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Denmark LNAA STUDYDenmark LNAA STUDY
1 tablet/kg/day1 tablet/kg/day

160160268268184184220220--58581841841 week1 week

1431143114071407141414141526152616431643116411640404

1525152516021602148014801591159116911691126212620202

16081608162716271597159716971697168116811436143611

AvgAvgPKU 128PKU 128PKU 105PKU 105PKU 93PKU 93PKU 39PKU 39PKU 20PKU 20BloodBlood
SamplesSamples



Denmark LNAA STUDYDenmark LNAA STUDY
2 tablets/kg/day2 tablets/kg/day

AvgAvgPKUPKU
128128

PKUPKU
105105

PKU 93PKU 93PKU 39PKU 39PKUPKU
2020

BloodBlood
SamplesSamples

1448144813591359141314131477147717391739125212520808

1332133213731373123312331370137015371537114611460909

1311131113131313117911791389138915561556111911191111

1351135113351335122212221349134916501650119911991515

25725729229237537534834831312372372 week2 week



TyrTyr
PhePhe

TimeTime

1.971.97108.3108.36.276.27376.2376.23 days3 days

1.881.88103.4103.48.728.72523.2523.23 days3 days

1.661.6691.391.311.1411.14668.4668.43 days3 days

0.980.9853.953.911.9811.98718.8718.800’’

mg/dlmg/dlµµmol/lmol/lmg/dlmg/dlµµmol/lmol/lKAKA

Russia LNAA STUDYRussia LNAA STUDY



TyrTyrPhePheTimeTime

1.521.5283.683.69.769.76585.6585.63 days3 days

2.912.91159.5159.59.549.54572.4572.43 days3 days

2.302.30126.5126.510.1210.12607.2607.23 days3 days

0.780.7842.942.911.7911.79707.4707.400’’

mg/dlmg/dlµµmol/lmol/lmg/dlmg/dlµµmol/lmol/lKNKN

Russia LNAA STUDYRussia LNAA STUDY



Russia LNAA StudyRussia LNAA Study
TyrTyrPhePheTimeTime

1.711.7194.094.01.711.71102.6102.63 days3 days

2.002.00110.0110.02.272.27136.2136.23 days3 days

1.721.7294.694.65.375.37322.2322.23 days3 days

4.404.40242.0242.09.249.24554.4554.43 days3 days

0.600.6033.033.010.5910.59635.4635.400’’

mg/dlmg/dlµµmol/lmol/lmg/dlmg/dlµµmol/lmol/lKHKH



USA LNAA STUDYUSA LNAA STUDY

TyrTyrPhePheTimeTime

2.552.55140.25140.251.931.93115.8115.84 days4 days

1.341.3473.773.719.9719.971198.21198.22 days2 days

1.271.2769.869.821.5121.511290.61290.600’’

mg/dlmg/dlµµmol/lmol/lmg/dlmg/dlµµmol/lmol/lGDLGDL

3.773.77207.35207.3526.8126.811608.61608.62 days2 days

1.251.2568.768.732.9732.971978.21978.200’’

0.980.9853.853.814.3714.37883.8883.88 days8 days

0.560.5630.830.825.6725.671540.21540.200’’

KMKM



USA LNAA STUDYUSA LNAA STUDY

TryTryPhePheTimeTime

2.122.12121.5121.512.7912.79767.4767.444--7 days7 days

0.580.5831.931.922.9322.931375.81375.800’’

mg/dlmg/dlµµmol/lmol/lmg/dlmg/dlµµmol/lmol/lESES

2.842.84156.2156.213.8113.81828.6828.62 days2 days

1.071.0758.858.816.0916.09965.4965.400’’

RCRC



Response of Blood Phe to LNAA
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Response on Phe on LNAA
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US Blood Phe and TyrUS Blood Phe and Tyr
NeoPhe Patient K 1 WeekNeoPhe Patient K 1 Week
µµmol/L (mg)mol/L (mg)

24% reduction24% reduction

3.823.821146 (19.1)1146 (19.1)0.620.621456.2 (24.27)1456.2 (24.27)

4.14.11308 (21.8)1308 (21.8)0.620.621139.6 (25.66)1139.6 (25.66)

5.05.0
1356.01356.0
(22.6)(22.6)1.251.251978.1(32.97)1978.1(32.97)

µµmol/L (mg)mol/L (mg)

tyrtyrphephetyrtyrphephe

NeoPheNeoPheControlControl



US Blood Phe and TyrUS Blood Phe and Tyr
NeoPhe Patient G 1 WeekNeoPhe Patient G 1 Week
µµmol/L (mg)mol/L (mg)

56% reduction56% reduction

3.323.32505 (8.43)505 (8.43)1.91.91764 (29.4)1764 (29.4)

4.354.35953 (15.89)953 (15.89)0.920.921560 (26.0)1560 (26.0)

mg/dlmg/dlmg/dlmg/dl

tyrtyrphephetyrtyrphephe

NeoPheNeoPheControlControl



NeoPheNeoPhe 0.5 g/kg0.5 g/kg in PKUin PKU
SubjectsSubjects

 13 subjects13 subjects

 Mean age 26.6 yearsMean age 26.6 years

 7 males, 6 females7 males, 6 females

 Mean decrease in blood Phe after oneMean decrease in blood Phe after one
week 243week 243 µµmol/Lmol/L

 Average decrease in blood Phe 22 %.Average decrease in blood Phe 22 %.



NeoPheNeoPhe 1.0 g/kg1.0 g/kg in PKUin PKU
SubjectsSubjects

 7 subjects7 subjects

 Mean age 25.2 yearsMean age 25.2 years

 5 males, 2 females5 males, 2 females

 Mean decrease in blood Phe after oneMean decrease in blood Phe after one
week 377week 377 µµmol/Lmol/L

 Average decrease in blood Phe 25 %.Average decrease in blood Phe 25 %.



Figure 1. Blood Phe Response toFigure 1. Blood Phe Response to 0.5g/kg0.5g/kg
NeoPhe in Patients withNeoPhe in Patients with PKUPKU
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Figure 2. Blood Phe Response toFigure 2. Blood Phe Response to 1.0 g/kg1.0 g/kg
NeoPhe in Patients withNeoPhe in Patients with PKUPKU
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CONCLUSIONS:CONCLUSIONS:

 For the first time mixture of LNAA canFor the first time mixture of LNAA can
lower blood phenylalaninelower blood phenylalanine

 Using NeoPhe avoids lysine deficiency andUsing NeoPhe avoids lysine deficiency and
negative nitrogen balancenegative nitrogen balance

 NeoPhe offers new options to treat PKUNeoPhe offers new options to treat PKU

 Diet can be more liberal with NeoPheDiet can be more liberal with NeoPhe

 Still blood pheStill blood phe-- levels need to be controlledlevels need to be controlled


