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Table 1. 94t ZAH9 EFzAFe] JF2ARF Table 2. Q¥ ZAFY S5 ZARY ovxit =4
100 g 71¥) (AFE 100 g 71%)
FERE @uhiQ PKU-1  PKU-2 R o9l  dldwvliQ PKU-1  PKU-2
@ (g) 122 15 30 Phenylalanine mg 520 0 0
s (g) 272 18 16 Isoleucine mg 770 1080 2160
k=3l 5 (g) 56.0 59 40.5 Leucine mg 1310 1680 3360
14 (g) 2.3 4 19 Lysine mg 1120 1000 2000
QI (kcal) 516 458 426 Methionine mg 340 300 600
ZE (mg) 360 570 830 Threonine mg 700 700 1400
Ql (mg) 200 400 630 Tryptophan mg 240 170 340
Z4/9) H 18 14 1.3 Valine mg 820 1220 2440
YEF (mg) 140 200 500 Histidine mg 300 420 840
5 (mg) 440 450 1370 Aspartic Acid mg 1180 1500 1530
da (mg) 310 300 940 Cystine mg 200 150 300
nla2dlE (mg) 40 40 225 Glutamic Acid mg 2500 2450 2250
=l (mg) 6 8 13 Glycine mg 260 1000 3360
old (mg) 2.8 8 13 Proline mg 1010 1440 2880
T+ (pg) 320 1100 1100 Tyrosine mg 450 1500 3000
w7k (pg) 30 450 550 Serine mg 650 760 1520
[ (pg) 60 95 100 Alanine mg 520 1010 2990
HIEFRIA (IU) 1700 1800 2100 Arginine mg 480 1060 2120
H] E}7IB1 (mg) 0.3 19 4 Taurine mg 30 60 8
H] E}RIB2 (mg) 0.6 11 1.8
H] E}RIB6 (mg) 0.3 0.8 1.3
] E}9IB12 (1g) 2 5 95 Table 3. HYAERZTY X&87E
HIEHIC (mg) 50 60 60 a3 sdeteh el A4 Hme/ke/Y)
vl elRID §18)) 380 450 450
U E}IE i16) 6 102 12 0-3744 50-70
BEN (mg) 3 8 14 3-6714 40-60
Y zR Aol = (mg) 5 12 32 1-24] 25-45
moe (1g) 20 60 130 2-8A1 20-40
22 (mg) 50 80 100 8 A ol % 20-35
Ol Al & (mg) 35 40 30
L™ (mg) 30 60 85
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Table 4. |9 PKU-1, PKU-2 Formulag ©]£3+

v PKU-1, PKU-2 Formulag ©]-&3t
L9 YA 19—

o) AANA

Hgb Ferritin Albumin Pheylalanine Tyrosine

A 3" MY 24 g/dL ng/ml g/dL mg/dL mg/dL
d/n4 THF AR AzF AR A gF A” AE8EF AFZ A8EF AR A=F

o049 /2 o PKU-1 93 112-123 1053 251-519 40 41-47 18 33-112 14 1.0-20
0% 73 ¥ PKU-1 126 107-123 119 144-430 43 38-42 55 14-54 09 09-17
208 173 ¥ PKU-1 121 116-136 274 11.1-192 47 43-50 110 57-136 20 12-33
A0¢ /4 ¥ PKU-1 113 115-125 567 16.7-248 41 4.0-42 18 11-41 1.1 18-19
uOA /4 ¥ PKU-1 115 11.1-124 248 3.7-406 39 3.7-46 104 19-30 27 10-24
5043 5 o PKU-1 112 115-124 356 17.3-268 42 43-46 42 29-44 16 16-26
20+ B8 ¥ PKU-1 110 112-123 203 14.7-425 45 41-46 56 3.2-49 16 12-18
oJOTF /8 ¥ PKU-1 138 119-138  14.1 130-363 48 41-47 176 06-104 23 1.0-36
)08 12 Y PKU-1 134 122-134 362 292-519 45 41-47 20 07-36 18 06-2.1
O™ 15 ¥ PKU-1 113 119-128 204 22.1-515 45 47-48 41 22-43 32 14-20
z0& 7 @ PKU-1 117 136-137 228 127-1563 48 45-48 163 126-156 14 17-35
404 1/10 o PKU-1 129 125-141 136 90-217 47 43-48 7.1 24-93 1.1 08-1.1
A0% 510 ¢ PKU-2 137 126-138 164 352-945 44 44-47 127 38-142 11 10-34
2074 72 9 PKU-2 129 120-132 87 89-291 47 42-48 26 07-21 08 1.8-39
°o]2/1& 1.0-33 mg/dLE HRE A4 W2 F § v Iy} g dREE A2Y giyg T= I
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= Abstract =

Clinical Experience in Dietary Management of
Phenylketonuria with Maeil PKU-1, PKU-2 Formula

Dong Hwan Lee, M.D.

Department of Pediatrics, College of Medicine, Soonchunghyang University, Seoul, Korea

Purpose : This study was performed to determine the safety and efficacy of recently
developed specific formulas for phenylketonuria(PKU) patient by observing the growth
and developmental pattern and serum phenylalanine level.

Methods : We observed 14 patients diagnosed with PKU at Soon Chung Hyang Uni-
versity Hospital fed with formula for 1 year by checking daily diet diary and plasma
aminoacids, Hb, Hct, WBC, Platelet count, ferritin, GOT, GPT, protein, albumin, globulin
and urinalysis.

Results : The 14 patients all liked the formula and height, weight and head circum-
ference showed normal growth. Hemoglobin levels were in normal range, but 4 out of
the 14 patients showed ferritin level lower than 12 ng/mL and needed iron supplements.
Serum albumin, liver enzyme levels, urinalysis showed within normal range. The plasma
phenyalanine levels were normal ranged 0.7-156 mg/dL. Adverse reactions such as
rash, diarrhea or constipation were not observed.

Conclusion : We confirmed that the specific formulas for PKU patients developed in
Korea, PKU-1 and PKU-2 showed favorable results in development and treatment of
PKU patients and could be used safely to children.

Key Words : Formula, Phenylketonuria, Low phenylalanine diet
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