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Abstract: The prime objective in the surgical treatment of Chiari malformation (CM) 
and/or syringomyelia (SM) is based on the restoration of the normal cerebrospinal fluid 
(CSF) dynamics at the craniovertebral junction through the creation of a large artificial 
cisterna magna. In this case a patient came to our hospital with type 1 chiary 
malformation having large syrinx which underwent posterior fossa decompression by 
midline sub occipital craniectomy with subpial cerebellar tonsillar resection which after 
one year of follow up we have found significant resolution of syrinx radiologically. 
Key words: Syringomyelia SM, Chiary malformation type 1 CMI, Foramen magnum 
decompression FMD 

 
Introduction 

The pathophysiology of syrinx formation 
and progression is important for surgeons in 
their selection of a surgical approach for 
syringomyelia (SM) secondary to Chiari 
malformation type I (CMI). There is broad 
consensus on the role of mechanical blockage 
of cerebrospinal fluid flow at the 
craniocervical junction in the pathogenesis of 
SM secondary to CMI [1, 2]. Posterior fossa 
decompression (PFD) is currently preferred by 
most surgeons as the standard surgical option 
in the treatment of SM secondary to CMI [3–
6]. This results in decompression of the 
cerebellar tonsil restores the normal 
cerebrospinal fluid flow [7]. In addition, a 
wide variety of surgical procedures as 
adjuvants to standard PFD, including 

syringosubarachnoid shunting, obex plugging 
and resection of the cerebellar tonsil, have 
been advocated in previous studies, which 
potentially induce bias with respect to the 
evaluation of syrinx resolution. To date, few 
reports have quantitatively evaluated syrinx 
resolution after PFD or identified predictive 
factors for better improvement. In addition to 
occipital pain and vertigo, dissociative sensory 
loss is one of the most frequent clinical 
presentations in children and adolescents with 
CMI. In this case we have done posterior fossa 
decompression by midline sub occipital 
craniectomy with subpial cerebellar tonsil 
resection in a patient of chiary malformation 
type 1 with syringomyelia then after one year 
of follow up there was resolution of syrinx was 
found radiologically. 
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Case report 
A 45 year old female presented to our 

neurosurgery opd with the chief complaints of 
occipital headache since two years, weakness 
bilateral upper limb since six months, 
difficulty in holding objects since six months 
on examination there was dissociative sensory 
loss as decrease in pain and temperature 
sensations up to C7 dermatome with 
preservation of pressure and joint position 
sense, power was -4/5 on bilateral upper limb 
with bilateral hand grip weakness, reflexes 
were exaggerated on both upper and lower 
limbs and planter reflex was extensor. On MRI 
cervical spine showed there was chiary type 1 
malformation with large syrinx over crevico 
dorsal region (Figure 1). 

Patient was planned for routine surgery 
and posterior fossa decompression by midline 
suboccipital craniectomy with subpial 
resection of cerebellar tonsil and 
decompression of the cervical cord was done 
in sitting position. After one year of follow up 
now patient have relieved occipital headache 
with no sensory loss but grip of both hand was 
weak till now, on MRI cervical spine there was 
significant reduction in the syrinx was found 
(Figure 2). 

Radiographic evaluation 
The severity of cerebellar tonsillar descent 

and features of the syrinx were evaluated via 
measurement of the following indices on the 
T1-weighted sagittal MRI: the distance of 
cerebellar tonsillar descent (mm), the 
configuration of the syrinx, the maximal 
syrinx/cord (S/C) ratio and length of the 

syrinx. The extent of cerebellar tonsillar 
descent was further classified into three grades 
[14]: grade I, in which the tonsil descended 
beyond the foramen magnum but did not 
reach the C-1 arch; grade II, in which the tonsil 
reached the C-1 arch; and grade III, in which 
the tonsil descended beyond the C-1 arch. 
Syrinx configuration was categorized into 
distended, moniliform, slender, and 
circumscribed types [14]. The maximal 
anteroposterior diameter of the syrinx (S) 
divided by the anteroposterior diameter of the 
spinal cord (C) at the same level provided the 
maximal S/C ratio [15]. Syrinx length was 
defined as the number of vertebral segments 
spanned by the syrinx. Syrinx resolution was 
defined as any demonstrable decrease in 
maximal S/C ratio or length. Any 
postoperative decrease in the maximal S/C 
ratio or syrinx length divided by the 
preoperative value was calculated as a 
radiographic improvement rate. Significant 
improvement of syrinx was defined as any 
more than 20% decrease in maximal S/C ratio 
or length on follow-up MRI, and complete 
resolution was used to describe the syrinx 
disappearing after PFD. 

In our case preop parameters of patient was 
grade II tonsillar herniation was found, syrinx 
was moniliformed, syrinx length was 13 
vertebra, S/C ratio was 0.86, after operation 
and 1 year of follow up parameters were no 
cerebellar tonsils herniation syrinx was slender 
with length of 13 vertebra, S/C ratio was 0.46. 
So there was significant improvement in 
syrinx with radiographic improvement rate 
was 46.5%. 
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Pre op MRI 

 

 
Post op MRI after 1 year follow up 

 
 

Discussion 
The outcome of PFD for the treatment of 

SM secondary to CMI has varied widely in 
previous studies in terms of maximal S/C ratio 
and syrinx length. Hida et al. [8] reported that 
30 of 33 patients with SM secondary to CMI 
exhibited obvious syrinx resolution after PFD. 
Depreitere et al. [16] reported that 80% of 
patients (16/20) showed a favorable result 
consisting of complete syrinx resolution in 8 
patients and obvious syrinx reduction in 
another 8. Wetjen et al. [12] documented the 
time course of syrinx resolution after PFD and 
found that the syrinx resolved significantly 
over a short period of time after 
decompression. Significant improvement was 
also reported in 7 of 7 patients in a study by 
Feldstein and Choudhri [17] and 11 of 12 in a 
study by Ghanem et al. [18]. 

However, low rates of significant 
improvement have also been reported. In 
studies by Caldarelli and colleagues and 
McGirt and colleagues, syrinx resolution after 
PFD was found only in 50 and 62% of patients, 
respectively [10,19]. This discordance may be 
related to broad age range, different surgical 
procedures, or variability in the definition of 
significant improvement. In general, pediatric 
patients have a better response to PFD than 
adults. 

We found significant syrinx improvement 
after PFD in patients with CMI, particularly 
within the initial several months after surgery.  
 
  



 
 
 
 
 

Romanian Neurosurgery (2018) XXXII 1: 160 - 163 | 163 

 

 
 
 
 
 
 

Correspondence 
Dr. Asheesh Kumar Gupta M.Ch. resident 
Department of Neurosurgery 
G.R. Medical College Gwalior. 
Address- Room no. 39 Senior Boys Hostel 
G.R. Medical College Gwalior 
Mobile No.- 7828832632 
Email- asheesh_gsvm@yahoo.com 

References 
1.Milhorat TH, Nishikawa M, Kula RW, Dlugacz YD. 
Mechanisms of cerebellar tonsil herniation in patients 
with Chiari malformations as guide to clinical 
management. Acta Neurochir (Wien) 2010;152:1117–
1127. doi: 10.1007/s00701-010-0636-3. [PMC free article] 
[PubMed] [Cross Ref] 
2. McGirt MJ, Atiba A, Attenello FJ, Wasserman BA, 
Datoo G, Gathinji M, Carson B, Weingart JD, Jallo GI. 
Correlation of hindbrain CSF flow and outcome after 
surgical decompression for Chiari I malformation. Childs 
Nerv Syst. 2008;24:833–840. doi: 10.1007/s00381-007-
0569-1. [PubMed] [Cross Ref]  
3. Tubbs RS, Lyerly MJ, Loukas M, Shoja MM, Oakes WJ. 
The pediatric Chiari I malformation: a review. Childs 
Nerv Syst. 2007;23:1239–1250. doi: 10.1007/s00381-007-
0428-0. [PubMed] [Cross Ref] 
4. Durham SR, Fjeld-Olenec K. Comparison of posterior 
fossa decompression with and without duraplasty for the 
surgical treatment of Chiari malformation Type I in 
pediatric patients: a metaanalysis. J Neurosurg Pediatr. 
2008;2:42–49. doi: 10.3171/PED/2008/2/7/042. 
[PubMed] [Cross Ref] 
5. Navarro R, Olavarria G, Seshadri R, Gonzales-Portillo 
G, McLone DG, Tomita T. Surgical results of posterior 
fossa decompression for patients with Chiari I 
malformation. Childs Nerv Syst. 2004;20:349–356. doi: 
10.1007/s00381-003-0883-1. [PubMed] [Cross Ref] 
6. Xie J, Wang Y, Zhao Z, Zhang Y, Si Y, Yang Z, Liu L, 
Lu N. One-stage and posterior approach for correction of 
moderate to severe scoliosis in adolescents associated 
with Chiari I malformation: is a prior suboccipital 
decompression always necessary? Eur Spine J. 
2011;20:1106–1113. doi: 10.1007/s00586-011-1717-6. 
[PMC free article] [PubMed] [Cross Ref] 
7. Hankinson TC, Klimo P, Jr, Feldstein NA, Anderson 
RC, Brockmeyer D. Chiari malformations, 

syringohydromyelia and scoliosis. Neurosurg Clin N Am. 
2007;18:549–568. doi: 10.1016/j.nec. 2007.04.002. 
[PubMed] [Cross Ref]  
8. Hida K, Iwasaki Y, Koyanagi I, Sawamura Y, Abe H 
(1995) Surgical indication and results of foramen 
magnum decompression versus syringosubarachnoid 
shunting for syringomyelia associated with Chiari I 
malformation. Neurosurgery 37:673–678 (discussion 
678–679) [PubMed] 
10. Caldarelli M, Novegno F, Vassimi L, Romani R, 
Tamburrini G, Di Rocco C. The role of limited posterior 
fossa craniectomy in the surgical treatment of Chiari 
malformation type I: experience with a pediatric series. J 
Neurosurg. 2007;106:187–195. [PubMed] 
12. Wetjen NM, Heiss JD, Oldfield EH. Time course of 
syringomyelia resolution following decompression of 
Chiari malformation type I. J Neurosurg Pediatr. 
2008;1:118–123. doi: 10.3171/ PED/2008/1/2/118. [PMC 
free article] [PubMed] [Cross Ref] 
12. Ono A, Ueyama K, Okada A, Echigoya N, Yokoyama 
T, Harata S (2002) Adult scoliosis in syringomyelia 
associated with Chiari I malformation. Spine (Phila Pa 
1976) 27:E23–E28 [PubMed] 
14. Qiu Y, Zhu ZZ, Wang B, Yu Y, Qian BP, Zhu F. 
Radiological presentations in relation to curve severity in 
scoliosis associated with syringomyelia. J Pediatr 
Orthoped. 2008;28:128–133. doi: 
10.1097/bpo.0b013e31815ff371. [PubMed] [Cross Ref] 
16. Depreitere B, Calenbergh F, Loon J, Goffin J, Plets C. 
Posterior fossa decompression in syringomyelia 
associated with a Chiari malformation: a retrospective 
analysis of 22 patients. Clin Neurol Neurosurg. 
2000;102:91–96. doi: 10.1016/S0303-8467(00)00073-1. 
[PubMed] [Cross Ref] 
17. Feldstein NA, Choudhri TF. Management of Chiari I 
malformations with holocord syringohydromyelia. 
Pediatr Neurosurg. 1999;31:143–149. doi: 
10.1159/000028850. [PubMed] [Cross Ref] 
18. Ghanem IB, Londono C, Delalande O, Dubousset JF 
(1997) Chiari I malformation associated with 
syringomyelia and scoliosis. Spine (Phila Pa 1976) 
22:1313–1317 (discussion 1318) [PubMed] 
19. McGirt MJ, Attenello FJ, Atiba A, Garces-Ambrossi 
G, Datoo G, Weingart JD, Carson B, Jallo GI. Symptom 
recurrence after suboccipital decompression for pediatric 
Chiari I malformation: analysis of 256 consecutive cases. 
Childs Nerv Syst. 2008;24:1333–1339. doi: 10.1007/ 
s00381-008-0651-3. [PubMed] [Cross Ref] 
 

  


	20
	20KumarGuptaAsheesh_A case report

