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Introduction Results (cont.) Discussion
®* Studies have established a connection betwee_n * P_atigr)ts with_ Marfan sy_ndr_ome show a

Marfan syndrome and spontaneous cerebrospinal : : significantly increased likelihood of experiencing
Bef t tch
fluid (CSF) leaks, along with other hypermobile e O e CSF leaks relative to the general population,

connective tissue disorders. g —— Marfan Cohort No-Marfan Cohort with a 7 to 8-fold elevated risk that reinforces
of patients - -
®* CSF leaks can lead to spontaneous intracranial who 31 55 378 Ithe fropos%d Nl betlween the duralcvgle:alkniss n
hypotension, frequently presenting as an developed ' arfan synhdrome and sponhtaneous cdKage.
orthostatic headache. CSF leaks * The underlying pathophysiology involves
. . . % of patients abnormal fibrillin-1 protein deposition that
®* Despite case reports documenting an association T . . . . .
hetween CSF leaks and Marfan syndrome, the developed 0.538% 0.062% compromlsehs ther:ntegrrl]ty of conljectlve tissue
prevalence of spontaneous CSF leaks in the Marfan CSF leaks SRS eI IS e eI ds:
syndrome population remains unclear. After propensity score matching ®* This association is attributed to dural ectasia
* The objective of this study is to determine the risk  # of patients (streth:hlng .Of JIE/Ihe fdura), .Wh'Ch hzs 2 [
of CSF leak development in patients with Marfan who 81 11 ArEVElEES I Melntel [DEEmE el c;reates
syndrome developed structural weakness that may predispose to CSF
' CSF leaks leakage through weakened dural membranes
Ectopia lentis | hed palae % of patients and development of meningeal diverticula.
R zlvevoeloped 0.539% 0.073% * These findings highlight the importance of
- CSF leaks incorporating clinical suspicion for CSF leaks in

routine monitoring and management protocols
for this patient population.
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®* Before propensity score matching, patients with
Marfan syndrome demonstrated an 8.7-fold
increased risk of CSF |leak development compared
to controls (RR 8.65, 95% CI 6.96-10.76, p <

0.0001).
E] * After propensity score matching for age, patients

with Marfan syndrome demonstrated a 7.4-fold
increased risk of CSF |leak development compared
to controls (RR 7.37, 95% CI 3.92-13.82, p <
0.0001).
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4 * Generally, when Marfan patients have a CSF leak,
: they have 1 instance.
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®* More patients in the Marfan cohort have increased
Figure 1. Manifestations of Marfan Syndrome number of instances of CSF leaks compared to the

Methods counterpart No-Marfan cohort

®* 15 Marfan patients have 5 or more CSF leaks

i Fi 3. Sagittal T2-
compared to 2 in the No-Marfan cohort. Jefelre agitta

weighted image of the
lumbosacral spine showing
diffuse dural ectasia.

®* TriNetX Research Network: Retrospective cohort
large database study

®* Marfan Cohort: Patients diagnosed with Marfan

syndrome with a healthcare visit between 2009 and Number of Instances of CSF Leaks in

Marfan Cohort v No-Marfan Cohort
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2015 with = 5 years of follow up 4 » CO“C'USIO“S
* No-Marfan Cohort: Patients not diagnosed with 40 o L L
Marfan syndrome with a healthcare visit between 35 ggﬁiﬁiﬂé’tzzeaIang%::SbtleO;;t;oléilggotﬁ Igleai;cvev’een
2009 and 2015 with = 5 years of follow u £
y P 5 Marfan syndrome and CSF leak development
° Exclusion criteria: patients who were diagnosed §25 ® Clinicians should maintain heightened awareness
with benign intracranial hypertension, Ehlers- o 20 15 PO et Wi hg s A
Danlos syndromes, intracranial injury, injury of 4 12 Marf;n patients " Ieayclljin .
spllial @nre ENe nerve el &l levels, . dia nosligs and tr,egtment o12lseriousf;l
benign/malignant neoplasm of brain/meninges, or > - B i con% lications
fractures of skull and facial bones = . P '
® Outcome: Rate of CSF Leaks # of instances of CSF Leaks
m Marfan Cohort ®No Marfan Cohort REferenceS
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Figure 2. Molecular Basis of Marfan Syndrome 27462045.
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