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Pulmonary hypoplas�a w�th bronch�ectas�s d�agnosed at  adult  age 22 
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Abstract 

Un�lateral pulmonary hypoplas�a can be defined as underdevelopment of the lung 

and pulmonary artery at d�fferent rates. Pat�ents are generally d�agnosed �n 

ch�ldhood. Rarely, there are cases d�agnosed �n advanced age, and �t man�fests �tself 

as case reports �n the l�terature. The compla�nts of the pat�ents are closely related to 

the degree of pulmonary hypoplas�a. It can be seen as a part of system�c syndromes 

�n some pat�ents. It �s �mportant because the pat�ent �s d�agnosed at an adult age and 

has accompany�ng bronch�ectas�s. It was learned that the pat�ent had dyspnea that 

�ncreased w�th exert�on s�nce ch�ldhood. Cough and sputum were thought to be 

�nterm�ttent and related to concom�tant �nfect�ons. The d�agnos�s of pulmonary 

hypoplas�a �s mostly made w�th thorax computed tomography (CT) ang�ography. 

F�rst of all, d�aphragmat�c patholog�es should be cons�dered �n the d�fferent�al 

d�agnos�s. Pulmonary rehab�l�tat�on �n treatment; treatment of add�t�onal d�seases 

and surg�cal treatment �s recommended.

INTRODUCTION

Pulmonary hypoplas�a �s a rare congen�tal anomaly character�zed by �ncomplete development of lung t�ssue. There 

�s �mpa�red gas exchange and resp�ratory fa�lure due to the decrease �n the number of a�rways and alveol�.(1) It �s 

d�v�ded �nto 3 types w�th the class�ficat�on made by Schne�der �n 1912 and mod�fied by Boyden �n 1955 and st�ll 

accepted today.
· Type 1 pulmonary agnes�a: absence of all bronch� and pulmonary vessels of the pulmonary parenchyma
· Type 2 pulmonary aplas�a: complete absence of the pulmonary parenchyma but presence of a rud�mentary 

bronchus on the affected s�de
· Type3 pulmonary hypoplas�a �s a vary�ng amount of reduct�on �n lung parenchyma and a�rways (2)
 Although �ts et�ology �s not fully understood, �t �s thought that env�ronmental and genet�c factors are 

effect�ve �n the fetal per�od. The exact �nc�dence �s unknown. The �nc�dence of pulmonary hypoplas�a �n the general 

populat�on �s 1.4 per 1000 and 0.9 to 1.1 per 1000 l�ve b�rths �n all b�rths.(3,4) More than 50% of these cases are 

assoc�ated w�th other congen�tal anomal�es �nvolv�ng the card�ovascular, gastro�ntest�nal, and gen�tour�nary 

systems and therefore result �n early d�agnos�s �n the neonatal per�od or early �nfancy.(5) Pulmonary funct�on tests 

performed �n late ch�ldhood or adulthood reveal a decrease �n d�ffus�ng capac�ty and restr�ct�ve or obstruct�ve lung 

defects.(6) The rad�olog�cal presentat�ons of lung aplas�a and agenes�s are s�m�lar – compensatory hyper�nflat�on 

of the contralateral lung and hern�at�on to the affected s�de are seen w�th volume loss, �ps�lateral med�ast�nal sh�ft, 

and elevat�on of the hem�-d�aphragm on the affected s�de, and �t �s evaluated as hyperlucency extend�ng along the 

med�ast�num.(7)
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D�fferent�al d�agnos�s and detect�on of accompany�ng anomal�es are �mportant �n pat�ents. Sc�m�tar syndrome, 

congen�tal pulmonary a�rway malformat�ons, bronchopulmonary sequestrat�on, congen�tal lobar emphysema, 

pers�stent pulmonary hypertens�on are �mportant patholog�es.

CASE REPORT

     A 22-year-old female pat�ent presented w�th shortness of breath, cough and sputum compla�nts. The dyspnea had 

been present for more than 10 years, �ncreas�ng w�th �nterm�ttent exert�on. Cough and sputum were �nterm�ttent. At 

the t�me of adm�ss�on, sputum was yellow, st�cky muco�d, up to 10-20 cc per day. On phys�cal exam�nat�on, 

resp�ratory sounds could not be heard �n the left hem�thorax basals. Thorax ct ang�o was requested due to �ncreased 

rad�olucency �n the left hem�thorax �n the chest X-ray. Oxygen saturat�on (SaO2) by pulse ox�metry was 96%. In the 

laboratory, l�ver funct�on tests lower: 12 U / L, ast: 16 U / L, k�dney funct�on tests Blood urea n�trogen: 12 mg / dl, 

creat�n�ne:0.61mg/dl, electrolytes sod�um:138mm/L, potass�um 4.7mm/L acute phase reactants; c react�ve prote�n 

(crp):<2.00 md/L hematolog�cal parameters wh�te blood cells(WBC):7,20x109 Hemoglob�n: 12.0 g/dl 

platelet(PLT):285x109 arter�al blood gas;
power of hydrogen(ph):7.38 carbon d�ox�de pressure �n blood(paCO2):36mm Hg oxygen pressure �n 

blood(paO2):84 SaO2:98% HCO3:23 mEq/L resp�ratory funct�on tests forced exp�ratory 1 second volume 

(FEV1)/forced v�tal capac�ty volume rat�o (FVC): %72.
The pulmonary artery and left lung were observed to be hypoplas�c �n the thorax tomography  med�ast�num was 

found to be d�splaced to the left. The bronch�ectat�c areas �n the left lung were thought to be �nfect�ve.

DISCUSSION

 The compla�nts of the pat�ents show a w�de spectrum. Severe shortness of breath, resp�ratory fa�lure and early death 

may occur, as well as lung graphs taken dur�ng general med�cal exam�nat�ons. Severe dsypne, resp�ratory fa�lure 

and early death may occur, as well as lung graphs taken dur�ng general med�cal exam�nat�ons. However, 

accompany�ng congen�tal anomal�es �s another cl�n�cally �mportant �ssue that needs attent�on. It �s frequently 

assoc�ated w�th gen�tour�nary, gastroenterolog�cal and neurolog�cal anomal�es. The most common anomal�es are 

the patholog�es of the d�aphragm, wh�ch should be pa�d attent�on to. Another expected s�tuat�on �n pat�ents �s 

hypertrophy of the lung on the healthy s�de, although �t �s thought as a compensatory mechan�sm, non-funct�onal 

emphysematous lung areas, wh�ch are frequently encountered �n the lung on the healthy s�de dur�ng th�s 

hypertrophy, aggravate the chart. Wong et al.(8) used d�fferent comb�nat�ons of FGF10, FGF7 and BMP4 molecules 

to promote prox�mal lung d�fferent�at�on. FGF10 �s a cr�t�cal growth factor expressed by the mesenchyme �n early 
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Arka-ön akc�ğer grafis� (görüntü 1)
Sol akc�ğer h�poplaz�k ve 
bronşektaz�k alanlar (görüntü 2)

Toraks tomografis� (görüntü 2) Toraks tomografis� (görüntü 3)



Özet

Tek taraflı pulmoner h�poplaz� akc�ğer�n ve pulmoner arter�n değ�ş�k oranlarda az gel�şmes� olarak 

tanımlanab�l�r. Hastalara genel olarak çocukluk yaşında tanı konulmaktadır. Daha nad�r olarak �ler� yaşta da 

tanı konan olgular mevcut olup l�teratürde vaka sunumları şekl�nde kend�n� göstermekted�r. Hastaların 

ş�kâyetler� pulmoner h�poplaz�n�n dereces� �le yakından �l�şk�l�d�r. Bazı hastalarda s�stem�k sendromların b�r 

parçası olarak görüleb�lmekted�r. Hastaya er�şk�n yaşta tanı konması ve eşl�k eden bronşektaz� olması 

neden�yle önem arz etmekted�r. Hastanın çocukluk çağından �t�baren eforla artan   nefes darlığı  olduğu 

öğren�ld�.Öksürük ve balgam aralıklı olduğu ve eşl�k eden enfeks�yonlarla �lg�l� olduğu düşünüldü.Pulmoner 

h�poplaz� tansı çoğunlukla toraks b�lg�sayarlı tomografi (CT) anj�yo �le konulmaktadır. Öncel�kle ayırıcı 

tanısında d�yaframa patoloj�ler� düşünülmel�d�r. Tedav�de pulmoner rehab�l�tasyon; ek hastalıkların tedav�s� 

ve cerrah� tedav� öner�l�r.
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lung development and �s closely assoc�ated w�th lung development and organogenes�s.FGF7, also der�ved from 

mesenchyme, not only promotes ep�thel�al growth but also st�mulates flu�d format�on by the lung. Human amn�ot�c 

ep�thel�al cells reduced lung �njury and expressed lung ep�thel�al markers �n both �n v�tro and �n v�vo stud�es.(9) 

Stud�es have shown that plur�potent steamcell, wh�ch can be used �n �nterst�t�al lung d�seases and chron�c 

obstruct�ve lung d�seases, can be used �n pulmonary agnes�c d�seases.The ma�n compell�ng area �n the Steam cell 

draws attent�on as the d�fficult�es exper�enced �n s�de acqu�s�t�on and storage.
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