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Abstract

A 0-day-old girl had been found to have enlarged ventricles as a fetus and was admitted to the neonatal
intensive-care unit (NICU) after birth. Lactic acidosis was observed after birth, and a diagnosis of pyruvate
dehydrogenase complex (PDHC) deficiency was made based on mutations in the PDHAI gene. When
Ketonformula® was started at day 7, vomiting appeared six hours after ingestion. She continued to vomit, but
there was no worsening of lactic acidosis, so the attack was determined not to be due to PDHC deficiency.
After switching from regular milk to breast milk and medium-chain triglyceride (MCT) oil, the symptoms
improved. Eosinophils were positive in the stool, and lactoferrin was positive on the allergen-specific
lymphocyte stimulation test (ALST). She was diagnosed with food protein-induced enterocolitis syndrome
because an oral food challenge with regular milk and Ketonformula® was positive. As an alternative treatment,
nutrition was started with MCT oil and Elental® P. However, she developed intractable diarrhea and growth
retardation due to high amounts of MCT oil. While confirming the results of a gastrointestinal mucosal biopsy
and the increase/decrease in the peripheral blood eosinophil count, we performed an oral food challenge with
long-term titration and were able to induce remission and switch to therapeutic milk at an early stage, with

consequent good weight gain.

Key words: Food protein-induced enterocolitis syndrome, pyruvate dehydrogenase complex
deficiency, Milk allergy, Ketonformula®
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¥ A% #R® PDHAL BIZFARN S E NV Y VRBUKEBEREAHRIE (BT PDHC K4HiE) L # KL 7.
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DELZAHLET ¥ F— Y AOWME 32  FERBOWHBETIZZWEHB L, IVy2BRELEALL
Medium Chain Triglyceride (MCT) #* A4 WICZEHE L7z & 2 A5ERIISEE L 72 HhiFmEkpi v, Allergen-
specific lymphocyte stimulation test (ALST) Tl&5 7 + 7 =V Yt Tho72. HWBINVZ, F by 74—
327 OROAMKEBRSEETH ) BWEAFEELKEZW L. ABHHELLTMCTAH A veE L
YH =)V P TREEIME LA, RO MCT F A4 VI X AT, WEREZE L. MBI
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b5, Al Fe T2 H) R USRI X 2 M
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WL, EETHREM 22 T/ Eik32:84
HIZHE R oM S 3L K % 8 b LY Bi i f AFE~NFRA- S
7z BE g s AR o s YR A E J iR 4 T 1 Fetal growth
restriction (FGR), JEMMEILRAED /2. WL %4t
KHERMMRE, FRKEORFIIAON -7V
A MATOTALNVA, XY TTAR, NVRAT ANV
20 IgM bk, HEmoMiEvikizBEEch o720 KR
MRI #e s T3 AN = oK, BRI R A 4 5
7z, BB TH 2 72O 38 8 6 HIZF & £ 8 Ffl
TREBM L7,

AR - R AR R A3 <, O 60/ 4k
WCHAETHPRREEL RA KNSR DN,
Apgar score 1 4iti 5 15, 50 fE8 M TH o7z MRS
k35 &, SpO, BT 5720, MFEKL L aH
5 NICU ~ABEL 7.

A BE R BLAE - fR H 2,171 (-24SD), & R 45.2cm
(-1.8SD) @ Small for gestational age (SGA) T - 7-.
INA Z IV A ERIR 36.4C, OA%L 142 191 / 43, BRI

¥ 38 W /4y, IiF 63/3lmmHg Tdh -7z, HAEKTFR T
AR, WISASEEREA S, PO O ERIRIZAKT L
TwWre.

ABERERR AT R MRS C LB IR ML A A CRA T
TY =Y ANRALNT F/2, I, #EE DI
M, CLVE U BRIEEALTEBVAR - Y VERIIEIE
HThHotz, P 7I/BTTI=r0 LA EZRD-.
M VAWETIE 3 b ok VEGEE - 7 & MERERILIZIE R
THotz (K1), WEBRAETILEIB LA
MPRE OPLRATH S N7z DRI RE I A SN Do 72,

AbetaiEd (K2) @ ABE%IE CO, Brf s b7z 7z
® nasal CPAP |2 X Z M HL 2 BaG L 72, Hiln 1121
CPAP 3T T& 72285, LT ¥ F—Y ADYHEIEIA D
Nhhrotz, WMEBKEART Y F=Y A, ABLEIVE
YR D T R A & PDHC KIE%E % 56\ VitBl %1
LoLsr4MEsy Iy, Yr7uulii, HNV=F v,
AL FA L QTG ERIG L. TDHBRIAMT ¥ F—
JARYEEMTH o2 HlG 1 225388 3 V7 & Bl
LIADRD 23 HAZ FICHKELZ HET7H25

(m&) (@[ A=2D)] (AIN=FUNE)
WBC 15700 /L AST 24 wmL | ghL=FY 27.1 pmoliL
Eosino 1617 @ ALT 10 wuml | HEEEAL=FY  20.9 pmoiL
Hb 124 gl LDH 269 uL | TYWAL=FY 6.2 pmollL

PLT 31.7H BUN 4 mgldL (ko 5E)
SPEN Cr 0.5 mgdL 7EMEEBR(AA) 3.300 umoil
7 A A y umol
éHﬁmﬁm’&ﬁ ) Na 138 mEoL | 3-tMRFVEEEL 7,720 pmoit
bCO: 20a K 34 meal | (3-OHB)
pO 72'1 mm:g Cl 109 mEqlL FASZEN 11,060 HmoliL
2 .1 mmHg

3-OHB/AA 2.3

HCOs™ 17.7 mmolL Ca 9.4 my/dL .
BE -10.5 mmollL CRP 0.1 mgrdL (BE%)
Lac 93 mg/dL Lac 114 mg/dL
Pyr 16 mg/dL
Pyr 6.0 :mg/dL L/VP s
L/PEE  15.5 @x7-20) @y 1
GIn 358.6 nmollL = 184 maldL
Ala 518.4 nmollL ¥ 62 mgidL
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Bl LCTRBRBA DS L SNTWw AR Y, R
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L7-#iCIERBD 5T, RREFDE—HBITH D, K
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Fr 74 =325 "HAMRBTORETH 72 by
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PEEFNTVLHII AL, HBE TNk I V2 25
WERD, BRIV PO VEERBGIE 5 5.
PDHC KAEAE O i i S & B »h Tl Y,
AVHIZIRT  F— Y AORIEFEETH ), BFEA
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WX —EERNEORETHY, PDHC A4S FI2T %
NE—ZEETELET M A EBRENENTH 5.
19 Bl TIZTA D ATNE, 250, BEIRE SR T,
1 BlDARBHERDBHASNTE ENTWSE Y. KIEF D
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YHRE R L2, BEWEAFEEGROBEICLD
MaeSs28hho7. =2—MAI"IVZRLL
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FIAHI L Mo ERiE % R L7z, MCT 340 TR
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EhTws Y REFOYE, IFEEERIE 25% T EA
LTBY, ABGLERThHoEEZLND. 72728W
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