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istory of Presenting liness
CT E P H IS ra re I n Ped l atrl c Pat| ents’ * CTEPH occurs when an acute thromboembolus transforms

into a fibrotic mass instead of resolving- this can result in

Patient:
Previously healthy 16 year-old female

proximal pulmonary vessel obstruction which can lead to

Chiet Complaint although it is frequently associated with pulmonary hypertenson, ight heartfalure and death
2 months of progressive shortness of breath . . , , o , ,
an underlying cause such as PSS or APS. ssociated with an underlmg causesuch e PSS of

hypercoagulable state.

History:
* First noticed symptoms at basketball practice after period

of inactivity due to COVID
* Patient reports dyspnea with minimal exertion * Children with CTEPH should undergo thorough evaluation

* SpO2 in 80s on home pulse oximeter following exertion Ch e Id o h CT P H d/ PSS h Id for hypercoagulable disorders given high co-incidence in
* 40 |b unintentional weight loss over same time period l ren WIt E an Or S 0 u pediatric patients.

* Treatment of CTEPH requires life-long anti-coagulation

undergo thorough evaluation for and pulmonary thromboendarterectomy
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CO’inCidence in pediatric Patients. 1. M. M. Madani et al., Chronic thromboembolic pulmonary hypertension in

pediatric patients. J Thorac Cardiovasc Surg 141, 624-630 (2011).
2. T. Drapanas, W. L. Curran, Thrombectomy in the treatment of "effort"
. thrombosis of the axillary and subclavian veins. J Trauma 6, 107-119 (1966).
SpOz 90-91% with rest 3. M. T. Peivandi, Z. Nazemian, Clavicular fracture and upper-extremity deep

* Cardiovascular: RRR, no murmurs or rubs, strong radial venous thrombosis. Orthopedics 34, 227 (2011).
4. E.Bernardi, R. Pesavento, P. Prandoni, Upper extremity deep venous
lelSES o i thrombosis. Semin Thromb Hemost 32, 729-736 (2006).
* Respiratory: normal work of breathing, clear to nostic Evaluatlon: 5. F.A.Spencer, C. Emery, D. Lessard, R.J. Goldberg, W. V. T. Study, Upper
extremity deep vein thrombosis: a community-based perspective. Am J Med

ADDITIONAL KEY INFORMATION

Physical Exam and Case Details

Physical Exam:
* Vital signs significant for SpO2 87-88% with exertion,

auscultation, no wheezes or crackles Labs 120, 678-684 (2007).
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Case Details: e D-dimer: 3.8 (ref range <O.5) (57/26) that responds slightly to 7. H.C. Urschel, M. A. Razzuk, Paget-Schroetter syndrome: what is the best
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. . L 1 initiative. Ann Rheum Dis 76, 1788-1796 (2017).
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* Elevated cardiolipin IgG and elevated PTT raise concern Antibody IgM, Anti thrombin Ill: 116, ] ™% B Schroetter syndrome in athletes: a comprehensive and systematic review.
_ o . . _ . = J Shoulder Elbow Surg 29, 2417-2425 (2020).
for anti-phospholipid syndrome (APS). Protein C antigen, Protein S antigen, O: &\\ \ 11. H.C. Urschel, M. A. Razzuk, Improved management of the Paget-Schroetter
. . . . . . - ™ . .
* The patient is started on anticoagulation with plan to PT/PTT Lupus anticoagulant, ANA, Factor L : iyznz‘ir?gg ;)econda"y to thoracic outlet compression. Ann Thorac Surg 52, 1217-
. . . QAN .
taper dose at home V Lelden, F|br|n0gen AG A O:i — 40 \ 12. C.E.Donayre, G. H. White, S. M. Mehringer, S. E. Wilson, Pathogenesis
\\\\\\\\\\\\\ *&\\‘\\ ils:;r;iln(isg?g;e morbidity of axillosubclavian vein thrombosis. Am J Surg 152,
6 weeks later: 6 weeks later: CT Scan (above): Chronic pulmonary | A \ 13. A.F. AbuRahma, P. A. Robinson, Effort subclavian vein thrombosis: evolution of
management. J Endovasc Ther 7, 302-308 (2000).
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pulmonary embolism



