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dietary management in HCU
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V) Patients Challenges with Food Tracking and Dietary Compliance
- > The dietitians who participated in this expert panel worked with a total of approximately 130 patients at > Dietitians expressed that inaccurate recording of diets was a challenge due to lack of accurate diet Q/ Dietitians experienced in
the time of this virtual meeting recording tools, omission of diet record by patient/family, and/or lack of detail or genuine reporting ) ) )
- > Most patients managed by this expert panel were non-responsive to vitamin B6 - Sufficient support to provide records should be provided to patients (eg, reminders, phone calls, treating pat|en_ts with HCU
> coaching) agreed on the importance of
7)) Establishing Dietary Management  Provision of guidance/equipment for food measurement may be helpful restricting methionine while
- > General methods for establishing dietary management were similar across dietitians, sites, and countries * New tools/apps could enhance data collection (Table 1) providing a personalized diet
24 represented in the panel (Figure 1), although each patient received a highly individualized diet > Numerous challenges with and impact of dietary management compliance were identified (Figures 4, 5) for patients with HCU
> Dietary management plans varied in terms of vitamins B6, B12, folic acid, and betaine administration ) ] , .
Y 9 P . L Table 1. Tools and Resources Available to Help Track Patients’ Protein Intake
- Target levels of tHcy and Met were similar across all dietitians _ _ _ _
> Frequency, evaluation, and follow-up management for clinic visits for each dietitian had broad similarities Tools and Resources to Track Protein Intake DESPILEANEEMSIVE .dleta 'y
(Figure 2) _ _ Mmanagement, patients
) 24-hour recalls ) Information from caregiver frequently had DOOr
Figure 1. Dietary Management Planning ) Food diaries/tracking apps > Nutritional information from food companies :
adherence with a
) Food photographs and weight ) Analysis packages (eg, MetabolicPro in US; Prodi in

methionine-restricted diet

Define clinical presentation and administer vitamin B6/assess for responsiveness

Germany; Nutritics in UK and Ireland)

: C . ) Food Frequency Questi ire (FFQ; adapted f
hile maintainina usual diet q y Questionnaire (FFQ; adapted from
whi Jtaznis | REEE el other diseases) ) Resources such as working groups for pediatric dietitians
(eg, ADP, Germany)
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Figure 4. Challenges with Dietary Management in HCU medical and low-protein
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Figure 3. Dietitians’ Opinions on Laboratory Markers to Assess Nutritional Outcomes

‘ ‘ There is no single ‘ ‘
measure to indicate

We measure all amino acids regularly to see whether the REFERENCES

protein supplement is matching the need of protein and to make Impact of Diet Compliance Impact of Diet Non-compliance 1. Sacharow SJ, et al. 2004 Jan 15 [Updated
recent protein intake sure that catabolism is not the reason for high levels of methionine 2017 May 18]. In: Adam MP, Ardinger HH,
) Better physical health ) Poor physical health Pagon RA, et al., editors. GeneReviews®
: . . . L. [Internet]. Seattle (WA): University of
) Lower risk of HCU complications ) Higher risk of HCU complications Washington. Seattle; 1093-2022. 2. Morris
Urinary nitrogen indicative of As we know from PKU, high levels ) Successful pregnancies ) Guilt, which can lead to disordered eating AAM, et al. J Inherit Metab Dis. 2017;40:49-74.
S — beprccl)it;?ilgu:?tt&(])kceioll:igtc::tm)t routine catabolismO?anrg:tgilnPbK%a PEIFEITIB SR lf ) Good study habits/academic outcomes ) Pressure from family to be compliant To obtain a PDF of this poster:
) ‘(‘)ﬂolxxc/)vv\yelg{izaenr?tilsyv\r,\iﬂnﬁelﬁsalcéieig stthn;osgeig?)?gt ) Allows patients to feel the same as others Scan the OR code OR visit
_ _ _ . _ _ adults” P Y ) Lack of immediate impact of non-compliance http://www.traverepublications.com
Advisors consider plas_ma amino aC|d§ gold | Some groups annually/routinely assess zinc, diminishes perceived dietary management GMDI2022/
standard” for measuring overall protein status/protein copper, and selenium as indicators of general importance No personal information is stored
intake at time of blood draw health and enzyme synthesis '
BCAA, branched chain amino acids; PKU, phenylketonuria.
4 > Homocystinuria (HCU) is a slowly progressive genetic ()] > Eight metabolic dietitians who manage 7)) - ;
o disease due to mutations in the cystathionine B-synthase A SefiEnE sty Al e feulr CourTes ) Successful Dietary Management Outcomes and Compliance Successful Drug Response
— (bcgsl) gene, which leads to elevated homocysteine in the O (USA, UK, Ireland, Germany) met virtually L > Dietitians use biochemical markers and diet components to define an optimized > Limited side effects
5 : i : : ,
I Y to discuss real-world treatment practices @) diet as weII_ c':-\s com_phance o o . Normal Met levels, without Met deficiency
> HCU leads to complications in the eye, skeleton, brain, €L and challenges for HCU dietitians and 'S - A stabilized diet would maintain tHcy, methionine (Met), B12, folate, and
O and vasculature! - patients - amino acid (AA) levels in acceptable target ranges; in contrast, most patients > Ability to increase natural protein intake and
_ _ . _  Dietitians received open-ended do not have stable tHcy levels decrease synthetic protein after metabolic targets
2 ’ C+L1|crrentIstanbdatrc.l-of-caléle |ntcluc_lesB%rotﬁln-restrlcte.d td'zet = questions regarding items such as ")) - Variations in laboratory markers can occur due to iliness, changes in are reached
(xformula), betaine, and vitamin when appropriate z C|I|’]IC?| characterlstlcsdocilc patients, w routine, and in fasting versus fed states » Most felt natural protein could be added once
ideali i specific practices used durin : : :
O ’ ﬁurrent gtu!dellr]ﬂe_ls reclomrlnet?c: keelpolgg T\Sl)gald t tfeatmerrm)t challenges reIategI to diet = > Compliance was defined as a flexible term, but with an ultimate aim of minimizing patients reached tHcy <50 uM, with 1 advisor
- tr%?t%?e/ite%eag Cg%ieen\{ci Sareeuor:,\alzmble tgacﬂie?/sepéheis and definiéions of successful dietary ’ risk in an achievable way indicating a threshold of <80 uM and 2 advisors
b= TR yp management outcomes - - Consistent compliance is cumbersome, burdensome, and difficult to indicating a threshold of <100 pM
> o | o . Experts were encouraged to answer 4 achieve; it requires patient understanding and acceptance of the importance > “Free” patients from close diet surveillance
- > Objectives of this expert panel were to obtain insights on: questions in their own words and = of dietary restrictions _ _ o
- Dietary management of HCU across different t ibed and d L - Many dietitians felt most patients have either moderate-good or moderate- > With current dietary management, it is often not
EINEEns iieis drelnetenioEtl el girobjpls possible to reduce tHcy levels without reducin
treatment centers by topic LLJ poor control, but do not fluctuate between good and poor control . Y 9
- Challenges associated with dietary management (for 0 « A fully optimized diet would be one in which the patient can have a good Mei?- to_potent|ally dangerous levels, thereby
= ) > Six of the eight dietitians participated in , ) ) . : indicating the need for new management
both dietitians and patients) : ) . - variety of foods, enjoy what they are eating, eat outside their home, and :
 Definitions of successful dietary management fellgw-up clscuzsions for aocimensl lnsigls have good biochemical control of tHcy and Met alternatives
outcomes y, y
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