	Patient
	Age (months) at the time of diagnosis
	sex
	Comorbidity
	KHE localization
	KHE infiltration pattern
	Bleeding grade (WHO-scale)
	Baseline Thrombocyte Count  (x 103/l)
	Previous therapy of KHE/KMP
	Treatment Group
	Sirolimus Therapy (dose in mg/m2 and serum levels in g/l)
	Sirolimus Therapy (course in days)
	Additive Therapy (type)
	Additive Therapy (daily dose in mg)
	Additive Therapy (course in days)
	Resolution of KMP
	Remission of KHE
	Rebound after discontinuation of Sirolimus
	Survival
	Follow-up
	Comment

	1
	12
	m
	-
	Upper arm
	Skin, Subcutaneous, intramuscular
	2
	79
	Embolization
	Embolization+Sirolimus
	0.3, 6
	365
	ASA
	20
	180
	Within 14 days
	Within 6 months complete remission
	-
	yes
	1396
	Patient experienced relapse 3 months after embolization only had been performed

	2
	1
	m
	PFO
	Shoulder
	Skin, Subcutaneous, intramuscular
	2
	3
	Steroids, Transfusion, Thrombocytes and coagulation factors, Heparin
	Embolization+Sirolimus
	0.3, 6
	354
	ASA
	10
	180
	Within 14 days
	Within 6 months complete remission
	-
	yes
	720
	

	3
	0
	m
	Preterm birth
	Lower Limb
	Skin, Subcutaneous, intramuscular
	1
	73
	Erythrocyte Transfusion, Thrombocytes and coagulation factors, Heparin, ASA
	Embolization+Sirolimus
	0.15, 5-10
	8*
	ASA
	2
	8*
	No
	-
	-
	no
	8
	Patient died on day 6 after embolization and sirolimus start due to combined cardiac and liver failure

	4
	3
	m
	-
	Upper Limb
	Skin, Subcutaneous, intramuscular
	3
	66
	Heparin
	Embolization+Sirolimus
	0.3, 12.5
	44
	Enoxaparin prophylactic dose
	
	230
	Within 14 days
	Within 6 months partial remission
	-
	yes
	1087
	4 months after embolization additional surgical resection of residual tumor mass was performed, followed by another embolization of residual tumor vasculature at 7 months post the initial procedure

	5
	1
	m
	-
	Gluteal, Flank
	Skin, Subcutaneous, intramuscular
	3
	14
	Thrombocytes,
Coagulation factors, Steroids, ASA
	Embolization+Sirolimus
	0.5, 10
	365
	ASA
	3
	180
	Within 14 days
	Within 6 months complete remission
	-
	yes
	720
	

	6
	60
	m
	-
	Abdomen, Back, Upper Limb
	Skin, Subcutaneous, intramuscular
	3
	12
	Erythrocyte Transfusion, Thrombocytes, Steroids, ASA
	Embolization+Sirolimus
	0.8, 5-8
	354
	ASA
	10
	180
	Within 14 days
	Within 6 months partial remission
	-
	yes
	520
	

	7
	22
	f
	-
	Knee
	Skin, Subcutaneous, intramuscular
	3
	63
	Erythrocyte Transfusion, Thrombocytes, Coagulation factors, Propranolol, Steroids, Sirolimus
	Embolization+Sirolimus
	0.4, 4
	365
	-
	-
	-
	Within 14 days
	Within 6 months complete remission
	-
	yes
	540
	Patient was treated for 18 months with sirolimus and Steroids, rebound 4 months after cessation, then embolization plus sirolimus)

	8
	11
	m
	PFO, Cardiac Failure, Sepsis
	Lower Limb
	Skin, Subcutaneous, intramuscular
	1
	10
	Propranolol
	Embolization+Sirolimus
	0.8, 8-12
	379
	ASA
	20
	365
	Within 14 days
	Within 6 months partial remission
	
	no
	379
	Patient died one year after start of therapy due to metastatic disease, According to autopsy a malignant transformation of the lymphatic parts of KHE had occurred

	9
	1
	m
	PFO
	Lower Limb
	Skin, Subcutaneous, intramuscular
	2
	17
	Steroids
	Sirolimus
	0.18, 12-15
	732
	-
	-
	-
	Within 14 days
	Within 6 months partial remission
	-
	yes
	1952
	Due to partial remission surgical resection with subsequent split skin graft repair was performed

	10 #
	2
	m
	-
	Back, Neck, Face
	Skin, Subcutaneous, intramuscular
	3
	4
	Erythrocyte Transfusion, Thrombocytes, Coagulation factors, Steroids, Vincristine
	Sirolimus
	0.1, 10
	475
	-
	-
	-
	Within 14 days
	Within 6 months partial remission
	-
	yes
	797
	Accompanying laryngeomalacia was treated with LASER  assisted supraglottoplasty

	11
	1
	f
	-
	Upper Limb
	Skin, Subcutaneous, intramuscular
	2
	30
	Steroids, Propranolol
	Sirolimus
	0.2, 5
	360
	-
	-
	-
	Within 3 months
	Within 6 months complete remission
	-
	yes
	412
	

	12§
	6
	f
	PFO
	Upper Arm, Shoulder
	Skin, Subcutaneous, intramuscular
	3
	22
	-
	Sirolimus
	1.8, 10
	365
	-
	-
	-
	Within 3 months
	Within 6 months partial remission
	yes
	yes
	3116
	

	13
	9
	m
	-
	Retroperitoneal, intraperitoneal
	Skin, Subcutaneous, intramuscular, Periportal, peripancreatic without invasion of visceral organs
	3
	36
	Erythrocyte Transfusion, Thrombocytes, Coagulation factors
	Sirolimus
	1.6, 5-10
	750
	-
	-
	-
	Within 3 months
	Within 6 months partial remission
	yes
	yes
	2523
	Thrombocyte decrease may have been triggered by infection of a pectoral port-a-cath system

	14
	156
	f
	Coffin Siris Syndrome
	Mediastinum
	Skin, Subcutaneous, intramuscular, intraosseus
	1
	118
	-
	Sirolimus
	0.55, 5-8
	Ongoing (now for 150 days)
	-
	-
	-
	Within 3 months
	Within 6 months partial remission
	Sirolimus therapy ongoing
	yes
	180
	Patient still under therapy

	15
	84
	m
	-
	Neck
	Skin, Subcutaneous, intramuscular
	2
	118
	-
	Sirolimus
	0.2, 6-10
	510
	Steroids
	Not reported
	60
	Within 3 months
	Within 6 months partial remission
	yes
	yes
	1460
	One month after start of sirolimus steroids were added for a period of two months

	16
	96
	f
	Microcephaly, development disorder
	Abdomen
	Visceral organs intraperitoneally
	2
	55
	Erythrocyte Transfusion, Thrombocytes, Coagulation factors, Propranolol, Steroids
	Sirolimus
	0.25, 5-8
	198
	-
	-
	-
	Within 3 months
	Within 6 months partial remission
	-
	yes
	2555
	11 months after start of sirolimus  additional radiation of the neck was performed with 10x1Gy, 18 months thereafter again progressive disease was noted
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	11
	m
	Preterm Birth, Chylothorax
	Chest, Flank, Spleen
	Skin, Subcutaneous, intramuscular, Spleen  Involvement
	3
	93
	Steroids
	Sirolimus
	0.3, 6-10
	365
	-
	-
	-
	Within 3 months
	Within 6 months partial remission
	-
	yes
	515
	After 1 year treatment with sirolimus switch to everolimus was perforemd, 4 months post everolimus start relaps of disease occured


# patient was previously published as a case report (Ref. 24), which provides additional information
§ patient was previously published within a case series (Ref. 23), which provides additional information
* patient had died at day 8 after start of therapy

Table 1. Disease and Therapy characteristics in children with Kaposiform Hemangioendothelioma

