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[ nctnoumnTos X

[uctmoumTos X nerkux - rpynna
3aboneBaHnn ¢ Ype3BbIYanNHO
Pa3HOOOpPa3HON KITMHNYECKOM
CUMMTOMAaTMUKON N MPOrHO30M,
00beaNHEHHbBIX HA OCHOBaHUN
OAHOTUMHOIO NOPaXXeHUs TKaHW,
XapaktepuayroLlerocsd qopmMmnpoBaHNEM
KIMETOYHbIX MHPUNBTPATOB, KOTOPbLIE
cogepXxaTt KneTku JlaHrepraHca n UMetoT
TEeHAEHUMIO K 00pa3oBaHWIO rpaHynem.



NcTopus 3aboneBaHuns

PaHblwe  cuuMtann, 4YTO  903MHOUIIbHAs  rpaHyrnema  nokanunayeTtcs
NCKNIOYUTENBbHO B KocTax. OgHako, korga Obinv oOHapy)XeHbl U3MEHEHUS B
OPYrux opraHax, He COBCEM TOXOECTBEHHblIe MO TMCTONOrMYEeCcKon CTPYKType
903MHOUNBHOM TrpaHyfieMe, TO OHM OblIM onucaHbl Kak FMCTUOLMTAPHBLIN
peTukynosaHgotenno3d  (bonesHb  XeHpga—Lllionnepa —  Kpucyena) w
nunorpanynemarto3 (bonesHb Jliottepepa — 3use). A. Wallgren (1940)
YCTaHOBUIT TUCTONOrMYECKOe CXOACTBO MeXay OTUMM  OOonesHsiMU, YTOo
BNOCNeAcTBMM ObINO NOATBEPXKAEHO APYrMMU NCCregOBaHUSMM.

L. Lichtenstein (1953), mn3y4yass 3TOT npouecc, nNpuen K 3akn4veHuto, 4TO
N3MEHEHUA B CKenete U MArkMX TKaHaX MNpu  YNOMSHYTbIX 3aboneBaHusiX
SABNSAKOTCA  cMMnToMamMm  ogHou  BonesHu, Anst  KOTOpOWM  XapaKTepHa
nponudepaumnsa ructmouutoB. OH onucan rnucTonornyeckne 4eptbl GONEesHu u
NpeanoXun HaseaTtb €e NrMCcTUoUMTO30M X.

T. Parkinson (1949) Bbickazan npeanosioXXeHne 0 BO3MOXHOCTU U30SIMPOBAHHOIO
pPa3BUTUA 303MHOUINBHON rpaHynembl B nerkux, nodgHee C. Farinacci n coasr.
(1951) onucanu 2 cnyyas paHHero nposBreHnst 6onesHn ¢ ferodHom
nokanusaumen 3osmHodunbHon rpaHynembl. iccnegosaHua A. Williams n coasr.
(1961), H. Weber n coasrt. (1969) n ap., oCHOBaHHbIE Ha TLATENBLHOM U3Yy4YEeHUU
NEeroYHbIX U3MEHEHWUN, BbISABIIEHHbIX PEHTrEHONOrMYeckn U NoaTBEPKAEHHbIX C
noMoulblo Guoncmn, NO3BOMAUAN UM ONuUcaTb PEHTrEHOSNTIOTMYECKYHD KapTUHY,
KOTOPYI MOXXHO CHMTaTb TUNUYHOM ON9 ructnouyutosa X.



dopmbl 3aboneBaHns

Pasnunyatot Tpyu (opMbl
NnaHrepraHcoOKMeTo4HOro rmcTuoLnTo3a:

bone3Hb XeHaa - LUronnepa - KpucueHa mnum
KCaHTOMaTo3

bone3Hb AOTa - JletTepepa - CuBe

o6one3Hb TapaTbIHOBA UNU 303UHOMUNBbHaNA
rpaHynema

3aborneBaHna OTNMMYAKOTCA Kak MO TEYEeHUIo, Tak U Mo

MPOrHO3y, HO TaK Kak 3TO Bce Tpu (HOPMbl OAHOrO
3aboneBaHusi, MOryT HabniogatbCA B3aUMHbIE KX
nepexonbi.



Knaccugukauus no

pacnpoCcTpaHEHHOCTH

OpgHooyaroBas MOHOCUCTEMHAasA: MopakeH
OAWH OpraH WM CUCTEMA OpPraHoB, €ECTb
BCEro OOWMH odar nopa)eHus (B TOU UK
MHOW KOCTM, Ha KOXe, B NErkmx v T.n.)

MHoroo4yaroBass MOHOCUCTEMHaAA: NnopaxeH
oAuH OpraH wWin cuncrtemMa oOpraHoB, HO B
BUOE HECKOJIbKUX O4alroB

[TonucuctemMHasi: nopaxeHo aBa M bonee
opraHa unm CUCTeMbl OPraHoB



bone3Hb XeHAaa - Lonnepa - KpucyeHa

MoxxeT nopaxatb AeTen B nobom Bo3pacTe.
XapaKkTepHbl:

nedpekTbl KOCTEN Yepena, Tas3a
QK30 Tanbm Tpnapa-KpucuyeHa
HecaxapHbIn gnabet

oXupeHue

OoTCTaBaHue B Hn3NYECKOM Pa3BUTUN
renaTomeranus

JlnmdpaneHonatud

neTexmnanbHas Cbinb

cebopesd

N3MEHEHMNSA B NETKNX

CTOMaTUThI.

K ocHoBHOMY 3aboneBaHWUO MOXET MNPUCOEAMHUTLCS BTOPUYHAS
NHeKUnS.



borne3Hb AbTa - JleTTepepa -
CuBe

Uallle BCcTpeyaeTcqa y AeTen paHHero Bo3pacrTa.
Pa3BnBaeTca OCTpoO:

C BbICOKOW nnxopaakou, KOXXHbIMU
BbICbIMaHNsIMM B obnactu  rpyauHbl U
NO3BOHOYHUKA,

renatocnieHomMmeranneun

reHepanun3oBaHHbIM yBENnM4YeHnem
NnMMQ@aTNYeCcKnX y3roB

OTUTaMUu
MaCTonamntTamu

nopaXXeHUeMm Jerkux, nopaxeHnem nIoCKnX
KOCTEeu



KoXHble BbiCbINnaHuAa npu 6one3Hn AdTa -
JletTepepa - CuBe

g 5 !




bone3Hb TapaTbIHOBa

HabntogaeTtcsa npeMmyLeCTBEHHO Y AETEN LWKOMNbHOro Bo3pacrTa.
TUNUYHBLI:

obLiaa cnabocTb

NOBbILLEHHAA YTOMIISEMOCTb

NOHWXXEHHbIN anneTuT

bonb B KOCTAX (NOpaXkaroTCs Kak NNockme, Tak U TpybyaTblie KOCTH)

nosbiweHHas COJI

nHorga 303nMHopmnns

B psine cnydyaeB 6onesHb npotekaetr 6ecCMMNTOMHO U 3aKaHYMBAETCS
CaMonpon3BOSibHbIM U3JTIEYEHNEM.

Ha peHTreHorpammax KocTten OOHapyXuBalTCA oyaru
AEeCTPYKUMM, Yalwe OKpyrrnom wunu oBanbHou ¢opmbl 6e3 30H
cKnepo3a. B He3HaunTerlbHOM 4YUCrie CrlydaeB KIMHMYEecCKasd KapTuHa
bone3Hn 6onee spkasi: HecaxapHOoe MOYEU3HYpPeHUEe, 3dK3odTanbm,
renato- UNM renaTtocrnsyieHoOMeranusi, aHemMud, pasnuyHble U3MEHEHUS
KOXMW 1 ap.



OTa KapTuHa XapaKkTepusyeTtcsd
andody3Hou OBYCTOPOHHEWN

NHTEepPCTULMANbLHON
NHUNLTPaunen C
MeSikoo4aroBbIMu TEHAMMU

pasmepom 2—3 MM Ha
NPOTSXKEHMN OBOUX  JErkux.
[1Ipyn 3TOM 3aMETHO yTornuieHne
nepnbpoHxmnansHOM TKaHU B

Buae Myar.



HOBOCTIA TYHEROV VAT HOCTAA

K BONpOCY AUarHOCTUKM
rMCTUOLMTO33 U3 KNETOK
JlaHreprapca.

Nazok U. U.1, Bopucesnu I'. A1,
Cepreesa A. A.1, PatHep T. [1.2

Puc. 4. NTMCTUOUNTO3 U3 KNETOK
JlaHrepraHca. MaMeHeHns B
nerkux B euae oboraeHus,
W30BITOYHOCTH NErOYHOrO
PUCYHKa, ero aedopMaLuu no
CETYaTO-NETNNCTOMY TUNY. B
NpaBoM NerkoM KucTa, KoTopas
NepUoaNYECcKA OCNOXHANACH
HarHoeHueM.




PEHTreHoAuarHoCTHKA
AN MPYIHEX U
ANCCEMUHMPOBAHHBIX
33b0NEBaHUIN NErkux
[1.6. Bnacoe

Euou B. 37 neT.

[ ncTHouwToz.

3 — oD3A0pPHas
peHTresarpamMma, B
BADXHHX H CPEAHHX
NErOYHBY NONAX OSoNX
NErKax BoipDaOweH
audhdy zHbIA
CeTHaTONUHEHHBIK
dubpos,

0 - ror e Oonvmon, KT,
HuddyzHei
NHEBMOCKNEDO3, Ha
thore xoTopara
DACCEAHBI MEaNKKHe
y3enki. KonbUusBuaHEIS
TeHK DPOHXO3KTASOR B
NonNepeYHoM CeYeHnI,




wawy racdwomed, cw

PeNTreHoanarHocTuKa
OUPDYIHBIX ¥
AHCCEMMHHPOBAHHbIY
3a00NEEaHNA NETKNX
[1.B. Baacos

oHon B, 37 ner,
MHCTWALM TS,

a — abzopsan

o

peNTreHorpanmda, B
BEDXHAX U CPeaHuy
NeroMHBIX NoAAX
abauy Aerkuyx Beipa-

#eH AHhdyaHbId

CETHUATONHHEMHE I
Prbpos,

ToT we BansHon. KT.
AnddyaHbii
NHBBEMOCHNEPOS, HA
PoHe KoTopore
PACCEANE MENKNe
YI2NKM .
KoNbueBnaHLIe TaHN
CpoHxa3kTazoe B
NonNepeyHaN
CRYEHUH.,
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[UCTHOUATOS KNETOK

NanrepraHca




[HCTACLUATOS KNETOK

NaHrepraqca




(MCTUOUMTO3 U3 KNETOK
lNaHrepradea




(MCTUOUWTO3 U3 KNETOK
IaHrepraHe:




'
b

CTUOUWNTO3 U3 KINEeTOokR
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IaHrepraH:




MMCTUOUNTO3 U3 KNeTOK
IaHrepradea
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Pulmonary Langerhans cell histiocytosis (cystic stage)

vy radomed, o0
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Cystic lung changes in a patient with Langerhans cell histiocytosis.
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Cystic lung changes

N a patient with
Langerhans cell
listiocytosis.




ANMaemMmnosiorns

5% naumeHToB C JUCCEMUHMPOBAHHbLIMU
npoLieccamm, npoLleaLlnx OTKpbITYH Bruoncuto
F1IErkoro

bones3Hb nopaxaeTt rmaBHbIM 0O6pa3om aeTen (B
BOo3pacTe A0 4-5 feT), HO ee MOXHO BCTPETUTb
Ny B3POCIIbIX

[lopaxeHne nerknx 4acto BCTpedaeTca VY
MY>XYMH MOMoOOro W cpedHero BoO3pacTa,
OObIYHO 3aa4dnbiX KypunblWMkoB . Ecnu Her
COMNYTCTBYHOLLErO nopaxeHna Koctenm
OTNMNYNTDL rmctmountos X  OT  Opyrux
NHTEPCTUUMANbHbLIX 3aboneBaHUW JEerkux no
KIMMHNYECKOWN KapTUHE HEBO3MOXKHO



ITnonornvyeckme gpaktopsl

3aboneBaHne paccMmaTpmBaeTCs Kak XpoHudeckasa dopma
PETUKYNOrMcTuoumnTo3a co BTOPUYHbIM HapyLweHnem
XONecTepuHoOBOro  obmeHa.  OfIEKTPOHHO-MUKPOCKOMNUYECKOE
nccnegoBaHns, CBUOETENLCTBYHOT O TOM, YTO B OCHOBe OOne3Hun
nexuT nponudepauna Knetok JlaHrepraHca

Kragballe w©n coaBT. Ha o0OCHOBaHUM  UMMYHOMNOrMYECKUX
uccrnegosaHum y 6 pgerten, cTpagarolimx rMCTUOLMTO30OM X,
NpuwWIM K BbIBOAY O CyllecTBOBaHUM (PYHKLMOHANIbHOro
nechektTa B MOHOHYKneapHo-harouMtapHoOuM  cUcTeMe
OONbHbLIX rucTMounTozoMm X, O YaCTUYHOM COXPaHEHUM
KITETOYHOro MMMYHUTETA 3a CHYET HEU3MEHEHHbIX HENTPOJOUIIOB

3aboneBaHU0 Hepeako npealwecTByeT TpaBma, BUPYCHbIe
nHdekuumn (rpunn, Kopb, BeTpsAHas ocna). OnucaHbl cnydau
pa3BUTUA OOME3HN Y HECKOSIbKMX YSIEHOB CEMbW, UYTO MOXET
cBuaeTenbLCTBOBaTb O POJSIM HacrnencTBeHHbIX PakTopoB



[laTomopdoonorus

Bepudunkauma gumarHoza OCHOBaHa Ha
BbIABNEHUN TpaHynem, coaepaliunx
rmctuoumnTol (Knetku JlaHrepraHca)

\[ec/zc a/P/cmef S

OCprIVI .qwcceMMprOBaHHbm rwcmoumos
nU3 KneTtokK JlaHrepraHca



IlaToreHes

KoMnoHeHTbI TabayHOro AbiMa uUrparoT
pornb nyckoBoro ¢pakropa

lNoBpeXxaeHHbIN AaNUTennn ;pouxos
ABNAeTCA NPUYNHOMN Pa3BUTUA
ayTOMMMYHHOM peakuumn



KnnHuko-nabopatopHbie u
dyHKUMOHaNbHbLIE MeToAbI

ncerenoBaHus

KnnHuyeckune npusHaku:
HenpoayKkTnBHbIM Kallernb
Opapblwka npn pumsnveckon Harpyske.

XKanobbl o0Lwero xapakrepa (nMxopagka, cnabocTb, CHUXEHUE MaccChbl
Tena).

bonb B rpyaHon knetke (nHesmoTtopakc — 10-15%).

OBLLEKNUHNYECKNN N DUOXMMNYECKNIN aHarnM3bl KPOBU — B rpeaernax
HOPMbI, BO3MOXEH YMEPEHHbIN NenkounTtos, yeenmndyeHme CO3D.

®BL — Ha paHHUX cTaansx OBCTPYKTUBHBIW TUM HaApPYLUEHUS
BCrneacTBue nepmbpoHxmanbHOro BocnaneHus.

PeHTreHonornyeckme metoabl: 0030pHasi peHTreHorpadus
rpyaHoun knetku, KTBP

BpoHxockonusi ¢ uccnegoBaHMeM OpoHXoanbLBEONIAPHOro CMbiBa
(noBbIWEeH LUTO3 — anbBeonsipHble Makpodarn, HentTpodpunbl,
303UHO(UIbI).

Buoncusa TKaHU Nerkoro — «30510ToM cTaHAapT».



TeyeHUe N NPOrHo3

XapakTepmnayeTcs Yype3BblYaNHbIM
pasHoobpasmnem. bnaronpuatHoe
TeyeHne (NosiIHoe unu - 4YacTuU4yHoe
pa3pewieHne) — B 50% cny4yaes.

bbicTponporpeccupytoliee  TedeHune
(peumnanBupyone NMHEBMOTOPAKCHI,

TaKenas ablxaTenbHaga
HeOoCTaTO4YHOCTh)



JleyeHue

[ NMtOKOKOPTUKOCTEPOUALI — NPEeAHN30MO0H
0,5-1 Mr/kr ¢ nocTeneHHbIM CHUXEeHUeMm
no3bl B Te4eHne 6-12 mecaues.

Lintoctatmnku (BMHONACTUH,
METOoTpeKcaT, umknodochamua) npu
NPOrpeccupyroLLeM TEHEHNN

OTKa3 OT KypeHus.
[TpopmnakTrka BUPYCHbIX NHAPEKLINN.



Cnuncok nutepartypsil

peHTreHorpamMmmbl U KT — ckaHbl.
— KT - ckaHbl

— (popMmbl

rmcTmoumTosa X
— KINWHWKa, poTOo



