMEM JTN3NHA 11 CHVDKEHHbBIM COAep>XXaHeM Tpl/ll'lTOd:)aHa, M = mecau, [ =rog

"CornacHo pekomMeHaaumaMm, aencTayolm B FepmaHnmn-AscTpum-LLsenuapun (2015)

2[Nocne WecToro rofia XM3HW: KOHTPOIMPYeMoe MoCTyr/ieHre NpoTenHa coriacHo pekoMeHaaumsm Optimix®3, cm. Tabnvuy 11, cTp. 40

SOptimix®, VccnenoBaTenbCKmin MHCTUTYT AETCKOro nuTanus, JopTMyHa; http://www.fke-do.de/index.php

PACYET JINSNHA B NMPOAYKTAX MUTAHUA
BOJIEE TOYEH, YEM PACYET BEJIKA
LleAeHarnpaBAeHHOE CHUXEHME AM3MHA TOABKO C MOMOLLbIO
pacuyeTa ypoBHs 6eAka He MpPEACTaBASETCS BO3MOXHbBIM, TaK
KaK AOASl AM3MHA B 6eAKax, COAEPXALUMXCA B Mulle, Cylle-
CTBEHHO BapbWpyeTCsl B 3aBUCMMOCTM OT Tpymnrbl NMPOAYKTOB
NUTaHMA. AOAS AM3MHA B BeAKaX, COAEPXALLUMXCS B MULLE, Ae-
XUT B npeaeAax 2—10 %. DTo 3HauuT, YTO copepKaHue AW-
3MHA B ABYX PasAMYHbIX MPOAYKTaX MUTaHUS C OAMHAKOBbLIM
coaepaHMeM 6eAka MOXeT CyLLeCTBEHHO OTAMYATbCS APy
OT Apyra.

Benbin xneb

651 COREPXT 5r 122 Mr
Monoko
150 r COREPXT 5r 425 Mr

MPNMEP

3HAYEHUE CMECU AMUHOKUCOT

Ars obecneuveHns opraHMama BCEMM MPOYUMM GEAKOBBLIMM
CTPOUTEABHBIMM 3AEMEHTaMM B AOCTATOYHOM KOAMYECTBE,
HEeCMOTPsl Ha OrpaHWYeHHOE MOCTyMNAeHWe BeAKOB M3 HaTy-
PaAbHbIX MPOAYKTOB MUTAaHUS, B KaUECTBE AOMOAHEHUS K AM-
eTe PeKOMEeHAYeTCsl CMeCb aMUHOKMCAOT, cM. raaBy «Cmechb
AMUHOKMUCAOTY.

KOHTPOJ1Ib AUETUYECKOI'O NMUTAHUA

PeryasipHoe onpeaeAeHMe Macchl TeAa M POCTa MAAAEHLIA MO-
3BOASIET KOHTPOAMPOBATb, HACKOABKO AOCTaTOYHbIM W yCreLu-
HbIM SIBASIETCS PEXXMM AMeTudeckoro nutaHus. OnpepeaeHue
AMMHOKMCAOT B MAA3ME UCMOAb3YETCS AASl OLLEHKM AOCTaTOu-
HOro ypoeHs obecrneyeHus aMMHOKncAoTamu. KoHueHTpaLums
AM3MHA U APYrMX aMUHOKUCAOT B MAa3Me AOAXKHA BCE BpeMms
HaXOAWTbLCS B MPEAEAAX HOPMbI.

Y TAPOBASA ALMAYPUSA 1-TO TUMA
PYKOBOZCTBO OJ191 POOVTESEN
NPUHLUMN OVETOTEPAMUMN

3HAYEHUE APTUHUHA ONA OUETOTEPAMNMUAA
APruHUH NpeACTaBAseT cO6OM YCAOBHO He3aMEHUMYIO amu-
HOKMCAOTY, KOTOPasi CaMOCTOSITEABHO CUHTE3UPYETCS B Op-
raHM3Me B MPOTUBOMOAOXKHOCTb AM3MHY. Hapsay c 3Tum,
MOCTYMAGHME C MULLEN TaKKe WMMEeT 3HayeHue, MpuUYem
B KMLUEYHMKE YCBaMBAETCs TOAbKO okoAo 40 % oT atoro ko-
AMYecTBa. APrUHUH KBBITECHSETY» AU3MH MPU MEPEXOAE rema-
To3HUedpaAnyeckoro 6apbepa, MOCKOAbKY 06e aMUHOKUCAOTBI
MCMOAB3YIOT OAHY M TY 3Ke KBXOAHYIO ABepbY» (6eAoK-nepeHo-
CUMK) B FOAOBHOM MO3T. TEOpeTUYECKU 3TOT MEXaHM3M MOXKET
6bITb UCTMIOAB30BaH AASl AMETOTepanuu. B onbitax Ha kuBoT-
HbIX, OAHaKO, TOAbKO MEPOPaAbHOE BBEAEHWE aprMHMHA B Bbl-
COKMX AO3aX, AOMIOAHEHHOE AMETOM C HU3KMM COAEPXKaHUEM
AM3WHA, MPUBEAO K OLLYTUMOMY AQAbHEMLLUEMY CHUXKEHMIO
TOKCUYHBIX METABOAUTOB B FOAOBHOM Mo3re. Ao HacTosLero
BPEMEHU MOAOBHbIE MCCAEAOBAHMS Ha AIOASIX €lLe He MPOBO-
AvAnce. Kpome Toro, aTo MoxeT npusectu k npobaemam co
3AOPOBbEM (apTepUuaAbHasi FTMMOTOHUS, FOAOBHblE 6OAM, rMMO-
rAVKEMUS).

CoaepxaHue apruHMHa B HATypPaAbHOM MPOTEMHE MOABEpXKe-
HO CUABHBIM KOA€6aHMsM, KaK U B cAydae ¢ AusnHoM. Copep-
KaHue apruHuHa B NpoAaBaBlumMxcs B [epmaHum oboratueH-
HbIX aprMHUHOM CMEeCSX aMUHOKUCAOT C OTCYTCTBMEM AM3MHA
M CHUXXEHHBbIM COAEpXaHWeM TpunTodaHa AEMOHCTPUPOBAAO
Y UCMOAB30OBABLUMXCS paHblUe MpernapaToB AAS MEpPBOro ropa
YKM3HU PasAMUMsl, KOTOPbIE, OAHAKO, OTCYTCTBYIOT B MPOAYKTaX,
KOTOpble AOCTYMHbI B HacTosllLee BpeMs. Takum obpasom, co-
Aep>KaHWe aprMHUHA SBASIETCSI AOCTATOUHbIM, U BCE MaLMEHTBI,
KOTOpble B paMKax Teparnuu C HU3KUM COAEPXXaHUEM AMU3MHA
MOAYYaAU AOTIOAHUTEABHOE MUTaHWe B BUAE ObBOralleHHbIX
ApPrMHUMHOM CMecel aMMHOKMCAOT C OTCYTCTBMEM AM3MHA M
CHUXKEHHbBIM COAEPXaHMEM TPUNTOdaHa, AEMOHCTPUPYIOT Mo-
AOXMUTEABHOE BAUSIHUE TaKOTO A€YEHWUS Ha HEeBPOAOTMYecKoe
pasBuTHe.

’? B HacTosLLee BpeMsa JokasaTe/bCcTBa NoIe3HOCTU A0Mos-
HUTENbHOIO, BbICOKOAO3HOr0 400aBNeHNs apruHHa
B pamMKax OJITENIbHOM N SKCTPEHHOW Tepanin MeTabo-
JIM3Ma OTCYTCTBYIOT. B CBA3K C BbILLEU3NOMKEHHbBIM,
APrVHUH OOJKEH MOCTYNaTh TONIBbKO N3 HATYPasbHbIX
NCTOYHUKOB MUTAHNSA 1 CMECU aMUHOKCIIOT.
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CMECb AMNHOKIWNCJIOT

CMecb aMUHOKUCAOT C OTCYTCTBMEM AM3UHA U CHUXKEHHbIM
copepkaHuem TpuntodaHa (ASM) aonoaHseT AneToTe-
panuio BCEMM aMMHOKMCAOTaMM 32 UCKAIOHEHUEM AM3MHA.
Kpome Toro, oHa oborallieHa BUTaMMHaMW, MUHEPAAbHBIMM
BELLLECTBAMM M MUKPOIAEMEHTAMMU, COAEPKaLLMMUCS B 6o-
raTbix 6€AKOM MPOAYKTax nuTaHus. [osToMy oHa siBAsieTCsl
BXKHBIM AOMOAHEHMEM AUETBI C HU3KUM COAEPXKaHMEM AU3U-
Ha. CocTaB BceX aMUHOKWUCAOT, BUTAMUHOB, MUHEPAAbHbIX Be-
LLLeCTB M MUKPOSAEMEHTOB (MUKPOHYTPUEHTOB) aAaNTUPOBaH
K BO3PacTHbIM MNOTpebHOCTAM. AoCTaTouHOE MOCTyNAeHKe
AQHHBIX BELLECTB HEOBXOAMMO AASl CUHTE3a SHAOFEHHOTO
6eAka 1, TEM CaMblM, AASl POCTa B COOTBETCTBUM C BO3PACTOM,
a TaKXKe AAS MHOTMX BaXXHbIX GYHKLMI OpraHusma.

Bo Bce cMecH aMMHOKUCAOT, NpoaatoLmecs Ha pbiHke Mepma-
HWU, AODABAEHO HE3HAYUTEAbHOE KOAMYECTBO TPUNTOdaHa.
3a cyeT A0baBAEHMS 3TOM AaMUHOKMCAOTbI AOAXEH ObITb
CHWXXEH PUCK HeXBaTKM TpunTodaHa. Aedpuumnt TpuntodaHa
MOET MPUBECTU B TOM YMCAE K CEPbE3HBIM HEBPOAOTUYE-
CKUM M3MeHeHUsM. PeryAspHbii npueM cMec aMUHOKUCAOT
B MPEAMUCAHHOM AO3MPOBKE B KOMOUHALIMM C PEKOMEHAO-
BaHHbIMW MPOAYKTaMM MUTAHUSI COFAACHO AMETE C HU3KWUM
COAEPXKaHMEM AM3MHA, obecreymBaeT NOCTYNAEHUE BCeX
aMMHOKMCAOT, BKAIOYasi TPUNTOGAH, @ Tak:Ke BCEX MUKPOHY-
TPUEHTOB B HEOBXOAMMOM KOAMYECTBE.

PACNPEAENEHUE CYTOYHOW 03bl

ASM AoAXHBI 6bITb pacnpeAeAeHbl MO KpaiiHel Mepe Ha 3
OTA€AbHbIE MOPLIMU, KOTOPbIE MPUHUMAIOTCS Cpasy MOCAe
MAM BO BpPeMsi Mp1eMa MULLM. TOAbKO Tak MOXHO AOCTUUb
TOro, 4TObbI AASl CMHTE32 SHAOTEHHOTO BeAKa MCMOAb30Ba-
AOCb KaK MOXHO GOAblLEe KOAUYECTBO aMUHOKMUCAOT. [1pu
rpueMe BCel CyTOUHOM AO3bl 32 OAMH Pa3 MAU Ha MyCTOM
)KEAYAOK aMUHOKMCAOTbI MOMAAAIOT B KPOBb CAMLLKOM
6bicTpo. B 3TOM cAy4ae YacTb aMUHOKMCAOT YXOAMT Ha
SHEepreTU4eCKuit OOMeH BELLLECTB U TepsSIeTCS AAS CMHTE3a
6eAka. Takxke MOXeT 6bITb HapyLLUEHO MOCTYMAGHWE MUKPO-
HYTPUEHTOB.

PEKOMEHAALIM MO NPUTOTOBJIEHUIO
MopolukoobpasHasi cMecb aMUHOKUCAOT MOXET BbITb
MPUrOTOBAEHA B BUAE HAMMUTKA, KPEMA UAMU XKeAeobpasHOM
Maccbl. HeobxoanMMo cobatoaaTh NMpeAnMcaHHOE KOAUYECTBO
)KMAKOCTM, TaK KaK B MPOTUBHOM CAy4ae BO3MOXHA TOLLHOTA,
60OAM B KMBOTE UAU AMapest.

rlOPOLIJOK MOXHO CM€eLWnBaTb C MEHbLLNUM KOAUYECTBOM
XKUAKOCTH, ECAU HEAOCTAlIOLLAA XXUAKOCTb Cpa3sy 6)’AeT BbINKn-
Ta CA€CAOM.

BoamoxHo yn0Tpe6AeHme CACAYIOLLMX BKYCOBbIX OCHOB:

— 4aii, PpPYKTOBbIN UAM OBOLLHOW COK, GPYKTOBbIN HeKTap,
AMMOHaA;

— YaiiHble rPaHyAbl MAU MOPOLLIOK AASl IPUrOTOBAGHMA
HarnMTKOB;

— ¢pyKTOBBIN CHpOT;

— CAaAKME CAMBKM M BaHWAbHBIN caxap;

— 3aMEHWUTEAb MOAOKa AASl BEraHOB Ha OCHOBE 3AaKOB,
COeBble HanMWUTKM 3arnpeLleHbl;

— ¢pykTOBOE MIOpE, Hanpumep, ibAOUHOE niope;

— MYAMHT C HU3KMM COAepXKaHMeM beAka;

— OBOLLHOE Miope;

— TOMaTHbIM KeT4yn, TOMaTHbINA COK.

COBETbI MO NPUEMY

— YCTaHOBUTb MpUEM MOCAE UAU BO BPEMS €Abl
B Ka4yecTBe CTPOroro AHEBHOIO pPUTYaAa.

— OTHOCKTBCSA KaK K AEKapCTBY.

— AocTaTouHoOe oxAaKAEHWE CMATYaeT BKYC.

— [pu KOpMAEHUM AeTeit A0 3 AeT AEMOHCTPUPOBATH
HaCTOMYMBOCTb, HE AOMYCKaTb UCKAIOYEHUM.

— HaaAexalas noxsaAa MOXeT 0bAeryuTb Npuem
Y AeTei A0 3 AeT.

GLUTARAZIDURIE TYP 1
LEITFADEN FUR ELTERN
ERNAHRUNG UND DIATPLAN
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MUTAHVE MPYOHbLIX OETEN

3,0-3,5
3,6-4,0
4,1-4,5
4,6-5,5
5,6-6,0
>6

100
120
140
160
180
200

rPYOHOE BCKAPMJIMBAHUE

['pyAHble A€TU C rAyTapoBOM aLMAYpuen |-ro Tuma MoryT noAyvaTb rpyAHoOe
BCKapMAMBaHMe. [1p1 3TOM KOAMYECTBO FPYAHOrO MOAOKA YMEHbLUAETCA U AO-
MOAHSETCS OMPEAEAEHHbIM KOAUYECTBOM CMELMAAbHOIO MUTAHUS C OTCYTCTBUEM
AM3MHA U CHUXXEHHBIM COAEPXXaHMeM TpunTodaHa.

CneumaAbHOe NMUTaAHUE AAETCA B HadaAe KOPpMAEHUA. [Mocae yero FP)’AHOIZ pe-
6eHOK MoXeT NOAY4YUTb TPYAHOE MOAOKO AO COCTOAHUA HaCbILLLEHUA. [MockoAb-
KY KOAMYECTBO MATEpPUHCKOro MOAOKa U, CAEAOBATEAbHO, MOCTYNMAEHUE AU3UHA
oLeHuBaeTcs, HeobxoAUM Per)’AﬂprIlji KOHTPOAb MacCCbl T€Aa U POCTa MAAAEHLa,
a TakK)XXe aMUHOKUCAOT B MAasMme. AaHHbIM cnocob LUIMPOKO NMPpUMEHAETCA U NpeA-
cTaBaseT cobon 6€30|'IaCH)’IO METOAMKY.

EcAu, c Apyroit cTopoHbl, yCTAHOBAEHO TOYHO PacCHMTAHHOE CYTOUYHOE KOAMYe-
CTBO AM3MHA, HEOOXOAMMO M3MEpeHMe KOAUYECTBa MaTEPUHCKOro MOAoKa. [Mo-
AYHYeHHOe rpyAHbIM pebeHKOM KOAMYECTBO MaTEPUHCKOTO MOAOKA OMpeAEAsieTCsl
nyTem B3BELUMBAHUS MAAAEHLIA AO U MOCAe KOPMAEHUs (MpoBepka KOPMAEHMUS).
OHo 3anucbiBaeTCs, MOABOAMTCS UTOTO 3a CyTKW. B Hauare kopMaeHus pebeHok
MOAyYaeT rpyAHOE BCKaPMAMBAHME B MPEAMMCAHHOM KOAMYECTBE, a 3aTeM CreLu-
aAbHOE NMUTaHUe C OTCYTCTBMEM AM3UHA U CHKEHHBIM COAEPXKaHUEM TpUNToda-
Ha Mo Mepe HeO6XOAMMOCTMU.

OMPELAEJIEHUE KOJIMMECTBA OJ151 CNEUWAJIbHOIO

NMUTAHUA C OTCYTCTBUEM JIUSUHA N CHUXKEHHbIM
COOEP>XAHUEM TPUNTODAHA

VYMeHblUEeHMe CyTOYHOrO KOAMYECTBA MOCTYMAlOLEro MAaTEPUHCKOTO MOAOKA
npumepHo Ha 20 % No3BOASET AOCTMYL AOCTATOYHOIO CHUXEHUS COAEPXKAHMS
AM3MHA. DTO 3HAUUT, YTO rPyAHOM pebeHoK MoAydaeT okoao 20 % cBoero obbiu-
HOTO MUTLEBOTO PaLIMOHA 32 CHET CMELIMAABHOIO MUTAHUSA C OTCYTCTBUEM AM3MHA
M CHWXEHHbIM COAepKaHueM TpunTodara 1 80 % 3a cHeT MaTEPUHCKOrO MOAOKa.

nPMBeAeHHaﬂ HUXxe Ta6AMLI,a MOKa3blBAET AOAKO CMEUMAAbHOIo NMUTaHUA U Ma-
TEPUHCKOro MOAOKa B 06LIJ,eM KOAMYECTBE BbIMMBAEMOM XXMAKOCTU, UCXOAS U3
MacCChbl TeAa.

400 500
450-500 600
550-600 700
600-650 800
700-750 900
800 1000

TABIMUA 4 BO3UPOBAHUE CMELUUAJIbBHOIO NMUATAHUSA

[TYTAPOBAA AUAOYPVIA 1-IO TUMA

PYKOBOZCTBO OJ191 POOVTENEN

NMPAKTUKA ANETUYECKOIO MNTAHUA

i

IMNMVPUYECKOe NpaBusio: 3a 24 vyaca
rPyaHON PeOEHOK BbIMMBAET KONNYE-
CTBO, PaBHOE MPUMEPHO OOHOM
LLIECTOW YacTM OT MacCbl CBOEro Tena.

NMATAHUE MOJIOYHOW CMECBIO A/151 KOPMJIEHUSA

MoAoUHble cMecu AASl KOPMAEHMS MEPBOTO YPOBHS COAEPXKaT BOAblUe AM3MHA,
4YeM MaTepUHCKOe MOAOKO. [103TOMy AOAS CMELMaAbHOrO MUTAHUS Y TPYAHbIX
AeTel, He HaXOASLLMXCS Ha FPYAHOM BCKapMAMBaHUM, byaeT Bbilwe. [peanucan-
Has CyTOYHas AO3a AM3MHA AOCTMIaeTCs 3a CYET PacCUMTAHHOrO KOAMYECTBa
MOAOYHOM cMeck AAf KopMAeHusi. OHa AOAXHA ObiTb paspeAeHa Ha HECKOAbKO
KOPMAEHUI1 B TeyeHue cyTok. B Hauare kopMAeHUs rpyAHOI pebeHOK MoAyyaeT
NpeANMcaHHOe KOAMYECTBO MOAOYHOWM CMECU AAS KOPMAEHMS, @ 3aTeM CreLiMaAb-
HOe NMUuTaHKe Mo Mepe Heo6XOAUMOCTH.

Ecan Bcs MoAouHas cmecb AAAl KOPMAEHUA UCMOAb30OBaHa, BO BCE OCTaAbHble
KOPMAEHUA 6)’AeT AAHO TOAbKO CneuuaAbHOE nMnUTaHue.

BBEOEHUE NMPUKOPMA

BBeaeHue MpUKOpMa B BUAE OBOLLHbIX, 3AaKOBbIX U PPYKTOBbIX MIOPE AOAXKHO
OCYLUECTBASITLCS, Kak M y TPYAHbIX AeTel 6e3 3a60AeBaHMII OOMeHa BeLlLecTs,
B COOTBETCTBMM C MAAHOM MUTaHMs MCCAEAOBATEAbCKOTO MHCTUTYTa AETCKOrO
nutaHusa B AoptmyHae (www.fke-do.de). Bbibop NpoAykTOB MUTaHMs Mpu 3TOM
aAanTupyeTcs K 0CObbIM AUETUUECKUM TPeBOBaHUSM AASl TAYTapOBOM aLMAYpUM
|-ro Tuna.

I-i1 aTan: B BospacTe 4-5 mecsLeB niope oBOLLU-KapTOPeAb.

2-i1 5Tan: B Bo3pacTe 5—6 MecsLieB KMOAOHYHOY-3AaKOBas Kalla C HU3KUM
coAepxaHueM HeAka.

3-11 5Tan: B Bo3pacTe 6—7 MecsLLeB Kallia U3 3AaKOB U ¢HPYKTOB.

4-i1 sTan: B Bospacte |0—12 mecsLeB BBeAeHWe TBEPAOTO MPUKOPMa.

Kak ToAbko HavaAoCb BBEAEHUE MPUKOPMa, HeOGXOAMMO pacc4UTbiBaTb COAEpP-
»aHue B HeM AmauHa. KoanuecTtso MAaTEPUHCKOIo MOAOKa UAU MOAOYHOM CMecHU
AAAl KOPMAEHUA COOTBETCTBEHHO YMEHbLLIAeTCA.

NMPUEM CMECU AMUHOKUCOT B rPYAHOM BO3PACTE

C Ha4YaAOM BBEAEHMs MPUKOPMa HEOBXOAUMO AaBaTb CMeCb aMUHOKMCAOT. Takoe
paHHee Ha4YaAO SIBASIETCS BaXKHbIM, YTOObI FPYAHOM pebeHOK MOr CBOEBPEMEHHO
MPMBbLIKHYTb KO BKyCy. OMbIT NOKa3blBaET, YTO KaK MOXKHO BOAee paHHee MpuBbI-
KaHWe KO BKyCy MOBbILLIAET MOCAEAYIOLLEE COrAacue rpyAHOro pebeHka Ha npuem
CMECH aMUHOKMUCAOT.

CMecb aMMHOKMCAOT MOXHO HayaTb cMewmBaTb ¢ |—2 Aoxkamu Kawu. Ee Heob-
XOAMMO A2BaTb BO BPEMS AU B KOHLLE KOPMAEHMSI, YTOBbI AOCTUYb OMTUMAALHO-
ro yCBOEHMsl BCEX MHrPeAMEHTOB. HaunHaIOT ¢ MaAeHBKOM AO3bl, KOTOPasi 3aTeM
KOPPEKTUPYETCS KyPUPYIOLLMM CMELIMAAUCTOM MO AUETOAOTMU UAU BPAYOM, 3aHU-
MaloLWUMCs AedeHnem 6oAesHeln obMeHa BelecTs.
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PYKOBOLCTBO MO MNMPOLYKTAM TN TAHINA

FPYTIMIA A
noaxoaswne NPOAYKTbI MUTAHUA

[aHHble NPOAYKTbI MUTaHVS UMEIOT CPaBHUTESBHO
HM3KOE COAEP>KaHNE IN3MHA U HaCTUHHO

OTCYyTCTBYE M3nHA. [Ns 9TVX NPOAYKTOB MOXHO
ONPeAenUTb MUKCUPOBAHHBIN CYTOYHBIV PaLIOH NIN3VHA.

— V|36paHHble 3/1aKU N NPOAYKTbI U3 3J1aKOB
Xneb, xnebobynoyHble n3nennsa 6e3 gobaBieHs MosloKa
N L,
MakapOHHbIe N3nenns 6e3 anLl;
puc;
MYKa, XJ10Mbs 1 KPYMKa 13 3/1aKO0B: MLUEHWULIbI,
nonbbl, PXKK, KyKypy3bl, MLUeHa, puca.

— OBowwm po 100 mr nnu3uHa/100 r
Hanpvmep, Tomar, orypeLl, MOPKOBb,
KOMbpabu, CTPYYKOBbIN NEPELL.

— ®pykTbl A0 50 Mr nu3nHa/100 r
Hampumep, s610Ko, rpyLua, KinybHuka, BUHOrpag, CimBbl.

— MpopyKTbi-3aMmeHNTENN MOJIOKA A1l BEraHoB
Hanpumep, HanuTKu, MOrypT, CAVBKA U
3aMeHuTeSb Cbipa, HEe COeBbIE.

— lMpoAaykTbl, KOTOPble HAMa3bIBaOTCS Ha
xneo6, c copgep>xaHmem 6enka go 3 r/100 r

— PacTtutenbHble macna, maprapvH,
CJ/IMBOYHOE Macro, TonseHoe cano

— Bce Bugbl caxapa, mapmenag, )xene, Mef, cMpon

— CnapocTtu 6e3 go6aBneHns XxenaTuHa,
MOJIOKa, KaKkao UJiv OopexoB

— Cnapkue 6nroaa 6e3 xenatuHa, 6e3 mosioka
Hanpumep, dhpyKToBOE »ene, (hpyKTOBbIN Nes,
(PPYKTOBLIN MYCC, (DPYKTOBbIN KPEM, MyONHF
Ha OCHOBE 3aMEHUTENS MOJIOKA.

— Hanutku
Bopa, yan, s6104HbIN COK, HAaNUTKK 13
(HPYKTOBbLIX COKOB, JIMMOHAL.

FPYTIA 2
ONPAHUYEHHO NOoAXoAALLUUNE
NMPOAYKTbI MUTAHUA

OTV NPOAYKTbI MUTAHWSA COAEeP>aT AOCTATOYHO MHOIO
nn3uHa. MNoatomMy VX He0BXoANMO PacCUUTLIBATb U
B3BeLUMBATb. 115 NPOAYyKTOB MUTAHWUS 3TOW rpynnbl B
PACNOPSPKEHNN UMEETCS TO KOJIMHECTBO JIN3MHA, KOTOPOE
NOIYHAETCH U3 Pa3HULbI MEXAY NPearnmcaHemM no
COAEPXKAHMIO /IM3MHA U (DUKCUPOBAHHBLIM CYTOYHbIM
PaLWIOHOM NN3NHA.

— 3naku n npoAykKTbl N3 3/1aKOB,
cojepixawue osec N rpevymnxy

— Kaptodenb

— OBowwu cabiwie 100 mr nu3uHa/100 r
Hanpumep, upeTHasa kanycTa, OpOKKOIN,
LNvHaT (6060Bble 3anpPeELLEHbI).

— ®pykKTbI cBbiwe 50 mr nn3vHa/100 r
Hanpumep, 6aHaHbl, K1BW, ObIHSI.

— MpyKTOBbI€ COKM cBbiwe 15 mr nu3nHa/100 mn, BCce
4YMCTbl€ COKMU, 32 NCKJIIOYEHMEM SI6JIOHHOro coka

— MpoaykTbl, KOTOPbie HAaMa3biBalOTCA Ha XNeo,
c copgep)xaHmem 6enka cBbiwe 3 r/100 r

— CneuunanbHble KonbacHble uspenus
C HU3KMM cofep»xaHnem besnka nnm
noaxofsiuve 0ia BeretapviaHLeB

— Mo010KO ¥ MONOYHbIE NPOAYKTbI
[MUTbEBOE MOJIOKO, NOrYPT, CNIMBKK, CMETaHa,
rYCTblE CAVBKW, MAMKUM CIIMBOYHBIN CbIP.

— Opexu n cemeHa go 450 mr nu3auHa/100 r
KOKOCOBbI OPEX, OPEXM Makadamus, rpeLikmne

opexu, NecHble OPexu, KallTaHbl, OPexu NneKaH.

— Lllokonap, v cnagocTu, coaepikalyume Wwokonapg,

Y TAPOBASA ALMAYPUSA 1-TO TUMA
PYKOBOZCTBO OJ191 POOVTESEN
NPAKTUKA AUETUYECKOIO NMUTAHUSA

'PYTIMA 3
HEMOAXOAALUUE NPOAYKTbI MUTAHUA

OTW NPOAYKTbI MUTAHUS COAEPXKAT O4EHb BObLLIOE
KOJINYECTBO /IM3MHA, MO3TOMY HE MOXOAST A1 MUTaHWS.
— Msco, ntuya

— PbiGa

— siuo

— CopTa cbipa c cogep>XaHueM XXupa B CyXom
BeLLecTBe Hke 60 %, 06e3>KMPEHHbIN TBOPOT

— Bbob6oBble, Hanpumep, YeyeBuLla, haconb, HYyT

— Opexun u cemeHa cBbliwe 450 mr nn3vHa/100 r
Hanpumep, MuHaanb, apaxmc, Kellbto, 6padnnbckme
opexu, UCTALLKK, CEMEHA ThbIKBbI, KEOPOBbIE OPEXN,
CeMeHa MOACOHEYHMKA, NIBHSAHOE CEMSI, KYHXYT,
MakK, KNHOA, aMapaHT.
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®UKCUPOBAHHbIN CYTOYHbIN

PALVOH JIMSNHA

C nomoLwbio Tak Ha3blBAeMOro «PpUKCMPOBAHHOTO CyTOYHOrO
PaLMOHa AM3MHA» MOXHO OBAErYMTb eXEAHEBHOE CAEAOBa-
Hue TpebOoBaHUAM AMETbI B MOBCEAHEBHOM XXU3HMU.

CpeaHee copepaHUe AM3MHA B MPOAYKTaX MUTaHUA exe-
AHEBHOTrO MOTpPebAeHUs M3 3eAeHOI Tpymrbl OnpeAeAsieTcs
u obosHauaeTcs Kak «PUKCMPOBAHHBIA CyTOUHbIA PaLMOHa
AM3MHaY. OH BbIYMTAETCA M3 MPEAMMUCAHHOTO CYTOYHOFO KO-
AMYECTBA AU3MHA.

Takum 06pa30M, OoTnapaeT HeobXOAMMOCTb EXEAHEBHOro

B3BELUMBAHUA N pacyeTa AAA TAKMX MPOAYKTOB MNMUTaHUA, KaK:

XA€6, Aaniua, copTa OBOLLEN U GPYKTOB C HM3KMM COAEpiKa-
HMeM AM3KHa. BeAnunHa GpUKCHPOBAHHOrO CyTOYHOTO paLMoH
AOAXKHA KOHTPOAMPOBATLCS Yepes PeryAsipHble MPOMeXyTKMU

BpeMeHMH, 4TOb6bI OornpeAeAaTb USMeHeHUa HOpM nOTPeGAeHMH.

CreLmaAncT No AMETOAOTMM U3 Ballero Ae4ebHOro LeHTpa
AOAXEH MO3HAaKOMWTb BaC C UCMOAb3OBAaHMEM TaKOrO MeTOA
pacyeToB.

Xneb, nania, MaHHas Kpyna, X/1ombsl, MyKa,

OLIEHKA COAEP>XXAHUA JINSNHA B BEJIKAX,
COEPXALLMXCA B NMULLE

AAS rOTOBbIX MPOAYKTOB MPUBAUSUTEABHOE COAEPXKAHUE AW-
3MHa MOXET BbITb OMPEAEAEHO Ha OCHOBaHMU CBEAEHMUIA, yKa-
3aHHbIX B CMMCKe MHIPeAUEHTOB. AAS Takoro pacyera noTpe-
byeTcs caepytolas MHPOpMaLUs:

— CcoAepXaHue 6eAKa B rOTOBOM MPOAYKTE;
— OCHOBHOWM UCTOYHUK BEeAKa B rOTOBOM NpoOAYyKTE.

PazAmuHble UCTOUYHMKM Beaka MMeloT pasAuHHOE coApepXkaHue
AM3nHa. McTouHMKM BeAaka MOXKHO B3ATb M3 CriMcKa MHIpeAn-
eHToB. B 3TOM cnuncke NMHTPEAUEHTbI TOTOBOIO NMPOAYKTa AaHbl
B NopsAke )’6bIBaHIAﬂ MaCCOBOM AOAM.

Ha ocHoBaHMM cAeayioLelt TaBAULbI AASI pacyeTa B 3aBUCU-
MOCTM OT COCTaBa MHTEPECYIOLLEro MNPOAYKTa NMUTaHUS BbIGU-
paeTcs UCTOYHUK BeAKa M pacCUUTLIBAETCS COOTBETCTBYIOLLEE
COAEpXXaHMe AM3MHA B Mr Ha | r 6eAka. DTo YUCAO siBAsieTCA
K03$PULIMEHTOM, Ha KOTOPbIN ByAeT YMHOXaTbCS COAepKa-
Hue 6eAka B rOTOBOM MPOAYKTeE.

1 Mwenunua, nonba, NWeHO, KyKypy3a 30
BbiNeyka 6e3 Mosioka' nnm au, H yKypY

2 Xneb, naniua, X0mMbs, MyKa, Bbineyka 6e3 mosioka' nim s, Poxb, oBec, s4MeHb, puc 40
MpoOyKTbl 13 3M1aKOB 1 XN1e600yI04HbIE N3aena Miwenvua, nonba, Kykypyaa,

3  C He3HauuTe lbHbIM COoAePXKaHNeM MosloKka! 1/nnm s, MLLUEHO, POXKb, OBEC, 45
HanpyMep, Kallu, Bbinevka 1 nmporu SAYMEHb, PUC, SNLIO, MOJTOKO'
MpoayKTbl 13 3M1aKOB U X/1e606yN04HbIE N3OeNVs Monoko', aiLo, nweHrua,

4 C BbICOK/M COAEpaHeM Mosoka' u/mnm auL, Hanpumep, nonba, Kykypyaa, neHo, 60
MOJIO4YHbIE KaLLW, SnYHbIE BANHYMKNA, BUCKBAT POXKb, OBEC, A4YMEHb, PUC
®pyKTbl, HAMPUMEP, KTOBblE COKM, KTOBbIV Neq,

5 Py o P P, dpy dpy A DpyKTbl, XenaTuH 55
(DPYKTOBBIN MYCC, DPYKTOBOE XKESE C XKENATVHOM
OBoLLHble 6711042, HaMPUMEP, OBOLLIHbIE COYCbI 1

6 - = pvmep - ; y OsoLyn 40
cynbl, KeT4yn, 6e3 Msca, aiLa, Mosioka

7  OBoLUHble 61t0aa ¢ MOJIOKOM', SIALIOM OBoLLM, MOSOKO!, AMLo 60

8 MpoayKTbl 13 KapTodhens, HanpyMep, Cyrnbl 1 COYCbI Kaptocbenb, cos n gpyrue 60
C MOJTOKOM' /1N gruamm, COeBble MPOAYKTbI 6060BbIe, ANLIO, MOJIOKO'

9 MooKo' 1 MOMOYHbIE MPOAYKTbI, MEKAPCKME APONOKM MosoKo', OpOXOKN 80

10 Mo/104HbIN LLOKONAS, Kakao, MoJ10KO' 45

11  Mgdco n konbaca Msco 90

12 Pbiba 1 MOpenpoayKTbl Pbi6a, MopenponyKTb! 100

TABJILIA 5

1 MosoKO 0603Ha4aeT TakKe MOJIOYHbIE MPOAYKTbI, HAMPUMEP, CbIP, MOMyPT, TBOPOT, CHATOE MOJIOKO, CyX0€e 06e3KMPEHHOE MOOKO 1 T. A. [aHHble
OCHOBaHbI Ha PacyeTHbIX CPEAHUX 3Ha4YeHNsX 13 6a3bl AaHHbIX Mo NuTaHuo Prodi 6.6 (bada gaHHbIX NUTaTebHOM LEHHOCTY NPOAYKTOB nuTaHus 3.02,
Souci, Fachmann, Kraut 2015)
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NAUVEHTBI C ABUTATEJIbHBIMN HAPYLLEHINAMMN

Ocobble pekoMmeHgaumn
OEVCTBYOT 419 NaLMEeHTOB

C OBuraTeNlbHbIMN HaPYLLEHNS -
MW, KOTOPbIE NCMbITbIBAKOT
MOBbILLEHHYIO NOTPEOHOCTb

B MUTaTESbHbIX BELLECTBAX U
TPYOHOCTU MPU €€ U KOPM-
neHun. Takne aetn UMetoT
MOBbILLEHHbBIX PUCK HEJOEOAHUS
(HeQOCTATOYHOCTb MUTAHNS) U
HapyLLEHNS pas3BuUTUS. 3TO
MOXXET MPWBECTN K CYLLIECTBEH-
HOMY 11 BbICTPOMY YXYOLLIEHWIO
NULLIEBOrO cTaTyca 1 asuratesib-
HbIX HapYyLUeHW. [1oaToMy
HeoOXo4yMO PEryNAPHO NPOBO-
OTb MEOULIMHCKME OCMOTPbI 1
KOHTPOJIb MTaHUS OETEN.

1. OBLWME PEKOMEHOALIUN
— PeryAsipHble MpOBEpKM Macchl TeAa U pOCTa MAAAEHLIA.

— Heobx0AMMO CAEAUTD 32 HAAAEXKALLMM MOAOKEHUEM pe6eHKa NMPpU KOPMAEHUU.

— B 3aBUcHMMOCTH OT TsXECTU AUCTOHUM HEOBXOAMMO YyUUTbIBATb MOTPEBHOCTD
B XXMAKOCTU M SHEpruu.
— YuuTbiBaTh (HOYHOE) 30HAMPOBaHME.

2. OETU C NETKNMU SATPYAHEHNAMWU XKXEBAHUA U TNTOTAHUSA

AAS MUTAHUA 3TUX AETEN MOAXOAAT:

— KalllM U3 3AaKOB, MOAOKA U $PYKTOB;

— OBOLUM C KAPTOPEAEM B BUAE MIOPE, AArLLa MAU XAOTbS U3 3AAKOB;

— MIOCAM;

— MNPUKOPM U3 MATKOM NULLK;

— ¢PYKTOBO-OBOLLHbIE LIENKK (KCMY3Un»);

— pacrnpeAeAeHMe MUTAHUSA Ha YacTble, MEAKUE KOPMAEHMS; BOSMOXHO BBEAEHME
MO3AHEro KOPMAEHUS MepPeA OTXOAOM KO CHY.

B 3aBMCHMOCTHM OT MHAMBUAYaAbHBIX NOTpebHOCTeN pebeHKa B SHEPTUU MOXKHO
oboralaTe KOPMAEHUS KAAOPUSIMU, HarNpUMEP, 3a CYeT:

— MaAbTOAEKCTPUHa;

— BbICOKOKa4YeCTBEHHbIX PACTUTEAbHbIX MaCEA MAU CAUBOK;

— ¢popMyAbl NUTaHKUs 6e3 NpoTenHa.

PekomeHAaLMM No AO3MPOBaHMIO Bbl MOAYHYMTE OT CMELMAAMCTA MO AUETOAOTUM
B OBCAYXKMBaIOLLLEM BaC Ae4ebHOM LieHTpe. AAS USMEAbYEHUS MOPLMIA KOPMAEHUS
MOAOWAYT, HarpuMep, py4HON BAEHAEP MAM KyXOHHbIA KOMBaiH C HacaAKaMM.

3. AETU C TAXXEJIbIMU NPOBJIEMAMM,

CBA3AHHbIMM C KOPMJIEHUEM

— CM. NMYHKT 2 COBETOB MO KOPMAEHHIO.

— [oTOBUTH MaKCMMaAbHO KOHLLEEHTPUPOBaHHOE MUTaHME
(MHOro KaAOpUIt — MaAeHbKMIA ObbeM).

— AeAaTb HanUTKM rylue, eCAM BO3MOXHO.

— YcTaHOBKa Ha30raCTPaAbHOrO 30HAQ MAM YPECKOXHOW SHAOCKOMUYECKOM
ractpoctomun (43I, ecAM yAyULLEHUE COCTOSIHUS HE MPOUCXOAUT.

4. MUTAHUE YEPE3 HA3OIACTPAJIbHbINA 30HA NN 30HA Yar

— Bo3MOXHO 4acTM4YHOe WMAM MOAHOE NUTaHMe Yepe3 30HA. AeTH, KoTopble
MPUHUMAIOT MULLY OXOTHO, MOFYT, HarpuUMep, MOAyYaTb «HOPMAAbHbIE)
KOPMAEHMSA B TEYEHME AHS,a HOUbIO MUTATbCA YePe3 30HA C MOMOLLBIO MOMIbI
MoAaYM MUTAHMA.

— PekomeHayeTcsi MCMOAb30OBaHME MOAHOCTbIO CHAAAHCMPOBAHHOMO MUTaHUS
uepes 30HA. TeM He MeHee, B GOABLUMHCTBE CAy4aeB OHO AOAXHO 6bITb
AOTIOAHEHO DHEPreTUHeCcKMMM AOBaBKaMM.

— CocTaB NUTaHMA Yepe3 30HA AOAXKEH PEryAsipHO MPOBEPATLCS Ha MpeAMeT
MOCTYMAEHUS AM3MHA U ObBecrneyeHUss BCEMM MUTATEAbHbIMM BELLECTBAMU U
3Hepruen.

SKCTPEHHAA TEPATNA C MNOMOLLBHO
OVETbI B JOMALLIHMX YCT10BAX

(MOCJIE KOHCYJIbTALNN C JIEYEBHbBIM LIEHTPOM)

o

>

Ecnn ykazaHHoe B niiaHe
SKCTPEHHOW Tepanun obLLee
KOJIMHYECTBO BbINMBAEMOWM
YKUOKOCTW He OOCTUraeTcs,
HeobXoaVMO MPUMEPHO

Kakaple 2 Yaca gaBaTb JOMOSHM-
TEbHO Yaw v NUTBEBYO BOAY,
oboralleHHY0 BUHOMPaaHbIM
caxapoM U MasTbTOAEKCTPUHOM
(cm. Tabnmuy «Pactsop
MasTbTOOEKCTPUHA).

Y TAPOBASA ALMOYPUSA 1-TO TUMA
PYKOBOACTBO OJ151 POOVTENEN
3KCTPEHHAS TEPANUSA

OBLLUUIA noaxon

CoKpaTUTb MOCTYMAEHUE AM3MHA KaK MUHMMYM Ha 50 %. 3a uckAloueHueMm notuaro-
BOIO YBEAMYEHUS MOCTYMAEHUS AU3MHA AO AOCTUNKEHUS HOPMAABHOIO MAAHOBOTrO
YPOBHs B TedeHue |—3 AHel.

OTkas oT 6oraTbiX AUSMHOM MPOAYKTOB MUTaHUsI, HAMPUMEP, MOAOKA U MOAOYHbIX
NMPOAYKTOB, 6OraTbIX AUSUHOM COPTOB OBOLLEN U GPYKTOB (BbIGOP MCKAOUYUTEABHO
U3 3eA€HOM rpynnbl).

MpoAoA)KaTb AaBaTb CMeCb aMUHOKMUCAOT C OTCYTCTBMEM AM3UHA U CHUMKEHHbBIM
coAeprkaHueM TpunTodaHa.

Oboralatb HamMTKM MaAbTOAEKCTPUHOM/BUHOTPAAHBIM CaxapoMm (cM. TabAuuy
«PacTBOp MaAbTOAEKCTPUHAY).

BbinoAHeHue peKOMeHAaLlMljl 3KCTpeHH017I Tepannmn MOXHO obAerynTb 3a CYeT Co-
CTaBA€HUA MHAUBUAYAABHOIO MNAaHa 3KCTpeHHOl;'1 Tepanuu.

rPYOHbIE AETU

AAsi TPYAHBIX AeTEN COAEpXKaLllee AM3MH MOAOYHOE MUTaHWe MOXeT bbiTb Bpe-
MEHHO (T. . Ha 24 4, MaKCMMaAbHO AO 48 4) 3aMeHeHO Ha creLMaAbHoe NuTaHue
C OTCYTCTBMEM AM3MHA U CHUXEHHBIM COoAepXKaHueM TpunTodaHa. CreupabHoe
nuTaHue (peLenTypa NMo MHAMBMAYAAbHOMY MAAHYy SKCTPEHHOW Teparnuu) AaeTcs
Yepes KOpPOTKME MPOMEXYTKM BPEMEHU U MAKCUMaAbHO B TeueHue 24—48 yacos.
MocTynAeHue AM3MHA MOXET BbiTb YBEAUYEHO CO BTOPOrO AHSI U AOAXKHO ObiTb
YBEAUMYEHO He MO3AHee TPETbEro AHS.

2-i1 AeHb: 50 % CyTOYHOrO KOAMYECTBA AM3MHA.
3-i1 AeHb: 75—100 % cyTo4HOro KoAMYecTBa AM3MHA.
4-1 AeHb: MOAHOE CyTOYHOE KOAMYECTBO AU3MHA.

KAPHUTUH

rlOCT)’I'IAeHMe KapHUTUHA BO BpeMsA NMepuoAa 3KCTPeHHOﬂ Tepanun yasameaeTcsa.

0-1 10-15 40-60 150-200/kr maccbl Tena
1-2 15 60 120/kr maccel Tena

2-6 20 80 1200-1500

6-10 20 80 1500-2000

>10 25 100 2000

TABJIMUA 6 MANTbTOAEKCTPUHOBASA CMECbH NMPU 3ABOJIEBAHUSAX '

[aHHble OCHOBaHbI Ha MpoUeHTe Mo oobemy, Hanpumep, 100 r ManbToAEeKCTpUHA B

1000 mn Boapl cooTBeTCTBYOT 10 % pacTsopy.

"CornacHo M. A. ukcoH, k. B. JleoHapn ConyTcTaytoLLee 3aboneBaHmne
BPOX/AEHHbBIX MOPOKOB MPOMEXYTOHHOro MeTabonmama. Archives of Disease in
Childhood, 1992; 67: 1387-1391



Y TAPOBASA ALMAYPUSA 1-TO TUMA
PYKOBOZCTBO OJ191 POAVTENEN

36|37 [MpoayKTbl NTAHKS, KOTOPbIE NoANaaatoT NOL4 PUKCUPOBAHHbIN CYTOYHbIN PaLOH IN3MHA.

[MpoOyKTbl MUTaHKs, KOTOPbIE HEOOXOAVMO PACCHMTLIBATL 1 B3BELLMBATb. MPUMEPHBIE NJAHbI AVETbI
BO3PACT: 1 MECALU — TrPYOHUYOK HA rPYAHOM BCKAPMJIUBAHUU BO3PACT: 8 MECSALIEB
Macca B kr: 3,40 | AnuHa Tena: 52 cm Macca B kr: 8,50 | AnuHa Tena: 72 cMm
OGuiee KONMYECTBO BbiNMBaemMoil xugkoctu: ok. 500 mn | Mpeanucanue: 20 % OLIEHEHHOrO KOSIMYECTBA BbIMMBAEMOMN XKUOKOCTM OO0Lee KoOMYeCcTBO BbinMBaeMom xxupgkoctu: ok. 500 mn | Mpeanucanue: JusmH: 90 mr/kr KW = 760-800 Mr/cyTkun 6enka n3
B Ka4ecTBe creuyanbHoro nutadvs, 100 Mn cneuyanbHOro MUTaHWS C OTCYTCTBUEM JIN3MHA 1 CHYKEHHbIM coaepyKaHueM TpunTodana | cmecu ammnHokmenoT (ASM)/kr KI™: 0,8-1 r = 7-9 r B aBCOMOTHOM BbIP&XKEHNI

nmnanH: 100 mr/kr KI™ = 340 Mr/cyTkn

BYTbIJIOYKA MOJIOYHOW CMECU

J151 KOPMJIEHUS (YPOBEHb 1 UK 150 mn 183 2,0 5,0 11,3 99
BYTbIJTIOYKA CMELMANBHOIO a , , ,

MUTAHUSA C OTCYTCTBUEM HAYAJIbHAS)

JIN3NHA U CHWXKEHHbIM 100 mn 0 2,0 3,5 75 70

CMELWMASIBHOE MUTAHVE C OTCYT-
COAEPXXAHWEM TPUMTODAHA CTBVMEM JIN3VUHA U CHYKEHHbBIM

Pacnpenenvts Ha 6 KOpMAEHWIA COLOEPXXAHVEM TPUMNTOMAHA 50 mn 0 1,0 1,75 3,75 35
MATEPUHCKOE MOJIOKO no Mepe HEOOXOANMOCTM
0 Mepe HEOBXOMMOCTH sl . 4.4 159 A0 A OBOLLHOE KOPMJIEHVE
WTOrO B CYTKM 344 6.4 19,5 35,5 346 e SRl RO Ul 2207 271 4,6 46 17,2 134
CJIMBKAMW
WTOrO B CYTKW/KI KI 101 1,9 57 10,4 102 CJIMBOYHOE MACTIO W1 PACTUTES Tb- 5 0 0 5 0 45
HOE MACJIO ok. 1 yanHom noxku
SHEPIUSA B % 7% 51% 42%
CMECb AMVHOKICOT C OTCYTCTBVEM
TABLIA 7 JIBVHA U1 GHXKEHHBIM COLIEPYXKAHI-
HA EM TPUMTO®AHA (c 50 r Genkos/100 ) 5r 0 2.5 0 11 15
B Hauasie KopMieH1st pebeHoK NonyYaeT NPeanncaHHoe KOMYECTBO CreLnaibHOro MTaHMS ¢ OTCYTCTBMEM JIN3VHA U CHDKEHHBIM COAEpIKaHNEM OMELLMBATS C 1-2 JIOXKKAMI KALLM
TpunToaHa, 3aTem rpyaHo peGeHoK MosyyaeT rpyaHoe BCKapMVBaHUE Mo Mepe Heo6XoaMMOCTy.
KALLA N3 ®PYKTOB U 3/1AKOB
OPYKTOBOE IMtOPE,
Mo Mepe HeOHBXOANMOCTI 180T 36 08 02 225 74
BO3PACT: 3 MECSILIA — C MOJIOYHOW CMECbIO A/151 KOPMJIEHUSA CYXAPU 201 39 2 0,9 14,6 7
Macca B kr: 5,10 | AnuHa Tena: 60 cm CJIMBOYHOE MACSIO U
Mpepnucanue: 100 mMr nvanHa/kr KI = 510 Mr /CyTKn cneumanbHOro NUTaHns ¢ OTCYTCTBMEM JTN3MHA Y CHYKEHHBIM COAEP>KaHNEM PACTUTEJTIbHOE MACIIO 5r 0 0 5 0 45
TpynTohaHa: No Mepe HeobXoAMMOCTM OK. 1 4aiiHOM NOXKH
CMECb AMNHOKICIIOT C OTCYTCTBMEM
JN3NHA I CHOPKEHHBIM COLEP>KAHU- 5r 0 o5 0 11 15
EM TPUMTODAHA (cMm. BblilLe) CMeLLvBaTb C ’ ’
- 1-2 noXxkkamm Kawum nam nope
BYTbIJIOYKA MOJIOYHOU
CMECU 011 KOPMJIEHUA 490Mn 512 55 13.9 315 277 MOJIOYHO-3J/IAKOBAS KALLA
(YPOBEHb 1 U/ HAYATIBHAS) MOJIOYHOW CMECW A1 KOPMTEHVA
Pacrpepemts Ha 6 X 70 Mn An 150 mn 183 2,0 5,0 11,3 99
(YPOBEHb 1 T HAHATIbHASA) ’ ’ ’
CNEUWANBbHOE NMUTAHUE CNEUMAITBHOE MATAHVE C
C OTCYTCTBUEM JINBUHA U OTCYTCTBVEM JIN3NHA 1 CHVXKEHHBIM 50 mn 0 1,0 1,75 3,75 35
CHW>XEHHbIM COAEP>XAHUEM 300mn 0 6,0 10,5 22,5 210 COOEPXKAHVEM TPUMTODAHA
TPUNTODAHA
10 MEPE HEOBXOMAMOCTH PVCOBBIE X/TOMBA VI MAHHAS KPYTIA 20T 44 1,4 0,2 17,3 77
IPYLLIA 20T 5 0,1 0,1 2,5 12
UTOro B CYTKU 512 11,5 24,4 54,0 487
CMECb AMNHOKICJIIOT ¢ otcyTcTBrem
JIM3MHA U CHIDKEHHBIM COlEpKaHVemM
UTOro B CYTKW/KI KI 100 2,2 4.8 10,6 95 TOVITTOhAHA (CM. BbILLIE) CMELLIMBATE 5r 0 2,5 0 1,1 15
¢ 1-2 noxkamu Kalum nnm nope
OHEPI'Usi B % 9% 47% 44%
2KnakocTb AoNoNHUTENBHO OK. 100 Mn
TABJIILA 8
LA B UTOro B CYTKU 761 22,3 29,4 107,5 776
B Hadane KopMieH1st pebeHoK NonyYaeT NpeancaHHoe KOMYECTBO MOJSIOYHONM CMECH L7151 KOPMIIEHVS, a 3aTeM CrieLyiasibHoe NuTaHne no Mepe He-
o6xoaumocTy. MpeanmcaHme No MAHMMATBHOMY KOMHYECTBY BbIMMBAEMOW XIAKOCTV HEOBXOAVMO TOMBKO MPY HEAOCTATOYHOM Habope Macchl Tena. MUTOro B CYTKW/KI KI' 90 2,6 3,5 12,6 91
SHEPI'SA B % 11% 34% 55%

TABSIMLA 9
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Y TAPOBASA ALMAYPUSA 1-TO TUMA
PYKOBOZCTBO OJ191 POAVTENEN
NPUMEPHbIE MAAHbI AVETbI

[MpoayKTbl NTAHKS, KOTOPbIE NoANaAatoT NOLA PUKCUPOBAHHbIN CYTOYHbIN PaLOH IU3MHA.
[MpoOyKTbl MUTaHKS, KOTOPbIE HEOOXOAVMO PACCHMTLIBATL 1 B3BELLMBAT.

BO3PACT: 3rogA
Macca B kr: 15 kr | AnuHa tena: 100 cm

MNpeanucanune: 60 Mr vauHa/kr KI™ = 900 Mr / cyTku | 6e10K 13 cmecy ammHokneioT (ASM) / kr KI' = 0,8 1 6enka = 12 r 6esika 13 ASM

3ABTPAK
40r  CEPBI XJIEB — MIEHNYHO-PXXAHOW XJ1EB 96 3,4 1 19 98
1,54.71.  CJ/IMBOYHOE MAC/IO 4 0,1 6 0 56

24.71.  KOHOUTIOP 1 0,0 0 7 28
40T  BUHOIPAL 6 0,3 0 6 29

80Mn  KOPOBBE MOJIOKO 3,5 % >KVIPHOCTW 226 2,7 3 4 52

2+ CMECh AMVIHOKIGIIOT C OTCYTCTBIEM JII/HA 49 ] 1
1 CHUDKEHHBIM COOEP>KAHEM TPUMTODAHA '

60 M ABJIOYHbIA COK 3 0,0 7 28
MPOMEXYTOYHbIV UTOT 336 10,7 10 43 312
OBE[,

100 Mr  JIATILLA OTBAPHAY, B3BELLIEHHAA 96 5,0 0 28 143
80r TOMATHI 29 0,8 0 2 16
501  LIYKKUHK 67 1,0 0 1 12
101  CJIWIBKM 30 % XXKPHOCT 17 0,2 3 0 30

24.0.  PAMNCOBOE MACJIO 0 0,0 10 0 88

2+ CMECb AMVIHOKIGIIOT C OTGYTCTBUMEM JI/HA 40 1 1
1 CHPKEHHBIM COOEPYAHMEM TPUMTODAHA :

60 Mn  ABJIOYHbBI COK 3 0,0 7 28
MPOMEXXYTOYHbIA UTOT 336 10,7 10 43 312
NMONAHNK

401 TPYLLA 10 0,2 0 5 23
30r  POrANVIK 13 OPOXXKEBOIO TECTA 72 2,2 2 15 91
1,54. 0.  CJIMBOYHOE MAC/IO 4 0,1 6 0 56
MPOMEXYTOYHbIA UTOI 86 2,5 9 20 169
Y)KUH

40r  CEPBIN XJIEB — MLLUEHNYHO-PXXAHOW XJ1EB 96 3,4 1 19 98
1u.n.  CJ/IMBOYHOE MAC/IO 2 0,0 4 0 37
207 TN KITPA B GYXOM BELIECTBE 7006 1 148 19 7 1 75
60r  CbIPOE 94BJIOKO C MOPKOBBIO 23 0,4 5 6 73
- GMECb AMVIHOKICIIOT G OTCYTGTBIEM JIN3VHA 49 1 o1

1 CHYDKEHHBIM COOEPXKAHEM TPUMTODAHA '

60 Mn  ABJIOYHbBI COK 3 0,0 7 28
MPOMEXXYTOYHbIA UTOI 269 10,0 17 32 332
HAMUTKK

300 mMn  BOMA, YA 0 0,0 0 0 0

100 mMn  9BJIOYHbBIN COK 5 0,1 11 47

MPOMEXKYTOYHbIV UTOT 5 0,1 0 11 47
WUTOro B CYTKU 907 34,6 50 145 1198
UTOrO B CYTKW/KI KI 60 2,3 3,3 9,7 80
QHEPIUA B % 12 37 51

TABJINUA 10
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NNTAHWE MNOCJIE LLUECT JIET

PEKOMEHAOBAHHbIE HOPMbI NOTPEBJIEHUSA
MuTaHne ocHoBbiBaeTcs Ha pekoMeHAaumax Optimix® (cba-
AQHCMPOBAHHOTO Pa3HOOBPA3HOrO MUTAHMS), KOHLIEMLIMM 3A0-
POBOTO MUTaHus AeTeit 1 noapocTkoB. Optimix® 6biaa paspa-
60TaHa MccAeAOBaTEABCKMM UHCTUTYTOM AETCKOrO MUTaHMs
B AopTmyHae. www.fke-do.de

OCHOBHbBIMU UCTOYHMKAMM MUTAHUS B 3TOM BOBPaCTHOﬁ rpyn-
ne ABAAKOTCA 3AaKU U NPOAYKTbI U3 3AAKOB, 2 TaKXe d)P)’KTbI n
OBOLLMN, KOTOPblE AOMOAHAKOTCA OrpaHU4Y€HHbIM KOAUHECTBOM
NMPOAYKTOB NMUTAHUA XKUBOTHOIO MPOUCXOXKAEHUA.

VYKazaHHble B MPUBEAEHHOM TabAMLIE KOAMYECTBEHHbIE MOKa-
3aT€AU AASI MPOAYKTOB MUTAHWUSI )KMBOTHOIO MPOUCXOKAEHUS
pasAeAeHbl B COOTBETCTBMM C BO3pacToM. KoAnuecTBeHHble
MOKa3aTeAU SIBASIIOTCSI OCHOBOM AASl OpraHM3aLmMu MUTaHus
C KOHTPOAeM YPOBHs Heaka. [1pu cobAOAEHUM KOAUYECTBEH-
HbIX MOKa3aTeAei BCe BaKHble MUTaTeAbHble BellecTsa ByAyT
MOCTaBASITbCS B HEOBXOAMMOM KOAMYECTBE.

NPOAYKTbI MUTAHUA PEKOMEHAO-

>KUBOTHOIO BAHHbIE HOPMbI 6 JIET 10-12 JIET 13-14 NNET 15-18 JIET
NPOUCXOXAEHUA NOTPEBJIEHUSA

MOJ1I0KO, MOJIOYHbIE

NPOAYKTBI' MI/CyT, r/cyT 350 400 420 425 (0) 450 (m) 450 (o) 500 (m)

MSICO, KOJIBACA r/cyT 40 50 60 65 () 75 (M) 75 (p) 85 (M)

SALA LITYKW/ Hepens 2 2 2-3 2-3 (/™M) 2-3 (/™)

PbIBA r/Hepens 50 75 90 100 (a/m) 100 (a/m)
TABILA 11

CpefiHrie pekoMeHO0BaHHbIE HOPMbI MOTPEBIEHVS MPOAYKTOB MUTaHNS XKMBOTHOIO MPOVICXOXKAEHVIS 019 AETEN LLKOIbHOro Bo3pacTa v
noapocTkoB corflacHo Optimix®.

[, = [EBOYKU; M = MasTbYuKL

100 M MOIOKa MOXKHO 3aMEeHUTb MPUMEPHO 15 I NoayTBEPAOrO Chipa.

TYTAPOBASA ALMAYPUSA 1-TO TUMA
PYKOBOZCTBO OJ191 POOVTENEN
NUTAHUE MOC/IE LUECTU NETIDADE



42|43 Y TAPOBASA ALMAYPUSA 1-TO TUMA
PYKOBOZCTBO OJ191 POOVTESEN

NMUTAHUE NOCJIE LWUECTU NET

MpoayKTbl NUTaHKS!, KOTOPbIE HEOOXOAVMMO OrpaHNyMBaTb.

BO3PACT: 6 JIET
Macca B kr: 20 kr | AnuHa Tena: 119 cm
noaxoadart [MocTynnenne 6eka B COOTBETCTBMN C PEKOMEHOBAHHBIMI HOpMamu NoTpebneHns liccneqoBarenbCkoro MHCTUTYTa AETCKOro

BblIBEOP NMPOAYKTOB (MOCJIE LUECTWU JIET)

— 3naku v usaenvsa U3 351akoB
Xneb, MakapOoHHbIE N3Oenns, puc, Xx1e60byNoYHbIE N30ens

nuTaHng (Optimix®) ana c6anaHCUpPOBaHHOIO MUTAHVIA

6e3 OpPexXoB N CEMSIH C BbICOKIM COAEPXKaHNEM N3NHA. SABTPAK 3
— KapTodernb, NpuroToBAEHHbIii N10GbIM COCOGoM 150 mn ANE/IbCMHOBbBIV COK 13 1,0 0 13 65
— OBowwm, 3a UCKJIIOYEeHnEeM 6060BbIX MKOCIN 13:
— ®pyKTbl 40r  CMECW MIOC/IN 139 4,1 2 24 141
— KynunHapHble Xupbl 1 Hama3biBaeMble XXUpbl 5r  KOKOCOBAS CTPYIXKKA 15 0.4 3 0 33
Macno, MaprapuH, pacTuTesibHble Maca, TorsieHoe caso. 100r  grogpl 38 0.8 0 6 36
— CnuBku, cmeTaHa s
— CemeHa v opexu 5o 450 mr nu3nna/100 r 100r  ®PYKTOBbI I/IODCPT 3,5 % 279 3,9 8 15 106
KOKOCOBbI1 OPEX, OPEXV MaKaZaMUs!, FPELIKIE OPEXH, MPOMEXKYTO4YHBIN NTOT 484 10,3 9 58 381
JIECHbIE OpEexXV, OPEXN NeKaH, KaLlTaHbl. 50r nonaHUK
— Caxap un npoAyKTbl MMTaHUA, coaepXalme caxap 50r  BYJIOHKM A3 LEEIbHO3EPHOBOIO XJIEBA 116 42 1 21 116
Mapmenap, »kene, Mef, cvpor, CnagocTu, CnaaocT ¢ 10r  CIIUBOYHOE MAG/IO 5 0.1 8 0 74
cofepXaHneM LLIoKoSaaa, NPeanoYTUTENIbHO 63 OPEXOB 151 CANEIMY 048 29 5 0 56
1 CEMSIH C BbICOKVM COEPXXaHVEM NN3VHA.
40r  OIYPEL 11 0,2 0 6
MPOMEXXYTOYHbIN UTOT 380 7,4 14 22 252
OBEA
160 r  JIAMLLA OTBAPHA4, B3BELLEHHAA 154 8,0 1 45 229
10r  OJIMBKOBOE MACJIO 0 0,0 10 0 88
a . 5r  JIYK PEMYATbIN 3 0,1 0 0 2
Hanpumep, norypT, cbip cBblille 30 % XXNUPHOCTW.
o 5r  TOMATHA4A MNACTA 0,1 0 0 2
_ 50r LUAMMHBOHBI 85 2,1 0 0 12
— 100r  TOMATHI 36 1,0 0 3 20
= 40mn  OBOLLIHOW BYJ1bOH 4 0,1 1 0 8
(10050 FETEEfRREn B HETEIIe) MPOMEXKYTO4HbIN TOT 287 11,3 12 49 361
Hanpumep, M1HOab, 6pa3nbCKE OPEXN, KYHXKYT. MONAHNK
100 mMr  OPYKTbI 19 0,3 0 14 65
[MpoayKTbl AUTaHNS N3 XKENTOW FPYNMbl HEOOXOOUMbI 15 20r  LLUOKONAOHBI/ BATOHHMK 72 1.3 13 96
[0OCTATOYHOMO MOCTYMJ/IEHUS BbICOKOKAYECTBEHHbIX DENKOB, MPOMBE>KYTOYHbIV NTOI 91 1,7 28 161
MUHEPaJTbHBIX BELLLECTB, BUTAMUHOB Y MUKPO3IEMEHTOB. V)XKVH
MOMOKO 1 MOSIOYHbIE MPOAYKTbI CRedyeT NPeanoYnTaTs 50r  CEPbI/I XJIEE — MLUEHWYHO-PXXAHOW XJEB 120 43 1 23 123
M#CY v konbace. 10r  C/MBOYHOE MACIIO 5 0,1 8 0 74
MOMYTBEPLLIV ChIP C MUHVIMA/IbHBIM
HE NoaXoaaT 151 ggﬂi%)fgg?gl(\)z XKVIPA B CYXOM 235 3,1 8 0 44
— Opexu n cemeHa cBbiwe 800 mr nm3nHa/100 r 80T MEPELL CTPYHKOBBI 18 03 0 !
ApaxiC, KeLLIbIO, (ICTALLIKV, CEMEHA ThiKBbI, CEMeHa 150 mn  KOPOBBLE MOJIOKO 3,5 % XKMPHOCTW/ 425 51 7 98
NOLCOSTHEUHVIKA, MaK, JIbHSIHOE CEMS, KEPOBbIE OPEXU. MPOMEXYTOHHbBIN UTOT 802 12,9 18 31 345
— PbI6a, maico n kon6aca HAMUTKU
Bosnbluve nopuum, Yem ykasaHo B TabamLe. 700mMn  BOLA, YAM 0 0,0 0 0 0
— BoGosbie UTOrO B CYTKM 2045 435 57 188 1500
gggsgfvll(ej ;sf;m:y:jqesmuu, 6060B 00bIKHOBEHHbIX, COEBbIX UTOO B CYTKWKI KI" 102 2.2 29 9.4 25
OHEPI'UA B % 12 34 54

TABJIMUA 12
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TABJIMLA MUTATENTbHOM LIEHHOCTV 14
PACYETA COLEPXAHVIA NN3UHA

BCE OAHHBIE MO MUTATEJIbHOW LLEHHOCTW B NEPECYETE HA 100 I
KAXKOOIo NEPEYUCIIEHHOIO NPOAYKTA MUTAHUA
VlcTouHMK aanHbIx: Prodi 6.6 Expert (Basa gaHHbIX nUTaTeibHoM LEHHOCTM NpoaykToB nutanus 3.02, SOUCI, FACHMANN, KRAUT 2015)

NMPOAOYKT MUTAHUSA JINBUH BEJIKU XXUPbl  YIJIEBOAObI

(M) ()
XJIEBO-BYJIOMHbIE U3OENUA
CaxapHoe neyeHbe 13 cA0bHOro TecTa 213 51 11 50 320
A6104HBIN MMPOT 13 MECOYHOrO TecTa 93 2,9 9 35 233
ABN0OYHBIN LUTPYAESb 64 2,3 6 26 171
Bese 321 5,6 0 84 364
BepaHCKMIA NOHYMK C HAYMHKOWM 13 BULLIHEBOIO KOHMUTIOpa 236 6,2 11 46 310
BUCKBUTHbBIN PYNET C IMMOHOM 255 4,7 9 30 221
CnoeHoe TecTo 98 4.1 32 29 422
Bprolb 663 HauMHKN 303 7,5 11 36 273
[TMPOr C HAYNMHKOW 13 APOXOKEBOro TecTa 213 6,5 14 50 354
MacngHoe nedeHbe 13 NecoYHOro TecTa 192 6,3 25 60 502
gﬁ;gqrﬂig;r:nmm 13 OPOXOKEBOrO TECTa, Hanpumep, Bbineyka 13 240 75 8 49 302
CAMBOYHbIN KEKC 308 8,1 11 7S 441
KpyaccaHbl 13 C1oeHoro tecta 233 7,5 33 45 514
[MneTeHka 13 OPOXOKEBOro TecTa 270 7,8 1 52 257
Meposurk 135 4,4 1 68 310
YHuskernk 610 9,1 9 23 216
E:KKg‘b’lw 23&) i,gvoli-:oro TecTa, HanpumMep, MPaMOPHbINA KEKC, MECOYHbIN 249 6.4 15 48 365
[NeveHbe caBosipan 588 11,8 7 74 412
Cepaeykn 13 CrioeHoro Tecta 110 5,6 30 53 505
Kopxxu 019 TopTa 13 BUCKBUTHOMO TECTa/BEHCKME KOPXKN 885 7,6 11 48 322
Cyxapn 195 9,9 4 73 385
Lpoxokn nekapckme NpeccoBaHHbIE, CBEXINE, KYOUK APOXOKEN 1230 16,7 1 1 96
>KenatvH 3800 84,2 0 0 343
Kakao-nopoLLoK, cnerka 06e3XMpeHHbI 720 22,6 20 18 390
Cyxvie opoxokm 2894 35,6 2 32 328
MekapCKmn NOPOLLIOK, NULLIEBas COAQ, BUHHbIA KaMeHb, 3aryCTUTe b OIS CIMBOK, Cyxas CMeCh AN nyanHra 1 T. n., 6e3 nogcyeta
Bynoukn/canku/6aret 190 8,9 2 56 278
LlenbHo3epHOBbIE/MYNbTU3IaKOBbIE BY1I04KM 253 8,3 1 51 267
P>aHble 6yno4Kn 299 8,0 2 39 226
TNeneluka 188 8,2 1 49 248
Xneb Npama 13 Myku rpyboro nomona 200 8,4 1 40 220
P><aHo-MALWeHnYHbIn XNeb 300 6,7 1 46 230
[MweHWYHO-pXxaHom xned 209 7,4 1 46 236
XpycTsime xnebupl 338 11,0 2 68 356
Bpeuens/MyHM-6areT ¢ 06ChINKOM 13 Conm 181 9,1 4 56 307
LlensHo3epHoOBOM x1eb 297 7,3 1 39 213
ToCT 13 LeNIbHO3EePHOBON MyKU 213 7,9 3 48 262

Y TAPOBAS ALIMAYPUS 1-TO TUMA
PYKOBOZLCTBO [19 POOVTENEN
TABJIMLIA MUTATENBHOM LIEHHOCTH

NMPOOYKT MUTAHUSA JINBUH BEJIKU XKWUPbl VYIJIEBOAObl KAJIOPUU
W) (N () (N
Benbin xneb/TocToBbIN X1ed 188 8,2 1 49 248
KneHoBbI crpon 0 0,0 0 67 274
Mez, 17 0,4 75 306
KoHuTop, »Xene, Mapmenag, 7 0,1 69 284
OpexoBas Hyra-kpem, cragkas 181 4,3 31 58 537
Cupon 13 caxapHOW CBEK/bI 79 1,2 0 67 278
['yCTble cnvBkmM 22 % >KUPHOCTK 200 2,8 22 4 220
a0
KypuHble anua 706 11,9 9 2 137
1 kypuHoe anuo kateropumn M (ok. 58 ) 409 6,9 5 1 79
PKenTok KyprHoro smua 1123 16,1 32 0 348
Benok kypuHoro anua 638 11,1 0 1 48
BynboH, rpaHyIMpoBaHHbIA, CyxOn MPOOYKT 1049 17,0 4 11 149
MgcHon 6y nbOH, MPUrOTOBNEHHBIN 22 0,4 0 0 3
OBoOLLHOW BYIbOH, MPUrOTOBEHHbIN 11 0,2 2 0 20
YKCyC (96104HbIN, 2@pOMaTUHECKUI, BUHHBIA 1 T. 1.) 19 0,4 0 1 20
Kanepcbl KOHCEpPBUPOBaHHbIE, 6E3 XKNOKOCTN 140 2,1 0 8 28
MaitoHes 80 % >XMpHOCTU 98 1,5 83 2 743
[TMKaHTHbBIM COyC Ha OCHOBE MaroHe3a 65 % >KNPHOCTA 72 1,1 65 15 642
[opunua 362 6,0 4 6 88
["OTOBbIN COEBbLIN COYC 588 8,7 0 8 70
TomatHbI KeTdyn 94 2,1 0 24 112
TowmatHasa nacta 103 2,3 1 6 43
CnnBo4vHoe macio 48 0,7 83 1 741
TonneHoe macno 18 0,3 100 0 880
MaprapuH 15 0,2 80 0 709
ﬁzg;v(ge;ﬁ;:z gﬂ:é:fg;&cl)nﬁvy;?, MoACONHEYHOE Macs10, PancoBoe 0 0.0 100 0 884
CBVHOE TOMIeHOe casno 9 0,1 100 0 882
Pbi6a, B cbipom Buae 1923 19,3 2 0 100
Pbiba, otBapHas 2207 22,2 3 0 114
PbIOHbIE NaI0YKM B MAHUPOBKE, 3aMOPOXXEHHBIE 1033 12,1 9 14 183
PakoobpagHble, oTBapHble 1468 18,6 2 92
Mwuann 842 10,5 1 66
KanbmMap KosbLiamu B KISpe, NPUroTOBAEHHbI BO hpuTiope 1296 14,6 4 9 134

MACO/KOJIBACA

Msico (CBMHMHA, roBAAVHA, TENATVHA, SrHATVHA), B CbIPOM BUAE 1843

20,5

14

207



46 | 47 Y TAPOBASA ALMAYPUSA 1-TO TUMA
PYKOBOZCTBO OJ19 POOVTENEN
TABJ/IMLA MUTATENbHOM LEEHHOCTM

NMPOAOYKT NUTAHUA JINSUH BEJIKU XWUPbl YINIEBOAblI KAJIOPUA NMPOAYKT NMUTAHUA JINBUH BEJIKU XKWUPbl  YINEBOAbI KAJIOPUU
(M) (N ) (N (MI) ) () (N
Msco (CBMHWHA, roBAAMHA, TeNATUHA, ArHATUHA), OTBAPHOE 2472 27,5 266 0 17 Bptoksa 48 1,2 0 6 36
g/lgglo é)'ainmeHeoe/cbapLu (NONOBVHA FOBAAMHBI/MONOBUHE CBUHWHBI), 1793 19,4 16 0 204 Canat Ko4aHHbI 70 1,2 0 1 14
P A ToikBa 53 1.1 0 5 29
LibiInneHok, B Cbipom Buae 1768 19,9 10 0 166 OnyBaHIVK 189 31 1 2 35
[pyoka MHOEVKW, B CbIPOM BUAOE 2110 241 1 0 107 MaHrorisg 84 21 0 1 21
BeTumHHaa konbaca 1437 16,6 10 3 172 Xpen 193 28 0 12 78
KonGacky s xapki 1110 12,8 2! 0 289 AbBenbMOLL CbefobHbIN 125 2,1 0 2 29
Konbaca Ha ocHOBe roBsaMHbI/IMOHCKas konbaca 930 12,1 28 0 300 ONMBKIA 36/16HBIE, MAPUHOBAHHBIS, 663 HKUIKOCTH 51 14 14 2 148
lensGeypct 920 116 28 0 298 OnMBKK YepHble, MapUHOBaHHbIE, BE3 XXMAKOCTA 65 1,8 17 4 200
OxoTHN4bA Konbaca 1320 15,3 16 0 203 MepeL| CTPYHKOBbIA 59 11 0 3 o3
JInBepHbIN NawTeT/MACHOM nallTeT 1019 11,8 27 0 292 MacTepHak 78 13 0 12 64
JlnBepHas kondaca 963 12,5 31 1 331 MeTpylLika KopHeBas 113 29 0 6 48
Canamm 1650 19,4 33 2 375 Mopeit 139 21 0 3 o9
OKOpPOK CBWHOW, BapeHbI 2320 22,5 1 128 Moprynax 9 15 0 1 17
OKOPOK CBMHOW, CbIPOKOMYEHbIN (6eapo) 1878 21,2 0 136 PankKb0 71 10 0 2 16
Konbaca k 4ato 1033 12,0 45 2 456 Pemuc 71 11 0 2 17
Cocucka/capaenbka/BeHckasa cocucka 1138 13,1 25 0 271 Pepka 58 11 0 5 18
Canat pomaHo 95 1,6 0 2 18
APTULLIOK 158 24 0 s 43 KanycTta 6proccensckas 250 4,5 0 3 44
bajdiaxat s e - E = CBekJla KpacHas/cBeksia CTo/10Bas 82 1,5 0 8 47
JInCTOBON VAT 160 28 0 ! 22 KanycTa kpacHoko4aHHas 71 14 0 4 27
Cenbaepen NMCTOBOW/Cenbaepen HepeLLKOBbI 19 1,2 0 2 21 PyKkona 18 26 1 5 30
LiBeTHas kanycTa 140 2,5 0 2 28 Ulagers 196 39 0 1 26
®acone senekas 10 ki - & il KBaweHas kanycTa, 6e3 XnaKocTu 71 1,5 0 1 21
Kpanvea 415 7,4 1 1 48 Kosenel, 9 14 0 2 54
Bpokkonu 150 3,8 0 8 34 Crapxa 89 20 0 2 21
Livkopwin canatHbIn 42 1,2 0 2 20 Ty 29 0.9 0 3 20
[ekrHckas kanycta 58 1,1 0 1 16 KopmoBas pena/TypHenc 51 1.0 0 5 30
Canar aicGepr 59 1.0 0 2 15 Kanycra GeniokouatHas 65 1,4 0 4 30
SHVEL e Lo g ! L KanycTa cagorickas 92 2,8 0 3 32
3eneHbIn ropoLLex 610 6,5 0 12 9N LlyKKiHN 133 20 0 2 o3
[ BTS20 ST e iEC - . 1 Kykypy3a caxapHas 130 3,3 1 16 95
Perixens 92 1.4 0 s 28 Jlyk penyartsiii 57 1,2 0 5 30
Lynuatbin nyk/nyK 3eneHbin 82 1,3 0 6 34
Kanycra nuctosas 240 43 ! S 45 AMapaHT, B CbIpOM BUAE 747 14,5 7 66 403
Orypeu = g - 2 L2, [pevHeBas kpyna, B CbIPOM BMAE 390 8,1 2 73 348
VIMGMDHLIA KOPSHE 68 1.2 ! ° 53 Mpeutesast Myka 305 5,1 1 78 351
AZRETENL Y EEIOEL il i 8 i B KyKypy3Hble X10Mbs 180 7.7 1 80 368
HeCHOK 863 6.0 0 28 145 Kyckyc, B CbIpoM Buae 319 11,7 2 69 353
CENERcpekaRieaoi i iEE - 2 2! [MepnoBas kpyna, B CbIPOM BUaE 320 10,4 1 71 351
Konbpatu 64 1.9 0 28 AumeHb, B CbipOM Buae 377 11,2 2 63 338



48|49
NMPOAYKT NUTAHUSA JIN3NH BEJNIKU XKUPbI
(M) ) (N
MonbsHas Myka 284 10,4 2
Kpyna 13 nonbbl/nonda, B CbIPoOM BUAE 316 11,6 3
OBec, B CblpoM BUAe 440 10,7 7
LlenbHO3€epHOBbIE OBCSAHbIE X/10MbS 457 18,2 7
[MweHHble xnone4 240 10,6 4
[lweHo LuenbHO3EePHOBOE, B ChIPOM BUAE 226 9,6 4
KapTodenbHbIn kpaxmas, Myka 41 0,6 0
KyKypy3Has Kpynka, Kykypy3Has Myka, B CbIpOM Buae 237 8,8 1
KyKypy3HbIli Kpaxman 11 0,4 0
Mtocnm 6e3 OpexoB U CemsiH 371 11,0 7
[NaHMPOBOYHbIE Cyxapu 276 10,1 2
BectuHackuii appoypyT/MapaHTOBbIN Kpaxmarl 20 0,4 0]
KnHoa, B CbipoM BUaE 860 12,2 6
Puc oumleHHbIn, oTBapHoOn 7 2,1 0
Puc, B cbipom Brae 270 7,4 1
Poxxb, B CbipoM Buae 875 9,5 2
P>xaHasa myka, Tmn 1150 350 9,0 1
[LeHmYHbIE X10Mbs 316 11,4 2
MweHnyHas Kpynka 281 10,3 1
[MweHn4Haa myka, Tmn 1050 300 12,1 2
MweHnyHasa myka, Tin 405 211 10,0 1
[NweHnya, B CbipoM Brae 316 11,4 2
[MWEHNYHBIA Kpaxm 9 0,4 0
®dacosb 6enasi, B CbIpoM BUE 1694 21,3 2
®acosnb benas, cnenas, KoHCepBUPOBaHHas!, 6e3 XNOKOCTU 715 9,0 1
[opoLLek cnefbiv, B CbIpOM BUOE 1613 22,9 1
HyT cnenbin, B CbipoM BUae 1402 19,8 8
HyT KOHCEepPBMPOBaHHbIN, 6€3 XNOKOCTY 516 7,3 3
®aconb K1aHW, B CbIpOM BUAE 1768 22,1 1
Dacosb KnaHM KOHCEPBMPOBaHHas, 6e3 XXMOKOCTH 750 9,4 1
YeueBuua cnenas, B CbIpoOM BMAE 1731 23,5 1
CoeBble 606bI Criesible, B CbIpOM BUAe 1937 33,7 18
barar (cnagkunin kaptodenb) 70 1,6 1
JKapeHHbin kapTodenb, kapTodebHbIe OpaHNKM, 189 29 8
kapToesbHbIE ONafpK, 3anedeHHbIe/roToBble K YNOTPEOEHO ’
HbOKKWM, B CbIpOM BUaE 167 3,9 1
KapTotenbHble 4mncbl 400 586 39
KapTodenbHble KPOKETbI 167 2,9 5
KapTothenb o4nLLEHHBIN, B CbIPOM BUAE 127 1,9 0

YrNEBOAbI

(1)
77

63
56
60
69
64
83
74
86
59
74
94
62
19
78
61
68
60
69
67
72
60
86

40
17
42
38
17
37
15
49

6

24
26

34
45
16
16

KAJTOPUMN

383
347
351
373
364
355
341
354
353
364
368
388
369

87
355
326
338
330
342
347
348
330
355

277
117
309
309
133
292
124
329
365

117

190

165
562
123

76

NPOAYKT MUTAHUSA

[naHTaHbI
KapTtothenb dpu, roToBbIV K yNoTpebneHmno
ToncTas nantua, B CbIpoM BUaE

TonuHambyp, B CbIPOM BUaE

Chblp ¢ ronybovi nneceHbto, MUHIMaIbHOE COAEPXKaHNe XXMpa B CyXOM
BelLecTBe 50 %, Hampumep: pokhop

Bpu, MMHMansLHoOe copieprkaHie xmpa B cyxom Bellectse 60 %

Monofon CNMBOYHBIN Chip, MUHUMANIBHOE COAEP>KaHVe XXupa
B cyxoM BeLuecTse 60 %

TonneHbI Cbip, MUHUMaIBHOE COAEPXKAHME »XMpa
B cyxom BeLyecTse 40 %

3epHeHbIi TBOpor
MackapnoHe, MUHVMaIbHOE CoAiepyKaHme Xipa B cyxom Bellectae 80 %

Mouapesnna 13 KOPoBLErO MOJIOKA, MUHUMATIBHOE
cofiep>xaHue »Xmpa B CyxoM Betliectse 45 %

[MapmesaH, MUHUMaNbHOE codep»KaHve xupa B cyxom eellectse 40 %
TBOpOr, MUHMMaIbHOE COAePXKaHNe Xmpa B cyxoMm Bellectee 20 %
TBOpOr, MUHMMasIbHOE COAEPKaHMe Xmpa B cyxoM Bellectse 40 %
Chblp-pakneT, MUHUMasIbHOE COAEP KaHNE Xpa B CyxXOM BeLlecTse 45 %

OBeunin cbip/deTa, MUHUMAaIbHOE COAePXaHne
>Xvpa B cyxoM BellecTtse 50 %

[TnaBneHbIN Chip, MUHUMAaTTBHOE COAePXKaHME »upa B CyxoM Bellectae 50 %

[MonyTBepabIvi Cbip, MUHMMAIIbHOE COoAEP KaHVe
upa B cyxom Bellectse 30 %

MonyTBepabli Cbip, MAHUMAaBHOE COLEPXXaHNe
K1pa B CyxoM BellecTse 45 %

MonyTBepdbii Chip, MUHUMATTbHOE COAepXKaHNe
Xupa B CyxoM Belllectse 50 %

Ko3uit cbip, MUHUMABHOE COMEPKaHME XKpa B CyXOM BeLLecTse 45 %

LKz YeCHOK, CBEXNI
Basunuk, ceexumin
YKpon, CBeXUM
Kpecc-canat, cBexxuin
JINCT NETPYLLKM, CBEXII
LLlandpen, ceexun

LLIHWTT-nyK, cBEXWIA

[NaxTa
CwmeTtaHa 40 % »1pHOCTA
[MpocTokBalLa (CKBaLLEHHOE MOJIOKO) 3,5 % »KNPHOCTA

[MpocTokBalla ¢ dpykTamm

JINSUH BEJIKU XKUPbl VYIMEBOAblI KAJIOPUU

(M)

69
275
231
122

1628
1199

1200

904

927
390

1440

2447
1050

930
1620

1204
904

2107

2012

1649

2012

57
204
243
321
280
113
192

330
150
242
206

Y TAPOBASA ALMAYPUSA 1-TO TUMA
PYKOBOZCTBO OJ191 POOVTESNEN
TAB/IMLA MUTATENIbHON LEEHHOCTM

(N D) (D)
1,1 0 28 127
4,2 15 36 295
4,8 2 23 131
2,4 0 4 54
21,6 30 1 358
16,8 33 0 362
11,3 32 3 337
12,0 14 3 187
12,3 4 3 104
45 40 3 387
17,1 21 % 263
34,3 30 0 407
12,5 5 3 109
11,1 11 3 159
22,7 28 0 343
15,7 24 1 284
12,0 27 7 318
26,5 16 0 252
25,3 27 0 344
21,9 30 0 356
25,3 27 0 344
0,9 0 3 2%
3,1 1 5 47
3,7 1 8 65
4,2 1 2 41
4,4 0 7 60
1,7 2 7 59
3,6 1 2 40
3,5 1 4 37
2,1 40 2 373
3,4 4 4 64
2,9 3 14 99
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NMPOAYKT NUTAHUSA

DpykTOBLIN OrYPT 3,5 % XMPHOCTU
MorypT 3,5 % XVPHOCTY

VorypT 10 % >KUpHOCTY

Kedwmp 3,5 % »upHocTn

KopoBbe Mo0KO 3,5 % >KMPHOCTW
Cnvekn 30 % XXMPHOCTU

CkBaLleHHble cnvBky 10 % >XMPHOCTU
Cnapkasi Molo4Hasi CbIBOPOTKa
MaTeprHCKOE MOMIOKO/XKEHCKOE MOJIOKO
JIAMLIA/MAKAPOHHbIE USOENUSA
MakapoHHble U30enns 13 KPYMKW TBEPAbIX COPTOB MLLEHWLbI, OTBAPHbIE

MakapoHHble U3[enst U3 KPYMKWU TBEPAbIX COPTOB MLLEHVILIbI,
B CbIpOM BUAe

LlenibHO3epHOBbIE MaKapOHHbIE 13aenvs 6es AL,
13 MLLIEHWLIbI, OTBaPHbIE

LlenbHO3epHOBbIE MaKapOHHbIE 13aenvs 6es anL, M3 MNeHLbI,
B CbIpOM BU[IE

KeLwbto 1000 21,0 47 22 598
BnaropogHbI kawwTaH 150 2,9 2 41 212
Apaxvic 1100 29,8 48 7 599
JlecHble opexu 450 16,3 63 6 664
KOKOCOBbIN OpeX, CTRYXXKa 300 7,4 65 8 668
CemeHa TbIKBbI 2283 35,5 46 3 581
JbHaHOE cems 880 22,3 37 8 488
Opexu Makagamust 336 8,8 73 4 719
Cragkunin MuHganb 580 24,0 53 6 611
Mak 1195 23,8 42 4 526
Bpasnnsckre opexu 530 17,0 68 4 697
Opexu nekaH 441 11,0 72 4 717
KenpoBble opexu 868 24,0 51 7 589
ducTaLlkn 1108 20,8 52 12 608
KyrxyT 640 20,9 50 10 593
CemeHa noacosHe4YHrKa 960 26,1 26 89 491
peukre opexn 410 16,1 71 6 723
AHaHac 35 0,5 0 12 59
A610ko 15 0,3 14 65
Abprkoc 69 0,9 9 45
ABOKago 90 1,4 8 4 138
BaHaH 57 1,1 20 93
MpyLa 26 0,5 12 58

D)
279
280
221
230
283
168

107

240

163

366

JIN3NH BEJNIKU

(1)
39
39
3.1
32
34
2,4
2,8
0.8
1,1

5,6

12,5

6,0

13,4

XKWPbl

(1)
3

4

18

YrNEBOAbI

)
15
4

~N Ooww o~ DN

KAJTOPUMN

106
69
118
64
65
303

NMPOAYKT NNTAHUSA

BExesunka
KnemeHTVH
DUHNK
KnybHnka
VIHK1p, CyLueHbIn
NHxmp
[paHat
penndppyT
YepHuka
ManvHa
Me[LoBasi OblHs/caxapHas OblHs
CmopoanHa
XypmMa BOCTOYHast
Buwns
Kneu

Nanm

Jlnam
MargapuH
MaHro
Mvipabenb
HekTapuH
AnenbCuH
[Manans
Mapakyiis
[MNepcuk
Cnwvea
BpycHuka
AnBa
PeseHb
V13tom
KpbPKOBHNK
Apby3
BuHorpag,
JInmoH

3
rPUBLI

BelueHka 0ObIKHOBEHHAS, B CbIDOM B/Ae
[MNonbepe3oBUK 0ObIKHOBEHHbIM, B CbIPOM BUAE
LllamMnuHbOH, B CbipoM Buae

PbPKMK HAaCTOSALLWIA, B CbIPOM BUAE

OneHok, B CbIPOM B/Ae

CMOpYOK, B CbIPOM BUaE

JINBNH BEJIKU

XKWUPbl  YIMEBOAbI KAJIOPUU

Y TAPOBAS ALIMAYPUS 1-TO TUMA
PYKOBOZLCTBO [19 POOVTENEN
TABJIMLIA MUTATENBHOMN LIEHHOCTH

(M) ) (N ()
38 1,2 1 6 43
41 0,7 0 9 50
90 2,0 1 65 297
34 0,8 0 6 36
140 3,5 1 55 272
60 1,3 1 13 67
53 0,7 1 16 80
19 0,6 0 7 45
16 0,6 1 6 46
42 1,3 0 5 43
67 0,9 0 12 57
36 1,1 0 5 40
42 0,6 0 16 76
36 0,9 0 13 64
76 1,0 1 9 62
31 0,5 2 2 48
68 0,9 0 17 78
36 0,7 0 10 54
58 0,6 0 12 62
24 0,7 0 14 67
44 0,9 0 12 60
39 1,0 0 8 47
52 0,5 0 7 36
182 2,4 0 10 67
29 0,8 0 9 44
19 0,6 0 10 48
11 0,3 1 6 41
23 0,4 1 7 50
25 0,6 0 1 20
71 2,5 1 68 314
25 0,8 0 7 43
89 0,6 0 39
15 0,7 0 15 72
35 0,7 1 39
150 3,5 0 3 35
41 4,7 1 0 38
170 4,1 0 1 24
57 2,8 1 0 28
215 82 1 0 30
168 2,5 0 1 28
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NPOAYKT NUTAHUA JINSUH BEJIKU XWUPbl YINIEBOAblI KAJIOPUA
(M) ) (N ()
JIncnyka obbIKHOBEHHAS!, B CbIPOM BUOE 39 2,4 0 0 21
[MloOOCHHOBIIK, B ChIPOM BUAE 98 2,2 1 0 26
LLinnTake, B Cbipom BMae 56 1,6 0 12 46
Benbi rpnb, B CbipoM BUAE 190 5,4 0 1 39
Tptohens, B CbIpOM BUAE 490 8,3 1 7 90
PocTtkin 6ambyka, B CblpoM Brae 128 2,5 0 1 23
PocTkin 6ambyka KoHCEpPBMPOBaHHbIE, 6€3 XKNOKOCTU 113 2,2 19 1 0
PocTku MtoLLepHbI TOCEBHOM, B CbIDOM BUaE 224 4,0 1 2 35
PocTtki chaconn asmatckom 246 3,2 0 2 26
PocTkun con, B cbipom Brae 444 6,3 1 5 59
KoHMpeTbI 33 0,5 0 95 391
CIMBOYHBIN KEKC 308 8,1 11 75 441
Apax1coBble NaIo4KN 335 10,4 35 45 538
[lomagka 0 0,0 0 88 357
DpyKTOBOE MOPOXKEHOE 107 1,5 2 29 142
DpyKTOBLI MapmMenaz, 71 1,6 0 79 352
2KeBaresibHbIe MULLIKW, C XXENaTUHOM 434 6,6 0 79 348
>KesatenbHble MULLKY, 6e3 xXenatrHa 0 0,1 0 83 334
KapTodenbHble 1inchl 400 515 39 45 562
KepatenbHas pesrHka 7 0,1 0 95 387
Kpekepsl 218 111 3 75 386
[pynbsK 94 3,3 13 81 457
Naxpuua 105 4,4 1 87 381
MapLumannoy 132 2,0 0 80 333
Mo1o4YHbIN LLoKoMag, 393 9,2 32 54 539
MOoIO4HbBIN LLIOKOMaA, U3 LIESTbHOrO MOJIOKa C Opexami 553 9,2 32 50 531
MosiouHoe MopoxkeHoe 116 1,6 22 12 250
[NonkopH 342 12,7 5 67 388
BosayLwHbIn puc 291 743 2 84 394
ConeHble NanoyKkn 185 9,7 1 76 354
Cyne B LLIOKOaQHOM rnasypu 216! 3,6 11 64 357
LLlokonagHbI Kekc 222 6,7 24 55 466
LLlokonagHas kpoLuka 335 7,2 18 62 458
LLlokonagHoe apaxe 215 4,6 4 78 381
Copbert 12 0,2 0 32 139
OpyKTOBLIN Nef, 0 0,0 0 15 61

["opbku LWoKONaA, 377 8,1 3 46 514
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YKASAHVE NCTOHYHMKOB

MPOTOKOJ1 AMATHOCTUKU U JIEYHEHUA
[MpOTOKOA AMArHOCTUKM U AeveHMs AccoumaLmm HayYHbIX MeAULMHCKMX obuecTB Mepmanmum Ne 027/018 (yposeHb kauvecTsa

S3) AAf «AMArHOCTUKM, TEPANUM 1 TaKTUKU BEAGHUSI TAYTapOBOM auMAYPUM |-ro Tuna (CUHOHMM: HEAOCTATOUHOCTb FAYTapUA-
KoA-aernaporeHasbl)». 2-a peaakums, uoHb 2016 r. URL-appec: www.awmf.org

PEKOMEHOALUWW NO ANETE, AHAJTIU3 NCTOYHUKOB NMUTAHUA

Hemeukoe obuwecTso HMTaHMﬂ,ABCTPMﬁCKOG obuecTso NUTaHUA, LIJBeFtu.apcxoe 06LEeCcTBO UCCACAOBAHUA NMUTAHUA, LIJBeﬁu.ap-

ckoe obbeanHeHue no nutanuio (MFepmanum-Asctpun-Liseiuapun), (2015): PedpepeHTHble 3HaYeHUs AAS MUTATEAbHBIX BELLLECTB.
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CCbIJIKU B UHTEPHETE

HeMeLKue
— Hekommepueckas opraHusaums «pynna B3aumonomoLuym npu raytaposoit aupaypumy (Selbsthilfegruppe Glutarazidurie e.V.):
www.glutarazidurie.de
— Hekommepueckas opraHusaums «KoMUTET MO COTPyAHUUYECTBY B OBAACTH HapyLUEHUst OBMeHa BELLLECTB B MeAUATPUMY
(Arbeitsgemeinschaft fiir Padiatrische Stoffwechselstorungen e.V. (APS))
npu obLuectse AeTckol U noppocTkoBoi MeAnumHbl (DGK]): www.aps-med.de
— Hekommepueckas opraHmsaLms «AccoLmaLmm HayYHbIX MEAULIMHCKMX OBLLECTBY
(Arbeitsgemeinschaft der Wissenschaftlichen Medizinischen Fachgesellschaften e.V. (AWMF)): www.uni-duesseldorf.de/ AWMF/
— Hekommepueckas opraHusaums «KoMUTET MO COTPYAHUUECTBY B OBAACTU AMETOAOTUM B MEAMATPUMY
(Arbeitsgemeinschaft fiir Padiatrische Diatetik e.V. (APD)): www.netzwerk-apd.de
— WccaepoBaTeAbckuit MHCTUTYT AeTckoro nutanus (FKE): www.fke-do.de
— Hekommepueckas opraHusaums «Hemeukoe obuiectso nutanus» (Deutsche Gesellschaft fiir Ernahrung e.V. (DGE)): www.dge.de
— Hekommepueckas opranusaums «Hemelikoe 06LLECTBO MCCAGAOBAHMUI B OBAACTU AMCTOHMUMY
(Deutsche Dystoniegesellschaft e.V. (DDG)): www.dystonie.com
— Orphanet — nopTaA peakux 3a6oAeBaHUIN U opdaHHbIX NpenapaTtos: www.orpha.net
— Hekommepueckas opraHmsaums « ObbeAnHEHNE PEAKMX XPOHUUYECKUX 3a60AeBaHMIY
(Allianz Chronischer Seltener Erkrankungen e.V. (ACHSE)): www.achse-online.de

MeXAayHapoaHble

— Organic Acidemia Association (OAA): www.oaanews.org

— International Organization for Glutaric Acidemia (IOGA): www.glutaricacidemia.org
— Society for the Study of Inborn Errors of Metabolism (SSIEM): www.ssiem.org



www.klinikum.uni-heidelberg.de





