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OO0cyxaaTcs coBpeMeHHble cBeleHHs 0 (heHnIKeTOHypuH y feteid. [IpuBenens! o0menpuHaThIe Kiaccudukanuu runepdenniana-
HuHemuii. [1onpoGHO paccMOTpeHbI ITHOIOrHYECKHUE Y ATOTeHETHYECKHE ACTIEKThI 32001eBAHUS C AKIEHTOM HA IPHYHMHBI TSIKEJIOT0
NIOBPEK/IEHNSI TOJIOBHOTO MO3Ta NMPH OTCYTCTBUM JiedeHusi. OTpaxkeHbl 0COOEHHOCTH COCTOSIHUS 310POBbsI ieTeii ¢ (heHNIKeTOHYpHeit
Ha ¢oHe THeTOTEPANHH, 2 TAKIKE COBPEMEHHbIE MOIXO/IbI K TMATHOCTHKE i T depennmnaibHoil AMarHOCTHKE, JieueHHIo (heHnIKeTo-
HYPHH U TUCIAHCEPHOMY HAOTIOICHUIO ALMEHTOB.
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The article discusses modern information about phenylketonuria in children. Standard classification of hyperphenylalaninemia is
given. The etiopathogenetic aspects of the disease are examined in detail, with an emphasis on the causes of severe brain damage
in the absence of treatment. The features of the state of health of children with phenylketonuria on the background of diet therapy
are reflected, as well as modern approaches to diagnosis and differential diagnosis, treatment of phenylketonuria and dispensary
observation of patients.
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eHuiketonypusi (kon MKb-10 — E70.0; OMIM —
261600) w gpyrue runepdeHWIaTaHUHEMUT
(E70.1) — rpynna ayTOCOMHO-pelieCCUBHbIX 3a00seBa-
HUI, CBSI3aHHBIX C HapyllleHUeM OOMeHa aMUHOKUCIIOThI
(heHUnanaHmHa, 4YTO MPUBOAUT K TSKEIOMY MOPAXKEHUIO
IIHC u mporpeccupoBaHUIO YMCTBEHHOI OTCTAJIOCTH.
Onuaemuosorusa. [lonynssunoHHas reHeTUKa (heHuI-
KETOHYPUU, KaK U OOJBIIMHCTBA aQyTOCOMHO-PEIIECCUB-
HbIX OoJie3Hel, cioxHas. Bbicokast yacrora 3aboseBa-
Husg B Cunwiun (1 Ha 2700 HOBopoxkaeHHBIX), MpaHe
(1:3627), Typumm (1:4200) cioxwiach u3-3a OOJIBIIOTO
yuciaa KpOBHO-POACTBEHHbBIX OpakoB, MO 3TOM Xe Mpu-
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YUHE 4Yallle BCTpeYaroTcsl TTepUH3aBUCUMbIE (HOPMBI
runepdeHunatannaemun B Typuuu, CaynoBckoit Apa-
Bun. HaoGopoT, UCKITIOUYNTETbHO HU3KWI YPOBEHb Ha-
OJfoaeTcsl B CKAHAWHABCKUX TOMYJISIIIUSIX, OCOOEHHO
B Ounmsaauu (1:100 000) u [Isernu (1:43 230), a Takke
B Anonuu (1:80 500 — 1:125 000). YacroTta peHuakero-
Hypuu B EBporie B cpenHem 1 Ha 10 000 HOBOpOXKIEHHBIX,
OJIHAKO OHA BapbUPYeT y HAaCeJIEHWST Pa3HBbIX PETMOHOB:
HanpuMmep, B Mpranmuu 1:4500, benopyccun 1:6000,
Ocronnm 1:8090, Torna kak B Benrpum 1:11 000, Tepma-
Huwm 1:12 000, @panuu 1:13 500, Utamuu 1:17 000, Ipe-
i 1:18 640 [1].

B Poccwuiickoii Denepatinu, Mo TaHHBIM HEOHATAb-
HOTO CKPUHMHTA, YacToTa (DEHUIKETOHYPUU KOJIeOIeTCs
ot 1:3000 B KapauaeBo-Yepkeccuu, 1:4735 B Kypckoii
obmactu no 1:18 000 B Pecny6iuke TwiBa, B cpeaHeM
no crtpaHe coctaBisis 1 Ha 7142 HOBOpPOXIEHHBIX.
CyIIeCTBYIOT M 3THUYECKHUE PAa3INUMS B TIpeieax OJHO-
ro perroHa, HarmpuMep Cpeau dyBalleil u MapuiileB 60-
JIe3Hb BCTPEUYaeTCs] 3HAYUTENIBHO peXke, YeM Cpeau pyc-
CKOro HaceJieHus1. PacipocTpaHeHHOCTh KJIaCCUYECKOM
(GEeHMITKETOHYPHH 1 APYTUX (hopM rumiepdheHIaIaHHE -
MWU, TI0 JAaHHBIM PETMOHAJIbHBIX cerMeHTOB Denepaib-
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HOTO peTucTpa JIUII, CTPamalolInX peIKUMU 3a00eBaH-
avu, Ha 01.01.2015 . — 2,51 wa 100 000 HacesreHUS, JOIST
neteir — 85,3% [2].

Tun HacienmoBaHMsi — ayTOCOMHO-PEILIECCUBHBIN.
ITen denunananuHruapoxkcwnassl PAH nokanusyercst
Ha YIMHHOM TuIeye XpoMOCcOMbI 12 — yyactke q22—24.1.
B Hacrosiiiee Bpemst uzBectHa 991 myrauumst rena PAH [3],
U TIOCTOSTHHO PETUCTPUPYIOTCS HOBbIe. Cpeau HUX TIpe-
0bJyamaoT MucceHc-MyTauum (62—65,4%), a Takxke peru-
crpupytotes aenetvu (13—16,4%), nedexThl criaiicuH-
ra (11-12,2%), HoHcenc-mytauuu (5%), uncepunu (2%)
[1]. XapakTep MyTallK ONpenessieT CTeNeHb OCTATOYHOM
aKTUBHOCTU (DepMEHTa UJIU €€ OTCYTCTBHE U B OOJIBIIH-
CTBE CIIy4aeB KOPPEIHMPYET C TSIKECTbIo Oojie3HU. TeM
He MeHee KOPPENSIus MeXIy TeHOTUTIOM U (heHOTUTIOM
y OOJIbHBIX He SIBJISIETCS aOCOMIOTHOM U TTALIMEHTHI ¢ aHa-
JIOTMYHBIMA TE€HOTUITAMU B HEKOTOPBIX CIyJassX MOTYT
WMETH pa3indHble GopMbl (peHMIKeToHypuu [4, 5].

CylIIecTBYIOT TOMYJISIIUOHHBIE M 3THUYECKHE pa3-
JINYUST CITEKTPOB M 4YacTOT MYyTallMid, W3 TOCIETHUX
B Poccum Hanbonee yacteimu siisttorest: R408W (62,3—
63,6%), P281L (2,7-4,95%), IVS10-11G>A (4,1%),
R261Q (3,3-8,2%), R158Q (1,65—4,3%), IVS12+1G>A
(1,85-2,3%), R252W (1,8%) [6, 7].

YacToTra TETepO3UTOTHOTO HOCHUTEILCTBA MYyTalMit
reHa PAH B nonynsuusix EBpomnbl B cpemHem 1:50 —
1:100 [1], B Poccun — ot 1:31 mo 1:50, B TOM uncie myTa-
1 R408W — 1:42 — 1:47 yenosex [7, 8].

DTHosiorug W maroreHed. [umepdeHnIaTaHUHEMUS
pa3BUBaeTCsS B pe3yJbTaTe HapylIeHWsl TpeBpalieHus
(beHunamanMHa B TUPO3WH. B HOpMe TMAPOKCUIMpPOBA-
Hue (eHuIaTaHUHA B TIeYeHU obOecrieuynBaeT (pepMeHT
(beHMNATAaHUHTUAPOKCUIA3a TIPU y4acTUU KodaKTopa
TeTparuapoduonteprta (BH,), MonekysspHoro kucio-
pona u xenesa (Fe,,). MetaGonnueckuil 6JOK TaHHOTO
Mpoliecca MOXET ObITh Ha pa3HOM YpOBHE, YTO OTpele-
JISTIET HECKOJIBKO (popM OO0JIE3HN.

Knaccuueckasi heHUIIKETOHYpUST BbI3BaHA MyTallleit
BreHe peHmIaTaHMHTUIpOKCcuaassl — PAH, KoTopast 00y-
CJIOBJIMBAET HECTAOWIbHYIO CTPYKTYpY M JIe(UIIUT aK-
TUBHOCTH 3TOTO (hepMmeHTa. [ITeprH3aBUCUMBIE (HDOPMBI
runepeHmIaTaHMHEMUY BO3HMKAIOT W3-3a MyTaluii
TeHOB, KOTUPYIOIIMX (hepMEHTHI CHHTE3a U pereHepaun
BH,. B pesysibrare npu Bcex popmax runepheHmnataHm-
HEMUM OCHOBHBIM MyTeM TipeoOpa3oBaHus (heHuIana-
HUHA CTAHOBUTCS Je3aMUHUPOBAaHUE 10 (DeHWITTUPOBU-
HOTpanHoM, nanee (heHUIMOJOUHON U (PEeHMITYKCYCHOM
KUCJIOT, a TakKe JeKapOOKCUIMpoBaHue 10 (DeHUIITU-
JJaMMHa. DTN MeTabOJIUTHI HAKaAIJIMBAIOTCS B OpraHu3Me
U BBIIEJISIOTCS B TTOBBIIIIEHHBIX KOJTMYECTBAX C MOYOIA.

BrIieykazaHHbIe TOKCUYHBIE TPOU3BOIHBIE CITO-
COOHBI TIPOHUMKATh Yepe3 reMarodHIedanTnueckuii 6a-
pbep M OKa3bIBaTh MPAMOE HEWPOTOKCUYECKOe Heii-
CTBHME, OCOOEHHO Ha pa3BUBAIOLIYIOCS LIEHTPATBHYIO
HEpPBHYIO cucTeMy pedeHka. [ToBpexneHust oTMeyaroTcst
B KOpe M 0a3alibHBIX SApax TOJOBHOTO Mo3ra. Kpome
TOro, (peHWJIaJJaHUH KOHKYPUPYET ¢ OOJBITUMM Heli-

HACJIE4ACTBEHHbBIE BOJIESHU

TpaJbHBIMM aMWHOKUCIOTAaMU 3a OeTOK-MepeHOCUNK
LAT1 (rpancnoprep L-amuHOKucaoT 1) uyepe3 meM-
OpaHBbI KJIETOK, a TaKXKe MPU TPAaHCIIOPTe Yepe3 CIU3U-
CTYI0 KMIIIEYHWKA. DTOT BaXHBIM acIeKT TaToreHesa
3acIyXXnuBaeT ocoboe BHMMaHHe. [Ipu BBICOKON KOH-
LIEHTpalluy B KPOBU (PeHMITATaHWH, 06J1amast O0IbIITNM
apGUHUTETOM K OENKYy-TIepeHOCUYUKY, JIETKO TPOHU-
KaeT yepe3 reMaTodHIehaTnIecKrii 6apbep, MpU 3TOM
MOAABJISAS TPAHCHOPT JIPYTMX aMHHOKMCIOT (TUPO3H-
Ha, TpunrodaHa, JellnHa, U30JelIInHa). YKazaHHOe
MPUBOANUT K TOPMOXEHUIO CUHTE3a OEJTKOB B TOJIOBHOM
Mo3re, Tpoirdepalud ASHAPUTHBIX KJIETOK W Hapy-
IIEHUI0 MUEWHU3ALNU HEPBHBIX BOJIOKOH, a TaKxXe
K o0leMy HapylleHUI0 oOMeHa OelKOB, JIMTIO- U TJU-
KOTPOTEMHOB, MUCTIPOTEMHEMUHU, TEYEHOYHOM HeIo-
CTaTOYHOCTH.

OmHOBpeMEeHHO HapyllaeTcss CUHTe3 HelpoTpaHC-
MUTTEPOB — JOTAMHWHA, HOpP3MUHEepPUHA, CEepoTO-
HUHA — KaK W3-3a TIPEISITCTBUS TpaHCMEeMOpaHHOMY
MepeHocy THpO3WHa, TpunTodaHa, TaK W BCIEACTBUE
WHTUOMPOBAHUS THUPO3UHTUAPOKCUIA3BI, TPUMNTOGhaH-
TUAPOKCUIIa3bl BBICOKMMHU KOHIIEHTpaUMUSIMU (heHUII-
anaHuHa. Hampumep, nmpu comepkaHnu (eHMIaJaHuHA
B KPOBU OKOJIO 15 MT/mT aKTUBHOCTb TUPO3UHTUAPOK-
cutasbl monasisieTcst Ha 80%. Ele omHUM MeXaHU3MOM
MMOBPEXICHNST MO3Ta CYUTAETCS CHUKEHUE aKTUBHOCTH
MUPYBAaTKUHA3BI,  3-TUAPOKCH-3-METHITIYTapyI-KO-
9H3UM A peAyKTasbl, HapylIeHHe TIyTaMaTepruuecKoi
rnepegay HEPBHOTO MMITYJibca M (DYHKIIMU MOHOAMMU-
Hokcuaasel B [1, 5, 9].

CylecTBeHHYIO pOJIb B IMaToreHe3e OOJE3HM TaKXke
WUTpaeT HeTOCTATOYHBI CMHTE3 TUPO3MHA, KOTOPBIA SB-
JISIETCS  TIPEAIIeCTBEHHUKOM THPOKCWHA, KaTeXOJaMM-
HOB 1 MeJlaHWHa. [1pu HecoOMI0IeHUY INETHl pa3BUBaET-
Csl BTOPUYHBIN TUTTOTUPEO3 — IOMOJTHUTEIBHBIN (DakTop
(GopMHUPOBaHUS YMCTBEHHOM OTCTAIOCTH.

B nocnenHue roasl oOcyxXaaeTcsi BIUSIHUE OKCHUIa-
TUBHOTO CTpecca Ha TOBpeXIeHWe HEPBHON CUCTEMBI.
YV GonbHBIX (heHWIKETOHYPUEH OTMEYalOT TOBBIIIIEHHOE
conepkaHue TTPOAYKTOB MEPEKUCHOTO OKUCICHUS JIUTTU -
JIOB B KPOBU, HEJOCTATOUHOCTD BEIIECTB aHTUOKCUIAHT-
HOW 3amuUTHl (KapHUTHWHA, P-KapoTWHA, KO3H3UMa Q
ceJieHa, IIMHKa).

Hnga  nrepuHAeUUUTHBIX  TrUTepdeHuIaIaHuHe-
MM CBOMCTBEHHA TsKeslass HeXBaTKa KaTeXOJIaMUHOB,
CEPOTOHMHA, TMOCKOJIbKY CHMXeHME akTuBHOCTM BH, -
KoakTopa HEe TOJbKO (heHWITaJTaHMHTUIPOKCHIIA3HI,
a TakKe M THUPO3WHTUIPOKCHUIIA3BI, TPUTITOhAHTUAPOK-
cuiia3bl U CMHTa3bl OKCUA a30Ta — OTPUIATENIBHO CKa-
3bIBaeTCS Ha (PYHKIIMU BCEX STUX (DEPMEHTOB.

CospemeHnnas knaccuukanus runepdeHuIaIaHuHe-
MMM OCHOBaHa Ha pe3yjbraTaX MOJIEKYISIPHO-TeHETH-
YeCKUX MCCIIeIOBAHUM U TIpecTaBIeHa B MEIULIMHCKOM
6aze maHHbIX «Online mendelian inheritance of man» —
OMIM (tabu. 1).

Kmunanueckast kimaccudukanust  (HeHUTKETOHYPUU
0aszupyeTcsl Ha ypoBHe heHMJIaJaHMHA B KPOBU OOJILHOTO

10°
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Boneuna C.4. u coagm. (DCHI/UIKCTOHypI/Iﬂ y NETE: COBPEMEHHBLIC aCIIEKTDI IMTATOr€HE3a, KIMHUYECKUX HpOﬂBJIeHI/IFI, JICUCHUS

JI0 HayvaJia JIeYeHMsI, KOTOPBIii KOCBEHHO OTpaXkaeT CTe-
MeHb TIOpaXKeHUs U pe3UIyaTbHYI0 aKTUBHOCTh (pepMeH-
Ta (heHWIAJaHUHTUAPOKCUIIA3BI, TIPU 5TOM HE YYUThHI-
BalOTCS KJIMHUYECKHE MPOSIBIIEHUS 3a00JIeBaHsI, B TOM
YHUCJIe CTeNeHb YMCTBEHHOMN OTCTAIOCTH:

1. Kiaccuueckast (tsikenast) (heHUTKETOHYPUSI — YpO-
BeHb (peHMNaNaHWHA B KpoBU BbilIe 1200 MKMOJIb/JT
(BbI11e 20 Mr/mn);

2. Jlerkas (nerkass + cpenHsist) (EHUIKETOHYpUS —
ypoBeHb  (eHMnamannHa  600—1200 MKMOJbB/I
(10—20 Mr/mt),B HEKOTOPBIX CJIydyasix OTAEJIbHO BbI-
TIEJISTIOT cpenHIor0 (hopMy TIpU YpoBHE (DeHMITATaHITHA
900—1200 mxMomb/n (15—20 mr/mn);

3. Jlerkas runepdeHWIaTaHUHEMAST — YPOBEHb (heHU-
nananuHa 120—600 MKMOJTB/J [4].

AMEPUKAHCKUIT KOHCEHCYC BBIACISIET 5 KATErOpuii:

1. Jlerkas rumnepdeHmiaaHuHEMUsI, He TpeOyroIas Jie-
yeHUs (<360 MKMOJTB/1);

2. Jlerkas runepdeHWIalaHUHEMUSI — «cepasi 30Ha»

(360—600 MKMOJTB/T1);

Jlerkas pennnkeronypus (600—900 MKMOIIB/);

Cpennsist penunkeronypust (900—1200 Mmxmob/);

5. Knaccuueckast henunketronypust (>1200 MKMob/J)
[10].

BormeykaszaHHble  KJIMHMUYECKWE — KiacCUDUKAIIUN
MPU3HAIOTCS YCJIOBHBIMM, TaK KaK y HOBOPOXIECHHOTO
KOHILIEHTpalns (peHMJIaJaHWHA He BCETaa MaKCUMallb-
Hasg K MOMEHTY IMpOBeleHUs aHamu3a. Kpome TOTrO,
KIMHUYECKUE TIPOSIBIICHUS U TepareBTUIeCKUl 3 PeKT
y OOJILHBIX C OMMHAKOBBIM YPOBHEM (DeHMJIaTaHWHA KPO-
BY MOTYT OBITb PAa3TNIHBIMU.

Knunuueckas xapakrepuctuka. [1pu poxaeHuu u B
TepBbie HEACTN XU3HU IeTU ¢ (DEHWIKETOHYpPUE BbI-
JISIASIT 3MI0pOBBIMU. MaHuMbecTalus 60J1e3HU MPOUCX0-
JIUT B BO3pacTe 2—6 MeC TIPU OTCYTCTBUM JUETOTEPANTUH,
OTMEYaeTCsl BSUIOCTh, OTCYTCTBUE/IIOTEPST WHTEpeca
K OKpYXaroleMy, MHOTra HAa000pOT, MOBbIILIEHHAsT Pa3-
NPaXUTETbHOCTh, OECIMMOKOMCTBO, pPBOTA, CYIOPOTIH,

Eal

TUTIEPTOHYC MBI, TUIeppedIeKcus, aK3eMaTo3Has
ChIMTb. XapaKTepeH «MBIIIMHBIN 3amax» MoTa U MOYH,
KOTODPBI OOBSICHSIETCA BbIAEJICHUEM (DeHMIaleTaTa,
deHuanMpyBata. Bo BTOpOM MOJYyrogvu XWU3HU TIPO-
rpeccUpyeT OTCTaBaHWE B MOTOPHOM U TICUXOpPEYEBOM
pa3BUTHUU: JETU TEepecTaloT pearupoBaTh Ha obOpalle-
HUe K HUM, y3HaBaTh MaTh, He (DMKCUPYIOT B3TJISII U HE
pearupyloT Ha sipKye UTPYIIKU, He TTIepeBOpauYnBaIOTCS
Ha XUBOT, He cunaT. dusnmyeckoe pa3BuTUE HAPYIIEHO
B MEHbIIIE CTeNeHU, OJHAKO BBISIBJISIETCS HEKOTOPOE
YMeHbBIIIEHUE pa3MepoB ueperna Win Jaxe MUKpoleda-
JIVsI, TIO3THEe TMPOpPe3bIBaHNe 3y0OB, aHOMAJIMK CKeJle-
Ta. Y OOJBIIMHCTBA HEJIEUEHBIX AeTel CBETJIbIE BOJIO-
Chl, ToNyObie Tia3a. KoxXa MOoYTH MOJTHOCTBIO JIMIIeHA
MeJJaHWHA W WMeeT TTOBBIIIEHHYI0 YYBCTBUTEIbHOCTH
K WHCOJISIIIMM W TpaBMaM, TTO3TOMY HEpeaKO HaOJIo-
JAI0TCS TsDKeas 9K3ema, JAepPMaTUT, (OJUTMKYISIPHBIIA
KepaTo3, MOBBIIIEHHAs CKJIOHHOCTh K THOMHUYKOBBIM
MHQDEKIUIM.

TTpu OTCYTCTBMU JicUeHUST Pa3BUBACTCS TsKeTasT yM-
crBeHHas1 otcrajocth (1Q<50). BnunentudopmHbIe
MapOKCU3MbI TIO TUITY «CaJlaaMOBbIX» MPUMANKOB, «KUB-
KOB», abcaHcoB BcTpedalotest Y 50% O0NMbHBIX, OHU pe-
3UCTEHTHBI K MPOTUBOCYIOPOXHOIW Tepanmuu. B To ke
BpeMsl SIMWJIETITUYECKYIO aKTUBHOCTh TMPU MPOBEACHUU
ajieKTposHIedasorpadun  peructpupyror y 85-90%
60JbHBIX. BO3MOXHBI U Ipyrye HEBPOJOTUUYECKUE pac-
CTPOICTBA — aTaKCUsl, TUTIEPKUHE3BI, TPEMOP PYK, Mape-
3BI TTO LIEHTPAJTLHOMY THITY.

ITo nanusim T.B. BymyeBoii (2015), y nmauueHTOB
¢ (heHUIKETOHYpUEH N0 Hayajla NIMETUYECKOTO JICUSHUSsI
6biTu auarHoctupoBaHbl: paxuT [-II1 crerrenn (y 35,3%
neTeit), XenesonepunuTHas anemus (y 23%), aTornude-
ckuit nepMatut (y 22,3%), BpoXXaeHHbIe aHOMAJIUK Pa3-
BUTHST (TPBIKM TIepeHel OpIONIHONM CTEHKU, MaXoBble,
aHOMaJTUM pa3BUTUSI cepaua u ckenera —y 9,3%) [11].

B Hacrosiiee BpeMsT KIIMHUYECKUE TIPOSIBICHUS (be-
HWIKETOHYPUU MPAKTUYECKW HEe BCTPEUalOTCS B CBS3U

Tabauya 1. DTHONOTHYECKAS U MATOreHeTHYECKAs Kiaaccupukamus peHNIKeTOHYpun 1 runepheHnIaJaHuHeMan ™

Table 1. Etiopathogenetic classification of PKU and HPA

Kox MIM Ha3Banue naroJjoruu Depment Ten Jlokanau3zanus reHa
DAT -3aBrcrMast HeHUIKETOHY- denunnananuH-4-ruapoKcuIaza
261600 pust (DKY, GAT gedpumur) (PAH) PAH 12q23.2
261640 IF'®A, BH,-nepunmr, A (PKY 6-TTMPYBOMJI-TETPATHUAPO-TITEPUH- PTS 11q23.1
111 Tuma) cunteTasa (PTS)
_ IyaHo3uH-TpudochaT-IMKIOrn-
233910 ['DA, BH,-nedunur, B nponasa (GCH1) GCH1 14g22.2
T'®A, BH,-nedurur, C (OKY JuruaponTepuanH-peayKkTasa
261630 1T ) 4 (DHPR, QDPR) ODPR 4p15.32
[Itepun-4-a-kapOMHOTAMUAH-ETH-
264070 DA, BH,-nepunur, D sparasa (PCBD1) PCBD1 10g22.1
617384 Ly emcinn, 1@ LU TR g ) e DNAJCI2 10g21.3

Had

Ilpumeuanue. * https://www.ncbi.nlm.nih.gov/omim/?term=HYPERPHENYLALANINEMIA.
OAT — dpennnananunruapokcuiasa; PKY — pennnkeronypus; FOA — runeppenunnanannnemus; BH, — rerparnapobuonrepun.

POCCUVCKWIA BECTHUK MEPUHATOJIONMW U MNEANATPUM, 2017; 62:(5)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2017; 62:(5)

113




C paHHell IMarHOCTUKOW OOJIe3HM M CBOEBPEMEHHBIM
HayajoM JjiedeHus. OOHAKO W B JAHHBIX CIIy4asx MO-
TYT pa3BUBATLCS HapYyIIeHUs, TpeOyIolIe KOPPEKIINH.
Tak, HecMOTpS Ha paHHee HAYajio JEUEeHUST U COOTIoIe-
HUE ITUETHI, Y OOJIbHBIX MOTYT HAOMI0AAThCSI KOTHUTHUB-
HbIe OTKJIOHEHUSI, XapaKTePU3YIOIINeCsT 0COOEHHOCTSIMU
3PUTETBHBIX M UCTIOTHUTETbCKUX (DYHKIINI, CHUKEHEM
CKOpPOCTU 00paboTKM MHGpOPMAILIMU, HU3KKUM YPOBHEM
KOHILIEHTpAallUM BHUMAaHUsI, HapyIIEHUSAMU ITUHAMWY-
HOCTHU TIpoliecca 3allOMUHaHUs, pedyu. [laxke Mmpu HOp-
MaJIbHOM YPOBHE WHTEJUIEKTYaJIbHOTO pa3BUTUS Y 96%
nereil ¢ (PeHWJIKETOHYpUE OTPeNesIsIioTCs pa3IuvyHbie
U3MEHEHUsT B SMOIMOHAILHON cdepe, Mellarolme Ux
MTOJTHOILIEHHOM COLMAbHOW aJanTalvu: CHUKEHUE T0-
3HABaTEIbHBIX CIIOCOOHOCTEN, BBICOKMII YpOBEHb Tpe-
BOXXKHOCTH, SMOLIMOHAJIbHASI HEYCTOMYMBOCTD, THUIIEpaK-
TUBHOCTD, arpeCcCUBHOCTE [4, 10].

T.B. BymyeBoii (2015) yctaHOBJI€HO, YTO Cpeau Ma-
LIMEHTOB, TOJYYaBIIUX TUMOMEHUIATAHUHOBYIO JHETY
¢ BKIJIIOUEHMEM HecOaJaHCHUPOBAHHBIX TPOIYKTOB Jie-
yeOHOTO MUTaHus, B 4 pa3a 00JIbIlle JeTeil C M30LITOUHOMI
Maccoll Tejla U OXXMpEeHUeM, a Takxke B 12 pa3 OoJjibiie —
C HEeJOCTATOYHOCTBIO TUTAHMS TI0 CPAaBHEHUIO ¢ OOJb-
HBIMM, HAXOAWBIIMMUCS Ha JIeYeHUU COBPEMEHHBIMU
CIeIMaTM3UPOBAHHBIMU MPOAYKTAMU Ha OCHOBE aMHHO-
KucyioT 6e3 peHwnananmHa. [Ipu mo3nHem Havaje nue-
TOTEpANTMU TIOMUMO COXPAHSIIONINXCS HEBPOJOTUIECKHUX
CHMIITOMOB OTMEYAIOT YBEJTMYeHWE YMCIa HU3KOPOCTBIX
neteit (B 10 pa3), ¢ HEIOCTATOYHOCTBIO MUTaHUA (B 6,5
pasa), ¢ oxxupeHueM (B 7 pa3) 1o CpaBHEHUIO C IPYNIIOi
MallMEHTOB, KOTOPBIM JiedeHWe ObIJIO HAayaTO CBOEBpE-
MeHHo [11].

Ha doHe snuMuHAIIMOHHOM THeTOTeparTii MOTYT OT-
MedaThCsl JeUIUTHI MUKPOJIeMEeHTOB (LIMHKA, CeJicHa,
Xele3a, MeIM W MarHus), KapHUTHHA, ®-3 TIOJMHe-
HACBIIIEHHbBIX XUPHBIX KUCIOT, BUTaMUHOB B, B ,, By
(bonmenoii kucnotsl) [1, 5]. MHOTMMU UCCIETOBaHUSI-
MM JIOKa3aHa BBICOKAsT YAaCTOTa OCTEOIIEHUU Y GOJIBHBIX
(peHunkeToHypreit (10 JaHHBIM JBYX3HEPTeTUYECKOM
peHTreHoBcKoit abcopoumomerpun — JIDPA) no cpaBHe-
HUIO ¢ obuleit monyssiiueir. OqHaKoO TOYHO HE YCTAHOB-
JIEHbI MEXaHU3Mbl YMEHBIIIEHUSI MUHEPAJTbHOM TJIOTHO-
CTU KOCTHOI TKaHu. B omHo#1 u3 nmocneqHux padot [12]
BBISIBJIEHA CBSI3b MIPOLIECCOB pe30pOInn/(GopMUpOBAHUST
KOCTHOW TKaHU C TPUBEPKEHHOCTHIO K AUETOTEparuu
U TIOCTATOYHBIM TTOCTYTUIEHNEM MUKPODJIEMEHTOB C MPO-
JIYKTaMU CTIEIIUATbHOTO TTUTAHUS.

OlleHKa KauyecTBa XKU3HM JAeTel ¢ (heHMIKETOHYPU-
ei1 [13] mokasaja, 9To Bce ero rmapaMeTpsl — (pU3nIecKoe,
SMOILIMOHABHOE, COLIMANIbHOEe  (PYHKLIMOHUPOBAHUE,
(byHKLIMOHWpPOBaHWE B IIIKOJe/ JHETCKOM caay — HUXe
IO CPAaBHEHUIO CO 3MOPOBBIMU CBEPCTHUKAMU. MaKcu-
MaJIbHBIE Pa3IMYMsl YCTAaHOBJIEHBI y IIKOJbHUKOB, 4TO,
10 MHEHUIO aBTOPOB, CBSA3aHO C YBETMYEHUEM YMCTBEH-
HOI 1 (DU3NUECKOl Harpy3Ku, HapacTaHUEM HampsKeH-
HOCTU BHYTPEHHMX TICHUXOMOILIMOHAIBHBIX TPOIIECCOB.
ITpu 5TOM TTOKa3aHO: YeM T03Ke HaYaTo JiedeHre y 00JTb-
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HBIX (DeHWJIKETOHYpPUEH, TeM HUXKe TOoKa3aTeIn COLU-
aJTbHOTO M POJIEBOTO (DYHKIIMOHUPOBAHUS, a C yBeJI4e-
HUEM BO3pacTa 00C/IeIOBaHHBIX IeTel HIKe TToKa3aTelln
WX aJanTaluy B KOJJIEKTUBE.

Kaunuueckue nposigrenHus nmepuH3aguUCUMbix Gopm eu-
nepghenunaranunemuu XapakTepusylorcs MaHuddecraiu-
eif Ha TIEpBOM TOMY XU3HU (2—6 Mec), CXOXKECThI0 MeX-
Iy o001 M ¢ KiIaccuueckon (peHUKeTOHypuei, oIHaKo,
KakK TIpaBujIo, Oojiee TSKETbIM TedeHueM. Tak, Tpu Tu-
nepdpenunamanuiemun C TUIA TPOrPECCUPYET Hapy-
IIeHWe TICUXOMOTOPHOTO Pa3BUTHsI, TTOBBIIIEHHAs BO3-
OYIMMOCTb, TUTIOTOHWSI MBIIIII TYJOBHUIIA, CYXOXKMITbHAST
rurneppedaekcusi, cnacTUYECKUil TeTparnapes, MUOKJIO-
HUYecKasl SMUJIeTICUs, MUKpoledaauns, TUMepcaInBa-
LS, JTUXOPAIKU W3-3a HapYLICHUS TePMOPETYIISIINMN.
CumntoMbl TunepdeHmIalaHUHEMUU A TUIIa BKJIIOYa-
0T 3KCTparmMpaMUIHBIE PACCTPOMCTBA, TOCTYPATbHYIO
HeCTaOMJIbHOCTD, TUITOKWHE3WI0, HapYIIeHUs TTOXOIKH,
TUTIepCaIMBAIIAIO0, TICEBIOOYIbOAPHBIE PACCTPOICTBA,
OKYJIOTUPHBIE KPU3HI.

Jnarnoctuka. B Poccuiickoit denepaniuv JOKIUHU-
yeckasi TUarHoCThKa (heHWIKETOHYPUU TPU MacCOBOM
00cenoBaHUM HOBOPOXACHHBIX TpoBoauTcs ¢ 1985
B ocHOBe HeoHaTaILHOTO CKPUHHWHTA 3TOM OOJIe3HU Jie-
JKUT OTpeleieHne OMOXUMHUUYECKOTO (hDeHOTHUTIa — TTOBBI-
IIEHHOTO YPOBHS (peHUJaTaHWHA B CBIBOPOTKE KPOBU
(6onee 120 mxmonb/n wau Bbie 2,0 mr/mn). st aToro
CYIIECTBYIOT pas3fnuHble MeToabl. Tak, mo 1992 r. wuc-
MOJTb30BAJICST TTOJIYKOJIMYECTBEHHBIIT MUKpPOOMOJIOTHYE-
ckuii Tect Tatpu, mocie — KOJWYECTBEHHBIN (DIII0OpPU-
MeTpuieckuii MeTon. B mocienHee BpeMst B OTIACIBHBIX
pernoHax Haiieit crpanbl (. MockBa, I. ExarepunOypr
un CBep/utoBcKast 00J1acTh) JIJISI MACCOBOTO TIPOCEMBAHMS
Ha (PeHMJIKETOHYPUIO Havasl IPUMEHSTLCS aHaJIUTHYe-
CKUI METOJI — TaHAeMHas Macc-crieKTpoMeTpust. OH To-
3BOJISIET OJHOBPEMEHHO OIPENesATh YPOBEHb TUPO3UWHA
U COOTHOILIeHUe eHuaTaHuH/Tupo3uH. Bo Bcex ciy-
yasgx OWOJIOTMYECKUM MaTepuajoM JJIs MCCIeAOBaHUs
CJIyXaT BBICYIIIEHHBIE Ha (PUIBTPOBAJIBHOM Oymare TsiTHa
KaIWIISIPHOI KPOBH.

OpraHu3ainuio MpoBeaecHNsT HEOHATATbHOTO CKPUHIH-
ra peryaupyet npukaz M3 u CP ot 22.03.2006 . Nel185
«O MaccoBoM o00cIeI0BaHUM HOBOPOXIEHHBIX JIeTei
Ha HacJIeZICTBEHHbIE 3a00JIeBaHMS», COTJIACHO KOTOPOMY
o0cJieioBaHre BKJIIOYAaeT HeCKOJIbKO 3TanoB. Ha nepBom
oTare B POOWJIBHOM JOME WM JIETCKON TOJUKIMHUKE
(B ciTyyae paHHE! BBITTUCKY M3 POAMIBLHOTO TIoMa) Y BCeX
JTOHOIIIEHHBIX JIeTell Ha 4-1 IeHb XXU3HU, Y HeTOHOIIeH-
HbBIX Ha 7-1 IeHb (d4epe3 3 4 1mocjie KOPMIICHUST) OCYIIEeCT-
BIIsIeTCsI 3a00p 00pa3oB KPOBM U3 IISITKA HAa CIIELIMAIb-
Hble OyMaXkKHbIe TecT-0JaHKu. [TocliemHre TOCTaBISTIOTCS
B MEIMKO-T€HETUYECKYIO KOHCYJIBTAIINIO JUTS TIPOBEICHUST
HCCIIeIOBAHWIA HE peXe OMHOro pas3a B 3 THS.

IIpu BBISBIEHUM TOBBIIIEHHOTO COIEpXKaHUs ¢e-
HWIaJJaHWHA B CYXOM IISITHE KPOBU MPOBOAMTCS YTOY-
HSIOIIAss AWATHOCTUKA (peTecT ISl TOATBEPKACHUS
runepdeHUIaTaHUHEeMUU, 3ateM auddepeHImanbHas
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JMarHOCTUKa ee TpuarH). CleayronmMu 00s13aTeTbHbI-
MU 3TarlaMu CKPUHUHTA SIBJISIIOTCS HaOJoeHue peOeH-
Ka y TeHeTHKa B MEIMKO-TeHETUYECKOM KOHCYJIBTAIUH,
JledeHWe W JAWCTIaHCepu3alvs, MeINKO-TeHEeTHYeCKoe
KOHCYJIBTUPOBAaHKWE CEMbU W MpeHaTaabHas TUarHOCTH-
Ka JUIS CIIeAYIOIINX JIeTel B JTaHHO# ceMbe. Kpowme Toro,
JIUIST TAarHOCTUKY MYTallMU MCTIOJIB3YIOTCST MOJIEKYJISIP-
HO-TeHeTH4YecKre MeTonbl. CHavaja MpOBOAMTCS TTOMCK
YacThIX MyTaluii B TeHe PAH, Bctpevaronuxcsa y 80%
60JbHBIX B PD, TIpM MX OTCYTCTBMUM Ha 00EUX XPOMOCO-
Max — ornpenesieHue nedektoB B rede PTS. Ecnu nccne-
JyeMble MYTallUM He OOHApyKeHBI, TO PEKOMEHIYeTCS
MpoBeIecHNe CeKBeHUpoBaHUs TeHa PAH, a mipu oTpuiia-
TEJBbHOM pe3yJbTaTe — MOJIEKYISIPHBI aHalu3 APYruX
TeHOB, MYTallMM KOTOPHIX BEAYT K ruIepheHIaTaHnHE -
Muu (cM. TabJ. 1)

JInddepenmmanbupiii  auarno3. st auddepeHim-
aJTbHOM IUATHOCTUKM (DEHWIKETOHYPUU C HIDKEIepe-
YUCJICHHBIMA COCTOSTHUSIMU OTIPEACNISIIOT YPOBEHb (he-
HWIaJJaHWHA U TUPO3WHA B KPOBU METOIOM TaHIEMHOM
Macc-CIeKTPOMETPUN.

Tpanzumopnas eunepgeruraranuHemuss HeOOHOULeH-
HbIX — BpPEMEHHOE TIOBBIIIEHUE YPOBHS (DeHWIalaHu-
Ha B KPOBU HOBOPOXICHHOTO, B OOJBIIMHCTBE CIydyaeB
00YCJIOBJIGHHOE HE3peIOCThIO (PEPMEHTATUBHBIX CUCTEM
MpY TITyGOKOW HEJOHOIIEHHOCTH MU (DYHKIIMOHATBHOM
HE3pesIOCTH, a TakKXe CBA3aHHOE ¢ THUPO3MHEMUYECKU-
MM COCTOSTHUSIMU TIPU TIPEXAEBPEMEHHBIX POAaX U U3-3a
Ype3MepHOTO YIOTpeOIeHUsT OeJIKOBOI TUIIA MaTePhiO.
BuoxuMuueckye mokasaTe I HOPMAJTU3YIOTCS B TeUeHUE
3—4 mec, Ipu 3TOM KJIIMHUYECKHE TIPOSIBIICHUS MO0 OT-
CYTCTBYIOT, INOO HE3HAYUTETHHBI.

Hacnedcmeennas dobpokauecmeennas eunepgenuna-
AaHuHeMus TIOApa3yMeBaeTcsl MpU YpoBHe (deHmtana-
HUHa B KpoBu oT 120 10 600 mmonb/a (2,1 g0 10 mr/mn),
pebeHKa HaAOMIOOal0T B MEIUKO-TEHETMYECKON KOH-
CyJNbTAllUM B TeYEHME MEePBOTrO ToAa KU3HU C eXeMe-
CSIYHBIM KOHTPOJIEM KOHIIEHTpalluu JAaHHOW aMWHO-
KHCJIOTHI; BO3MOXHO TPOBEIeHNE HATPY30YHOTO TeCcTa
(eHUTATAaHUHOM C OTpeleJieHueM B KPOBU YPOBHS
TUPO3WHa, (PeHWIajaHWHA U aKTUBHOCTU (peHuUJaja-
HUHTUAPOKCUIA3bl, TIPU OTOM ITOBBIIIEHUE YPOBHS
TUPO3WHA CBUACTEILCTBYET O H00OpOKauYeCTBEHHOM
WM TPaH3UTOPHOM XapakTepe rumnep@eHuIaiaHuHe-
MWU; IS 9TOM (GOPMBI TaKXKe XapaKTepeH BBIpaskeH-
HbII 3(pPeKT oT AueToTEepanuu.

IImepunzasucumole eunepgherunraranunemuu (Mpu Ko-
TOPBIX OTMEUaeTCsl TPOTPeCCUPOBaHNE HEBPOJOTHYE-
CKMX TIpo0OJsieM Ha (hOHE paHHEl aleKBaTHOM JuUeToTepa-
MUU) — TPU TaHIEMHOM MaccC-CIeKTPOMETPUN YPOBEHb
TUPO3WHA B KPOBU HOPMAaJIbHBIN, TOTIA KaK MpU (heHMIT-
KETOHYpUU — HU3KWIA; U1 MOATBEPKACHUS! JTMarHo3a
3a pyOexkoM OIpenessiioT NTepUHBI B Moue, KpPOBH,
aktuBHOCTH pepmeHTa DGPR B dpubpobdacrax, meitko-
LIUTaX, SPUTPOILIUTAX (B BBICYIIEHHBIX 00pa3iiax KpOBH),
B P® nmmarHOCTUKY MpOBOAST MOJEKYJISIPHO-TEHEeTHYE-
CKUM METOJIOM.

Tuposunemus, 3a601e6anus, c6A3aHHbIE C HAPYUICHUEM
@yHKYuu neveHu, — TIpU yKa3aHHBIX OOJIE3HSIX YPOBEHb
TUPO3WHA B KPOBU BBICOKUIA, TIpU (DEHUTKETOHYPUU —
HU3KUI.

Jleuenne. Hawmboiree >ddekTUBHBINN MeTOn Jede-
HUST KJIaCCWUYECKOW (DEHWJIKETOHYPUM — ITaTOTCHETH-
YECKWI — MIWeTOTepanusi C WCKIIOYEHWEM BBICOKO-
OCJTKOBBIX TTPOMAYKTOB IS OTPAHWUYEHUS TTOCTYTUICHUS
denmmananuHa. B Haieit ctpaHe mokazaHWEM K Havdary
JICUCHUSI CIIY>KUT KOHIIEHTpanws heHUIalaHnHa Gojee
360 MKMOJTB/JT TIO pe3ynbTaty ckpuHuHTa [14]. CormacHo
rocyieTHIM EBpormefickuM peKOMeHIAINSIM TT0 BeJACHUIO
naiueHToB ¢ (eHunkeronypueit (2017), auetorepanus
MIOJKHA TIPOBOAUTHCS 110 12 jieT, eciin ypoBeHb (heHU-
JaJIaHWHa [0 ee Hadasia B mpenenax 360—600 MKMOITb/TT,
W TIOKU3HEHHO — ecyu BhImre 600 Mkmoub/n [15]. Lens-
MU ee SIBJISIOTCS: TIoAnepkaHue YPOBHS (DeHWIaTaHNHA
B KPOBU B IOMYCTUMBIX Tpeaenax (120—360 MKMoib/1
JUTs TTareHToB 1o 12 net, 120—600 MKMOJIb/TT — cTapiie
12 net, HO IS XKEHIIMH B TIPEAKOHIICTITYaTbHBII TIepUOT
pPEKOMEHIyeMBbIil YpOoBeHb — HUXe 360 MKMOJIb/T), TI0-
BBIIIICHUE TOJIEPAHTHOCTH K (EeHWIAJIaHWHY TTUIIIHN,
TIPEMYTIPEXICHNE TSKEIOTO TTOBPEKIEeHNsI HEPBHOM CH-
CTeMBI, obecliedeHrue HOPMAaJTbHOTO POCTAa W Pa3BUTHS
pebeHKa, yIydIlieHre KauecTBa XXKU3HU.

O0s13aTeTbHBIMU YCIIOBUSIMY JIJIST YCITEIITHOTO TIPOBE-
NEHUST TUEeTOTeparuy CIyKaT: MaKCUMaJIbHO paHHee ee
HavaJio (He TTO3IHee TIePBBIX Helle/Ib KU3HN); THGHOPMHU-
POBaHHOCTH POIUTENICH W BRICOKMI KOMITJIAeHC; 0bectie-
YEHHOCTh TMAIMEeHTa CIEeINaTbHBIMA aMUHOKHUCIOTHBI-
MU cMecsiMu 0e3 dheHuIaTaHuHa, cOaTaHCUPOBAaHHBIMU
10 OCHOBHBIM MaKpO- W MUKPOHYTPHUEHTaM, COOTBET-
CTBYIOIIIMMY BO3PACTY; MHIWBUIYAJTBHBIN pacueT paro-
Ha 1 eT0 MepruoanJeckast KOpPeKIus ¢ y4eTOM BO3pacTa,
TePEeHOCUMOCTH TIHMIIEBOTO (heHWITaTaHWHA, HYTPUTHB-
HOTO cTaTyca; peTyIsIpHBI KOHTPOJIb YPOBHS (DeHMIIaa-
HUHa B KPOBU.

[Tpu BBIBIIEHUN Y HOBOPOXICHHOTO TUTIEpQEHMIIA-
JTAHMHEMUW He3aMeITUTeNIbHO ClieNyeT Ha3HAYUTh Jie-
YeHWe, COKPaTUB 00BEM TPYTHOTO MOJIOKA MW aTarTH-
pOBaHHOW CcMeCHM IO  PACCUUTAHHOTO,  WCXOIS
W3 TOTTYCTUMBIX CYyTOUHBIX KOJUIECTB ITUIIIEBOTO (heHU-
nanaHuHa. Henocraroiee 10 GpU3M0I0TMYECKON HOPMBI
KOJIMYECTBO OeJIKa M IPYTUX HyTPUEHTOB BOCTIOTHSIETCS
3a CUET CIEeIMaTN3UPOBAHHBIX aMUHOKUCIIOTHBIX CMe-
ceil 6e3 dbeHunananuHa. Ha nmepBoM romy XXu3HU Takue
TTOACYETHI NTOJDKHBI OBITh €XeTHEBHBIMU. s merteit
CTapIero Bo3pacTa pallioH OPTaHU3YeTCs IO TaKOMY
Xe TIPUHIIUITY (BBIYMCIICHNE KOJIMYECTBA HATYPaTbHBIX
MPOAYKTOB C YYETOM JOMYCTUMOTrO MOTpedseHus Oes-
Ka, dbeHunalaHuHa U obecrieyeHue 10 (usnonorunye-
CKUX HOPM TIUIIEBHIX BEIMIECTB CTICIINATU3NPOBAHHBIMU
AMWHOKWCIIOTHBIMU CMecsIMH). [Ipy 3TOM WCITOJTb3Y-
0T «ITUILIEBOI cBeTO(OpP», MO KOTOPOMY HaTypaJibHbIe
MUTIEeBBIC TTPOMYKTHI Pa3IeIeHbl IO COMEePKaHUIO Oell-
Ka Ha 3aIpelieHHble, TTPUMEHSIeMble B OTPaHUICHHOM
KOJIMYECTBE C YIETOM TOTpebdiisieMoro (hheHMIaTaHNHA,
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Tab6auya 2. TInax (ucnaHCePHOro HAOIONEHHS 3a 1eThbMH C (DeHUIKeTOHYpHeit
Table 2. The plan of the dispensary observation of children with phenylketonuria

. ®DenepaibHbie
Cranpapt Cranaapt cTaMoOHAPHOI Aep
O0caenoBanue N KJIMHHYECKHE
amMOyJIATOPHOI MOMOII TOMOIIH

PEKOMEeHIALUH

AHTponiomeTpus (pocT, Macca Tejla, MUHAEKC MacChl + 4 "
Tesaa, OKPY>KHOCTb TOJIOBBI)
Ol1ieHKa HEPBHO-TICUXUYECKOTO, PEYEBOTO PA3BUTHS + + +
Koncynbranum cnenuaimcToB

Hesposor * * +
JueToor - + *
TacTposnTteposor - & &
Okynuct - * &
ITcuxonor A & +
Tlcuxuatp * * *

JIaGopartopHbie MeTOIBI

Jlo 3 Mec xku3Hu — 1pa3 B Heaemo, 10 1 roga XXu3Hu — 1 pa3 B
KoHTposb ypoBHS heHUTalaHuHA B KPOBU 10 nHeit, ¢ 1 roma o 6 et — 1—2 pasa B Mecsiil, ¢ 7—12 et — 1 pa3
B Mecsill, ctapiie 12 get — 1 pa3 B 2 Mec

HccrnenoBaHue ypoBHSI aMUHOKUCIIOT B KPOBU + +

OO aHaIM3 KPOBU + +

Buoxumuyeckuii aHaiu3 KpoBU

001IeTEPAIIEBTUYECKUIA = + +

B ToMm uncrne:

001IMii 6eoK + aL

aIbOYMUH,/TJIO0YJIMH * aF

JKeJIe30 ChIBOPOTKM * +
. . . +

Kanpuuii o011t 1 HOHU3UPOBAHHBIN, ochop - +

(c 1 roma >ku3HM)

+

OcTeoKaNbLIMH B KPOBU - =
(c 1 roma >ku3HM)

+

ITapatropmMoH B KpoBU - -

apatropmo po (c 1 roma >Ku3HM)
OO01Mii aHaIU3 MOYU + + +
CyTouyHasi 5KCKpelus Kaablus, pochopa ¢ MOUoi - F -

HNHcTpyMeHTAIbHBIE METOIBI

DnexTposHiiedanorpapus & & +
DnexTpokapauorpapus - r -
DxoKapauorpadust — * _
Y3U BHYTpEHHUX OPraHOB KOMILJIEKCHOE - + +
MarHutHo-pe30oHaHCHas ToMorpadus roJIOBHOIO _ . +
Mo3ra
Pentren kuctu - * -
PeHTreH 60Jb111e6epI10BOIi 1 MaI00EPIIOBOIT KOCTEI - * -

+
JleHcuTOMETpUS - - ([letsm crapiie

13 et exxeroaHo)

IIpumeuanue. + BceM MmauyeHTaM, * 1o MOKa3aHUsIM, — HE BKJTIOYEHO B CTAaHIAPT.
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paspenieHHble (HU3KOOENIKOBble, HO (eHuIaJaHuH
TakXe yuuTbiBaeTcsi). K mocjie HuM OTHOCSITCSI OBOIIIH,
GpyKTHI, Sr0abl (HO OrpaHUYeHbl OaHaHBI, CyXO(hpyK-
Thl), KYKYpy3Hble MyKa M KpaxmaJj, caro, CJIMBOYHOE
(82%, HO He HM3KOXHWPHOE) W pacTUTEIbHOE Macla,
cianoctu (6e3 MCKYCCTBEHHOTO MONCAACTUTENST acnap-
tama — E951). OnHako HEOOXOAMMOCTb OTKa3a OT MsIC-
HBIX, PBIOHBIX, KPYTISTHBIX, MAaKapOHHBIX U XJIe000yI09-
HBIX TPOAYKTOB OOETHSIET MEHIO0, YMEHbIIaeT 00beM
OJTI0JT M BHEPreTUYECKyI LIEHHOCTh paliMoHa. B3ameH
CYIIECTBYIOT HU3KOOEIKOBbIe MoyhabpukarTsl (3aMe-
HUTEJU MYKU, SIUI1) JJIs1 TPUTOTOBJIEHUS XJie0a, KOHIU-
TePCKUX U3JICIN, HU3KOOEJIKOBbIE Kallli U MaKapOHBI,
OOBIYHO POIUTEM TTPUOOPETAIOT UX 3a CBO cueT [14].
HeoGxomumo  TOAYEpKHYTh, 4YTO COBPEMEHHBIE
CcreMaIM3UPOBaHHbIE cMecu (OMOJIOTMYECKU TOJIHO-
LIEHHBIE C aMMHOKMUCJIOTHBIM ckopoM 100% wu 0Gojee,
KpoMme (peHwnasiaHWHa), TOMHUMO KOMIIeHCaluu aedu-
1IUTa HYTPUEHTOB, BO3HMKAIOIIETO BCJIEACTBUE SITUMMU-
HALlMOHHOM JMEThI, 00EeCIIeYNBAIOT MOBBIIIEHUE TTOTPE-
OJIeHUST «OOJTBIITNX HEUTpaTbHBIX aMUHOKUCIOT» (B TOM
yucie TUpo3uHa, TpunrodaHa u ap.). JaHHble aMUHO-
KUCJIOTBI TIPU JOCTATOYHBIX KOHILIEHTPALIMSAX B KPOBU
YCMENTHO KOHKYPUPYIOT ¢ (peHWIaIaHMHOM M €TO TOK-
CUYHBIMU TIPOM3BOAHBIMU 32 TPAHCIIOPT Yepe3 reMaTo-
9HIIeaTNUeCcKUit bapbep, TAKUM 00pa3oM, TIPETISITCTBYS
OTHOMY M3 MEXaHU3MOB TTOBPEXIEHUS TOJIOBHOTO MO3Ta.
B TO Xe Bpemsl TOCTOSSTHHO BeIEeTCs MOMCK HOBBIX
METOOB JIeUeHHUsI, KOTOPbIe MO3BOJWIM Obl PACIIMPUTh
JIeYeOHBIM pallMOH NpH (PEeHWIKETOHYPHUU, YIYYIIUThH
Ka4yeCTBO XM3HU U TICUXOJIOTMYECKUI HaCTPOI TalueH-
TOB. B HEKOTOpBIX CTpaHax MPUMEHSIIOTCSI CMECH Ha OC-
HOBE TJIMKOMaKpPOTIENTUIOB WM COAEpPXKaIlue TOJIHKO
OosbIlIMe HeWTpalibHble aMUHOKUCIOTH. Ho, Kak mom-
yepkuBaeTcst B EBpomneiickux pekomenmauusx (2017),
93¢ GEeKTUBHOCTh U O€30MaCHOCTh YKa3aHHBIX CTpaTeruii
Tepanuu TpeOyIoT JalbHEeNIINX uccaeaoBaHmii [15].
IMaToreHeTMYEeCKMit METON JIEYCHUS] MTEPUH3aBUCH-
MbIX (pOpM — MpUMEHEHUE JIEKapCTBEHHOTO Tiperapara
camponTepuHa TUApOXJIopuaa (aHajliora TeTparuapo-
ouonrtepuHa). Takke B KOMITJIEKCHOM Teparnuy UCTOb-
3ytor L-momy, kapOumory, S5-okcutpunrtodat, S5-¢op-
muteTparuapocdonar [16]. CamponTepwH TOBBIIIACT
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