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MexagyHapoaeH MynTtuancuunianHapeH
KOHCeHCcyC Ha AMepUuKaHCKaTa
TopakanHa acounauus (ATS) n
EBponeunckarta pecnupatopHa

acoumaumsa (ERS) 3a knacucmkauma Ha

NnaNonaTUYHUTE MHTEPCTULINASTHUN
__MHEBMOHMMU, HOHN 21
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TEPMHWUHOAOI'!A

ANPY3HU NAPEHXUMHU
BENNIOOPOBHU BOJNIECTU (ANBB)

AONBb ¢ nsBectHa npuynHa NanonatnyHm paHynomaTo3Hun
(Hanp. nekapcTBa) unum MHTEepCTULMAIHU AOnbb, Hanp.
CBbpP3aHU C KonareHo3u nHeBMoHuu (UAIM) capkoupgosa

NanonaTtnyHa
6enoapob6Ha

tun6posa (MBD) Apyru AN

Opyru doopmu Ha
ANB6b

(LAM, HX v ap.)



OEOUHULINA

WOUOMNMATUYHUTE
WHTEPCTUMLIMATTHU MHEBMOHUA
(UUN) CA XETEPOI'EHHA TPYTIA
HEHEOIMJNACTUYHU HAPYLUEHUA
BCJIIEACTBUE YBPEXOAHE HA
BEJIOAPOBHWA MAPEHXUM OT
PA3JINYHU KOMBUHALIUUA HA

Bb3MAJNEHUE N PUBPO3A.




ATS/ERS KITACUDOUKALIUA HA NAIN

XUCTONOI'M4YHA KAPTUHA

OOGuKHOBEHa MHTepcTULUMarHa
nHeBMmoHus (UIP)

HecneuudunyHa nHtepcTuumnanHa
nHeBMoHuA (NSIP)

OpraHunsupawa nHeBmoHusa (OP)

Oudy3Ho anBeonapHo yBpexaaHe

oAD)

PecnupatopeH 6poHxuonut (RB)

HNeckBamaTuBHa MHTepPCTULMANHA
nHeBMmoHus (IDP)

JIlumdonaHa nHTepcTULManHa
nHeBMoHusA (LIP)

KITMHUKO-OBPA3HA-
NATONONOAHATOMUYHA OUATHO3A

Mavonatu4yHa 6enoapobHa pmbpos3a/kpuntoreHeH
¢ubposupawy anseonut (IPF/CFA)

HecneuunduyHa nHtepctuumanHa nHeBMmoHusi (NSIP)

KpuntoreHHa opraHusupaiia nHeBMmoHus (COP)

OcTtpa uHtepcTuumnanHa nHesmoHus (AlP)

UHTepcTnumanHa 6enogpobHa 6onecTt, cBbp3aHa €
pecnupaTtopeH 6poHxuonut (RB-ILD)

HNeckBamaTuBHa MHTepcTULManHa nHesmoHus (IDP)

INumcongHa nHTtepcTMymnanHa nHeBmoHus (LIP)




EMWOEMUOIIOINA HA UATT

HuBo Ha 3aboneBaemocT npu UAI:
e [lpu mbxe — 31.5 Ha 100 000/roanLiHoO;
e [lpu xeHun — 26.1 Ha 100 000/roguLuHoO.

HuBo Ha 3aboneBaemocT npu UBD (IPF):
e OT6.0 g0 14.6 Ha 100 000/roanLuHO;

« Hap 75-rognwHa Bb3pacTt — 175 Ha 100 000/roguLuHoO.



KNIMHU4YHA OLUEHKA HA NMAUUEHTU C UMD

OueHKaTa Ha aHaMHe3aTa BKJ1l0YBa KaTo Ha4yasfiHM CAMNTOMM 3aA4yX U/Mnu Kawnuua,
KOMUTO NMporpecupar; Hanu4ue Ha npuapyxasawm 3adbonaBaHUA KaTo KonareHo3a
WU UMyHHU HapyweHusa (Hanp. HIV-uHdekuus), ekcnosuumsa Ha npodecuoHanHu
BpeAHOCTU (MPOABLIMKMUTENHOCT), NleKapcTBa, npeALwecTBally 3/1I0Ka4eCTBEHU
6onecTtn, dpaMUnHoOCT.

®du3nKanHoTo uscneaBaHe Hammpa HanmM4yme Ha KbCHU MHCNUPATOPHU NYKaHUA Npwu
aycKyntauusa v 6apabaHHu NPbLCTU.

UUI ca 6onectn ¢ napeHxnmHa ¢pubpo3a u anBeono-kKanunsapeH 6ok, nopaaun
KoeTo PyHKLIMOHANHO ce NpeacTaBAT:

A. npu cnupomeTpusi — C PECTPUKTMBEH CUHAPOM Ha BEHTUNaTopHa HeAOoCTaTb4HOCT:
®BK < 80%, PEO, < 80%, PEO1/PBK > 70%

B. npu nscneaBaHe Ha andpysunsita — CbCc CHUXeH AndiysnoHeH kanauuret (D, co) < 70%




AUATHOCTHUYEH AATOPUTBM MPU UII

AHamMmHe3a, pu3unkanHo
uscrieaBaHe, peHTreHorpama,
¢dyHKUMOHANHO n3cnenBaHe \

lHamammn\ l Bv3moxHa AT l

l HRCT I

ATuUnuyHa OuarHoCcTUYHU
KNHn4Ha nnu CT- npu3Haum 3a HAKOU

CurypHa CT-
AnarHo3a Ha IPF

Cycnekuus 3a

apyrm ANbb

C TUNMNYHA
KIMUHUKa

KapTuHa 3a IPF AONbb, Hanp. HX
' TBB, BANl | | HeanarHocTnuhy l | TBB, BAN |
S l'l:::,___::_'l_"

l XupypruyHa 6enoapo6bHa 6uoncus '
l UIP Il NSIP I l RB Il DIP Il DAD ll OoP Il LIP |l Nnncea UUMN |




KIMIMHNYHO:
Bb3pacT Haa 50 rop.
CuUnHo napaseHa gucnHes

'HenpO,quTVIBHa, NMOHSAKOra NpuUCTbiHa KalJinua

bapabaHHM npbcTU — 25-50%

sHannune Ha cumnToMuTe Hap 6 mec. npegum
nocrtaBsiHe Ha AMarHo3aTra

CpeaHa npexnBsaemMocT — 2.5-3.5 roanHun




IPF

PEHTITEHOIPAMA:

MNMepudcepHn n 6asanHu peTuky-
JNIepPHN CeHKU, NPOMEHMU TN
“nyenHa nurta”




IPF

HRCT: B. NepudepHn n 6asanHu peTuKynapHu npoMeHU, TpakLMOHHU OPOHXMEKTa3UM.

C. TUnn4YHM NnpomMmeHn TUN “nyenHa nurta’.



IPF

xucrtonoruma: OoeUKHOBEHA UHTEPCTULIMATTHA MHEBMOHUA (UIP)

1. MbcTa ¢hubpo3a c pemogenupaHe Ha 6enogpobHaTa apXUTEKTOHMKA TUM’ 'NYenHa nurta”.

2. PubpobnacTHu hokycu, NnpbLCHATU NpeaUMHO cybnneBpanHo U napacenTtasnHo
(cTpenku).




IPF

ATS/ERS KPUTEPUUN 3A OUATHOS3A BE3 XUPYPITMYHA BUOINCUA l

rONEMHU KPUTEPUN

U3kniouBaHe Ha Agpyru no3HaTtv npuyiuHu 3a UAM
AGHOpPMHU (pyHKLMOHaNHM 6enoapobHM TecToBe: PECTPUKLUA U CHUXKEeHa andy3us

Ha HRCT: aBycTpaHHU peTUKynepHU NpOMeHU C MMHUMArHU 3acCeHYBaHNsA “MaToBO
CTbKno”

Tbb v BAJl He nokasBaT KpuUTepuu 3a anTepHaTUBHa AMarHosa

MAJIKW KPUTEPUH

Bbu3pacT > 50 roa.
KoBapHO nocTteneHHO Ha4yaso Ha AUCNHesA Npu ycunue, HEOGACHUMA C APYrYN MPUYUHU
MpoabnxuTenHocT Ha 6onecTtra > 3 Meceua

MHCI'IVIpaTOpHVI nykaHunsa B ABeTe OCHOBU



HECNEUND®UYHA
UHTEPCTULIMANTHA NMHEBMOHUA

2
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NSIP

KITMHUYHO:

» CpegHa NpoaAbLINKUTENTHOCT HAa CUMNTOMUTE Npeau amarHosarta — 18-32 mec.

* AncnHen, Kawnuua n 3aryba Ha Terno cpeaHo 6 kg

* AHcnupaTopHM nykaHua N “nucykaHua’”

 [lo-po6pa nporHa3a B cpaBHeHue c IPF



NSIP

N I158.5

HRCT:

O6LWHUpHM NPOMEHMU “MaToBO
CTbKIO”, CBbp3aHM C
peTuKynapHu1 noBrekna.




Xxucrtonorua: HECNEUuMPNYHA UHTEPCTULIMATIHA MHEBMOHNA (NSIP)

Jleko 4O yMepeHO XPOHMYHO UHTEPCTULIMANHO Bb3narieHue ¢ xunepnnasus Ha
nHeBMoumTu-TUN |Il; ribcTa nNu pexaBa UHTepcTUUManHa ¢pubposa.




KPUNTONrEHHA OPTAHU3UPALLIA
3 NMHEBMOHUA

COP

KITMHUYHO:

 CbOTHOLIEHME HenyLwaym:nywayum — 2:1

» CpegHa BBb3pacT 55 rop.

» CpeaHa NpoABbLIMNKUTESTHOCT HA CUMIITOMUTE Npeaun anarHosata — nog 3 Mmec.
* iIncnHen u Kawnuua cbC cBeTna U 6e3uBeTHa eKCneKkTopauus

 MpoabmkuTenHa 3aryba Ha Terno, NOTNUBOCT, BTPUCAHE U MHTEPMUTEHTHa
Temnepartypa

 JlunceaTt 6apabaHHM NpbCTH

* U3pa3eHo yckopeHo CYE u nepudepHa HeyTpodunua




COP

HRCT:

Cyo6nneBpanHun niduntpatm c
Bb3AylHa 6poHxorpama




COP
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Pa3xBbpneHu yyactbum

OT CbeAHUTEeJNTHA TbKaH

B ANCTAaNTHNUTe AnNXaTesiHu

nbTULLA

WHTPanyMMUHapHoO

(cTpenku)




4 OCTPA MHTEPCTULUMNATIHA
NMHEBMOHUA

AIP

KITMHNYHO:

OnucaHa kato cuHapoMm Ha Hamman v Rich, 1954

CpeaHa NpoABLIMKUTENHOCT HAa CMMIITOMUTE Npean aguarHo3sarta — noa 3 cea.

HayanoTto npunuya Ha ocTpa BUpPyCcHa UH(EKUNa — MUuanrus, aptTpanrus,
BTpucaHe, chedbpunurer

*b1Lp30 Nnporpecupa Ao Texka AgucnHes

[loBevyeTO NauueHTN U3NbIHABAT Kputepunte 3a ARDS: ocTtpo Havano,
Pag,/F,o; < 200 mm Hg, andy3Hu aByCcTpaHHU MHUNTPaTU U
nynMokKanunsipHo HansaraHe < 18 mm Hg




AlIP

HRCT:

Meorpadhcko
pasnpeneneHue Ha
NPOMeHM “mMaToBO
CTBLKIIO” ¢ MHUNTpaT B
Gnm3ocT ¢ TAX




AlIP

XUCTonorus: AMey3HO ANNBEONTAPHO YBPEXOAHE (DAD)

EkcygaTtuBHa ¢pasa: gudy3Hu NnpomMeHu B anBeoslapHUTE CENTU OT Bb3naneHue; opraHusmpalla
daza: nponudepupana cbeaMHUTEeNHa TbKaH U xunepnnasua Ha nHeemouuTu-Tun Il.




UMHTEPCTULUUWATNHA BEJNNOAPOBHA

|~ BONECT, CBbP3AHA C PECINMUPATOPEH
J BPOHXUONAUT
RB-ILD

* [lpeanmHo npu nywaym Ha 40-50-roguuHa Bb3pacT ¢ ekcno3numa Hag 30

nakeT-rogmHa
e CLbOTHOLWEHNe MbXe:xeHu — 2:1
 CUrHnpmkKaHTHa AUCNHEA U XNUNOKcCeMuns




RB-ILD

HRCT: LleHTpunoGynapHn HoAynNu U HeeaHaKBU y4acTbLM “MaTOBO CTHLKNO”.




XUCTONOInA: PECIMUPATOPEH BPOHXUOJIIUT (RB)

BpouxuonoueHTpuqHa KymMmynauusa Ha anBeosiapHu MaKpOd)arVI Cc Kad)ﬂB NMUIrMeHT, JieKa




AOECKBAMATUBHA
6 UHTEPCTULIMANTHA MHEBMOHUA

DIP

KITMHNYHO:

* MpeanmHo npu nywaym Ha 40-50-roguuHa Bb3pacT

* CbOTHOLUEHNE MbXe: XXeHn — 2:1

« KoBapHO 3ano4Ba ¢ AMCNHeA U CyXa Kawnuua 3a cegMMum U Meceum N Moxe
Aa nporpecupa Ao auxartesiHa HegoCTaTb4HOCT

* B 50% nma 6apabaHHM npbCTU
 HopmanHu 6enoapodbHN 06emMmn nnu neka pecTpMKUna ¢ yMepeHoO CHUXKeHa

Aandy3us




HRCT: NMepudepHn yyactbum “MaTOBO CTHKNO”, CBbP3aHN C KUCTUYHU NPOMEHM.




Xucrtonorusa: QECKBAMATUBHA UHTEPCTULIMATTHA MHEBMOHMUA (DIP)

OudpysHa akymynauums B anBeofiapHUTe NPOCTPAHCTBA Ha MaKpodaru; neka oo ymepeHa
qou6p03a " nuMq)ou,uTHu arperaTu B anBeonaprre cenTu.
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NTMMOOUOHA UHTEPCTULIMATTHA
7 NMHEBMOHUA

LIP

KITMHNYHO:

* [I[peanmMmHO nNpu XXeHU B 5-Ta Aekapa

 BaBHO Ha4yano c Kawnuvua u 3aayx, npoabrikaBawm 3 n noBevye rogmHu

* MoHsikora uma chedbpunuTteT, 3aryba Ha Terno, rpbaHa 6o5nka u apTpanrus

* B HAKou cny4yamn uma numdapeHonaTnsa, ocobeHo B cb4yeTaHMe CbC CUH-
Apom Ha Sjogren

 Jleka aHeMua n gUCNpPoTenHeMms ¢ NOBULLEHN ramMa-rrnooysriuH UM MOHO-
KrnoHanHm IgG vnun IgM — B 75% oT cny4awuTe.

 CbuyeTaBa ce C HAKOM aBTOMMYHHU 3abonsiBaHUA: peBMaTOUAEH apTpuT,
CUHAPOM Ha Sjogren, TupeounanT Ha Hashimoto, nepHMUNO3Ha aHe-
MUS1, XpOHUYEeH akTuBeH xenatut, CEJl, aBTonmMyHHa xeMonuUTU4Ha
aHeMus, NbpBUYHA OUNMapHa umMpo3a, MmacTeHus rpaBuc u ap.




LIP

HRCT: Ondy3HO “MaToOBO CTBLKNO” C MHOXECTBO 6enoapobHM KUCTU.



Xxucrtonorusd: niMMeoOunaHA MHTEPCTULIMATNTHA MHEBMOHUWA (LIP)

Andy3Ha nHunTpaumsa Ha anBeonapHutTe centu ¢ numdoum (T-KneTkn) u no-marsnko
nsasmMouuTHU.




NEYEHME
HA MONOMNATUYHATA BEJIOAPOBHA ®UBPO3A

MexayHapoaeH KOHCeHCyC Ha AMepUuKaHCcKaTa
TopakarnHa acounauumsa (ATS) n EBponeunckara
pecnupartopHa acouuauusa (ERS) 3a anarHosa un
rie4yeHMe Ha uguonaTuyHaTta MHTepcTuumManHa
¢nbpo3a, oktomBpu 1999

Am J Respir Crit Care Med 2000, 161, 646-664 '



KOHBEHLUOHAIIHO JIEHEHUE HA IPF

TepaneBTn4yeH otroBop ce Habnwaasa B 10-30% - YacTU4YEeH U NpexoaeH. I

3anouBa ce ¢ 40 no 100 mg Prednisolone nnn Prednisone npe3 yctaTta 3a 2 40 4 meceLa;
cnepBa NOCTENeHHO CHUXXeHue Ha po3arta.

Cnep 3-mece4yHO neyeHme ce npaBm 06EeKTUBHA OLleHKA Ha TepaneBTUYHUSA OTrOBOP:
aucnHes, PyHKUMOHANHO n3acrneanBaHe, peHTreHorpama n HRCT.

KopTukoctepouna-otroBopunute nauueHT npeMmHaBaT Ha NOCTOSIHHO rieyeHune ¢ 15-20 mg
Prednisolone B npoabmxeHue Ha 1-2 roguHu.

JleyeHue ¢ MMyHocynpecopu n LM TOTOKCUYHU areHTu: npun KoOopTukoctepomna-HeotroBopu-
JIN NnauneHTn, npn Cepno3Hn CTpaHN4HU ed)eKTVI N BUCOK PUCK OT YCITOXKHEHUA OT KOop-

TUKoctepouam (Bb3pact > 70 roa., oLl KOHTPON Ha 3axapHa 6onecTt U apTepuarnHa xu-
NepToHUA, TeXXKa OcTeonopo3a unu siaBeHa 6onecr).

Azathioprine ce npunara B go3a 100 mg/aHeBHO; KOMOUHUpPaHeTO My ¢ Prednisolone
AaBa no-aoo6bLp TepaneBTU4YeH otroBop. Cyclophosphamide — BUCOKOAO30Ba BEHO3HA
“nync” tepanusa ¢ 500 o 1800 mg BeAHBLX Ha 2 unu 4 ceamuum.
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- Koncencyc Ha AmepukaHckaTa TopakanHa
acoumnauus (ATS), EBponeuckara
pecnupaTtopHa acouunauusa (ERS) n
CBeToBHaTa acoumauus no capkounagosa u

Apyru rpaHynomaTto3Hu 6onectu (WASOG),
deBpyapu 1999
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Capkoupgo3saTta e MynTUCUCTEMHO 3abonsaBaHe ¢ Hen3BecTHa npuynHa. Habnoaaea ce
OOMKHOBEHO B MNnaga u cpefHa Bb3pacT U Han-4ecTo ce npeactaBAa ¢ bunarepanHa xu-
nycHa numcapeHonatua (BHL), 6enoapo6Hu nHuntpaTtn, O4HM U KOXHU ne3mu. Morar pa
O0baaT BbBEeYeHU CbLWO U YepeH Apoo, crne3ka, MIMMMGHN Bb3Nn, CIIIOHYEHU XINe3u, Cbp-
e, HepBHa cucTemMa, MyCKyrn, KOCTU U APYru OpraHu.

.ElvlarHosaTa Ce nocTtaBA, Korato KriMHUKO-PeHTreHoNIorm4HnTe pe3yntatu ce NnoTBbLpPXAa-
BaT C XUCTOJIOr'MYHO A0Ka3aTesiCTBO 3a HeKasembuuupamM ennTennonaoKneTb4HU rpaHy-
JioMMm.
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 Bb3pacTtoBo pa3snpeneneHue — nog 40 roanHNU, Han-4ecTo

= | mexxagy 20- u 29-roguiHa Bb3pactT.

i . PasnpeaeneHue no nosn — XeHUn:mbxe 1.5:1

:£| | « [lo-4yecTO Npun HenyLwaym.

i | » 3aboneBaemocT — 1-40/100 000; B Bbnrapus — okono 11/100 000
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Bb3nanutenHUAT OTroBOp NPU capKkounaosa ce Xxapakrtepusmpa c BU-
COK Opou akTuBupaHu makpodaru n T-numcountn, Hocewm CD4-

xennep deHOTUN, U C TUNNYEH MOoAeN Ha NPOAYKUMA HAa ULUTOKUHU B
6enua apoo.
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1. Hekazeudmumpall enMtenonaoKneTbLYeH rpaHysiom

2. T'vraHTcKa knetka tun Langhans

3. Tenue Ha Schaumann
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CUHOPOM HA LOFGREN
« HogoseH eputem

 BunarepanHa xunycHa numdageHonatusa (BHL)
« debpunuter i
e OcTbp NnonuapTpur ‘F—EEE?
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CUHOPOM HA HEERFORDT (YBEOIAPOTUOHA TPECKA)
 ®aumanHa napanusa

o Debpunurer

* YBeut

* [IByCcTpaHHO yBenn4yeHne Ha napoTUAHUTE Xne3un

e
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BAN OPOB (MHTPATOPAKAITHA CAPKOUOO3A)

» 3acsaraHe B 90%

* AncnHesn — 33-50%

* HenpoayktnBHa kawnuua - 33-50%

* (pbAaHa 6onka - 33-50%

» XemonTun3a — psagKko

* KbCcHU nHCcnupaTopHu nykaHusa — 20%
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5 PEHTTEHONOIMYHO CTARMPAHE HA TOPAKATHA CAPKOVILIO3A

oLt b=~ - o

T T e e T e I

afpclima T s ety Wl ek e

: ST
Tl ﬁ.’.‘;;‘]ﬂi"’& =13
: T

Al lora T s ey Wl ek v

i Tad
M T=h

- =

S M vl
ST 4
i's"fqa“;: ’ig?nf':‘.:i::l

RS R S 4]
PeHTreHonorm4yHa KnuHuka i

HaxoAka '.r

' HopmanHa - - | bescumntomHa | YyamecHa
BunatepanHa xunycHa numdaaeHonatua (BHL) | BescumntomHa YynecHa #
j

Rl

—i J"r T J"r roit rT roit J"r roit J"r Tarroit FEa1]
ﬂi‘g. "!i::'i:'a"‘:'*l '.;'_L_-,jégﬂf..—:f-l_ l-.:_']i‘g.iii:fi:'a":'*l '.;'_L_-,jégﬂf..—:f-l_ I-\..ﬂi\ga;ii:fi:-a"li ""L_'Iiégﬂg""'y_ I-\..ﬂi\ga:ii:fi:-a"li '.;'_L_-,jégﬂf..—:f-l_ I-\..ﬂi\ga:ii:fi:-a"li "".L_'liégﬂ" #Hs I-\.ﬂi\garii::-i:-a"li ""1:1}!.
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TOPHU CUMINTOMMU BONMUTEsIHa 'ﬂ]
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APKOMOO3A

O4YHO BbBIIMYMAHE
* B 11-83%
* OCTbp nNpeaeH yBeuT — Han-4ecTo (AuarHosa Yype3 OMOMUKPOCKOMNUA)
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KOXHO BbBJIMMAHE

« 3acsaraHe o 25%

« Hogo3eH eputemM — npu cnHapom Ha Lofgren

* Lupus pernio — cBbp3aH C KOCTHU KUCTU U 6enogpobHa hnbposa
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« CEPYMEH ACE: yecTo HagXxBbpns ABa N'bTU ropHa rpaHuua Ha HopmMmara, | Ei
HO e HecneuuduyeH — NO3UTUBUPA Ce NPU APYrM rpaHysIoMaTo3HU 3abons- | :
BaHUA (Tybepkyno3a, 6onect Ha Gaucher) n xunepTupeomamsbm
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KPUTEPUU 3A OPAJTHA KOPTUKOCTEPOUOHA TEPAMNWUA
(HECTAHOAPTU3UPAHMU):

UHTpaTopakanHa capkougo3a B lll ctagun

CuMnTOoMaTU4YHAa UNU PEHTITeHONOrM4YHO nporpecupatslia nHTpartopa-

KanHa capkougo3a BbB |l ctagun

NMauneHTn ¢ TeXXKO CUCTEMHO aHraXupaHe: OMHO, HEBPOSIOrMYHO UMK
CbpAEeYHO aHraxupaHe, uspaseHa xmnepkanuemums

NMaumneHTn cbC CpeaHO TEXKU CUMIMTOMM, KaTO KOXHU fie3uun, npeaeH
yBEUT UNu Kawnuua




