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1. A rare case of primary lymphedema in pregnancy with subacute venous thrombosis 

Author(s): Dela Rosa C.D. 

Source: Journal of Paediatrics and Child Health; Apr 2015; vol. 51 ; p. 120 

Publication Date: Apr 2015 

Publication Type(s): Conference Abstract 

Available  at Journal of Paediatrics and Child Health -  from Wiley Online Library Science , Technology 
and Medicine Collection 2017  

Available  at Journal of Paediatrics and Child Health -  from Wiley Online Library Science , Technology 
and Medicine Collection 2019  

Abstract:Introduction: Primary lymphedema occurs in 1/6000 live births. This is secondary to 
lymphatic agenesis, hypoplasia, or obstruction. Pregnancy has a relative risk of 4.3 % for venous 
thromboembolism (VTE) and is characterized by increased thrombin-generating potential, decreased 
endogenous anticoagulant effects and impaired fibrinolysis. Case presentation: A 26 year old 
primigravid, a diagnosed case of primary lymphedema, presented with bilateral leg swelling on her 
22 weeks AOG. AV Dupplex scan of the lower extremity showed subacute venous thrombosis. 
Antenatally, she was diagnosed with gestational diabetes mellitus (GDM) controlled by medical 
nutrition therapy. At 30 weeks AOG, she was admitted for IV tocolysis with magnesium sulfate. 
Anticoagulation with heparin and unfractionated heparin was maintained until 37 weeks AOG. 
Antenatal corticosteroids were administered with weekly surveillance of Biophysical Profile, Non 
Stress Test (BPS w/ NST), and glucose monitoring. At 38 weeks AOG, patient delivered vaginally. 
Contraceptive with Medroxy Progesterone Acetate IM was initiated at 6 weeks postpartum. 
Conclusion(s): Rigorous antenatal and postnatal surveillance is key in the management of pregnancy 
complicated by primary lymphedema and venous thrombosis. 
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2. Hemostatic properties of the lymph: relationships with occlusion and thrombosis. 

Author(s): Lippi, Giuseppe; Favaloro, Emmanuel J; Cervellin, Gianfranco 

Source: Seminars in thrombosis and hemostasis; Mar 2012; vol. 38 (no. 2); p. 213-221 

Publication Date: Mar 2012 

Publication Type(s): Journal Article Review 

PubMedID: 22422335 

Abstract:Lymphatic thrombosis is a rare occurrence, and although its frequency is likely 
underestimated, its burden remains substantially lower than that of venous or arterial thrombosis. 
Current evidence suggests that despite measurable levels of fibrinogen, von Willebrand factor and 
other coagulation factors in the lymph, fibrin generation is substantially inhibited under 
physiological conditions, essentially making the lymph a hypocoagulable biological fluid. Although 
factor VIIa-tissue factor-catalyzed activation of factor X is possible in the lymph, fibrin generation is 
largely counteracted by the unavailability of cell surface anionic phospholipids such as those 
physiologically present on blood platelets, combined with only low levels of coagulation factors, and 
the strong inhibitory activity of heparin, antithrombin, and tissue factor pathway inhibitor. Enhanced 
fibrinolytic activity further contributes to reduce the development and growth of lymph clots. 
Nevertheless, lymphatic thrombosis is occasionally detected, especially in the thoracic duct, axillary, 
or inguinal lymphatics. Pathogenetic mechanisms are supported by the release of thromboplastin 
substances from the injured lymphatic endothelium accompanied by chronic obstruction of lymph 
flow in the presence of a hypercoagulable milieu, thereby mirroring the Virchow triad that otherwise 
characterizes venous thrombosis. In theory, any source of lymphatic vessel occlusion, such as 
internal obliteration, external compression, or increased lymphatic pressure, might predispose to 
localized lymphatic thrombosis. The leading pathologies that can trigger thrombosis in the lymphatic 
vessels include cancer (due to external compression, neoplastic obliteration of the lymphatic lumen 
by metastatic cells, or lymphatic dysfunction after lymph node dissection), infections (especially 
lymphatic filariasis or sustained by Chlamydia trachomatis, Mycobacterium tuberculosis, Treponema 
pallidum, or Streptococcus pyogenes), congestive heart failure, chronic edema and inflammation of 
the distal lower limb, complications of central venous catheterization, coronary artery bypass 
grafting, thoracic outlet syndrome, and amyloidosis. 
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3. Effect of pregnancy on lower limb lymphedema in patients treated with multisite 
lymphaticovenular anastomoses (MLVAS). 

Author(s): Koshima, I; Yoshida, Sy; Nagamatsu, S; Yokota, K; Mizuta, H; Harima, M; Tashiro, K; 
Yamashita, Sh; Ratanshi, I; Eldahshoury, T 

Source: Lymphology; 2019; vol. 52 (no. 4); p. 187-193 

Publication Date: 2019 

Publication Type(s): Journal Article 

PubMedID: 32171185 

Abstract:Lymphaticovenular anastomosis (LVA) using supermicrosurgical techniques is effective for 
treating and preventing progression of lymphedema. We analyzed the influence of pregnancy on 
LVA in five patients from a total 2179 LVA cases. Previous studies offer conflicting reports on 
whether pregnancy worsens pre-existing lymphedema. This is the first report on the influence of 
pregnancy on lower limb lymphedema previously treated by multisite LVA (mLVA). Five patients with 
primary (n=4) and secondary (n=1) lower leg lymphedema were analyzed for this study. Patient age 
ranged from 18 to 31 (average 22.6) years old with 4 right and 1 left extremities involved. Duration 
of symptoms ranged from one to 19 (average 7.4) years and the periods of compression therapy 
were from 1 to 19 years (6.6 years). Four patients had single pregnancies and one patient was 
multiparous with 3 pregnancies. Final follow-up ranged from 5.8 to 18 years (average 8.9 years) after 
the primary mLVA. All patients had normal pregnancy, birth, and no serious complications after 
surgeries. Following pregnancy three patients had complete functional recovery (limb volume 
reduction and no compression requirement), one with functional improvement (limb volume 
reduction but required compression), and one with no change in symptoms (not worse and 
continued need for compression). There were no occurrences of infection following pregnancy. 
Based on this case series, it is suggested that pregnancy does not worsen the pre-existing 
lymphedema in patients who had previously undergone mLVA. Further studies with larger number 
of patients are needed to confirm these results. 
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4. Pregnancy and feto-neonatal outcome in primary lymphedema affected woman. 

Author(s): Cavaliere, Anna F; Perossini, Silvia; La Milia, Maria C; Vidiri, Annalisa; Michelini, Sandro; 
Lanzone, Antonio; Inchingolo, Riccardo; Scambia, Giovanni 

Source: Minerva ginecologica; Oct 2019; vol. 71 (no. 5); p. 390-391 

Publication Date: Oct 2019 

Publication Type(s): Letter Case Reports 

PubMedID: 31287250 
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5. Management of pregnancy in a woman with lymphedema-distichiasis syndrome 

Author(s): Patankar S.; Romano E.; Mahmood T. 

Source: BJOG: An International Journal of Obstetrics and Gynaecology; Dec 2013; vol. 120 ; p. 39-40 

Publication Date: Dec 2013 

Publication Type(s): Conference Abstract 

Available  at BJOG: An International Journal of Obstetrics and Gynaecology -  from Wiley Online 
Library Science , Technology and Medicine Collection 2019  

Available  at BJOG: An International Journal of Obstetrics and Gynaecology -  from Unpaywall  

Abstract:Background: Lymphedema-distichiasis (LD) syndrome is characterised by lower limb 
lymphedema and aberrant eyelashes, typically diagnosed in late childhood. Other common findings 
are varicose veins, ptosis, congenital heart disease (7%), cleft palate and rarely extradural spinal 
cysts. FOXC2 gene mutations are known to cause the syndrome. It is inherited in an autosomal 
dominant manner and about 25% of affected individuals have de novo mutations. The literature is 
scant regarding the potential problems and their management during pregnancy. Case: A 35-year-
old primigravida was diagnosed with LD syndrome as a child following investigations for bilateral 
lower limb lymphedema. She has two rows of eyelashes. No other member of the family was 
affected. The anticipated problems regarding this pregnancy were addressed. Low dose aspirin was 
prescribed for thromboprophylaxis. She was seen by lymphedema nurse regularly and given fitting 
hosiery to treat the worsening lymphedema. She was advised to report any signs of cellulitis or foot 
infections. She underwent echocardiogram which was normal. She was seen by the obstetric 
anaesthetist. Ultrasound and fetal echocardiography were done to rule out cleft palate and 
congenital heart anomalies. At 42 weeks of gestation, she was induced and a healthy female child 
weighing 3580 g was delivered. She was offered referral for genetic testing, which she declined. 
Conclusion(s): This case illustrates that pregnancies with relatively uncommon syndromes can be 
managed appropriately, by understanding the pathology, anticipating potential problems and 
addressing them with evidence based knowledge and multidisciplinary approach. 
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6. Primary lymphedema and pregnancy: Case report and review of literature 

Author(s): Godoy M.D.F.G.; Camargo A.R.M.; Bordin N.; De Godoy J.M.P. 

Source: Gazzetta Medica Italiana Archivio per le Scienze Mediche; Oct 2010; vol. 169 (no. 5); p. 269-
271 

Publication Date: Oct 2010 

Publication Type(s): Article 

Abstract:The aim of this study was to assess the evolution of lymphedema of the legs during 
pregnancy. The evolution of lymphedematous limbs of two pregnant women is reported. One 
suffered from elephantiasis Grade and the other Grade II Lymphedema. Pregnancy aggravates 
lymphedema when inadequately treated, however regular clinical treatment reduces the 
edema.Pregnant women suffering from edema require maintenance of the treatment during the 
gestational period. 
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7. Subjective assessment of pregnancy impact on primary lower limb lymphedema 

Author(s): Vignes S.; Arrault M.; Porcher R. 

Source: Angiology; Feb 2010; vol. 61 (no. 2); p. 222-225 

Publication Date: Feb 2010 

Publication Type(s): Article 

PubMedID: 19926624 

Abstract:Objective: To analyze subjective influence of pregnancy on lower limb lymphedema. 
Method(s): Cross-sectional study on 49 affected women was conducted in a single lymphology 
department between January 2002 and December 2006. All women were asked whether their 
lymphedema had worsened during pregnancy. Result(s): Mean age at lymphedema onset was 17 
years, with no familial history of lymphedema. Lymphedema was unilateral for 30 women and 
bilateral for 19. Median age at the first delivery was 28 years. Eighteen women had only 1 
pregnancy, 23 women had only 2, and 8 women had 3. For the first pregnancy, birth weight was 3.4 
kg. Subjective lymphedema worsening was reported by 5 women after the first pregnancy compared 
to 44 women without worsening (P =.006) and after 10 (11%) of the 88 pregnancies (1 twin birth) 
involving 9 women. During the median 18 years since the first pregnancy, only a 14-year-old boy has 
developed bilateral lymphedema. Conclusion(s): Pregnancy did not significantly exacerbate primary 
lower limb lymphedema. 
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Strategy 963869 

# Database Search term Results 

1 Medline (thrombos*).ti,ab 141123 

2 Medline exp THROMBOSIS/ 131012 

3 Medline (1 OR 2) 207169 

4 Medline (lymphoedema).ti,ab 2274 

5 Medline exp LYMPHEDEMA/ 12360 

6 Medline (Lymphedema).ti,ab 7915 

7 Medline (4 OR 5 OR 6) 15853 

8 Medline (pregnan*).ti,ab 507147 

9 Medline exp PREGNANCY/ 906940 

10 Medline (8 OR 9) 1022745 

11 Medline (3 AND 7 AND 10) 8 

12 EMBASE (thrombos*).ti,ab 220247 

13 EMBASE exp THROMBOSIS/ 330782 

14 EMBASE (12 OR 13) 390073 

15 EMBASE (lymphoedema).ti,ab 3278 

16 EMBASE exp LYMPHEDEMA/ 21477 

17 EMBASE (Lymphedema).ti,ab 11153 

18 EMBASE (15 OR 16 OR 17) 23227 

19 EMBASE (pregnan*).ti,ab 656646 

20 EMBASE exp PREGNANCY/ 681621 



21 EMBASE (19 OR 20) 923619 

22 EMBASE (14 AND 18 AND 21) 23 

23 EMBASE exp THROMBOEMBOLISM/ 497971 

24 EMBASE (18 AND 21 AND 23) 27 

25 EMBASE exp HYPERCOAGULABILITY/ 12037 

26 EMBASE (hypercoagulab*).ti,ab 13802 

29 EMBASE ("prothrombotic state").ti,ab 2368 

30 EMBASE (25 OR 26 OR 29) 21037 

31 EMBASE (18 AND 21 AND 30) 1 

33 EMBASE ("lymphatic obstruction").ti,ab 551 

34 EMBASE (21 AND 23 AND 33) 1 

35 EMBASE exp "LEG EDEMA"/ 10393 

36 EMBASE (21 AND 23 AND 35) 85 

37 EMBASE (18 AND 21) 278 

38 Medline (thromboembol*).ti,ab 62831 

39 Medline exp THROMBOEMBOLISM/ 57263 

40 Medline (38 OR 39) 95399 

41 Medline (7 AND 10 AND 40) 0 

42 Medline exp "VENOUS THROMBOSIS"/ 55374 

43 Medline ("deep vein thrombosis" OR 

"venous thrombosis" OR 

DVT).ti,ab 

42048 

44 Medline (42 OR 43) 75968 



45 Medline (7 AND 10 AND 44) 7 

47 Medline (hypercoagulab*).ti,ab 8663 

48 Medline ("prothrombotic state").ti,ab 1487 

49 Medline exp THROMBOPHILIA/ 25568 

50 Medline (47 OR 48 OR 49) 33551 

51 Medline (7 AND 10 AND 50) 0 

52 Medline (7 AND 10) 180 

53 Medline (3 AND 7) 392 

54 Medline ("lymphatic thrombo*").ti,ab 8 

55 EMBASE exp "VEIN THROMBOSIS"/ 132506 

56 EMBASE (18 AND 55) 627 

57 EMBASE (21 AND 56) 19 

58 EMBASE ("lymphatic thrombo*").ti,ab 10 

59 EMBASE exp "HEREDITARY 

LYMPHEDEMA"/ 

929 

60 EMBASE (21 AND 59) 28 

61 Medline (7 AND 50) 6 

62 EMBASE (18 AND 30) 12 

63 EMBASE *"LEG EDEMA"/ 1041 

64 EMBASE (30 AND 63) 0 

65 EMBASE (14 AND 63) 150 

66 CINAHL (lymphoedema).ti,ab 1360 

67 CINAHL exp LYMPHEDEMA/ 3885 



68 CINAHL (Lymphedema).ti,ab 2126 

69 CINAHL (66 OR 67 OR 68) 4709 

70 CINAHL (pregnan*).ti,ab 138251 

71 CINAHL exp PREGNANCY/ 215610 

72 CINAHL (70 OR 71) 255513 

73 CINAHL (69 AND 72) 38 

74 EMBASE ("peripheral edema").ti,ab 3609 

75 EMBASE (21 AND 74) 83 

76 EMBASE (30 AND 75) 3 

77 EMBASE ("lymphatic truncular 

hypoplasia").ti,ab 

0 

78 EMBASE ("truncular lymphatic").ti,ab 5 

79 EMBASE ("lymphatic malformation").ti,ab 801 

80 EMBASE (21 AND 79) 41 

 


