
Martono Utomo <mrmartono73@gmail.com>

Confirming submission to Journal of Pediatric Surgery Case Reports
1 message

Journal of Pediatric Surgery Case Reports <em@editorialmanager.com> Wed, Sep 8, 2021 at 12:53 PM
Reply-To: Journal of Pediatric Surgery Case Reports <jpscr@elsevier.com>
To: Martono Tri Utomo <mrmartono73@gmail.com>

*This is an automated message.*

Infant with apert syndrome and high imperforate anus without fistula

Dear Mr Utomo,

We have received the above referenced manuscript you submitted to Journal of Pediatric Surgery Case Reports.    

To track the status of your manuscript, please log in as an author at https://www.editorialmanager.com/epsc/, and
navigate to the "Submissions Being Processed" folder.  

Thank you for submitting your work to this journal.

Kind regards,       
Journal of Pediatric Surgery Case Reports  

More information and support  

You will find information relevant for you as an author on Elsevier’s Author Hub: https://www.elsevier.com/authors

FAQ: How can I reset a forgotten password?
https://service.elsevier.com/app/answers/detail/a_id/28452/supporthub/publishing/
For further assistance, please visit our customer service site: https://service.elsevier.com/app/home/supporthub/
publishing/
Here you can search for solutions on a range of topics, find answers to frequently asked questions, and learn more
about Editorial Manager via interactive tutorials. You can also talk 24/7 to our customer support team by phone and
24/7 by live chat and email

__________________________________________________
In compliance with data protection regulations, you may request that we remove your personal registration details at
any time.  (Use the following URL: https://www.editorialmanager.com/epsc/login.asp?a=r). Please contact the
publication office if you have any questions.
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Martono Utomo <mrmartono73@gmail.com>

PDF for submission to Journal of Pediatric Surgery Case Reports requires
approval
3 messages

Journal of Pediatric Surgery Case Reports <em@editorialmanager.com> Wed, Sep 8, 2021 at 12:43 PM
Reply-To: Journal of Pediatric Surgery Case Reports <jpscr@elsevier.com>
To: Martono Tri Utomo <mrmartono73@gmail.com>

*This is an automated message.*

Infant with apert syndrome and high imperforate anus without fistula   

Dear Mr Utomo,

The PDF for your above referenced manuscript has been built and requires your approval. If you have already
approved the PDF of your submission, this e-mail can be ignored. 

Please review the PDF carefully, before approving it, to confirm it appears as you expect and is free of any errors.
Once approved, no further changes can be made. 

To approve the PDF, please: 

* Log into Editorial Manager as an author at: https://www.editorialmanager.com/epsc/. 

* Click on the folder 'Submissions Waiting for Author's Approval' to view and approve your submission PDF. You may
need to click on 'Action Links' to expand your Action Links menu.     

* Confirm you have read and agree with Elsevier's Ethics in Publishing statement by ticking the relevant box.

Once the above steps are complete, you will receive an e-mail confirming receipt of your submission.

We look forward to receiving your approval.

Kind regards,     
Journal of Pediatric Surgery Case Reports  

More information and support  
FAQ: How can I approve my submission? 
https://service.elsevier.com/app/answers/detail/a_id/5959/p/10523/supporthub/publishing/

You will find information relevant for you as an author on Elsevier’s Author Hub: https://www.elsevier.com/authors

FAQ: How can I reset a forgotten password?
https://service.elsevier.com/app/answers/detail/a_id/28452/supporthub/publishing/
For further assistance, please visit our customer service site: https://service.elsevier.com/app/home/supporthub/
publishing/
Here you can search for solutions on a range of topics, find answers to frequently asked questions, and learn more
about Editorial Manager via interactive tutorials. You can also talk 24/7 to our customer support team by phone and
24/7 by live chat and email

__________________________________________________
In compliance with data protection regulations, you may request that we remove your personal registration details at
any time.  (Use the following URL: https://www.editorialmanager.com/epsc/login.asp?a=r). Please contact the
publication office if you have any questions.
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Submission to Journal of Pediatric Surgery Case Reports - manuscript number
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Journal of Pediatric Surgery Case Reports <em@editorialmanager.com> Tue, Sep 14, 2021 at 9:07 AM
Reply-To: Journal of Pediatric Surgery Case Reports <jpscr@elsevier.com>
To: Martono Tri Utomo <mrmartono73@gmail.com>

*This is an automated message.* 

Manuscript Number: EPSC-D-21-00311
Infant with apert syndrome and high imperforate anus without fistula

Dear Mr Utomo,

Your above referenced submission has been assigned a manuscript number: EPSC-D-21-00311.

To track the status of your manuscript, please log in as an author at https://www.editorialmanager.com/epsc/, and
navigate to the "Submissions Being Processed" folder.

Thank you for submitting your work to this journal.

Kind regards,
Journal of Pediatric Surgery Case Reports     

More information and support

You will find information relevant for you as an author on Elsevier’s Author Hub: https://www.elsevier.com/authors

FAQ: How can I reset a forgotten password?
https://service.elsevier.com/app/answers/detail/a_id/28452/supporthub/publishing/
For further assistance, please visit our customer service site: https://service.elsevier.com/app/home/supporthub/
publishing/
Here you can search for solutions on a range of topics, find answers to frequently asked questions, and learn more
about Editorial Manager via interactive tutorials. You can also talk 24/7 to our customer support team by phone and
24/7 by live chat and email

__________________________________________________
In compliance with data protection regulations, you may request that we remove your personal registration details at
any time.  (Use the following URL: https://www.editorialmanager.com/epsc/login.asp?a=r). Please contact the
publication office if you have any questions.
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3 messages

Journal of Pediatric Surgery Case Reports <em@editorialmanager.com> Sat, Sep 18, 2021 at 2:23 AM
Reply-To: Journal of Pediatric Surgery Case Reports <jpscr@elsevier.com>
To: Martono Tri Utomo <mrmartono73@gmail.com>

Manuscript Number: EPSC-D-21-00311  

Infant with apert syndrome and high imperforate anus without fistula  

Dear Mr Utomo,    

Thank you for submitting your manuscript to Journal of Pediatric Surgery Case Reports.  

I have completed my evaluation of your manuscript. The reviewers recommend reconsideration of your manuscript
following minor revision and modification. I invite you to resubmit your manuscript after addressing the comments
below. Please resubmit your revised manuscript by Oct 01, 2021. 

When revising your manuscript, please consider all issues mentioned in the reviewers' comments carefully: please
outline every change made in response to their comments and provide suitable rebuttals for any comments not
addressed. Please note that your revised submission may need to be re-reviewed.    

To submit your revised manuscript, please log in as an author at https://www.editorialmanager.com/epsc/, and
navigate to the "Submissions Needing Revision" folder under the Author Main Menu.    

Journal of Pediatric Surgery Case Reports values your contribution and I look forward to receiving your revised
manuscript.￼  

Kind regards,   

Steven Stylianos  

Editor-in-Chief  

Journal of Pediatric Surgery Case Reports   

Editor and Reviewer comments:    

1.  English-language editing is required prior to resubmission.

2.  The case report contains the phrase sigmoidectomy which should changed to sigmoidostomy.

3.  Add a figure of the distal colostogram using contrast.

4. Has the anorectal reconstruction been performed?  What were the findings?

5.  Edit title to:  "Female infant with Apert Syndrome and high imperforate anus without fistula"
    

*****
Data in Brief (optional):
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We invite you to convert your supplementary data (or a part of it) into an additional journal publication in Data in Brief,
a multi-disciplinary open access journal. Data in Brief articles are a fantastic way to describe supplementary data and
associated metadata, or full raw datasets deposited in an external repository, which are otherwise unnoticed. A Data
in Brief article (which will be reviewed, formatted, indexed, and given a DOI) will make your data easier to find,
reproduce, and cite.

You can submit to Data in Brief when you upload your revised manuscript. To do so, complete the template and follow
the co-submission instructions found here: www.elsevier.com/dib-template. If your manuscript is accepted, your Data
in Brief submission will automatically be transferred to Data in Brief for editorial review and publication.

Please note: an open access Article Publication Charge (APC) is payable by the author or research funder to cover
the costs associated with publication in Data in Brief and ensure your data article is immediately and permanently free
to access by all. For the current APC see: www.elsevier.com/journals/data-in-brief/2352-3409/open-access-journal

Please contact the Data in Brief editorial office at dib-me@elsevier.com or visit the Data in Brief homepage
(www.journals.elsevier.com/data-in-brief/) if you have questions or need further information.

More information and support 

FAQ: How do I revise my submission in Editorial Manager?

https://service.elsevier.com/app/answers/detail/a_id/28463/supporthub/publishing/

You will find information relevant for you as an author on Elsevier’s Author Hub: https://www.elsevier.com/authors

FAQ: How can I reset a forgotten password?
https://service.elsevier.com/app/answers/detail/a_id/28452/supporthub/publishing/
For further assistance, please visit our customer service site: https://service.elsevier.com/app/home/supporthub/
publishing/
Here you can search for solutions on a range of topics, find answers to frequently asked questions, and learn more
about Editorial Manager via interactive tutorials. You can also talk 24/7 to our customer support team by phone and
24/7 by live chat and email

__________________________________________________
In compliance with data protection regulations, you may request that we remove your personal registration details at
any time.  (Use the following URL: https://www.editorialmanager.com/epsc/login.asp?a=r). Please contact the
publication office if you have any questions.

Martono Utomo <mrmartono73@gmail.com> Sat, Sep 18, 2021 at 2:53 AM
To: qurimeihaerani@gmail.com
Cc: setyamithra <setyamithra@gmail.com>

[Quoted text hidden]

Quri Meihaerani <qurimeihaerani@gmail.com> Mon, Dec 20, 2021 at 10:18 AM
To: Martono Utomo <mrmartono73@gmail.com>

[Quoted text hidden]
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Martono Utomo <mrmartono73@gmail.com>

PDF for submission to Journal of Pediatric Surgery Case Reports requires
approval
2 messages

Journal of Pediatric Surgery Case Reports <em@editorialmanager.com> Fri, Oct 1, 2021 at 5:51 AM
Reply-To: Journal of Pediatric Surgery Case Reports <jpscr@elsevier.com>
To: Martono Tri Utomo <mrmartono73@gmail.com>

*This is an automated message.*

Female infant with Apert Syndrome and high imperforate anus without fistula   

Dear Mr Utomo,

The PDF for your above referenced manuscript has been built and requires your approval. If you have already
approved the PDF of your submission, this e-mail can be ignored. 

Please review the PDF carefully, before approving it, to confirm it appears as you expect and is free of any errors.
Once approved, no further changes can be made. 

To approve the PDF, please: 

* Log into Editorial Manager as an author at: https://www.editorialmanager.com/epsc/. 

* Click on the folder 'Submissions Waiting for Author's Approval' to view and approve your submission PDF. You may
need to click on 'Action Links' to expand your Action Links menu.     

* Confirm you have read and agree with Elsevier's Ethics in Publishing statement by ticking the relevant box.

Once the above steps are complete, you will receive an e-mail confirming receipt of your submission.

We look forward to receiving your approval.

Kind regards,     
Journal of Pediatric Surgery Case Reports  

More information and support  
FAQ: How can I approve my submission? 
https://service.elsevier.com/app/answers/detail/a_id/5959/p/10523/supporthub/publishing/

You will find information relevant for you as an author on Elsevier’s Author Hub: https://www.elsevier.com/authors

FAQ: How can I reset a forgotten password?
https://service.elsevier.com/app/answers/detail/a_id/28452/supporthub/publishing/
For further assistance, please visit our customer service site: https://service.elsevier.com/app/home/supporthub/
publishing/
Here you can search for solutions on a range of topics, find answers to frequently asked questions, and learn more
about Editorial Manager via interactive tutorials. You can also talk 24/7 to our customer support team by phone and
24/7 by live chat and email

__________________________________________________
In compliance with data protection regulations, you may request that we remove your personal registration details at
any time.  (Use the following URL: https://www.editorialmanager.com/epsc/login.asp?a=r). Please contact the
publication office if you have any questions.
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Martono Utomo <mrmartono73@gmail.com>

Decision on submission to Journal of Pediatric Surgery Case Reports
2 messages

Journal of Pediatric Surgery Case Reports <em@editorialmanager.com> Tue, Oct 5, 2021 at 1:33 AM
Reply-To: Journal of Pediatric Surgery Case Reports <jpscr@elsevier.com>
To: Martono Tri Utomo <mrmartono73@gmail.com>

Manuscript Number: EPSC-D-21-00311R1  

Female infant with Apert Syndrome and high imperforate anus without fistula  

Dear Mr Utomo,

Thank you for submitting your manuscript to Journal of Pediatric Surgery Case Reports. 

I am pleased to inform you that your manuscript has been accepted for publication.   

My comments, and any reviewer comments, are below.     
Your accepted manuscript will now be transferred to our production department. We will create a proof which you will
be asked to check, and you will also be asked to complete a number of online forms required for publication. If we
need additional information from you during the production process, we will contact you directly.

We appreciate you submitting your manuscript to Journal of Pediatric Surgery Case Reports and hope you will
consider us again for future submissions.

Kind regards,     
Steven Stylianos   
Editor-in-Chief

Journal of Pediatric Surgery Case Reports

Editor and Reviewer comments:

  

  

More information and support 

FAQ: When and how will I receive the proofs of my article? 
https://service.elsevier.com/app/answers/detail/a_id/6007/p/10592/supporthub/publishing/related/

You will find information relevant for you as an author on Elsevier’s Author Hub: https://www.elsevier.com/authors

FAQ: How can I reset a forgotten password?
https://service.elsevier.com/app/answers/detail/a_id/28452/supporthub/publishing/
For further assistance, please visit our customer service site: https://service.elsevier.com/app/home/supporthub/
publishing/
Here you can search for solutions on a range of topics, find answers to frequently asked questions, and learn more
about Editorial Manager via interactive tutorials. You can also talk 24/7 to our customer support team by phone and
24/7 by live chat and email

__________________________________________________
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In compliance with data protection regulations, you may request that we remove your personal registration details at
any time.  (Use the following URL: https://www.editorialmanager.com/epsc/login.asp?a=r). Please contact the
publication office if you have any questions.

Martono Utomo <mrmartono73@gmail.com> Tue, Oct 5, 2021 at 1:57 AM
To: setyamithra <setyamithra@gmail.com>
Cc: qurimeihaerani@gmail.com
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Martono Utomo <mrmartono73@gmail.com>

Publication of your article [EPSC_102064] in Journal of Pediatric Surgery Case
Reports is on hold due to file problems
2 messages

A.Achuthan@elsevier.com <A.Achuthan@elsevier.com> Tue, Oct 5, 2021 at 11:05 AM
To: mrmartono73@gmail.com

--------------------
Our reference: EPSC 102064
Article reference: EPSC_EPSC-D-21-00311
Article title:  Female infant with Apert Syndrome and high imperforate anus without fistula
To be published in: Journal of Pediatric Surgery Case Reports
--------------------

Dear Mr Utomo,

Congratulations on having your article accepted.

We have now received your manuscript in production and would like to begin the typesetting process.

Unfortunately we have encountered a problem with the electronic files you provided and cannot process your article
further until the following issues are resolved:

*  We have received the following figure citation (Fig. 4A), (Fig. 4B), (Fig. 4C), (Fig. 4D-G) in figure 4 captions, but the
part figures are missing in supplied figure 4 (Fig. 4). Please check and provide the part figures for figure 4 to proceed
further.

We would be grateful if you could kindly address the problem as quickly as possible, ideally within 48 hours, by
replying to this message.

Further information on acceptable file formats can be found at http://www.elsevier.com/guidepublication.

Please quote the reference for your article, EPSC 102064, in all of your messages to us. 

Thank you for your help with this issue; I look forward to hearing from you soon.

Kind regards,

A Achuthan
Data Administrator
Elsevier
E-Mail: A.Achuthan@elsevier.com

--------------------
HAVE QUESTIONS OR NEED ASSISTANCE?

For further assistance, please visit our Customer Support site, where you can search for solutions on a range of
topics, such as Open Access or payment queries, and find answers to frequently asked questions. You can also talk to
our customer support team by phone 24 hours a day from Monday-Friday and 24/7 by live chat and email.

Get started here: http://service.elsevier.com/app/home/supporthub/publishing
--------------------
Copyright © 2015 Elsevier B.V. | Privacy Policy http://www.elsevier.com/privacypolicy
Elsevier Limited, The Boulevard, Langford Lane, Kidlington, Oxford, OX5 1GB, United Kingdom, Registration No.
1982084
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Martono Utomo <mrmartono73@gmail.com>

Production has begun on your article [EPSC_102064] in Journal of Pediatric
Surgery Case Reports
2 messages

A.Achuthan@elsevier.com <A.Achuthan@elsevier.com> Thu, Oct 7, 2021 at 10:10 PM
To: mrmartono73@gmail.com

--------------------
Our reference: EPSC 102064
Article reference: EPSC_EPSC-D-21-00311
Article title:  Female infant with apert syndrome and high imperforate anus without fistula
To be published in: Journal of Pediatric Surgery Case Reports
--------------------
Dear Mr Utomo,

Thank you for choosing to publish in Journal of Pediatric Surgery Case Reports. Please read this e-mail carefully as it
contains important information.

FINALIZE PUBLISHING YOUR ARTICLE:

We work hard to publish our authors’ articles online as quickly and efficiently as possible, therefore processing of your
accepted manuscript for publication has already begun. To ensure that we publish your article in accordance with your
wishes, please now complete the forms found here:

http://authors.elsevier.com/authorforms/EPSC102064/38941982c26a9a902861e5353ac1f4dc

If this link does not work, please copy the entire URL (noting that it may run on to a second line in this message) into
your browser. You should log in with your Elsevier Profile credentials, which you may have already created when
submitting your article.

CHECK YOUR CONTACT DETAILS:

Please check that your details listed below are correct so we can contact you if needed:

Mr Martono Tri Utomo
Faculty of Medicine/Universitas Airlangga/ Dr. Soetomo General Academic Hospital, Surabaya, Indonesia   
Department of Child Health     
Indonesia Jl. Mayjend Prof. Dr. M...   
oestopo No. 6-8   
Surabaya, Jawa Timur 60285   
Indonesia
Phone: not available
Fax:   not available
E-mail: mrmartono73@gmail.com

YOUR REFERENCE NUMBER:

Lastly, to help us provide you with the best service, please make a note of your article's reference number EPSC
102064 and quote it in all of your messages to us. 

Thank you for your cooperation.

Kind regards,

A Achuthan
Data Administrator
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Elsevier
E-Mail: A.Achuthan@elsevier.com

--------------------
HAVE QUESTIONS OR NEED ASSISTANCE?

For further assistance, please visit our Customer Support site, where you can search for solutions on a range of
topics, such as Open Access or payment queries, and find answers to frequently asked questions. You can also talk to
our customer support team by phone 24 hours a day from Monday-Friday and 24/7 by live chat and email.

Get started here: http://service.elsevier.com/app/home/supporthub/publishing
--------------------
Copyright © 2015 Elsevier B.V. | Privacy Policy http://www.elsevier.com/privacypolicy
Elsevier Limited, The Boulevard, Langford Lane, Kidlington, Oxford, OX5 1GB, United Kingdom, Registration No.
1982084

Martono Utomo <mrmartono73@gmail.com> Thu, Oct 7, 2021 at 10:13 PM
To: setyamithra <setyamithra@gmail.com>
Cc: qurimeihaerani@gmail.com

[Quoted text hidden]
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Martono Utomo <mrmartono73@gmail.com>

Share your article [EPSC_102064] published in Journal of Pediatric Surgery Case
Reports
2 messages

Elsevier - Article Status <Article_Status@elsevier.com> Tue, Oct 12, 2021 at 4:45 PM
To: mrmartono73@gmail.com

Share your article!

Dear Mr Utomo,

We are pleased to let you know that the final open access

version of your article Female infant with apert syndrome and

high imperforate anus without fistula is now available online,

containing full bibliographic details.

The URL below is a quick and easy way to share your work with

colleagues, co-authors and friends. Anyone clicking on the link

will be taken directly to the final version of your article on

ScienceDirect.

Your article link:
https://doi.org/10.1016/j.epsc.2021.102064

Click on the icons below to share with your network:

Gmail - Share your article [EPSC_102064] published in Journal of Pediat... https://mail.google.com/mail/u/0/?ik=af4a7ede59&view=pt&search=all...

1 of 2 12/20/2021, 10:32 AM



You can also use this link to download a copy of the article for your own archive. It also provides a

quick and easy way to share your work with colleagues, co-authors and friends. And you are

welcome to add it to your homepage or social media profiles, such as Facebook, Google+, and

Twitter. Other ways in which you can use your final article have been determined by your choice of

user license.

To find out how else you can share your article visit www.elsevier.com/sharing-articles.

Kind regards,

Elsevier Researcher Support

Increase your article's impact
Our Get Noticed guide contains a range of practical tips and advice to help you maximize visibility of your
article.

Publishing Lab
Do you have ideas on how we can improve the author experience? Sign up for the Elsevier Publishing
Lab and help us develop our publishing innovations!

Have questions or need assistance?
Please do not reply to this automated message.
For further assistance, please visit our Elsevier Support Center where you search for solutions on a range
of topics and find answers to frequently asked questions.
You can also talk to our researcher support team by phone 24 hours a day from Monday-Friday and 24/7
by live chat and email.

© 2021 Elsevier Ltd | Privacy Policy http://www.elsevier.com/privacypolicy
Elsevier Limited, The Boulevard, Langford Lane, Kidlington, Oxford, OX5 1GB, United Kingdom,
Registration No. 1982084. This e-mail has been sent to you from Elsevier Ltd. To ensure delivery to your
inbox (not bulk or junk folders), please add article_status@elsevier.com to your address book or safe
senders list.

Martono Utomo <mrmartono73@gmail.com> Tue, Oct 12, 2021 at 4:49 PM
To: setyamithra <setyamithra@gmail.com>

[Quoted text hidden]
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Martono Utomo <mrmartono73@gmail.com>

Complete Rights & Access information for [EPSC_102064] in Journal of Pediatric
Surgery Case Reports
2 messages

S.M@elsevier.com <S.M@elsevier.com> Wed, Oct 13, 2021 at 7:02 AM
To: mrmartono73@gmail.com

--------------------
Our reference: EPSC 102064
Article reference: EPSC_EPSC-D-21-00311
Article title:  Female infant with apert syndrome and high imperforate anus without fistula
To be published in: Journal of Pediatric Surgery Case Reports
--------------------

Dear Mr Utomo,

Thank you for choosing to publish open access in Journal of Pediatric Surgery Case Reports.

Please complete the Rights & Access form at the below link within the next 2 days to:

  - View your personalized article publishing charge (APC) and discounts for which you may be eligible (regardless of
your funding body)
  - Choose a user license for your work
  - Pay your APC, where applicable

http://authors.elsevier.com/authorforms/EPSC102064/38941982c26a9a902861e5353ac1f4dc

If you do not complete the form, you will receive an invoice for the undiscounted APC (if applicable), and your article
will be published under the CC BY-NC-ND 4.0 user license.

Thank you for your cooperation.

Kind regards,

Mr. Siva M
Journal Manager
Elsevier
E-mail: S.M@elsevier.com

--------------------
HAVE QUESTIONS OR NEED ASSISTANCE?

For further assistance, please visit our Customer Support site, where you can search for solutions on a range of
topics, such as Open Access or payment queries, and find answers to frequently asked questions. You can also talk to
our customer support team by phone 24 hours a day from Monday-Friday and 24/7 by live chat and email.

Get started here: http://service.elsevier.com/app/home/supporthub/publishing
--------------------
Copyright © 2021 Elsevier B.V. | Privacy Policy http://www.elsevier.com/privacypolicy
Elsevier Limited, The Boulevard, Langford Lane, Kidlington, Oxford, OX5 1GB, United Kingdom, Registration No.
1982084

Martono Utomo <mrmartono73@gmail.com> Wed, Oct 13, 2021 at 8:01 AM
To: qurimeihaerani@gmail.com, setyamithra <setyamithra@gmail.com>
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Martono Utomo <mrmartono73@gmail.com>

Your Elsevier invoice OAD0000152484
2 messages

OAElsevierInvoicesNoReply@elsevier.com <OAElsevierInvoicesNoReply@elsevier.com>
Wed, Oct 13, 2021 at

10:17 AM
Reply-To: OAElsevierInvoicesNoReply@elsevier.com
To: mrmartono73@gmail.com

Dear Sir/Madam,

Please find your invoice OAD0000152484 attached to this email.

Transaction Number Due Date Currency
Transaction

Amount

OAD0000152484 12-NOV-2021 USD 750.00

Can we assist you with anything?
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A B S T R A C T   

Apert syndrome (AS) is a rare type of congenital craniofacial dysmorphic and severe syndactyly of 
the hands and feet. Fibroblast growth factor receptor (FGFR) gene mutations are suspect to be 
involved in this anomaly. The distinct features are craniosynostosis-a condition of premature 
closure of skull’s sutures-, midface hypoplasia-an incomplete development of the middle of the 
face-, and syndactyly-webbed fingers or toes-. The anorectal malformations (ARMs) associations 
with AS is rare, and the genetic link is highly complex. Only 12.7% of ARMs cases were associated 
with a syndrome that has a well-known impact on intellectual development, including AS. To our 
knowledge, this is the first reported case of AS with a high imperforate anus without fistula.   

1. Background 

AS is a rare congenital disorder of type 1 acrocephalosyndactyly characterized by craniosynostosis, midface hypoplasia, and 
syndactyly. The prevalence is about 1–65,000 to 200,000 newborns with no difference incidence between genders [1]. It is an 
autosomal dominant disorder due to fibroblast growth factor receptor-2 gene (FGFR2) mutation [2]. We present a two-day-old infant 
diagnosed with AS and imperforate anus without fistula. The anorectal malformations (ARMs) without fistula occurs in approximately 
5% of all ARMs cases. This malformation is closely related to Trisomy 21. Only 12.7% of ARMs cases were associated with the in-
tellectual development-related syndrome, including Apert syndrome [3]. The genetic link between these two abnormalities is complex, 
and the relationship is still doubtful. The report about an infant with Apert syndrome and gastrointestinal abnormalities is rare [2,4]. 
To our knowledge, this is the first reported case of AS with a high imperforate anus. The literature is review systematically to assess the 
AS and imperforate anus clinical presentation, management, prognosis, and the operations of this type of ARM. 

2. Case presentation 

A two-day-old female infant weighing 3000 g was referred to our tertiary hospital with an imperforate anus. She did not pass stool 
since birth, and her stomach is distended. The yellow liquid is coming out from the orogastric tube. Meconium or stool was not found 
on her diapers. The patient’s family history and mother pregnancy were unremarkable. 

The abdominal area looks distended with prominent gut contour and dilated paraumbilical vein. The low abdominal sound was 
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Fig. 1. Absence of anal opening.  

Fig. 2. Babygram shown multiple dilated loops.  
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Fig. 3. Lateral view x-ray in prone position shown the distance of rectal gas shadow and anal lead marker is more than 2 cm, indicating a high imperforate anus.  

Fig. 4. Craniofacial dysmorphology and syndactyly in patient, Fig. 4A. Coronal sutures fusion, depressed and broad nasal bridge, low-set ear, Fig. 4B. Prominent 
forehead, flat occipitalis, Fig. 4C. Narrow high arched palate, Fig. 4D–G. Syndactyly of both hands and foot. 
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heard during auscultation and the tympanic sound during percussion. Genitourinary examination revealed normal genitals. The anal 
area showed hyperpigmentation anal area with an anal dimple, without orifice and without fistula in the perineal region (shown in 
Fig. 1). The babygram shown multiple dilated bowel loops (shown in Fig. 2). On the lateral abdominal x-ray evaluation of the prone 
position revealed the distance between the anus and the rectal gas shadow was more than 1 cm, suggesting a high imperforate anus 
(shown in Fig. 3). On further evaluation, she had a prominent forehead, coronal sutures fusion, and flat occipitalis. She had distinct 
facial and intraoral features: a depressed and broad nasal bridge, narrow high arched palate, and low-set ear (shown in Fig. 4). 
Hypertelorism, ocular proptosis, strabism, down sliding lateral palpebral fissures were absent. Syndactyly with complete fusion of all 
five digits on both hands and feet was present. No other apparent anomalies could be identified and no evidence of VACTERL asso-
ciation was present. The current examination suggests a case of high imperforate anus and AS. 

The patient underwent an emergency sigmoidostomy. The dilated sigmoid contains meconium was exposed. Fascia and peritoneum 
were anchored with four sides sutures. Surgical decompression was performed. After decompression was complete, the sigmoid was 
delivered through the abdominal wall without twisting it then anchored to the muscle using “spurring” sutures in both sides. The 
fixation suture of sigmoid seromuscular to fascia-peritoneum using watertight closure technique was performed. The end of colostomy 
was opened and matured by sutures between the full-thickness colon and the dermis of the abdominal wall (shown in Fig. 5). 

The distal colostogram using contrast examination that was carried out 4 weeks after the surgery shown normal result. The contrast 
material enters the gut smoothly until transverse colon and fill the sigmoidostomy. No stricture or abnormal indentation was found 
(shown in Fig. 6). Until this article was submitted, the anorectal reconstruction has not been performed. Due to the COVID-19 situation, 
the surgical activity is limited. The patient is planned for anorectal reconstruction in 8–12 weeks after sigmoidostomy. 

3. Discussion 

The premature fusion of cranial sutures in AS occurs before three months of age [5]. The consequences of early closure of coronal 
sutures cause shorter anteroposterior diameter, with a high and prominent forehead associated with an acrocephalic head (con-
e-shaped) [5]. Facial dysmorphic in AS patients include midfacial hypoplasia, hypertelorism, proptosis, down slanting palpebral 
fissures, short and wide nasal root, and low-set ears [1,5]. Oral abnormalities including dental crowding, high-arched palate, narrow 
palate, and pseudo-clefts [1]. Other prominent abnormalities of AS are syndactyly of hands and feet [5]. Our patient had the most 
marked symptoms, including early closure of coronal sutures, prominent forehead (frontal bossing), and syndactyly on both hands and 
feet [5]. The maxillo-facial dysmorphic presentation were narrow high arched palate, short and broad nasal root, and low-set ears. 

Fig. 5. Post-operative presentation.  
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Ultrasonography diagnosis of AS is difficult before third semester. Many cases remain undiagnosed until late gestation when the 
deformities are more apparent or until delivery [6]. Werner et al. suggest using 3D reconstruction ultrasound and MRI, that provides 
clearer visualization of the fetal anatomy [7]. The prenatal molecular genetic testing for FGFR2 may be performed at 16 weeks of 
gestation [5]. However, it is not widely available and not cost-effective, especially in developing countries like Indonesia where the 
genetic diagnostic resources and facilities are limited [8]. 

Other symptoms suggesting internal organ abnormalities apart from the imperforate anus were not present. The ARM occurs during 
8–12 weeks of gestation due to incomplete development of hindgut while the exact etiology is still unknown. It is commonly associated 
with other congenital anomalies known as VACTERL syndrome (Vertebral defect, Anal defect, Cardiac defect, Tracheoesophageal 
fistula, Renal defect, Limb defect) which the diagnosis of VACTERL is when at least 3 of the defects presents. The imperforate anus 
should be evaluated during routine postpartum examination or shortly when the newborn fails to pass meconium or stool within 24 
after birth. Lateral view x-ray in prone position should be done to determine the distance of rectal gas shadow from the anal dimple 
(usually have been marked by a lead marker). Our patient recto-anal distance was more than 1 cm, indicates high imperforate anus. 
The patients need to undergo sigmoidostomy and brought out through the left lower quadrant of abdomen. The definitive repair may 

Fig. 6. The contrast material enters the gut smoothly (transverse colon [red arrow], descending colon [yellow arrow]) and fill the sigmoidostomy (green arrow). No 
stricture or abnormal indentation was found. (For interpretation of the references to colour in this figure legend, the reader is referred to the Web version of 
this article.) 
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be done after 4–8 weeks of first surgery, depends on patient condition [9]. 
Since definitive treatment is not available, correcting the anatomical deformities may improve the patient condition and quality of 

life. The treatment is complex that requires a multidisciplinary team including neonatologist, pediatric surgeon, anesthesiologist, 
neurosurgeon, plastic and reconstructive surgeon, psychiatrist, ophthalmologist, neurologist, geneticist, and orthodontic [8]. The 
earliest skull surgery is done in the first 18 months of life, midface surgery is typically done after 6–8 years old, and first stage of 
syndactyly repairs is done between 9 and 12 months of age while the following stage is approximately 3 months later [10]. Although 
most patients with Apert syndrome have normal intellectual to mild intellectual disability, some individuals have been reported suffer 
from moderate to severe intellectual disability and emotional problem [8]. A psychiatric approach is needed for the patient who shows 
the tendency of emotional and behavioural disorder [5]. 

The differential diagnoses of AS are other genetic disorders in the acrocephalosyndactyly spectrum, including Crouzon, Carpenter, 
Chotzen, and Pfeiffer syndromes [11]. AS especially demonstrates similar dysmorphic characteristics with Crouzon syndrome [5]. 
However, AS is more asymmetric in nature and has more severe clinical manifestations than Crouzon syndrome [12]. 
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