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[I0KA3HHUKH BIOXIMIYHOI'O AHAJII3Y KPOBI
MALIEHTIB 3 PKY, IKI 3HAXOAATHCA HA 3AMICHOMY
XAPYYBAHHI AMIHOKHUC/IOTHUMHU CYMILLIAMHU

AkTyanbHicTh. PeHiNKeTOHYDIs — Lle Bpo/KeHa MaToJIoris MeTab0/1i3My aMiHOKHUCIIOT, 1[0 BiAHOCUTBCS A0 PifJ-
KicHUuX (opdaHHUX) 3aXBOpIOBaHb. B 3a/1eXKHOCTI Bifi perioHiB CBiTy Ta eTHIYHOT0 MOXO/)KEHHS MellKaHIiB MoIIHupe-
HicTb ii Moxke BapitoBaTu Bijg 1/2600 no 1/200000. PeHinkeTOHYpis BUKJIMKaAHA AedilUTOM Ne4iHKOBOro ¢pepMeHTy
deninananiz rifpokcunasy, skui kaTanisye rijpokcuaoBaHHs GeHinalaHiHy, B pe3yabTaTi 40ro yTBOPIOETHCS TUPO3UH.
Jedinut depMeHTY NpU3BOAUTE [0 rinepdeninananinemii, a npu BiAcyTHOCTI afjleKBaTHUX TepaneBTUYHUX 3aX0/iB
IPU3BOAUTS 10 INTMG60KOI | He3BOpOTHOI iHBasiAu3anii namieHTa.

MeTa po60TH. MeTo0 A0C/Ti)KeHHS CTaJI0 NIPOBe/IeHHs NMOPIBHAJBHOTO aHali3y CKJIaZly aMiHOKHUCJIOTHUX CyMi-
meit «HyTpi-2», «HyTpi-3», «[IAM-2» i «I[IAM-3», a Tako> BU3Ha4YeHHs 6i0XiMiYHUX MOKAa3HUKHU KPOBiI YOTUPBHOX IpyIl
nawieHTiB, siKi 3HaX0AAThCS HA CXeMaX Xap4yBaHHS [IMMHU CyMilllaMU BiJiTOBiZ{HO /10 iX BIKOBOI MOTpe6U.

Marepiam Ta MeToAM. Ha 6a3i XapkiBcbKoro Mixko6/1acHOro creliai30BaHOT0 MeJUKO-TeHeTUYHOr0 LIeHTPY pij-
kicHux (opdaHHMX) 3aXBOPIOBAHb 6Y/I0 BIPOBA/PKEHO JiKyBaHHSA QeHiTKeTOHypil 3 BUKOPUCTAHHAM aMiHOKHCIOTHUX
cyMilleH; y mojaabLUIoMy NpOBOAUBCS 6ioXiMiuHNMN aHaIi3 KpoBi nanieHTiB. [y focaimpkeHHs 6yIM B3STi pe3y/ibTaTH
610XiMiYHHUX MOKAa3HUKIB KPOBi YOTUPHOX TPYI Pi3HOCTATEBUX i Pi3HOBIKOBUX MAL[i€HTIB, AKi 3HAXOAATHCSA HA Pi3HUX
aMiHOKHCI0THUX cyMiltax. Y focipkeHHi 6pau yyacTb 16 nauieHTiB pisHoi cTaTi BikoM Bif 4 10 29 pokiB.

Pe3ynbTaTH Ta IX 06roBOpeHHs. BusHaueHi NokasHUKHU 6ibinocTi 6ioxiMiyHKMX MapkepiB y nanienTiB 3 PKY 3naxo-
JIMJINCS B MexKaxX pedpepeHTHUX 3HaueHb. Y OKpeMUX NallieHTiB, ki 3acTocoByBaau [IAM-2 noMivanncs MiHOpHI 3MiHH,
1110 BiJjI3epKa/0Ba/IUCS y MiZIBUILEHHI BMICTYy CEYOBUHH Ta aKTUBHOCT] acnapraTaMiHoTpaHcepasy, JaKTaTerigpo-
reHas Ta Jiy»kHoi ¢ocdaTasy 3a Mexi BepXHbOi rpaHHIl HOPMHU.

BucHoBKH. HoBi MpoAyKTH JIiKyBa/IbHOTO XapuyBaHHA MalOTh 0i/bll 36a/1aHCOBAaHUH HYTPIEHTHUH CKJIaJ|, pO3-
po6JieHUH 3TiJIHO 3 Cy4aCHUMHU JIi€TOJIOTIYHUMU peKOMeH/aLlisiMK, 10 MiATBepKYIOTh CTabiibHi 6ioxiMiyHi mokas-
HUKHU KpOBi NanieHTiB 3 peHinKeTOHYDpi€O.

Kawuoesi cnoea: geHinkemonypis; npodykmu AiKy8anbH020 Xapyye8aHHsl; OpaHHi nayieHmu; amiHokuciomu
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Indicators of blood biochemical analysis in PKU patients being on amino acid mixtures

substitute nutrition

Topicality. Phenylketonuria is a congenital pathology of amino acid metabolism, which is a rare (orphan) disease.
Depending on the regions of the world and the ethnic origin of the inhabitants, its prevalence can vary from 1/2600 to
1/200000. Phenylketonuria is caused by a deficiency of liver enzyme phenylalanine hydroxylase, which catalyzes the hydroxy-
lation of phenylalanine, resulting in the formation of tyrosine. Enzyme deficiency leads to hyperphenylalaninemia, and in
the absence of adequate therapeutic measures will lead to profound and irreversible disability of the patient.

Aim. To conduct a comparative analysis of amino acid mixtures “Nutri-2”, “Nutri-3”, “PAM-2" and “PAM-3”, as well
as to determine the biochemical parameters of the blood of four groups of patients on these diets according to their age
needs.

Materials and methods. On the basis of Kharkiv interregional specialized medical-genetic center of rare (orphan)
diseases, treatment of phenylketonuria with the use of amino acid mixtures was introduced and further biochemical
analysis of patients’ blood was performed. The results of biochemical parameters of blood of four groups of heterosexual
and different-aged patients on different amino acid mixtures were taken for the study. The study involved 16 patients of
different sexes aged 4 to 29 years.

Results and discussion. The determined values of most biochemical markers in patients with PKU were within the reference
values. In some patients taking PAM-2, minor changes were observed, which were reflected in increased urea content
and activity of aspartate aminotransferase, lactate dehydrogenase and alkaline phosphatase outside the upper limit of
normal.

Conclusions. New therapeutic foods have more balanced nutritional composition, developed according to modern
dietary recommendations, which is confirmed by stable biochemical parameters of the blood of patients with phenylke-
tonuria.
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HayuoHaswHblll papmayesmuyeckuii ynusepcumem MuHucmepcmea 30pagooxpaHerust YkpauHol
Ioka3zaTes i 6MOXUMHUYECKOT0 aHA/IM3a KPOBHU NNALITMEHTOB C OKY, HaxoAAIuxcsa
Ha 3aMeCTUTEJIbBHOM IMTAHUU aMUHOKHUC/IOTHBIMHA CME€CAMHU

AKTya/IbHOCTb. PeHUJIKETOHYPUS — BPOXKAEHHAs NaTOJI0TUs MeTab0/1M3Ma aMUHOKHUCIOT, KOTOpast OTHOCUTCS
K peAKUM (opdaHHBIM) 3a60/1eBaHUSM. B 3aBUCUMOCTH OT PErMOHOB MUpPa U THUYECKOT0 IPOUCXOXKAEHU XKUTeIel
pacnpocTpaHeHHOCTb ee MOXKeT BapbupoBaTh oT 1/2600 1o 1/200000. PeHUIKeTOHYpUS BbI3BaHA JeULUTOM Iie-
YeHO4YHOTo pepMeHTa PpeHHIaTaHIH M'M/IPOKCUIA3bl, KOTOPBIM KaTa/lu3UpyeT THAPOKCUIMPOBaHKe GpeHUTaTaHHHa,
B pe3yJibTaTe yero o6pasyeTcs TUpo3uH. [JledunuT pepMeHTa IPUBOAUT K runepdeHUIaTaHUHEMUY, U B CJIydae OTCYTCTBUS
a/leKBaTHBIX TepaleBTUYeCKUX MepONpUATUHM NPUBOAUT K [JIyGOKON U Heo6paTUMOM HHBa/NINU/JM3alUY NalieHTa.

Ilens pa6oThl. Llesbio uccie[0BaHKsA CTAJI0 NIPOBe/iIeHNEe CPaBHUTEbHOTO aHa/IM3a COCTaBa aMUHOKHCJIOTHBIX
cmecelt «HyTpu-2», «HyTpu-3», «[1AM-2» n «[IAM-3», a TakxKe onpe/iesieHre 6HOXMMHUYECKHX [T0Ka3aTe el KpOBH YeThIpex
IPYII NALeHTOB, HAXOALIMXCS Ha CXeMaX MUTaHUsl 3STUMHU CMeCsIMU B COOTBETCTBHUHU C UX BO3PACTHOH NOTPEGHOCTHIO.

MarepuaJibl 1 MeTObL Ha 6a3e XapbKOBCKOIro Me»K06/1aCTHOTO CellMaIn3UPOBAHHOI0 MeJUKO-TeHeTHYeCKOTr 0
LeHTpa peiKUX (oppaHHBIX) 3a60/1eBaHUH OBIJIO NPOBE/IEHO JieueHHe GpeHUKeTOHYPHUH C UCTI0JIb30BAaHNEM aMHUHO-
KHCJIOTHBIX CMecel U MpoBe/ieH JaJbHeHIINI 6MOXUMUYeCKHH aHaIu3 KPOBY MallMeHToB. [lid uccieoBaHUA GbIIN
B3SIThI pe3y/IbTaThl 6HOXMMHUYECKUX [T0Ka3aTesel KPOBU YeThIpex IPYINI Pa3HOMOJIbIX U PAa3HOBO3PACTHBIX NalHeH-
TOB, HAXO/AIIUXCA HAa Pa3HbIX aMUHOKUC/IOTHBIX CMecsIX. B vcciejoBaHUY IPUHKMAJIY yyacTHe 16 NalleHTOB pasHo-
ro noJia B Bo3pacte oT 4 10 29 JieT.

Pe3synbTaThbl U UX 06CyKAeHHe. Onpese/léHHbIe 3HaYeHNUs 60/IbITMHCTBA GHOXUMHUYECKUX MapKepOB y MalfeH-
ToB ¢ ®KY Haxoauuch B npesiesiax pepepeHTHbIX 3HaYeHUH. B OT/e/IbHBIX MAllMeHTOB, noay4yaBuiux [1AM-2, ormMeya-
JINCb MUHOPHBIE U3MEHEeHHs], OTpaXKaBIIMecs B NOBbILIEHUH COAepKaHUsl MOYEBUHbI U aKTUBHOCTHU aclapTaTaMHUHO-

TpaHcepaswl, IaKTaTAeruporeHassl U e09Hoi pocdaTasnl 3a mpesiesibl BepXHEH rpaHHIlbl HOPMBI.

BbIBOAbI. HOBbIe NPOAYKTHI JIe4eOHOr0 MUTAHUSI UMEIOT G0Jiee cOalaHCHPOBAHHBIA HYTPUEHTHBINA COCTaB, pas-
pabGoTaHHbIN COTJIACHO COBPEMEHHBIM JIMETOJIOTMYECKUM PEKOMEH/IaLUsAM, KOTOPhIM MOATBEPKAAETCS CTAOUIbHBIMU
6UOXMMHUYECKHMHU I0Ka3aTeIsIMH KPOBH MAlUEHTOB ¢ QEeHUIKETOHYpHUEN.

Kiouesule cnosa: geruikemoHypusi; npodykmbol 1e4e6H020 NUMaHust; opPaHHsle NayueHmbyl; AMUHOKUCAOMbL

BCTYII

Qeninkeronypis (PKY) - ue BpomkeHa matoJioris
MeTa60J1i3My aMiHOKHUCJIOT, 1[0 BiIHOCUTbLCA J10 piAKic-
HUX (opdaHHUX) 3aXBOpIOBaHb. B 3asexHOCTi Bij perio-
HiB CBITY Ta €THIYHOI'0 IIOXO/?>KEHH S MELIKaHLiB MOIIH-
peHicTb i Moxke BapitoBaTu Big 1/2600 10 1/200000 [1].
IcTopist 6opoTh6H 3 1i€0 XBOpo60t0 TpUBaE noHas 60 po-
kiB [2]. Bnepiie BoHa 6ysa onucaHa Asbjgrn Fglling
y 1934 poui [3]. DKY Bukinkana gedpinuTom nedyiHko-
Boro ¢epMeHTy deHinananin rigpokcunasu (PAT), akui
KaTaJli3ye rizpokcuitoBaHHs ¢eHinananiny (PA), B pe-
3yJIbTATi YO0 YTBOPIOETHCS TUPO3UH. JedinuT pepmeH-
Ty NPU3BOAUTDb A0 HakonudeHHs PA, 1m0 Npu3BOAUTH
no rinepdeninananinemii, 36ibueHHs GeHITKETOHIB
I 3MeHILeHHs YTBOPEHHS MieJliHy, [0 IPUTHIYeHHS CHUH-
Te3y fodaMiHy, HopapeHasiHy Ta cepoToHiny. lepiuut
depmeHTy BUKINKaE HakonnyeHHs1 A i fioro meTa6outi-
TiB, @ IPH BiICYTHOCTI a/leKBaTHUX TepalleBTUYHUX 3a-
XOJIiB IPU3BOJUTH 0 IMINGOKOI i HE3BOPOTHOI iHBaTi U~
3auii nauienTa. Tpaauninino g tepanii ®KY 3acroco-
BYIOTb CIlellia/IbHy MOXXUTTEBY AIETY 3 HU3BKUM BMiCTOM
@A, nonoBHeHy amiHOKUcI0THUMU cyMimnamu (AKC), o
He MicTaTe QA [4].

JieTorepanis xBopux Ha PKY 6a3yeTbcs Ha HaCcTyTI-
HUX OpUHIUIAX [5]:

1) cyBope o6MexeHHs DA B IpOyKTax XapuyBaHHS;

2) 3aMiHa mpUpOJHOTrO Xap4yoBoro 6inka L-amiHo-
KMCJIOTaMH 32 BiZiMOBiJHUM GiJIKOBUM eKBiBaJeHTOM
(3a3BryYail i3 J0jaBaHHAM He3aMiHHUX )KUPHUX KUCJIOT
Ta MiKpOeJIeMeHTiB);

3) BXKMBaHHsI NPOAYKTIB 3 HU3bKUM BMiCTOM OiJIKa:
bPYKTIB, 1eIKUX 0BOYIB, LIYKPY, *KUPIB, @ TAKOXK MPOJYK-
TiB CIeLia/IbHOT0 TPHU3HAYeHHs 3 HU3bKUM BMiCTOM GisIKa.

OCHOBHOI0 METOIO JIi€TOTEpAIii € 3an06iraHHs Hera-
TUBHUM HEHPOKOTHITUBHMM i ICUXOJIOTIYHUM HaCJliAKaM
IIJIAXOM 0O0MeXKeHHs cnoxkuBaHHsA A y ckiazi 6inka
3 HaTypa/JbHUX IPOAYKTIB, 3aBASKU YoMy piBeHb PA
B KpPOBI NiITPUMYETBCA Yy MeKaxX BCTaHOBJIEHOTO Jiana-
30Hy, aJle 3a6e3Me4ye HeoOXiiHy HOro KiNbKIiCTb /15 mij-
TPUMKHM CUHTe3y 6isiKa i 3anmo6iranus kataboJisamy [4].
Ha TenepimHiii yac icHye 3arasibHa KJiHiYHa IpaKTUKa
peTesibHOTO KOHTpoJIto piBHA DA B KpoBi A4 naljieH-
TiB Y By3bKOMY LIIJIbOBOMY Jialla30HI BiJj HApOJKEeHH
1o 12 pokiB (120-360 MKMoJib /1), 171 IALIIEHTIB cTap-
mux 12 pokiB €eBpomneichbKi pekoMeH/jallii BBaXKaloTh Oe3-
neyHumMu 120-600 MkMostb /1 (Y HiJJIITKOBOMY Ta 10poc-
JIOMY Billi i BIPOZIOBX YCbOT 0 )KUTTS 32 BUHATKOM 3a4aT-
T4 i BariTHOCTI) [6]. 3aMiHHUKY 6GisKa BiirpaoTh Bax-
JIUBY POJIb y JOCATHEHH] ONTHMAaJIbHOTO METa60JIiuHO-
ro KOHTPOJIIO. _

Ille ofHi€O BaXKJIMBOIO METOIO Ai€TOTepanii € mij-
TPUMKa HOPMAJIbHOTO HYTPIEHTHOTO CTATyCy IJISIXOM
HaJJaHHS JOCTaTHbOI KiJIbKOCTI aMiHOKUCI0T 6e3 DA Ta
IHIIMX MOXXUBHHUX | CYNYTHIX peYOBUH JJIf MIATPUMKHU
HOpMaJIbHOTO piBHSA 6iocuHTe3y 6inKa i mpoTuaii kara-
60.1i3My 6e3 36ibIIeHHs 3araabHO/1000B0I KaJopidHO-
cti panjiony. [loTpe6u B a30Ti Ta He3aMiHHUX aMiHOKHC-
JIOTaX y TaKUX MaLiEHTIB 33/J0BOJIBHSAIOTHCA 33 PAaXyHOK
aMiHOKHCJIOTHUX cyMileit 6e3 A, 1m0 MicTATh BiTami-
HU Ta IHIUI BOXKJIMBI IO)KUBHI pe4OBUHH, A L0JaBaHHA

[31]
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creniaJbHUX NPOJYKTIB 3 HU3bKUM BMIiCTOM 6iJiKa 3a-
6e3neuye HeobXiHe JKepeso eHeprii. Jlikapi-gieTosto-
T'Y Ta FeHETUKHU KOPEeryloThb Ai€TOTepanito /s MigTpUM-
KU BiAnoBizHux piBHIB PA B KpoBi y BiZinoBiAb Ha MeTa-
6ou1iyHi 3MiHY, 3a6€3Me4y04y NPU LIbOMY 33/{0BOJIEHHS
MJIACTUYHUX TA eHePreTUYHUX NOTpeb y XxapyyBaHH]
y NaLiEHTIB Pi3HOTO BIKY.

Haiyacriwe y nanjenTis 3 @KY crioctepiraetbces psag,
aJiMeHTapHHUX AedinuTiB, OB’ A3aHUX 3 0COBJIUBOCTAMU
iX pexMMy Xap4yBaHH, KOMILJIAEHTHOCTI CaMMX Nalli€H-
TiB (B T. 4. TOB’s13aHOI 3i CTUrMaTH3alli€l0 TAKKX MaLli€H-
TiB y cepeJ{OBUILi JOIIKIJIBHUX | MKITbHUX KOJIEKTHBIB)
i o6MexxeHb B po3MaiTTi pauiony. B gzanomy acnekTi Taki
HYTpiEHTHI AedilUTH MOXKYTh BUpaXKaTHCS B 3MiHi 6io-
XiMIYHMX MapKepHHUX N0Ka3HUKIB GyHKILii opraHiB i cuc-
TeM [7]. TakuM YHHOM, JTiIKyBaJIbHe Xap4yBaHHS Y TaKUX
NalieHTiB NOBUHHO 6YTH HaNpaBJIeHO He TiJIbKU Ha yCy-
HeHHs QA 3 panioHy, asie i Ha 3an06GiraHHs MOXXJIMBHUX
aJiMeHTapHUX MOPYyIIeHb IPHU TaKid GpopMi AieTH.

B Ykpaini Ha pyUHKY cllellia/IbHUX Xap4YOBUX POAYK-
TiB AJ1g nauieHTiB, xBopux Ha PKY, npexacrasiieHi Ha-
cTynHi aMmiHokucaoTHI cyMmimi - «HyTpi-2», «HyTpi-3»,
«ITAM-2», «ITAM-3».

MeTox0 10C/Ii/PKEHHA CTaJIo IPOBeZleHHS OPIiBHA/Ib-
HOT'0 aHaJIi3y CKJ1aJly aMiHOKUCJIOTHUX cyMilelt «HyTpi-2»,
«HyTpi-3», «IIAM-2» i «IIAM-3», a Tako>k BU3Ha4YeHHH
6ioXiMiYHMX MOKA3HUKIB KPOBi YOTHPBHOX IPyI Nali€H-

TiB, IKi 3HaX0AATbHCA Ha CXeMaX Xap4yyBaHHA LJUMHU Cy-
MilaMu BiZJTOBiZiHO A0 1X BiKOBOI MOTpe6u.

MATEPIAJIN TA METOAH

Ha 6asi XMI'L] 6ysi0 BpoBa/pKeHO JIiKyBaHHSA deHi-
KeTOHYypii 3 BUkopuctaHHAM He ozHiei AKC, a y koMn-
Jekcax «HyTtpi-koHneHTpaT» Ta «HyTpi-eHepmxu». Taka
KOHIIeINLis Ja€ MOXKJIMBICTb KOperyBaTH KiJIbKiCTb aMiHO-
KHCJIOT, BiTaMiHIiB Ta MiKpo-/MaKpoeJieMeHTIB ITPH BXKH-
BaHHi cyMili B 3a/1eXKHOCTI Bif CTHIIIO XKUTTS, Ppi3nyHO-
ro Ta p0O3yMOBOT0 HaBaHTAXKeHHs NaljieHTa.

BioxiMiyHM# aHaJi3 KpPOBI NaLi€HTiB BUKOHYBaBCs
Ha 6a3i XMTI'll. [lnsa gocnimkeHHs 6y/Iu B3STi pe3ysbra-
TH 6i0XiMIYHHX TOKa3HUKIB KPOBi YOTUPHOX I'PyT pi3HO-
CTaTeBUX | PI3HOBIKOBHUX NALLIEHTIB, AKI 3HAXOAATHCA Ha
pi3HHX aMiHOKHMCJIOTHUX cyMilax. B focaimpkenHi 6pa-
JI1 ydacTb 16 nanieHTiB (8 4osioBivoi i 8 kiHo4oi cTaTi)
BikoM BiJ 4 110 29 poKiB.

Ha 6a3i HaBYa/IbHO-HAYKOBOTO IHCTUTYTY NMPUKJIA[-
Hol papmanii npu HanioHasbHOMY papManeBTHUHOMY
yHiBepcUTeTi 6y/iH eTaJbHO poaHali3oBaHi OTpUMa-
Hi 6i0XiMiYHi TOKa3HUKU KPOBI.

PE3Y/IGTATH TA iX OBTOBOPEHHSA
Pe3ynbpTaT NOPiBHAJIBHOIO aHAJi3y KOMIIOHEHTIB
aMiHOKHMCI0THUX cyMilent «HyTpi-2», «HyTpi-3», «[IAM-2»
i «[IAM-3» npezcraBJieHi y Ta6a. 1.

Ta6snng 1

IHTPEJIEHTHUM CK/IAJ, AMIHOKHC/IOTHUX CYMIIIEA «HYTPI-2», <HYTPI-3», <[IAM-2» I «[IAM-3»

. BwmicT Ha 100 r cyxoi cymimi
InrpenienTn OAHH.HLU Hyrpi Hyrpi Hyrpi Hyrpi
iRy eHep[KU-2 |KOHLEHTpaT-2| eHeppku-3 |KOHLEeHTpaT-3 MAM-2 MAM-3

1 2 3 4 5 6 7 8
E;egci“““a kfbx/kkan | 1691/402 | 1239/292 | 1629/387 | 1263/297 | 1275/300 | 1275/300
ExBiBasieHT 6iJIKa r 27 60 35,4 70 75 75

AMiHOKHCIOTH

fi;oxr:o AMIHORHCION r 31,3 69,5 41,2 81 90 90
L-anaHiH r 1,45 2,7 1,46 3,25 4,7 4,7
L-aprinin r 0,84 2,3 2,8 2,7 4,5 51
L-acnaparix r 2,6 6,6 2,58 7,7 10 11,9
L-tiucTuH r 0,78 1,5 1,01 1,86 1,2 1,2
L-rsiyTaMin r 5,55 14 4,48 16,21 15,6 15,8
Cninun r 0 1,5 2,58 1,86 4,1 4,2
L-rictuguu r 0,58 1,5 1,56 1,86 2 1,7
L-i3oseiun r 1,87 3,9 2,46 4,63 4,5 4,5
L-nedus r 2,08 6,6 4,15 7,6 6,8 6,7
L-nisuH r 2,08 4,7 3,25 5,37 5,5 5,4
L-MeTioHiH r 0,53 1,5 0,67 1,85 1,6 1,6
L-¢deninananin r - 0 - 0 0 0
L-npoJtin r 3,85 6,2 2,91 7,28 7,4 5,6
L-cepuH r 1,87 3,5 1,86 4,03 5 4
L-TpeoHiH r 1,04 3,1 2,02 3,61 3,9 4
L-tpuntodan r 0,35 1,3 0,82 1,34 1,3 1,2
L-Tupo3uH r 2,39 3,9 3,7 4,52 6,2 7
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IIpodosxcenHs maba. 1

1 2 3 4 5 6 7 8
L-Basin r 1,87 4,7 2,69 537 5,7 54
L-uutpynin r 0,84 0 0 0 0 0
Kupuy, 3 HUX r 14 0 12,6 0 0 0
HacuyeHi r 1,6 0 1,4 0 0 0
ByriieBoau r 42 12,9 33 4,3 0 0
3 HUX LYKpH r 4,7 0,42 3,6 0,2 0 0
XapyoBi BOJIOKHA r 0 0 0 0 0 0,03
Cisp r 1,59 1,4 1,35 0,05 0,03

MiHepa/bHi pe4OBUHU Ta MiKpoeJieMeHTH
Harpii Mr 636 541 540 20 10 900
Kauniii Mr 914 1200 673 1400 1100 5
Xnopugu Mr 511 902 539 20 5 2121
Kanbuiit Mr 883 2299 1138 1820 2300 1558
docdop Mr 883 1380 1103 1085 1700 850
MarHii Mr 140 315 293 392 300 20
3aJjiizo MT 15,3 27 14,3 22,4 23 1
Migb Mr 1,2 2,1 0,86 1,82 2 23
LuHk Mr 12 19,8 8,7 20 15 7,5
Mapranenp MTI 2,3 3,6 1,9 2,8 4,9 350
Vop, MKT 144 323 115 288 350 100
Mouni6aeH MKT 37,6 94,8 37,5 90 170 70
CeJsieH MKT 45,6 54 58,4 70 55 110
Xpom MKT 24,5 90 26,6 98 140 1,5
dTopun Mr 0 0 0 0 1,8 0
Bitaminu
BiTamin A MKr RE 500 1800 586 1400 900 10
Bitamin D3 MKT 12 42 7,3 35 13,2 0
Bitamin E mr a-TE 9,6 19,2 10,9 15 4 0
Bitamin K MKT 48 51,1 71,8 56 0 0
Bitamin C Mr 62,5 90 543 105 0 3
Bitamin B1 Mmr 0,8 2,3 0,8 2,45 2,1 2
BiTamin B2 MTI 0,8 2,4 0,85 2,2 2,4 32
Hianuu Mr 10,8 43,6 5 25,2 24 1,9
Bitamin B6 MI 0,8 2,1 1,4 2,5 1 350
dosieBa kucaoTa MKT 240 230 430 253 300 7
Bitamin B12 MKT 2 4,5 2,7 4,2 5,8 57
BioTun MKT 18 60 21,4 70 25 10
[TaHTOTEHOBa KHCJIOTA MI 3,2 11,4 4,3 9,1 9,5 0
THi

L-kapHiTUH Mr 32 90 36 105 0 0
Xosin Mr 250 780 376 630 0 0
IHO3UTON Mr 56 270 70 315 0 0
TaypuH Mr 680 0 130 0 0 0

B maHoMy JocstiipkeHHI HaMH OyJsi0 MpoaHasi3oBa-
HO psiJi MapKepiB 06MiHy pedyoBHH y nmanieHTis 3 OKY,
AKi nepe6GyBaJsiM Ha Pi3HUX CXeMax 3aMiCHOI'0 Xap4YyBaH-
HA aMiHOKMCJIO0THUMHU cyMimamu HyTpi-2.3 i [IAM-2,3.
Pe3ynbTaTH AOCHIKEHHS TPeACTaB/IeHi y TabJ. 2 i 3.

OTpuMaHi pe3y/IbTaTH JeMOHCTPYIOTb, 110 TaKi LIUTO-
JIITUYHI MapKepH, siK aJlaHiHaMiHoTpaHcdepasa i acnap-
TaTaMiHOTpaHcepasa 3/1e6ibIIoro BKIaZaIucs B pe-
¢dbepeHTHI 3HAYE€HHSI HOPMH PAKTHUYHO Y BCiX MaLli€HTIB.

O HaK y ABOX XJIONYMKIB, AKI OTPUMYyBaJIM 3aMiCHe Xap-
yyBaHHA [IAM-2, nokasHuk aktuBHOCTI ACT nepexoaus
3a paMKH pedepeHTHHX 3HaYEeHb, 110 MOXKe CBIJYUTH NTPO
JIaTeHTHUH AePinuT nocTayaHHA GiIKOBUM Xap4yyBaH-
HSIM TKaHMH CepIieBoro M’sizy abo iHmux oprasis. Takox
y opniel manientku ([TAM-3) crioctepirasocs 3pocTaH-
HA akTUBHOCTI AJIT.

3 iHIoro 60Ky, Hal6iIbIIIe 3HAYEHHS CEHOBUHHU OYI10
TaKOX BiIMi4YeHO y Nali€EHTKHY, IKa oTpuMyBasa [1AM-2,

[33]
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Ta6sung 2

BIOXIMIYHI TIOKA3HHUKH KPOBI ITALIIEHTIB 3 ®KY, AKI 3HAXOAW/JIUCb HA 3AMICHOMY
XAPYYBAHHI AMIHOKHC/IOTHUMH CYMIIIAMUA HYTPI-2 1 [IAM-2

Pegepentni HyTpi-2 TAM-2
3HaYeHHs
JlocnifiKyBaHi NOKa3HUKHU
HUKHS BEpXHS . .
cTaTh BiK [OKa3HWKHU | CTaTh BiK MOKa3HUKKU
HOpMa HOpMa
28 K 7 24,52 4 7 35,62
0 28 XK 4 21,76 4 6 36,13
ACT, on/n
0 28 q 7 23,91 K 7 23,98
0 28 XK 8 25,24 XK 6 17,16
0 27 K 7 14,39 q 7 25,44
0 27 K 4 12,91 q 6 15,92
AJIT, on/n
0 27 q 7 15,79 K 7 15,90
0 27 K 8 22,16 K 6 17,97
1,8 6,4 K 7 3,21 q 7 5,35
1,8 6,4 K 4 3,77 4 6 4,34
Ce4yoBHHA, MMOJIb /I
1,8 6,4 q 7 5,45 K 7 11,01
1,8 6,4 K 8 4,82 K 6 4,00
1,54 4,48 XK 7 2,00 q 7 2,10
1,54 4,48 K 4 1,20 q 6 2,77
CedoBa KHCJIOTA, MMOJIb/JT
1,54 4,48 4 7 1,25 K 7 1,57
1,54 4,48 K 8 1,62 K 6 191
44 88 K 7 55,32 q 7 50,72
. 44 88 K 4 35,92 q 6 52,97
KpeaTunin, MkMoub /1
44 88 q 7 62,18 K 7 48,57
44 88 K 8 48,25 K 6 36,99
0 275 K 7 188,46 4 7 265,12
. 0 275 XK 4 224,66 q 6 357,65
JlakTatjerigporeHasa, of/J
0 275 q 7 177,24 K 7 247,81
0 275 XK 8 244,85 XK 6 238,10
0 33 K 7 18,11 q 7 15,37
FamMamiyTaminTpaHcdepasa, 0 33 LS 4 10,16 k! 6 13,28
oa/n 0 33 q 7 6,92 K 7 14,18
0 33 K 8 19,29 K 6 12,32
38 54 K 7 46,75 q 7 44,26
. 38 54 K 4 52,62 4 6 52,15
Anb6yMmiH, r/n
38 54 q 7 45,75 K 7 48,15
38 54 K 8 49,25 K 6 51,75
0 448 XK 7 655,7 q 7 661,3
1 Ppoch y 0 448 K 4 537,7 q 6 751,6
SKH Tasa,
YIHA QOCOATAZa, OA/T 0 448 4 7 307,6 » 7 4935
0 448 K 8 273,8 K 6 490,1
0 247 K 7 156,79 q 7 131,76
. 0 247 K 4 133,20 q 6 210,50
KpeaTtunkinasa, MKMOJIb/J1
0 247 q 7 253,60 K 7 132,07
0 247 K 8 100,92 K 6 104,79

110 MOXKe BKa3yBaTH Ha MiZBUIIEHHS GIJIKOBOTO KaTabo-
JIi3My, 110 B YMOBax 6iIKOBOI HE/IOCTATHOCTI MOXKe CBiJ-
YUTH a60 npo MeHu1y 6iogoctynHicTe [IAM-2 y nopis-
HSHHI 3 IHIIMMHU NPOAYKTAMH, a60 PO HAUMEHII TPU-
BaJly [0 L€l cyMilli B KUIIEYHUKY, 10 IPU3BOLUTD 10
BHCOKOTO IiKy aMiHOKHMCJIOT Y KPOBI BiZipa3y micJis xi,
a OTXe, 10 MEHIUO1 yTUIi3anii [UX aMiHOKHACJIOT JJIS

6ioCHHTE3y BJIaCHUX OI/KIB i 61/IBIIOr0 OKMCHEHHS ITUX
aMIHOKUCJIOT AJis OTPUMaHOI eHepril.

CedoBa KHCJIOTA y BCiX ManieHTiB 6y/1a B Mexax ¢i-
3ios1oriyHOI HOpMHM i He BKa3yBaJia Ha OyAb-AKi 3MiHHY,
noB’si3aHi 3 06MiHOM MyPHHOBUX HYKJIEOTHAIB. Takox
V 2KOZJHOTO 3 MMALliEHTIB He BiMi4asoca CyTTEBUX 3POC-
TaHb PIBHA KpeaTHHIiHY.

@apmakoaozis ma 6ioximis
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Ta6uns 3

BIOXIMIYHI TIOKA3SHUKH KPOBI TALIEHTIB 3 ®KY, AKI 3HAXOAUJIUCb HA 3AMICHOMY
XAPYYBAHHI AMIHOKHC/IOTHUMU CYMIIIAMH HYTPI-3 1 [IAM-3

Peqepenti Hypi-3 MAM-3
3HA4YeHHA
JocnipKyBaHi MOKa3HUKH
HUXHA BEepXHA . .
cTaTh BiK MMOKa3HUKH | CTaTh BiK MOKa3HUKH
HOpMa HOpMa
0 28 q 14 21,82 K 17 24,16
0 28 q 8 25,40 K 13 18,23
ACT, on/n
0 28 4 16 19,80 4 29 20,46
0 28 K 14 10,66 q 23 17,44
0 27 4 14 25,78 K 17 27,16
0 27 q 8 21,86 K 13 17,63
AJIT, on/n
0 27 4 16 17,43 4 29 20,52
0 27 K 14 11,08 q 23 16,95
1,8 6,4 q 14 3,11 K 17 4,21
1,8 6,4 q 8 3,48 K 13 4,57
Ce4oBHHA, MMOJIb /T
1,8 6,4 4 16 3,76 q 29 3,22
1,8 6,4 K 14 5,05 q 23 2,90
1,54 4,48 q 14 4,31 K 17 2,67
1,54 4,48 4 8 3,02 K 13 3,04
CeyoBa KHCJIOTa, 071/ 11
1,54 4,48 q 16 4,26 q 29 1,03
1,54 4,48 K 14 1,19 q 23 3,33
44 88 q 14 67,54 K 17 62,31
. 44 88 9 8 52,61 K 13 81,58
KpeaTuHid, MKMOJIb/J1
44 88 q 16 76,11 q 29 81,75
44 88 XK 14 31,32 q 23 71,10
0 275 q 14 165,58 K 17 124,31
. 0 275 q 8 209,35 K 13 134,27
JlakTaTaeriaporeHasa, o/
0 275 4 16 170,76 4 29 140,17
0 275 K 14 118,22 q 23 135,28
0 33 4 14 18,89 K 17 16,35
FammariytaminTpascdepasa, 0 33 9 8 17,82 K 13 17,31
on/n 0 33 4 16 20,82 4 29 21,48
0 33 K 14 3,98 q 23 17,93
38 54 q 14 49,65 K 17 49,37
. 38 54 q 8 47,27 K 13 47,25
Anb6yMiH, r/n
38 54 q 16 53,30 q 29 50,24
38 54 K 14 46,52 q 23 48,74
0 448 q 14 598,7 K 17 242,10
1 bocd y 0 448 4 8 504,6 K 13 301,20
Ha ¢pocdaTasa, oj/a
v A 0 448 4 16 3584 4 29 63,10
0 448 K 14 229,5 4 23 155,40
0 247 q 14 253,05 K 17 198,29
. 0 247 q 8 135,93 xK 13 97,80
KpeaTtunkinasa, ox/n
0 247 q 16 149,45 q 29 73,25
0 247 K 14 49,70 9 23 108,60

3 iHumoro 60Ky, y nanieHta Ha cymimi [IAM-2 npo-
IJIs/1aJ10Cs IOMITHE NiIBUIIeHHS aKTUBHOCTI JIaKTaTAe-
rizporeHasy. 3a BiZiICyTHOCTI 104aTKOBUX aHaJli3iB 3 BU3-
HavyeHHs il i30popM BaXKKO TOBOPUTH PO CIPSIMOBAHICTh
LbOTO MPOIIECY, TPOTE, BPAXOBYIOYHU HANOIIBIIHUN BMIiCT
ACT B cupoBaTLi I1bOTO NalliEHTA, MOXKHA IPOJIOBXKYBAaTU

FOBOPHUTH MPO HASIBHICTh JIaTeHTHOrO AedilUTy 6ijnKa
y Nali€eHTiB, fAKi oTpuMyBaau [IAM-2.

[Toka3HUKM aKTUBHOCTI raMMa-ImyTaMiaTpaHcde-
pas3u Ta CHPOBATKOBUU BMiCT allbOYMiHY y AOCTiKyBa-
HUX MalieHTiB 6€3 3HAaYHHUX 3MiH i B L[iJIOMy CBiJYUTH
Mpo 33/10BiIbHUHN PYHKLIOHATBHUHI CTAH NMEYiHKHU.

[35]
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[Ipu aHani3i MTOKAa3HUKIB aKTUBHOCTI JIy>kHOI doc-
daTasu caif 3a3HAUYUTH, 110 psiJi MiKpoeseMeHTiB, sKi
BXOJSTb J10 CKJIaZy aMiHOKUCIOTHUX CyMillleld, MOXKYThb
MEeBHUM YMHOM 3MiHIOBaTH aKTUBHICTb L[bOTO pepMeHTY.
Hali6isbi Barome 3pocTaHHs bOro MOKa3HUKA MOMi-
yajocs y nauyieHTiB y rpyni [IAM-2, npu uboMy 3a3Ha-
YeHUH XapaKTep 3MiH crocTepiraBcs abCOMIOTHO Y BCiX
NanieHTiB B JaHii rpymi. Lie Moxe 6yTH K Hac/IiAKOM Ha-
MpY>KeHOCTi po60TH HUPOK Y nanieHTiB Ha [TAM-2 (o He
cynepe4yuTb IOKa3HWKaM BMIiCTY CE4OBHUHH B Liili rpymi),
TakK i fepiUTHUX CTaHIiB KiCTKOBOI TKAaHUHHY, 110 MOXKe
OyTH OIIOCEpPEIKOBAHO i aMiHOKHUCJIOTHUM CKJIQJIOM, | MeH-
wuM BMicToM BiTaminy /| B [IAM-2 nopiBHaHO 3 HyTpi-2
(mo Hal6iabI IMOBIpHO, a/i>ke Xap4yoBi Axepesa BiTa-
MiHy /] 34€6i/1b110T0 € BUCOKOGIIKOBUMH i MPOTUIIOKA-
3aHi nanientam 3 PKY). Y 6yap-akoMy BUnaJKy narieH-
TaM 3 0OMeXYI04MMH JIiETaMU HEOOXiZIHO pO3paxoByBa-
TH KIJIBKICTb CIOXKUTHX BiTaMiHiB, IOPiBHIOBATH iX 3 Bi-
KOBUMH ¢i3i0JI0TIYHUMU HOPMaMH, a iX HeJJ0JTiK TOKPHU-
BaTH 3a JJONIOMOT0I0 0AATKOBUX BiTaMiHHUX 260 KOM-
6iHOBaHUX JIETUYHUX [KepeJl.

[Toka3HUK aKTUBHOCTI kpeaTHH}OCHOKIHA3M He BUsI-
BMB 3HAUHUX 3MiH y NALLiEHTIB B Pi3HUX Ipylax Xapyy-

BaHH4. Jluue B ofHoro nauienTa 3 rpynu HyTtpi-2 ta
opHoro 3 HyTpi-3 cnoctepiranocs noMipHe 3pocTaHHA
[IbOT0 MMOKa3HHUKa.

BUCHOBKH

[licsis npoBeieHHS aHa/i3y pe3yibTaTiB 6ioXiMiu-
HOTO JI0C/Ii/PKeHHS KpoBi y nanieHTiB 3 PKY, ski 3Haxoau-
JIUCh Ha 3aMiCHOMY XapyyBaHHI aMiHOKHUCJIOTHUMH Cy-
MilllaM¥, BiiMivyaiacs HasgsBHICTb NMALI€EHTIB, Y AKUX 3Ha-
YeHHs] OKpeMUX NT0Ka3HUKIB BUXOAMJIO 3a pedpepeHTHi
MeXi, 10 0/JHaK HeMOX/IMBO HAaNPAMY 3B’s3aTH JIUILe
3i crenjiaibHUM XapuyBaHHAM. [pyHTYIOUMCh HA aMiHO-
KHCJIOTHOMY CKJIaJli CyMillel, MO>kHa 3p06UTH BUCHO-
BOK, 11[0 HOBi IPOAYKTH MarOThb 6isibll 36a1aHCOBaHUM
CKJIaJ, HyTPIEHTIB 3ri/lHO i3 Cy4YaCHUMHU [Ii€TOJIOTIYHU-
MU peKOMeHZaliiMu. A cTabisibHi HOpMasbHi 6ioxiMid-
Hi NIOKa3HUKH KPOBI olmocepeKOBaHO MiJTBEPKYIOThb
MO3UTUBHUH BILIUB {X 3aCTOCYBaHHs. Y 3B’13KY 3 BUllle-
HaBeJieHUM GioxXiMiuHUM aHasIi3 KpoBi nanientam 3 PKY
HeoOXiIHO MPOBOAMTHU He piAlie, HiX 1 pa3 Ha WicTh
MicaniB fy1a Kopekuii fieTn a6o nepenpusHadyeHHs Ji-
KyBaJIbHUX aMiHOKHCJIOTHUX CyMillleld Npu noTpeobi.

KoHQu1iKT iHTEepeciB: BiicyTHI.
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