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PROČ TOTO TÉMA ?

1. diagnostická oblast - diagnóze se často nevěří – psychiatrie….

2. léčebná:  obavy a nejistota z výkonů  

3. určité množství nemocných (celosvětově narůstajících) končí v ambulancích pro DPV či intestinálního 
selhání (data z UK)

4. určité množství nemocných je pak indikováno k DPV…..

A málokdo se tím zabývá systematicky……….

5. Zásadní roli - zobrazovací metody…….a  schopnost rozeznat  vztah: nález – příznak…….



ÚVOD

• Vaskulární abdominální ( a pelvické) kompresní syndromy (Wilkieho syndrom, 
Dunbarův syndrom, Nutcracker syndrom, May-Thurnerův syndrom atd.)  jsou 
relativně vzácné a často nediagnostikované pro zcela nespecifické potíže. 

• Oligosymptomatické formy zůstávají dlouho nediagnostikované, ale v případě 
plné manifestace, jsou  velmi závažné a mohou ohrozit nemocné i na životě. 

• V praxi  je mnoho situací, kdy se diagnóza zcela zpochybňuje a nemocní často 
dostávají psychiatrickou diagnózu, nebo jsou zařazení do funkčních poruch 
GIT. 



MOŽNÉ KOMPRESE…..

• Fraley's syndrome is a rare cause of obstruction of the collecting system. It results from an 
extrinsic vascular compression of a calyceal infundibulum by a branch of the renal artery

• Pinch-off syndrome (POS) occurs when a long-term central venous catheter is compressed between 
the clavicle and the first rib.

• Ovarian vein syndrome corresponds to ureteral compression by a dilated ovarian vein.

• Popliteal artery entrapment syndrome (PAES) is a rare congenital vascular pathology caused by 
the compression of the popliteal artery by adjacent muscle and tendinous structures

• Vascular compression of the vestibulocochlear (VIIIth) nerve may cause constant or recurrent 
positional vertigo, tinnitus, and/or hearing loss.



MOŽNÉ KOMPRESE…..

• Reversible gastroparesis: functional documentation of celiac axis compression syndrome and 
postoperative improvement (2006  Am. Sur.)    - symptomy gastroparézy i mezenteriální 
ischemie

• Mediastinal goiter as a cause of superior vena cava syndrome and tracheal compression

• Iliac vein compression syndrome is the phenomenon of nonthrombotic iliac vein obstruction caused by compression 
of left iliac vein between the right iliac artery and fifth lumbar vertebra.

• Kompresí je dost……

• We have observed a tendency to claim a psychosomatic explanation for the  symptoms of CS in many patients with 
hEDS and similar disorders without even considering CS. Am J Med Genet. 2021;1–9.





SYNDROM HORNÍ MESENTERICKÉ TEPNY (SMAS)

Superior mesenteric artery (SMA) syndrome, also called Wilkie's syndrome or cast syndrome, is a rare disorder in which 
acute angulation of the SMA causes compression of the third part of the duodenum between the SMA and the aorta, 
leading to obstruction. SMA syndrome is an atypical cause of proximal intestinal obstruction, most frequently occurring in 
young patients who have had an important weight loss.

Wilkie syndrom  incidence 0,01–0,3%

World J Clin Cases 2023 May 26; 11(15): 3369-3384



WILKIE SYNDROM  INCIDENCE 0,01–0,3%/3:2/10-40 LET

Interní Med. 2011; 13(9): 353–354 Pediatr. praxi 2014; 15(6): 371–373

Predispozice
1. Rychlý váhový úbytek

2.   Chirurgické výkony 
(spondylochirurgie)



CASE REP GASTROENTEROL. 2015 MAY-AUG; 9(2): 194–199.

• Současná dilatace žaludku

Pediatr. praxi 2014; 15(6): 371–373

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4478323/


DIAGNOSTIKA SMAS JE ZALOŽENA:  
a) zobrazovací metoda (CT CT-AG, MR, UZ)  

b) na klinické symptomatologii bolestí a zvracení …aspirace….těžká 
malnutrice 

Úlevová poloha:  levo-laterální pokrčené DK k hrudníku

c) potvrzením poruchy pasáže GIT při vyšetření polykacím aktem.

The aorta-SMA angle ranges from 38 to 65° (25-60) , due to the erect 
posture, while in quadrupeds, it is nearly a right angle 

The main anatomic feature of SMA syndrome is a narrowing of the 
aorta-SMA angle to <25° (22), and as a result, the aortomesenteric 
distance decreases to <10 (8) mm, from normally 10 to 28 (20) mm



Emergency Radiology (2020) 27:513–526



MRA is less specific than CTA for 
detection of CS





LÉČBA WILKIEHO SYNDROMU

Laparoscopic duodenojejunostomy is an effective,
minimally invasive treatment, with an acceptable rate 
of postoperative complications and favorable long-
term results, which is why it is considered the 
treatment of choice



PTFE shield



DUNBAR SYNDROM ( 2/100 000/ 4:1 / VĚK 30-50 LET) 
MEDIAN ARCUATE LIGAMENT SYNDROME  (OBLAST L1) 
CELIAC ARTERY COMPRESSION SYNDROME

Median Arcuate Ligament Syndrome (MALS) - The Operative Review Of Surgery

•Characteristic Triad:
• Postprandial Abdominal Pain
• Weight Loss
• Epigastric Bruit

•Other Sx:
• Nausea & Vomiting
• Diarrhea

Hongsakul K, Rookkapan S, Sungsiri J, Tubtawee T. A severe case of median arcuate ligament syndrome with successful angioplasty and stenting. Case Rep Vasc Med. 
2012;2012:129870. (License: CC BY-3.0)
Divarci E, Celtik U, Dokumcu Z, Celik A, Ergun O. Laparoscopic Treatment of Median Arcuate Ligament Syndrome: A Rare Cause of Chronic Severe Abdominal Pain. J Indian Assoc Pediatr 
Surg. 2017 Jan-Mar;22(1):48-50. (License: CC BY-NC-SA-3.0)

https://operativereview.com/median_arcuate_ligament_syndrome/
https://creativecommons.org/licenses/by/3.0/legalcode
https://creativecommons.org/licenses/by-nc-sa/3.0/legalcode


85% asymp

• - ischemie

• - iritace pl. coeliacus

Journal of Vascular Surgery
June 2020

•Dx: Duplex US, CTA or MRA
• Inspiratory & Expiratory Arteriography is 

Preferred but Often Unable
• Diagnosis of Exclusion



LÉČBA 

• Therapeutic intervention of MALS primarily consists of open/laparoscopic surgical 
release of the median arcuate ligament, which essentially results in celiac 
ganglionectomy. 

• In a systematic review of 504 cases, patients undergoing laparoscopic treatment were 
found to have shorter hospital time and a shorter operative time than open surgical 
release

• CAVE: aterosklerotické postižení - PTA-stent





NUTCRACKER SYNDROME

NCS produces urinary and/or gynecological symptoms but generally no weight loss.

A patient, who first presents with radiographic and clinical evidence of SMAS, 
could also simultaneously or sometime thereafter present with clinical 
symptoms that point to a urologic or gynecologic dysfunction. 

The diagnosis should be  suspected if there is evidence of pelvic congestion, 
varicocele and/or engorgement of the gonadal vein, all of which are particularly 
remarkable findings in younger and nulliparous patients.

Heidbreder Journal of Medical Case Reports (2018) 12:214 

The manifestations of NCS range from asymptomatic to left flank pain, pelvic 
congestion with left sided varicoceles, hematuria, and proteinuria

A hallmark of NCS is the aggravation of symptoms with position, as standing 
upright causes the viscera to drop down thus pulling the SMA and aggravating 
the compression





NUTCRACKER SYNDROME
Heidbreder Journal of Medical Case Reports (2018) 12:214 

The diagnosis can be made by Doppler ultrasound, CT scan, or MRI where 
a dilated vein with a delayed washout and pelvic varicosities in the right 
clinical setting are highly suggestive. 

LRV phlebography is an invasive but conclusive method for confirming 
the elevated pressure in the LRV

Mayo Clin Proc. • June 
2010;85(6):552-559

The term nutcracker syndrome should be reserved for patients with 
characteristic clinical symptoms associated with demonstrable nutcracker 

morphologic features.

Cystoscopy may identify a left ureteral origin

Insufficient knowledge of the natural history of these conditions results in 
uncertainty in treatment selection and diagnostic criteria.



TREATMENT NCS 

• Management options range from observation to nephrectomy, depending on the severity of 
symptoms. 

• Conservative treatment is recommended for mild hematuria. 

• For patients younger than 18 years, the best option is a conservative approach with observation for at 
least 2 years because as many as 75% of patients will have complete resolution of hematuria.

•  Angiotensin inhibitors may be helpful in improving orthostatic proteinuria in patients with NCS.



TREATMENT
LONG-TERM NCS FOLLOW-UP DATA ARE LACKING.

• Most interventions aim to decrease LRV hypertension, but others are directed against pelvic venous reflux. 

• A variety of surgical approaches have been used, including medial nephropexy with excision of renal
varicosities,

LRV bypass,

LRV transposition with or without Dacron wedge insertion between SMA and aorta 

SMA transposition,

renal-to-IVC shunt

renal autotransplant, gonadocaval bypass, 

nephrectomy for persistent hematuria.

• External stenting with ringed polytetrafluoroethylene graft (PTFE stent) interposition around the LRV and 
intravascular stenting have been applied relatively recently.

• Endovascular treatment of NCS is becoming a preferred modality owing to its minimally invasive nature



Disadvantage of EVS is that patients must be on anticoagulation and antiplatelet therapy for a short
time thereafter. 

A recommended regimen is low molecular weight heparin for 3 days after EVS, 
30 days of clopidogrel and ≥3 months of aspirin

Treatment NCS 



May-Thurnerův syndrom (iliac vein compression syndrome, 

May-Thurner syndrome)

- způsoben kompresí společné pánevní žíly (vena iliaca

communis), která je utlačována společnou pánevní tepnou 

(arteria iliaca communis).

L5

V praxi  MTS + POTs + EDS……..+ wilkie + dunbar….

EDS-related connective tissue abnormalities and the
resulting increased risk for vein stenosis may interact synergistically
to produce more severe haemodynamic and autonomic POTS
symptoms.



LÉČBA MTS

• Prior to the year 2000, 75% of procedures for MTs treat ment involved open surgery and 25% were 
performed with an endovascular approach.

• In contrast, between 2000-2014 there was a significant shift towards minimally invasive treatment, with 
only 4.1% of patients having open surgery.

• The current treatment of choice for MTs is venography- and iVus-guided, endovascular stenting. 

• Despite differences in presentation and treatment of thrombotic and non-thrombotic MTs, both patient 
groups appear to benefit from high stent patency rates and a high degree of symptom relief with iliac vein 
stenting.

• Left common iliac vein stenting can mitigate POts symptoms by decreasing lower extremity venous pooling 
and subsequently improve downstream sympathetic nervous system hyperactivation

The Journal of Cardiovascular surgery 2021



EHLERS - DUNLOSŮV SYNDROM

• vážné, vzácné dědičné onemocnění pojivové tkáně
• způsobené porušenou tvorbou kolagenu

Příznaky:

• postižení pohybového aparátu – silná bolest kloubů, svalů, často vyžadující opiátovou medikaci
• hypermobilita kloubů, vývojové dysplázie, skolióza, hyperlordóza, hyperkyfóza, organoptóza
• cévy – aneuryzmata, disekce aorty, syndrom vaskulární komprese (louskáčkův syndrom, MayThurner, 

Dunbar, Wilkie)
• nervový systém – neuropatie, POTS, únava, porucha aktivace žírných buněk (MCAS), zhoršené hojení



EHLER - DANLOS

• Ehlers–Danlos syndrome (EDS) was first recognized in the time of Hippocrates in the fourth century BC.

• EDS is the most common non‐inflammatory connective tissue disorder featuring joint hypermobility, 
with the hypermobile EDS (hEDS) subtype representing 80–90% of the burden of disease

• hEDS is now recognized as part of the “hypermobility spectrum disorders” (HSD), which are 
characterized by varying articular and extra‐articular involvement and impact on quality of life.





Hypermobilní ED - HEDs
POTS v 80%, únava, gastrointestinální obtíže, modřiny, inkontinence, instabilita
kloubů, prolapsy chlopní, orgánů, organoptóza………. Raynaudův fenomén,  
Vaskulární syndromy + GIT obtíže





POTS – POSTURÁLNÍ ORTOSTATICKÁ TACHYKARDIE



Texas Heart Institute 
Journal • February 
2020, Vol. 47, No. 1



CO LZE JESTĚ NALÉZT…….

various non‐musculoskeletal
manifestations
neurological (e.g. headaches), 
psychiatric and neurodevelopmental (e.g. 
mood disorders, anxiety, 
sleep disturbances)
cardiorespiratory (e.g. palpitations, chest
pain, and dyspnea), 
autonomic (e.g. syncope, postural
instability, 
thermoregulatory difficulties), 
urogynecological (e.g. prolapse, urinary
incontinence, and dyspareunia), 
gastroenterological



SOUBOR IKEM OD 8/2023 – 5/2024  N=15 

Wilkiho syndrom Dunbarův syndrom Renální syndrom louskáčku Ehler-danlosův syndrom POTS May-thurnerův syndrom hypermobilita nutrice

✓ ✓ ✓ ✓ ✓ ✓ ✓ hydratace

✓ ✓ DPV

✓ ✓ susp
×

✓ neg

✓ ✓ neg.

✓ susp. neg.

✓ ✓ ✓ ✓ sipping

✓ neg. neg. NJS/…..DPV

✓ ✓ neg. 

neg. ✓ ✓ ✓ ✓ hydratace 





Jak vypadá pacient aneb 1. návštěva u nás v nutriční ambulanci, typické obtíže: 

• mladá slečna s bolestí břicha, únavou, vyčerpáním
• snaží se jíst, ale nejde to, má bolesti břicha, nauzeu, někdy zvrací
• hubne, celkově se necítí dobře, neprospívá
• až obsedantně – kompulzivní chování, selfmonitorace, zjišťování medicínských 

termínů, vyžadování dalších vyšetření, intervencí
• psychická deprivace 
• mnohdy vs. psychiatrická diagnóza, porucha příjmu potravy, anorexie?
• chodí k lékaři, ten neví, co s ní, často jí obtíže nevěří
• začarovaný kruh, nikam to extra nevede, potíže jsou, ale zdají se být neřešitelné…



ZÁVĚR

• Kompresní syndromy (CS) jsou sice vzácnější problematikou, ale klinicky 
složitou…..

• Kombinace možných syndromů + dalších symptomů – vyloučení hypermobilního
EHS ( S ANEBO BEZ KOMPRESNÍCH SYNDROMŮ)

• PRO PROGRAM DPV je důležité , že zejména Wilkieho syndrom a POTs je možné 
léčit DPV ( po předchozím pokusu o zlepšení enterální příjmu……

• Systematická péče a program v ČR není ani pro EDS ani pro kompresní syndromy

• Psychologická podpora - léčba – dispenzarizace –

• REHABILITACE
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