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Pesiome

MaovonatnuHaTa 6enoppobHa xemocraepo3sa (MBX) e pagka npuumHa 3a andysHu anseonapHu
KPbBOV3IVMBY C BHE3aMHA CMbPT Ha NaLueHTa.

ABTOopUTe npeacTaBAT GynMUHaHTHaTa dopmMa Ha 3abonABaHeTo Npu 44 roAuleH MbX,
rnouymHan BHe3anHo 6e3 AaHHW 3a NpefwecTBaly CTpafdaHuA. [uarHosata ce nocTaBA efiBa cnep
6UONCUYHO n3CseBaHe Ha benute ApoboBe 1 N3KIUBaHE Ha Apyra NPUYMHa 3a MacCUBHU 6enoapo6HU
KPbBOV3/IMBI.

KniouoBu gymu: 6roncrnyHo nscneasaxe, andysHu anBeonapHn KpbBOU3NMBMY,
nanonaTnyHa 6enoapobHa xemocuaepo3a, pyIMnMHaHTHa popma
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Abstract

Idiopathic pulmonary hemosiderosis (IPH) is a rare cause of diffuse alveolar hemorrhages with
sudden death of the patient.

Herein we present a fulminant form of IPH in 44-years-old man, who died suddenly without any
history of previous diseases. The diagnosis was made after pathologic examination of the lungs and
exclusion of massive pulmonary hemorrhages.

Keywords: diffuse alveolar hemorrhages, idiopathic pulmonary hemosiderosis, fulminant form,
pathologicexamination
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BbBeageHne

Mpe3 1850 r. BupxoB 3a MbpBU NbT ONUCBA
kadsaBa mHaypauma Ha 6enute gpoboBe KaTo
ayToncrMoHHa Haxopgka. lpe3 1931 r. LleeneH
nybnukyBa fiBa cylyyas, C akLLeHT BbpXY KIUHNY-
HOTO UM nNpoTnyaHe. Mpun n cbTp. Npe3 1962 .
onuceat GpynMmMHaHTHa popma Ha mamonaTuy-
HaTa 6enonpobHa xemocraepo3sa (MbX).3abons-
BaHETO e PAAKO, CbC 3acsAraHe Ha geua U UHAKW-
B/ B MJIafla Bb3pacT. XapaKkTepu3upa ce C nos-
TapsAwWwm ce 6en1oapPoOHN KPbBOU3NNBY, HEACHA
etnonorua, audysHn paguorpadckm n3meHe-
HUA, KalmLa, XeMonTh3a U YMEPEHO A0 TEXKO
M3pa3eHa XMNOXPOMHa aHeMUS.

Mpu nauyneHtute fo 30 roauwHa Bb3pacT,
MDBXKKUWAT MOJ € 3acerHat Asa Nt no-yecto. Mpu
eflHa ronsamMa cepus oT 112 naymeHTa cbe 3a60-
nasaHeTo, camo 19% ca Ha Bb3pacT Hag 16 rogu-
HW. [eHepanu3npaHa numbageHonaTns e onmca-
Ha npu 25%, a xenatocnneHomeranusa - B 20% ot
6onHuTe.

PeHTreHonornyHnTe n3cneaBaHna No Bpeme
Ha enu3oanTe Ha 6enofgpPo6HU KPbBOU3NUBK
O0OUKHOBEHO NMOKa3BaT 6a3anHu (4BYCTPAHHO) U
NepUXNNYCHN MHGUNTPATUBHU U3MEHEHNUA, Nep-
CUCTVPALLM 3a HSKOMKO cegmmuun. benogpo6-
HUTe GYHKLMOHANHN TeCTOBe BapupaTt OT HOp-
MaJTHU 10 TaKNBA, MOKa3BaLL M3Pa3eH PecTpurK-
TuBeH fgedekKT. B Te3un cnyyan ce HabnogaeaT Ha-
ManeHn 6enogpobHM o6emu, KakTo 1 CHUXKEH
Andy3noHeH kanauuTet 3a CO.

[narHo3aTta ce NOTBbpPXKAaBa cnef vscnea-
BaHe 3a XenA30 Ha LUUTONOrMYeH Matepuan oT
Xpauka, 6pOHXMOSI0aNIBEONIAaPEH JlaBaX U XUC-
TONOTUYHO M3CefiBaHe Ha broncuyeH matepu-
an.

3abonsiBaHeTO OBVMKHOBEHO Mporpecupa c
pa3BUTUE HA XbBATEHMLUA U XenaToMeranus.
MNoBTOpHUTE XeMOparnyHm ,atakn” BOGAT Jo Ne-
TaJIeH U3X0pA 3a OKOM0 3 rogunHu. IbnrocpoyHata
NnporHosarTa e Jiowa, C Pa3BUTME Ha MUKPOLMTHA
aHeMVA N XPOHMYHA AMXaTeNlHa HepocTaTby-
HocT (4). Mpe3 1962 Grill n cbTp. onuceat dynmu-
HaHTHU dopmu Ha 3abonaBaHeTo C daTaneH
n3xopn3a 10 gHu.

Owur. 1. lndy3Hu anBeonapHu KPbBOUNMBY U OTHULLHA GUOPO3a.
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Introduction

In 1850 Virchow first described a brown
induration of the lungs in autopsy specimen.
Ceelen in 1931 published the clinical course of
two cases. Grill et al. in 1962 demonstrated
fulminant form of idiopathic pulmonary
hemosiderosis (IPH). It is a rare disease of
children and young people, characterized with
recurrent pulmonary hemorrhages of unknown
cause, diffuse lung radiologic abnormalities,
cough, haemoptysis and moderate to severe
hypochromicanaemia.

Men are affected twice as often as women in
patients less than 30 years of age. In one large se-
ries of 112 patients with disease, only 19% were
16 years of age and older atits onset. Generalized
lymphadenopathy has been described in 25% of
the patients and hepatosplenomegaly in 20%.

Chest radiographs usually show bibasilar or
perihilarinfiltrates during episodes of hemorrha-
ge.These resolve after several weeks. The pulmo-
nary function tests vary from normal to showing
a marked restrictive defect. In such cases there
are diminished lung volumes, as well as a decrea-
sed diffusing capacity for carbon monoxide.

Diagnosis can be confirmed by iron status of
the sputum, bronchioloalveolar lavage or by bi-
opsy.

The disease usually progress with develop-
ment of jaundice and hepatomegaly. The repea-
ted attacks of hemorrhages lead to death in 3
years.Thelong term prognosis is poor with deve-
lopment of microcytic anaemia and chronic pul-
monary failure (4). In 1962 Grill et al. described
fulminant forms of the disease with fatal out-
come for 10 days.




OnuncaHmne Ha cnyvasn

Hre nmaxme Bb3MOXHOCTTa fa Habnoaasa-
Me cnyyan Ha VIBX, ¢ ynMrMHaHTHO NpoTryaHe,
npu 44 roguieH. MpueT No CnewHoCT ¢ NPOoABU
Ha TeXKKa mxaTeslHa U CbpAeyHa HefocTaTby-
HocT. Toll eK3UTMpa B PamKUTe Ha HAKOJIKO
MUHYTV Clefl KapaMomnyMOHanHa peaHMauus,
6e3 HMKaKBa NCTOpWA Ha NpefuLlHn 3abonsaBa-
HusA. Mo Bpeme Ha ayToncuaTa ce Bugaxa audys-
HU KPbBOMW3NMBY B MAPEHXMMa Ha benute gpo-
60Be, MAacTHa [ereHepauusa Ha YepHuUs Apoo,
OpebHOOrHNLHA MUOKapAMOCKIep03a, OTOK Ha
rMaBHUA MO3bK 1 6ennTe apoboBe.

XncTonornyHoTo m3cnefBaHe Ha benute
npoboBe Mokasa MacUBHW AUCEMUHMUPAHU UH-
TEePCTULMANHM U VMHTPaanBeosipaHn KpbBOU3-
NNBKM, UHTEpCTMUManHa ¢rnbposa, NHTeCTULN-
arneH 1 MHTpaanBeosnapeH oTok. BpoHxmnanHoTo
LbPBO 1 anBeonapHuTe NPOCTPAHCTBA 6AxXa n3-
MbJIHEHW C KPBB U M306UNe OT HaTOBapeHU C
XemMocuaepuH makpodaru. YCTaHOBMXa Ce fiaHHU
3a HapyLUlaBaHe LiefoCcTTa Ha eflacTYHaTa Memo-
paHa Ha apTepuonu, fJokaTo 6enogpobHuTe
BEHU Ca C HOpMasiHa CTpyKTypa (¢ur. 1, 2, 3, 4).
JereHepaTMBHN U3MeHeHNA 6AXa OTKPUTY Npu
MOPPONOrMYHOTO M3C/efBaHE Ha MUOKapnaa,
yepHua apob n 6bopeunTe.

Casereport

We had the chance to observe a case of IPH
with fulminant clinical course: a 44-years-old
man admitted urgently with severe respiratory
and heart failure. He died in a few minutes after
cardiopulmonary resuscitation, without any
history of previous diseases. Grossly at autopsy
were seen diffuse hemorrhages of the lungs, liver
steatosis, focal myocardial fibrosis and lung and
brain oedema.

Histologically in the lung there are massive
interstitial and intra-alveolar hemorrhages,
interstitial fibrosis, interstitial and intra-alveolar
oedema. The bronchial tree and alveolar spaces
were full of blood, contained abundant haemo-
siderinladen macrophages. Fractured elastic
laminae in arterioles were common. Pulmonary
veins were normal (fig. 1, 2, 3, 4). Degenerative
changes were found in the myocardium, liver
andkidneys.

Our. 2. Indy3H MHTEPCTULMANHI 1 NHTEPaNBeONapHU KpbBOU3NNBIA.
Fig. 2. Diffuse interstitial and intraalveolar hemorrhages.
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CnyyanaT rma HecrneunmdurueH xof — KpaTko
KNVHUYHO npoTuyaHe, 6e3 npefluecTsalym 3a-
60nABaHNA, N CKOPOMOCTUMXKHA CMbPT BCIEACT-
BWE MacUBHY 6eN0APO6HY KPbBOV3NBM.

[JuarHo3ata belle nocTaBeHa cnep U3KIoY-
BaHe Ha: TOKCMKO-MHdEKLMO3Ha reHesa, 6eno-
Apob6Ha Tpombembonusa, MUTpasiHa CTEHO3a,
anepruyeH BackynuT, TPOMOOLUTONEHUS, CUCTe-
MeH Nlynyc eputematogec U cMHapom Ha Good-
pasture.

The case has nonspecific history of the disea-
se —short clinical course with death due to acute
massive lung hemorrhages.

The diagnosis was made only after exclusion
of toxic infection injuries, thromboembolism,
mitral stenosis, allergic vasculitis, thrombo-
cytopenia, lupus erythematosus and Good-
pasture syndrome.
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O6cbxKpaHe

MBX e pAagka npryvHa 3a BHe3anHa CMbpT B
pe3ynTaT Ha Andy3HO anBeonapHy KpbBOU3NN-
BW, KaTo 3acAara o1 0.24 go 1.23 cnyyas Ha eguiH
MWINOH u3cneaBaHn nuamsuan (10). NMoseuveTto
cnyyan Ha UBX ca gmarHocTMumpaHn v npegu
JleceT roguiiHa Bb3pacrT (5, 6). [oABaTa Ha 3a60-
NABAHETO NMpwu Bb3pacTHU e pAAKO — okono 20%
OT OMuCaHUTe ciyyawr, KaTo OGOJNUMHCTBOTO OT
naumeHTUTe ca gnarHoctmumpanu npegu 30 ro-
AVIHY, C NpeBanmnpaHe Ha MbXKUA non (CboTHO-
WeHne mbxerkeHn —2:1) (7).

Discussion

IPH is a rare cause of a sudden death due to
diffuse alveolar hemorrhages, with an estimated
reported incidence of 0.24 to 1.23 cases per milli-
onin selected population (10). The most cases of
IPH are diagnosed before the age of 10 years (5,
6). Adult-onset IPH accounts for only 20% of the
cases, mostly diagnosed before the age of 30
years, with amale to female ratio of 2:1 (7).

Our. 3. [lndy3Hu anBeonapHu KpbBON3NNBY C HaNMUME HA MHOTOOPOIAHN cupepodary.
Fig. 3. Diffuse alveolar hemorrhages with numerous hemosiderin — laden macrophages.

InarHo3arta Ha IBX moxe fa 6bae noctaBeHa
caMo cfief, U3KJloYBaHe Ha ApYrv NPUYMHK 3a
Andy3HN anBeonapHy KpbBOU3NMNBU: UHTOKCH-
Kalua C HapKOTWMYHK BeLLecTBa, Koarynonatuu,
CbCTOAHNA CBbP3aHM C OCTbP pecnunpaTopeH
ONCTPeC CUHAPOM, cuHApOM Ha Goodpasture,
3abonsBaHMA Ha CbeMHMUTENHaTa ThKaH (cucTe-
MEH JTynyc epUtemMaTofiec, peBMaToueH apTpuT,
NoMomMmno3nT) 1 3abonaBaHUA Ha MUTPanHaTa
Knana.

MNaTtoreHe3aTa Ha IBX ocTtaBa HesicHa. Moao6-
HU U3MeHeHusa B 6enute gpobose ce cpewlat u
npu CBPbXYYCTBUTENTHOCT KbM KPaBeTO MIISAKO
(11), rnyTeHoBaTa eHTeponaTtus (8) U xemonuTny-
Ha aHemua (9). CbLyecTByBaT PasNNyHN XMMnoTe-
31 3a natoreHesata Ha VIBX. Cnopeg Wilie ToBa e
BpoAeH AedeKT Ha enacTMyHaTa TbKaH B 6enute
Lpob6oBe, BoAely [0 HapyllaBaHe LienocTTa Ha
apTepuanHuTe CbOBe C Pa3BUTME Ha MAacVBHU
KPbBOW3MMBY U NO-KbCHO $pnbpo3a.

Bropata xunotesa e Ha Brewer, Kenne n Ed-
wards (1956 r.), KouTo npegnonaraTt HaMYMeTo
Ha HEKpOTM3UpaL} Bb3NaNuTesieH npouec Ha
6enofpobHKTe apTepun Ha GpoHA Ha CUCTEMEH
apTepuur.

Cnopep TpeTaTta xv1noTesa uma neproamnyHo
NoBULLEHNE Ha NYIMOHATHOTO MUKPOLIMPKYNa-
TOPHO HanAraHe. ToBa 06ycnaBA NMPoOMeHU B

The diagnosis of IPH could only be made after
exclusion of other causes of diffuse alveolar
hemorrhages, including possible offending
drugs, coagulopathies, conditions associated
with acute respiratory distress syndrome,
Goodpasture's syndrome, connective tissues
diseases (systemic lupus erythematosus, rheu-
matoid arthritis, antiphospholipid antibody
syndrome, polymyosytis) and mitral valve di-
sease.

The exact pathogenesis of IPH remains
unclear.There is some resemblance to cow's milk
hypersensitivity (11), gluten enteropathy (8) and
hemolytic anaemia (9). There are hypotheses
about pathogenesis of IPH. According to Wilie
this is a congenital defect of the elastic tissue in
the lungs, causing disruption of the fibers in
arterial vessels followed by hemorrhages and
fibrosis.

The second hypothesis is of Brewer, Kenne
and Edwards (1956) who explained the disease
as necrotizing pulmonary arteritis in systemic
arteritis.

The third hypothesis is periodic increase of
the pressure in the lesser circulation. Decrease of
pressure affects the trans-anastomosing exchan-



HanAraHeTo MeXgAy TpaHcaHacToMo3upalyuTe
CbloBe Ha GpOHXManHaTa M NyJAMOHasHa
LUUPKYNapHU CUCTEMU, M NOABA HAa KPbBOU3MBN
Ha MecTaTa Ha apTepUO-BEHO3HNTE aHaCTOMO3M.
MprumHaTta 3a yBeNnYeHOTO HanAraHe He e ACHa.

Popst (1955 r.) obscHABa pa3BUTUETO Ha 6O-
necTTa C YBeIMYEeHOTO KOIMYeCTBO Ha MyKOMo-
nn3axapuan B enacTuyHnUTe BakHa, HapyLlUueHa
CTPYKTYypa Ha KpbBOHOCHU CbAOBe C AnnaTauma
Ha CTeHMTE M 1 Pa3BUTME Ha KPbBOM3NNBY Ype3
avanepnesa. He ce ot6enasBa KOHKpeTHa npuyn-
Ha 3a MOoBMLUEHaTa KOHLIEeHTPaLUmA Ha MyKomnonu-
3axapuau.

[Hec e npueTa xmnoTe3aTa Ha Steiner, ye IBX
e aBTOMMYHHO 3abonsaBaHe, kaTo B 50% oT cny-
YyauTe e Hanuue NoBMLeHO HMUBO IgA aHTuTena B
cepyma M niMnca Ha MMyHHW komnnekcu. [Mpn
yacT oT bosHWTe ca HabAaBaHN UMYHOOMNY-
HV aHOManuu, Hanpumep aBTOVMYHHa XeMOnu-
TUYHA aHEMUSI C YBEJIMYEH HEKOHIOTMpPaH bunu-
pyOuH.

ge vessels between bronchial and pulmonary
circulatory system and hemorrhages occur on
the place of arteriovenous anastomoses. The
cause of theincreased pressure is unknown.

Popst in 1955 explained the development of
the disease with increase of mucopolysacharides
inthe elastic fibers — the weakened blood vessels
dilate and bleeding by diapedesis occurrences.
The actual cause of increase of mucopolysacha-
ridesis unknown.

Today is accepted the hypothesis of Steiner,
that IPH is autoimmune disease as in 50% of
cases there is elevation of IgA antibodies and
immune complexes are not identified. Some im-
munologic abnormalities have been demon-
strated — autoimmune hemolytic anaemia with
elevated unconjugated bilirubin.

Our. 4. HapywasaHe Ha Lien1oCTTa Ha anBeonapHuTe NPOCTPAHCTBA C HaNUuve Ha cugepodary.
Fig. 4. Disruption of alveolar spaces with a presence of hemosiderin — laden macrophages
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MoBTapsALMTe Ce OrHULLHN 1 MOHAKOra Ance-
MUHWPAHW MHTPanyIMOHaHN Xemoparum Bo-
OAT OO MHTepcTMUmanHa ¢ubposa ¢ obnutepa-
LuA Ha ronAam 6ol OT afiBeonapHUTE Kanuiapu.
Te3un xemoparmm ca nprumnHa 1 3a paspyllaBaHe
Ha eNlacTMYHMTe BJIaKHA Ha aNBeosiMTe, U
WHKPYCTaLMs Ha »Kesle3Hr 1 Kanumnesn conu, a B
HAKOW ciyyan ¢ GopMMpaHe Ha FTMraHCTCKM KneT-
K1 TMn ,4yxgo T1ano”. B cteHnTe Ha anBeonap-
H/TE XOJOBE U TEPMUHANHWUTE PECNUPATOPHU
H6poHXMonu ce ycTaHOBABAT Xemocuaepodarm n
¢unbpobnactun. MogobHM NpomeHn 3acaraT enlac-
TUYHaTa MNACcTMHKA Ha Mo-MasnkuTe pasKiioHe-
HUA Ha 6enofpobHUTe apTepum 1 BeHW. B gonbn-
HeHWe, MHOIO OT MaJloKanMbpeHUTe apTepun oT
MYCKYJIeH TUM NpeTbpnABaT XWanuHM3auua u
nporpecnsHN GrbPOMNNACTUYHN U3MEHEHNUA B
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The repeated focal and sometimes extensive
intrapulmonary hemorrhages lead to interstitial
alveolar fibrosis with obliteration of many of the
alveolar capillaries. The repeated pulmonary
hemorrhages also cause disruption of alveolar
elastic fibers and encrustation of the fragments
with a mixture of iron and calcium. Siderotic no-
dules, consisting of foreign body giant cells,
fibroblasts and hemosiderin-laden phagocytes
in the walls of the alveolar ducts and the terminal
respiratory bronchioles are present. Similar
changes affect the elastic laminae of the smaller
branches of the pulmonary arteries and veins. In
addition, many of the small muscular pulmonary
arteries undergo progressive intimal fibrosis and
hyalinisation which may lead to pulmonary
hypertension. There are perivascular collection
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WHTUMaTa, KOeTO MOXe a 06yCNnoBM pa3BUTUETO
Ha 6enogpo6Ha X1nepToHuA. B HAKOM yyacTbLm
ce OTKpUBAT nepuBasanHu MHPUATPATU OT
numdoLMTY 1 Fpynmv OT Makpodary, HaToBapeHu
CXeMOCUIEepVH.

OnncBaHU ca pasnMyHK YNTPACTPYKTYPHU
npomeHu. bonwnHCTBOTO OT anBeoNapHuUTe
NMPOCTPAHCTBa He MOKa3BaT M3MEHEHWA MNpu
eNleKTPOHHOMMKPOCKOMNCKO M3cieiBaHe, KaTo
CaMo B OTAeNHM yYyacTbLm ce HabnoaaeaT gere-
HepaTBHM NPOMeHM Ha 6a3anHaTa MmembpaHa 1
nHesmouutn Tun |. OcBeH ToBa ce Hamupa yBe-
NnYeH 6poli NHeBMOUUTU TUM || B OTAENHN 30HU C
dbopmupaHe Ha CTpynBaHUA OT TO3W KNeTbYeH
T™mn(2).

MHoro pa3nuyHy TepaneBTUYHUN NOAXOAM Ca
66U N3Mnon3BaHM 3a neyeHneTo Ha VIBX. M3knio-
YMTESTHO HMCKATA YecToTa Ha 3ab0NsABaHETO, HE €
Nno3BONM/A N3BbPLUBAHETO HA PaHAOMU3MPAHU
NpoYyyYBaHMA 3a KOHTPON U OLEeHKa Ha edpukac-
HOCTTa Ha JIeUeHMETO C Pa3NYHN NeKapCTBEHM
cpepncTBa. TepaneBTUYHUTE NPENOPBHKU Ce OCHO-
BaBaT €[MHCTBEHO Ha AaHHWTE OT HAKOJIKOTO
nyonukyBaHu cepumn Ha naumeHtn ¢ MBX n Ha
OMNUCaHMEeTO Ha oTaenHu cnydau. MNpunaraHeTto
Ha KOPTUKOCTEpPOUAM MOKa3Ba HaMansBaHe
CMBPTHOCTTA MpK OCTPUTE ENU30AU Ha anBeo-
NapHU KPbBOW3NMBY 1 3abaBA Pa3BUTMETO Ha
¢unbposa (3). MNpu cnyyam pedppakTepHM Ha
KOpPTUKOCTEPOUAHA Tepanus, 3af0BOSIUTENHM
pe3ynTaT! ca NOCTUrHaTX NPU BKIIOYBAHETO Ha
XVAPOKCUXITOPOKBYWH 1 a3aTtuonpuH (1). Bbnpe-
K1 neyeHneTo, npubnmsntenHo 14-29 % ot nayu-
eHTuTe ¢ MIBbX 3aBbpLuBaT NeTanHO C KapThHa Ha
oCTpa WM XPOHUYHa AMXaTeNiHa HeaoCTaTbuy-
HocT. [py nayMeHTUTE C NO-AbNira MPeXmBa-
eMOCT ce HabniofgaBaT NOBTapsALLM Ce enn3oan
Ha MacMBHW aNBeoslapHU KPbBOW3NVBU, XPO-
HUYHO aHEMMYHO CbCTOsIHME U nocsiefBalla
nynmodnbposa. Kato Lano Bb3pacTHUTE UMat
no-gobpa NporHo3a B CpaBHeHMeE CbC 3abonenu-
Te BAeTcKaBb3pacT (5).

3aknioyeHune

B 3aknioueHune, bynmmHaTHaTa popma Ha MIBX
Npw Bb3PacTHU € U3KITIOYNTESTHO PSAAKO CbCTOS-
HUe, xapakTepusmpalyo ce ¢ andysHu 6eno-
OPO6HV KpbBOU3NBY 1 CKOPOMOCTUXHA CMBbPT
Ha naymeHTa. IbX e ouarHo3a Ha U3KJloYBaHETO,
KaTo 3a MNOCTaBSIHETO 1 OCHOBHO 3HayeHne uma
6MONCMYHOTO M3CNeBaHe Ha 6enopgpobeH
napvHxmm. B Hawwa cnyuan VIBX e HeouakBaHa
ayTOMCUOHHA HaxoAKa.

MaToreHesaTta Ha ¢pynmmHaHTHaTa popma Ha
3abonsaBaHeToO OCTaBa HeAcHa. Heobxogumu ca
LOMBAHUTENHN ObAeLWM U3CNeaBaHns 3a Lsno-
CTHOTO U3AACHABaHE Ha CblHOCTTa 1 (5).

of lymphocytes and foci of hemosiderin-laden
phagocytes.

Electron microscopic changes have been
described. These changes have been in elastic
fibers, endothelial cells, capillary basement
membranes and loss of types | and Il pneumo-
cytes. Alveolar spaces appeared normal in most
regions, small portions of exposed basement
membrane from degeneration of type | pneu-
mocytes were consistently found. Also, type I
pneumocytes were increased in number and at
times found side by side (2).

Many different therapeutic approaches have
been tried for the treatment of IPH. Due to an
extremely low incidence rate, there have been
no randomized control trials to estimate the
efficiency of therapy with immunomodulatory
and/or anti-inflammatory agents. Thereby, the
treatment recommendations are based solely on
the data from few case series and case reports.
Corticosteroids have been shown to reduce the
morbidity and mortality during acute episodes
of alveolar hemorrhages and slow the prog-
ression to fibrosis (3). In a disease that is
refractory to corticosteroids, Hydroxychloro-
quine and Azathroprine have been used with
favorable results in some patients (1). Approxi-
mately 14-29 % of the patients with IPH die from
acute or chronic respiratory failure. Those that do
survive, generally have chronic anemia and
eventual pulmonary fibrosis secondary to
recurrent intrapulmonary bleeding. Overall,
adults seem to have more prolongated survival,
as compared to children (5).

Conclusion

In conclusion, the fulminant form of adult-
onset IPH is an extremely rare condition, causing
diffuse pulmonary hemorrhages and sudden
death of the patient. IPH is a diagnosis of
exclusion with lung biopsy being the gold
standard for establishing the diagnosis. In our
case, itwas an unexpected autopsy finding.

The pathogenesis of the fulminant form of
IPH is not quite clear. Further investigations are
necessary to find out the nature of the disease

(5).
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