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Sturge-Weber Syndrome Complicating with Ipsilateral Hemangioma-liked Nasal Polyps

Sturge-Weber syndrome (SWS), also known as encephalotrigeminal angiomatosis, was reported by Schirmer, Sturge and Weber in succession in mid-19th century. And it is a neurocutaneous disease classically presenting with a facial port- wine stain in the ophthalmic distribution of the trigeminal nerve, glaucoma and vascular eye abnormalities, and an ipsilateral occipital leptomeningeal angioma. It is possible to observe nose and sinus involvement in SWS [1]. And there already have been some cases about SWS accompanying with chronic rhinosinusitis [2], but to our knowledge, there are still no cases describing SWS combining with ipsilateral chronic rhinosinusitis and unusual nasal polyps. Here, we report a case of SWS which incorporated with ipsilateral chronic rhinosinusitis and nasal polyps-more precisely hemangioma-liked nasal polyps.

Report of a Case



A half year ago, a 40-year-old Chinese man known to have SWS visited our department complaining of progressive nasal obstruction, recurrent purulent nasal discharge and anosmia many years. He had been treated with no success using antibiotics, topical nasal decongestants and steroid nasal sprays. He had a history of left-sided epilepsy (but he had been seizure-free for many years without any antiepileptic therapy), headache, right buphthalmos and glaucoma which led his right eye to blindness, and progressive left hemiparesis. Fortunately, he was not severe mental disabled, and could look after himself and communicate with others basically There was no family history of epilepsy, mental retardation or a neurocutaneous syndrome.

Physical examination showed a unilateral capillary malformation of the right face, upper neck (some parts even cross the midline), tongue, lateral pharyngeal wall, epiglottis and arytenoid area (Figure 1A-1C). Also right buphthalmos was found with exotropia 15-20° and blindness. Right nasal cavity which was full of polypoid tissue covered by mucopurulent discharge was observed and configured by nasendoscopy. In addition, muscular atrophy, muscle strength III-IV and hemiparesis were discovered in his left limb, as well as Babinski sign (+).
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Figure 1:  A-C Unilateral capillary malformation of the right-sided face, upper neck (some parts even cross the midline), tongue, lateral pharyngeal wall, epiglottis and arytenoid area.





CT scan displayed deformations of right sided skull, atrophy of right cerebrum, "tram-line" cortical calcification of right apical-occipital region, hypertrophy of right choroid plexus in the ventricle, and right buphthalmos. Also, low-density soft tissues (suggestive of nasal polyps) in the right nasal cavity, maxillary and enlarged frontal sinuses were observed in the CT scan  photographs. Although the patient had no hearing problems, the enlarged right mastoid process was showed clearly (Figure 2A-2B). Ophthalmologic examinations presented that the right intra-ocular tension and visual acuity were 41.7mmHg and 0 respectively, while the left were 12.0mmHg and 1.0. The degree of mental retardation was evaluated through Wechsler Intelligence.
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Figure 2A:  Right buphthalmos, and hypertrophy of the right choroid plexus in the right ventricle.

Figure 2B: Right maxillary and nasal cavity filled with low-density tissue, enlarged right mastoid process and thickened diploe of the right skull






After excluding surgical contraindications, a unilateral functional endoscopic sinus surgery (FESS) under general anesthesia was performed. A lot of excessive proliferated polypoid tissue in the nasal cavity and sinuses were observed during the operation. What attracted us most was that the quantity of intraoperatie bleeding was much more than those with ipsilateral or unilateral nasal polyps, even those with more severe bilateral nasal polyps in our experience, although conditions of the operation such as blood pressure controlling, operative time were almost the same. The routine blood test showed us that the red blood cells (RBC) decreased from 4.68*1012/L (the last preoperative day) to 2.95x1012/L (the first postoperative day), and hemoglobin (Hb) fell from 140g/L (the last preoperative day) to 89g/L (the first postoperative day). All these above gave us some information that there may be any connections between intraoperative bleeding and SWS. Therefore, the pathological features of the nasal polyps became the key point. In the end, hemangioma-liked nasal polyps were observed in microscopical pathological examination (Figure 3). 6 months follow-up showed good ventilation and reduced purulent nasal discharge without late complications or recurrence.



Comment



SWS is really a rare disease with the prevalence actually estimated at 1/50,000. The almost entirely sporadic and focal nature of SWS (equal incidence in men and women; rare familial cases, especially lack of clinical similarity in monozygotic twins) indicates that the presence of a somatic mutation [3], however, somatic activating mutation in GNAQ was proved to be the etiology of SWS in 2013 [4]. Besides the three classic clinical features-facial port-wine stains, glaucoma and ipsilateral leptomeningeal angioma, epilepsy in early life, vascular headache, hemianopsia, developmental delay and mental retardation, contralateral hemiparesis and hemisensory disturbance, gingival and mucosal hypertrophy, skeletal overgrowth, and tram-line intracranial calcifications can also be found [5]. The diagnosis of SWS is mainly on the clinical features and imaging data such as computed tomography (CT) and magnetic resonance imaging (MRI) which are the most widely used. And also positron emission tomography (PET) and single photon emission computed tomography (SPECT) that can demonstrate hypoperfusion and cortical hypometabolism in corresponding area are complementary investigations [6]. However, the key diagnostic standard in SWS is the intracranial leptomeningeal angiomatosis in histology. Transcranial Doppler Ultrasound is mainly used to predict neurological progression and assess the therapeutic effect [7] and the size of facial port-wine stain also can be used to evaluate the eventual neurologic disease severity in SWS patients with brain involvement [8]. Today, these are still no effective ways to heal SWS, lifelong medical treatments coupled with frequent surgeries are recommended [5]. The prognosis of SWS varies widely, presence of seizure and bilateranial leptomeningeal angiomatosis are associated with poorer clinical outcomes [9]. In our case, the patient who consisted of facial port-wine stain, leptomeningeal angioma and glaucoma obviously belonged to type I according to the classification of Roach Scale [10].



A nasal polyp is now considered as a subgroup of chronic rhinosinusitis, called chronic rhinosinusitis with nasal polyps. The treatment option for chronic rhinosinusitis with nasal polyps is either medical or surgical. According to visual analogue scale (VAS) score, additions of different courses of topical nasal steroids even oral steroids are provided to help control symptoms firstly. If conservative treatment fails, functional endoscopic sinus surgery (FESS), based on logical physiological concepts, aiming to restore ventilation and mucociliary clearance of the nasal sinuses is performed. Follow-up nasal douching, topical steroids, and longterm antibiotics after operations are also emphasized [11].



As far as we know, there are no references that have demonstrated evidently the connection between SWS and chronic rhinosinusitis, let alone chronic rhinosinusitis with nasal polyps. However, deformed structures, as well as overgrowth of soft tissue of noses and sinuses caused by SWS may be considered as predisposing factors. We report the first patient who had type I SWS with ipsilateral chronic rhinosinusitis and hemangioma-liked nasal polyps. Therapeutic regimen of such a case, similar to that of usual unilateral chronic rhinosinusitis with nasal polyps, is functional endoscopic sinus surgery (FESS). In addition, on the basis of hemangioma-liked nasal polyps and much more intraoperative blood, Yamashiro's experience of successful managing bleeding of a patient with SWS undergoing oral surgery by relieving the stress preoperatively, suppressing elevation of blood pressure and using hemostatic agent intraoperatively could be worth profiting from [12].



Conclusion



A rare case of SWS with ipsilateral chronic rhinosinusitis and hemangioma-liked nasal polyps is presented. The relationship between SWS and nose and sinus is poorly understood, though involvement of nose and sinus is common. Therapeutic strategy is the same as that of chronic rhinosinusitis with nasal polyps according to European Position Paper on Rhinosinusitis and Nasal Polyps (EPOS). However, intraoperative and preoperative blood should be paid an attention to. Maybe perfect preoperative preparation, intraoperative and preoperative hemostasis should be emphasized, including histological biopsy.


References


1. Irving ND, Lim JH, Cohen B, Ferenc LM, Comi AM (2010) Sturge-Weber syndrome: ear, nose, and throat issues and neurologic status. Pediatric neurology 43(4): 241-244.

2. Ku PK, Marshall JN, van Hasselt CA (1999) A mentally retarded man with a nasal discharge. Postgrad Med J 75(884): 367-369.

3. Huq AH, Chugani DC, Hukku B, Serajee FJ (2002) Evidence of somatic mosaicism in Sturge-Weber syndrome. Neurology 59(5): 780-782.

4. Shirley MD, Tang H, Gallione CJ, Baugher JD, Frelin LP, et al. (2013) Sturge- Weber syndrome and port-wine stains caused by somatic mutation in GNAQ. The New England journal of medicine 368(21): 1971-1979.

5. Thomas-Sohl KA, Vaslow DF, Maria BL (2004) Sturge-Weber syndrome: a review. Pediatr Neurol 30(5): 303-310.

6. Di Rocco C, Tamburrini G (2006) Sturge-Weber syndrome. Childs Nerv Syst 22(8): 909-921.

7. Offermann EA, Sreenivasan A, DeJong MR, Lin DDM, McCulloch CE, et al. (2017) Reliability and Clinical Correlation of Transcranial Doppler Ultrasound in Sturge-Weber Syndrome. Pediatric neurology 74: 15-23.

8. Dymerska M, Kirkorian AY, Offermann EA, Lin DD, Comi AM, et al. (2017) Size of Facial Port-Wine Birthmark May Predict Neurologic Outcome in Sturge-Weber Syndrome. The Journal of pediatrics 17: 30746-30751.

9. 	Zaroff CM, Isaacs K (2005) Neurocutaneous syndromes: behavioral features. Epilepsy Behav 7(2): 133-142.

10. Roach ES (1992) Neurocutaneous syndromes. Pediatric clinics of North America 39(4): 591-620.

11. Fokkens W, Lund V, Mullol J (2007) European position paper on rhinosinusitis and nasal polyps 2007. Rhinol Suppl (20): 1-136.

12. Yamashiro M, Furuya H (2006) Anesthetic management of a patient with Sturge-Weber syndrome undergoing oral surgery. Anesth Prog 53(1): 17-19.
 




[image: ]

OEBPS/Images/fig1.jpg





OEBPS/Images/fig2.jpg





OEBPS/Images/logo.jpg
457, BIOMEDICAL

gy





OEBPS/Images/logo1.jpg
b

e

Tung fianauo, Biomed | Sci & Tech Res






OEBPS/Images/fig6.jpg
Assets of Publishing with us

BIOMEDICAL

Global archiving of rticles
Immediate, unrestricted online access
Rigorous Peer Review Process
Authors Retain Copyrights

Unique DOI for all artcles

‘http://biomedres.us/





OEBPS/Misc/page-template.xpgt
 

   
    
		 
    
  
     
		 
		 
    

     
		 
    

     
		 
		 
    

     
		 
    

     
		 
		 
    

     
         
             
             
             
             
             
             
        
    

  

   
     
  





OEBPS/Images/cover.jpg
mE ™

1| Sturge-Weber Syndrome
Complicating with Ipsilateral

. Hemangioma-liked Nasal

" Polyps

liltlmu
Hasg
00|

| 0451006
MILER

ISSN: 2574 -1241

7, BIOMEBICAL





