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IdncceMmnHmnpoBaHHbIe NpoLueccChbl Nerkux

JTO He ANarHo3, HO cobupaTteribHbIN KITMHUKO —
PEHTreHONMOrM4eCKUn CUHAPOM,

OXBaTbIBaOLWMN OONbLUYIO FPynny HO30510rM4Yeckux coopm
N CUHAPOMOB, 00O beAUHEHHbIX MO ABYM OCHOBHbIM
npu3HaKam:

s
A
N

1) nporpeccupyoLien oablilliKe
2) pacnpocTpaHeHHbLIM Oo4YaroBbIM U/Unu

UHTepcTUUManbHbIM U3MEHEHUSAM B Nerkux,
yCTaHOBMEeHHbIM npu R- nccnepgoBaHumn.




YcnoBusa aunarHoctuku OIJ1

1. 3HaTb, YTO OHU CYLLUECTBYIOT
2. lNopo3peHue Ha OI1J1 BO3HMKaAET npu HaNU4un:

1) nporpeccupyrowen [1H (pecTpMKTUBHOro TMna) c
HapyweHuem auddysnm O, Npu UCKNO4YeHUN
paaa KNMMHUKO-PEHTreHONTOrM4eCKux CUHAPOMOB,
yKa3bIiBalOLWMX Ha NOPaXXeHue pecnmpaTtopHbIX

OTOEeNOoB JIerkux U nneBpbl.

a) oyaroBble, UH(PUNbTPATUBHBbIE NpPoLECCHI



Ycnosusa guarHoctuku OMNJ1

0) okpyrnble obpasoBaHua (R cuHapom)
B) NOJIOCTHbIe OOpa3oBaHuUsA

) CAHAPOM NnopaxeHus nrneBpbl (3IKCCyaaTUBHbIU
NnneBpuT)

U yCTaHOBJIeHUe CMHAPOMa ANCCEMUHUPOBAHHOIO
nopaxeHus (B BuaAe MHOXeCTBEHHOro o4aroBoro
wnun/u guccemmHmnpoBaHHoro ¢onbposa)

KaK CaMOCTOATeNIbHOro cuHapoma / 6onesHun nnu
KaK OOHO U3 NPOSBIIEHUN OCHOBHOU OoOrne3Hun
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JleroyHble .qucceMMHauMM, kKnaccundukauums

N3BecTHOM 3aTMONOrumn
1. WHdeKUunoHHbIe
OTI1
JleroyHble MUKO3bI
[MapasuTapHbie Ol
PecnupaTopHbIN gucTpecc- CUHOPOM

O npn BUY nHdekunm




JleroyHble guccemMnHaummn, Knaccudpunkaums

2. HenHMpEeKUMNOHHbIE

1) [THeBMOKOHMO3bI
2) IAA

3) JlekapcTBeHHbI€e
4) PaanaunoHHbIe

o [locTTpaHcnnaHTauMOHHbLbIE
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JleroyHble guccemMunHaummn, Knaccudpumnkaums

3. OMNJ1 HeycTaHOBNEeHHOU nNpupoAabl

n WUNDA

2y Capkoungos

3) TmectnoumnTtos X

4  AnbBeonspHbIN NPOTENHO3

55  INpwn Backynutax n C3CT: cH-m N'yanacuepa,

6-Hb BereHepa , CC[L, PA
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Knaccudmkaumua oyaroBbix AUCCEMUHALMA

OvaroBble
= KpynHo 8-12 Mm
= CpepgHe 4-8 MM
= Menko 4-2 MM
= MwunwnapHbie 0,5-2 mm




Buabl o4aroBbIX gUCCEeMUHaALMK
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[THEBMOKOHWMO3bI (CUNUKO3, Depunmnos)
Tybepkynes (MuUnmMapHbIn, reMmaToOreHHo-
OUCCEMUHMNP.)

MeTtacTtatnyeckum pak (KapumnHomMmaTtos)
AnbBeonsapHbLIN MUKPONUTMA3
OK30reHHbIN anneprnyecknn anbBeonuT
[ pnOKoBbLIE (MHEBMOMMUKO3bI)
[lapasntapHbie

T3Jla xuposas
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AOMJ1 ( cunuko3s) yanosas popma
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Buabl ouaroBbiX AgUcceMmMHaLUN

(p,ucceMMHMpOBaHHle’l TybepKynes neKkux)

3ab0ne6aHUA 1t INPACMBL OPZAHO6 ZPYOHOM KNEMKIL
- —
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MHTepcTULManbHble gucceMmMHaumm |

SAN Sl S

CeTyaTbi NTHEBMOCKNEPO3 (XP. OPOHXMUT)
KapanoreHHbIN NHEBMOCKEpo3
KuctosHaa runonnasus

[MTHeBMOHMM (BUpPYCHasA, MUKONJIa3MeHHas)
cch

am







CmellaHHble AgucceMmnHaUum

UDA

Capkounpos

'mctountos X
JIlenommnomartos nerkux
AMunonaos nepBUYHbLIN
CHap. Nyonacuepa
BpoHxoanbBeonsApHbLIN pakK
MykoBucuupos
OmMmorpaHynomaTtos

femocupgepos
C3CT v Backynutbl (CKB, YI1,PA)



onn (Ho3onornyeckue popmbl)

1. AnbBeonutbl: NODA — 23%, Tokcunyeckum,
Anneprunyeckumu

2. [paHynemaTto3bl: Capkounpo3 nerkux, AT
[THeBMOKOHMO3bIl, [IHEBMOMUWKO3bI

8. OunccemMuHauumn onyxosieBou npupoAasbi:
BpoHxoanbBeonsApHbIU  pakK, KapumHoOMaTo3 rerkux,
PakoBbin nudaHrounTt

4. Pepkue dopmbl: 'emocnaepos nerkux, CuHAa.
'yanacyepa, NepBU4HbIN amunongos

5. UHTepcTny. ¢hmbpo3 npu nopaxeHuu AOp. OpraHoB WU
cuctem: Backynutbl 7%, C3CT, KapaunoreHHbin condpos ,
JlyyeBoun chpubpo3



NMNopo3speHne Ha O3J1 4OMKHO BO3HUKHYTb
Npn HaNM4Yuun cneayroLwmx NPU3HaKoB:

1. AH (npn ucknouyeHnn ap. 3adoneBaHni)

2.YNOPHbIA CYXOW UNN CO CKYAHOWU MOKPOTOM Kallenb —
MHOraa KpoBoxapkKaHue (HeKpoTusmpyroume
Backynutbl, FA4T)

3. LlmaHo3, ycunusarowmmnucs npm pusnyeckon Harpyske

4. CyocheopunbHaa nnu cpedopunbHas t° (npu
UCK/TIOYEeHUN OP.NPUYUNH)

5. YKopoueHa (ha3a Bgoxa u Bbigoxa (KOCBEHHbIW
NPU3HaK pecTpukumnin)

6. Kpenutauyusa npun ayckynsrauum (Heodsa3aTenbHbIN
NPU3HaK)



10.
11.

MonospeHue Ha O3JT gomkHo
BO3HUKHYTb NPMU:

[MepumyLlecTBeHHOE YKOpPOYeHUue
NepKyTOPHOro 3BYyKa

UHTepcTnuManbHbIe n/nnu o4yaroBble
n3aMeHeHusa npu R-nccnepgoBaHumn

'Mnokcemus (npu donsnvyeckomn Harpyske)
B[ - pectpuktuBHbiv TN OH
BbisiBneHne HapyweHHon aAnchhpy3moHHOU

CNMOCOOHOCTU Nnerkmx
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Kpumepuu ouaeHo3a Ar1J1

Oon.kputepun: npu otcytctBun adpdgekra ot
OPOHXONMNTUYECKON, aHTUOaKTepuanbHOWm,
npoTuBOoBOCNANUTEsrIbHOU Tepanuun

[lpn yctaHoBneHuu kputepues: 1, 8, 10,11 —
ANarHo3 He Bbi3biBaeT COMHEHUMN




Ecnu nogospenue Ha AMNJ1 BO3HMKAO

1. YTOouHeHMne aHaMHe3a (gna anarHoctuku AOMJ]
N3BECTHOU 3TUOSIOrUN)

[Mpodh. aHamHe3 NMHEBMOKOHMNO3bI
OpraHn4yeckas nbifb NMHEBMOKOHMNO3bI, DAA
KOHTaKT ¢ MoHn3unp. nyyeson gonodpoas
pagnauunemn

Anua. aHamMmHes 4 TBC
[lpumeHeHne UUTOCTaTUKOB, TOA

HUTPOJOYpPaHOBbLIX, MNpPen-0B,
raHrnMnMobnokaTopos



Mopospenue Ha AMNN (29tan) -

PaKT oTArow,eHHOro aHamHe3a noaresepPxaeH!

LleneHanpaBrneHHOe obcrnenoBaHue

e CaH-rurneH. xapakrepmucTtuka
(MTHeBMOKOHMO3bI, paauauus)
* 3yyeHne 4YyBCTBUTENILHOCTHU K
cneundpuvyecKkum Al
e MokpoTa, npomMmbiBHbIe Boabl Ha BK



Monospenue Ha OMMA«(3 atan) -

AHaMHe3 He oTArouweH (B otHoweHun AMNJ1
YTOHYEHHOU 3TUOSIOrnn)

ECTb N CUCTEMHOCTbL NopaxeHna?

K/IMH.NpoABIEHNS

AnarHocTunyecka
APTPUTDI A1 rmnoTesa
lepmatut
p 1A
CuHapom PeinHo
Hedput A npun C3CT,

CMCTEMHbIX
[oxynatve n ap. BacKynutax
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bone3Hb XammaHa-Puua, cknepo3npyrowmm anbLBeoriuT

[1aT. dousmonornyeckad CyLIHOCTb. pa3BUTUE allbBeONAPHO-
KanunnapHoro 6rnoka — HapyLweHne paBHOBECUS CUCTEMDI:

KonnareH <= KonnareHaza = VHrMbuTopsbl KonnareHasbl
nedekTbl cynpeccopHbix cybnonynsuun J1P

* LIK — 3aBncrmMmoe BocnarneHue

e OTek, BOcnaneHuve, condpos

* YNNoTHeHne n yTonuieHme MexarnbBeonsapHbIX MemMopaH,
obnunTepauns anbBeon 1 Kanunnsapos, BO3pacTaHme
PUTMAOHOCTU NEr.TKaHW.



MDA — mexaHnsm passutuma [IH

HapyweHune anddysnum
HapyweHue nepdy3unum

ApTepno-BeHO3HOe LUYHTUpoBaHue (3Ha4YeHue
HeBennko<6%)
4

'mnokcemus
g

CuHpgpom JIIN - XpoH.neroyHoe cepaue



I/ICDA KnunHuka

Myx: XXen=2 : 1

1. Cungpom nporpeccupyrowien xpoHundeckom AH c
HenpPoAyKTUBHbIM Kawinem, YyBCTBOM
HEeBO3MOXXHOCTMU rnyoboKoro Booxa.

2. Jlnxopapka (y 50%)

3. CucrtemHble nposiBreHusA
(noxyaaHue B 1/3, aptpanrmm, cuHgopom PeunHo,
Muanrum)

4. Cunpgpom JIIN , xp,nero4yHoe ceppue



Oco6eHHOCTb OOBLEKTUBHOIO cTaTyca Nnpw
NDA

1. OcnabneHue Be3UKYNAPHOro AbiXxaHua (Ha BOOXe WU
BblOoxe)

2. [NputynneHue nepKyTOpPHOro 3ByKa

3. Kpenutauma ycunuBawLwasicsa npu dopcupoBaHnmn
AblIXaHUsA

4. LlnaHo3, ycunuBarwowmmncs / nnv BO3HMKaKLWUN NPU
consnyeckomn Harpyske



TeyeHue n ocnoxxHeHna NOA

TeyeHUue: oOCTpoOe, nNOAOCTPOE, XPOHUYeCKoe
(peunpmnBeupytoulee)
R- ctagumu
1. WHTepcTUUMaANbHble N3MEHEHUSA
2. flyencToro, KUCTO3HOroO JiIerkoro

OcnoxHeHusa NDA:

JleroyHble ocrnoxHeHusa (pepko)— 3-4 %:
NHEeBMOTOPAKC, 3KCyAaTUBHbIU NNeBpuUT

BHenerovyHble — xp.fieroyHoe cepaue
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Right ventricular hypertrophy Right ventricular hypertrophy due, in this case, to
primary pulmonary hypertension. The characteristic features include marked right axis
deviation (+210° which is equal to -150°), tall R wave in Y1 (as part of a qR complex),
delayed precordial transition zone with prominent S waves in leads ¥5S and V6, inverted
T waves and ST depression in V1 to ¥3 consistent with right ventricular "strain”, and
peaked P waves in lead |l consistent with concomitant right atrial enlargement.
Courtesy of Ary Goldberger, MD.



Kpumepuu duazHoza N®A (ATS/
ERS,20002)

bonbuwiue

UcknrouyeHue dp.3abosiesaHull Jieakux c Ar
ycmaHoeJsIeHHOU npupoosbl.

U3M.cbyHKUUU 8HewHe20 ObIXxaHUusi (pecmpuKkmueHble ),
HapyuweHue 2a3006MeHa.

2-X CMOPOHHUEe U3M. 8 JZIecKux no muny «Mamoeo20
cmekna»

. Mo daHHBLIM 6uornicuu unu 6pPoOHX0asIbE8EOJISIPHO20

Jiaeax{a, Hem rMpPpu3HaKoe aJibmepHamueHO020 duazHo3a.



Kpumepuu duazHo3a UDA (ATS/
ERS,20002)

Manbie:
1. Bo3pacm cmapuwe 50 nem

2. rnocmerieHHoe rosiesieHuUe OObIWKU npu ¢us.
Haz2py3Ke

3. dnumenbHocmMb 3abosiesaHus1 6osiee 3x mec.
4. Kpenumauyusi 8 HUXXHUX omaoeJsiax Jie2Kux

JosmkHbl npucymecmeoeamsb ece 4 6onbuwux
Kpumepusi U He MeHee 3 X MalJlbiX.



UDA ( nHTepcTuumanbHbie NU3MEeHEeHUs B
H/oTAenax nerkux)




UDA, cmelnaHHbIN BapuaHT
MHTepPCTULMaNbHO — HOAYNAPHbLIA, KNCTO3HOE
nerkoe




NeyeHune NOA

1. AHTUONOTUKM He 3 PeKTUBHDbI !

2. Ha paHHux cTaguax (MHunbTpaunua, OTeK) -—
KopTukoctepouabl, cpegHue Ao03bl 40-90 mr/cyT, Ha
no3aHux (cpnbpos) — ycyryonsaroTt npouecc

3. UmyHoaenpeccaHTbl: a3aTuonpuH, uuknodgocdgaH B cp.
pno3sax — 100-150 mr/cyrT.

4. TopmoxeHue (3ameprneHune) dpubpoodpa3zoBaHUA:
KynpeHun 600-1200 mr/cyT, BepoOWNUPOH, KONMXWULMUH,

UHTEepdgepoH -V,
5.TpaHcnnaHTauma nerknx- 3X fIeTHAA BbIXKUBaeMOCTb
60 %.

6. CuMnToMaTU4yecKkana Tepanus: nevyeHue Xp.riero4yHoro
cepaua.



Tokcunyeckmmn cbmdposnpyrowmumn
anbBeonut (TOA)

UHTepCcTULUMANBbHBLIN U
BHYTpUanbBeonApHbIN hndOPO3 nerkumx,
pa3BUBLUMUCA B pe3ynbraTte NPUMeHeHuUs

HEeKOTOPbIX NeKapCTBEeHHbLIX NMpenapartoB



ToKkcuyeckmmn chmdposnpyrowmm
anbBeonut (TOA)

MaTomopdonornyeckas CyLLHOCTb:

| ctTtagpna — HeKpO3 3HAOTEeNUA JErovyHbIX Kanunnspos,
MUKPOTPOMOO3bI, TpaHccyaauus nnasmbil B
MeXXarnbBeonspHble neperopoakm . ®nodpos

Il ctragna — Hekpo3 anbBeouuToB | TUNa
(aaporemaTtuyeckum 6510K) - rmnepnnasusa - noteps
cypdakrtaHTa - Konnanc anbBeon



ToKkcuyeckmun cbmdposnpyrowmumn
anbBeonut (TOA)

[MTaTodomnanonornyeckas CyLHoOCTb

PectpuktnBHaa [1H c HapyweHuem
Aanddysnm O, (oablwKa, Kawenb,
LuaHo3, noxyaaHue)



[MoagospeHue Ha TOA AOMKHO
BO3HUKHYTb MNMpU:

NosiBNeHun nporpeccupyroLlen oabIlKU Y
OHKONMOrM4YeCKNX, remaToriorm4eckux,
Hecponorn4yeckux, peBMaTosIormM4eCcKux
OONbHbLIX HAa (POHE NeYeHUs1 LUTOCTaTUYECKUMMU
npenapaTtamu ( MeToTpekcart, 6-MI1, azaTnonpwuH,
LlP, mnenocaH), a Takke HUTpodpypaHoBbIMU
npenapartamMu, raHrnMoorokaTopamu,
aHOpeKcUu4Yeckumu npenapartamm (penpaHoH,

AOE30HNUMOH, rpauuauH)
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TOA ( oCcTpbIt METOTPEKCATOBLIN
NMHEBMOHUT npu PA)

Chest x-ray from a patient with acute methotrexate '
pneumonitis demonstrating bilateral diffuse
infiltrates. Courtesy of Fiona R Lake, MD.




Capkounpo3s (bone3Hb beHbe-beka-
I.I.IaymaHa)

CucteMHoOe Me3eHXManbHoe 3aboneBaHue C
pa3BUTUEM INUTENTMOUAOHbIX FPaHyfIeM BO

MHOIMMX OpraHax m TKaHAX.



Capkoungos

OcTtpoe TeueHune (1/3 cny4yaen)
(cunapowm JledbrpeHa)
1. Y3noBartas aputema
2. YBernuyeHve NpUKOpHeBbIX n/y3nosB
3. ApTtpanruum

4. ObweBocnanuTenbHble u3Mm. (t°, cnabocTb, HOTa)
eHepanu3auunsa npouecca s

BTopunyHasa nerovyHasa nHdgekuums



SR
P
- oo

CapKou.qos. MepBUYHO-XpPOHUYECKOE TeYeHue
(2/3 cny4yaes)

Ob6Lwure cumnTombl.criabocTb ,0ablWKa, apTpanruy, T

1. R- npusHakm:
| ctragua --[lpukopHeBana ageHonaTus

Il ctragusa + BoBreyeHueM napeHxXxmumsbl (C ymeHbLUeHUEeM ageHonaTum)
Il ctagus
PasButue chnbpo3sa nerkoro ¢ pechopmaumen cocynoB, OpOHXOB,
aTenekTasoB, aIM(pU3eMbl, NOSIOCTEMN

AnbBeonspHO-KanUNnsApHbIN 050K, HapyweHue anddysum +

HapyweHue nepdysum
v

Cunpgpowm JIC



12:10:38.




Erythema nodosum Painful
erythematous nodules of erythema
nodosum are often found in a

symmetric distribution on the legs.
The nodules can also appear to be
pigmented. Courtesy of Lee T
Nesbitt, Jr. (The Skin and Infection:
4 Color Atlas and Text, Sanders,
CY, Nesbitt, LT Jr (Eds), Williams &
Wilkins, Baltimore. 1995}



OMNN (capkonaos, nevyeHue)

I. TKC, manble ao3bl 25-40 Mmr
Jenarnn, pexopxuH, Ni1akBeHU

BuT. rp. E B coyeTtaHumn c
NPOTUBOTYOEpPKyNe3HbIMU npenapatamMmu

UHransumoHHo NKC
CumnTomaTunyeckoe rnevyeHume
BpoHxoreHHOU MHeKUnn
CuHppom JIIN----Xp. neroyHoro ceppua



MopaxeHus nerkux npu C3CTu CB

= CKB - 40-90%
= CCO -30-90%

= YN - 90-97%,
= AM - 5-23%
= PA 1-60%

YacToTa u TSXKecTb NopaxXeHUn 3aBUCUT OT
Xapakrepa Te4eHUs U rMyOunHbI

obcrnepgoBaHuUA.



NMopaxeHun nerkux npu C3CT n CB

= OcTtpoe TeyeHue — BaCKynut — omOpuUHONOHbLIN
HEeKpo3, aHeBpPU3Mbl, TPOMOO3, KPOBOU3NUAHUA,
obpa3oBaHue NOJIOCTeMN.

= XpPOHUUYCKOE TeyeHwue: MHTepPCTULMASIbHbIU

NHEBMOHUT (NPOAYKTUBHbIE U CKIlepoTUYecKue
N3MEeHEeHUs MeXarnbBeonsAPHbIX Neperopoaok)

= [lneBpanbHas naTosiorus: 3KcyaaThbl:
agaresvBHbIN, CyXOUN NJIEBPUT.

= Wcxoobl: pnbpos, nneBpanbHblie HaNOXEHUS.



Fibrosing alveolitis in scleroderma High resolution CT
scan in a patient with scleroderma and fibrosing alveolitis who
had a normal chest radiograph. A peripheral rim of increased
density can be seen in both lung fields (arrows). This pattern of
ground glass opacification is consistent with a more cellular
appearance oh lung biopsy. Courtesy of Carol Black, MD.




Onn npu C3CT (CCA)

Pulmonary arterial disease in scleroderma
Primary pulmonary vascular disease in a patient with
scleroderma characterized by marked lamellar intimal
thickening. Similar "onion-skin” changes can be seen in
the small arteries in scleroderma renal disease.
Courtesy of Professor B Corrin, Royal Brompton and
MNational Heart Hospital, London, UK,




Ornj npu C3CT (CCA) Nerounas

r’MNepTeH3nd

Pulmonary hypertension in scleroderma Pulmonary
hypertension in a patient with limited cutaneous
scleroderma characterized by enlargement of the
pulmonary artery {(arrow) and attenuation of the smaller
vessels. Courtesy of Carol Black, MD.



Cunapom N'yanacyepa
(remopparnyeckass NTHEBMOHMUSA C

HedbpUTOM)

[MaT.Mopdonornyeckasa CywHOCTb:
MMMYyHHOE nopaxeHne 6asarnbHOU
MeMOpaHbl COCYAOB JNIerknx U no4yek



CuHppom N'yanac4yepa (remopparunyeckas
NHEBMOHMUSA C HeE(PPUTOM) KINMHUKA

Kawenb, KpoBoOXxapkaHue, aHeMus
Oowme nposBreHunsA
(noxypaHue, t°, cnabocTb)
MouyeBOU CUHOPOM,
cdopmupoBaHue XI'H

XMH

N



CuHppom lN'yanac4yepa (remopparunyeckas
NHEBMOHUA ¢ He(ppUTOM) ANArHOCTUKA

= OOHapyxeHue
cugepodraroB B MOKpoOTe

= WmMmyHONnoMuMHecueHUUN
(ooHapyxeHue UK c JgG)

= [ncceMMHMPOBaAHHbLIN NpPOLECC B JfIerknx



