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Houonamuuecxuil

dudbpo3uUpyroWUll ArbBeoaA UM
(HUDA)

- 3a6021€BaHMe N1Ierkux HessiCHOM NpMpoabl C
Mopdos10rMyeckom KapTMHOM 06blI4YHOM
MHTEepPCTMLMA/IbHON NMHEBMOHMMU, KOTOpPOE
XapaKTepM3yeTcAa HapacTalollen 1ero4yHoM
HeA0CTAaTOYHOCTbIO BC/IeACTBME pa3BUTHA
NPenMyLLLECTBEHHO B MHTEPCTULIMA/IbHOM TKaHM
NIerkMx HebaKTepuasibHOro BocrnasieHus, BeAyliero K
nporpeccupyrLiemy MHTepcTmumasibHOMy PUbpo3y.

*



*3nugemmonorms

DA aBnaeTca Hambosiee YacToM oEMoFi MAMONMATUYECKUX MHEBMOHUMA
(80-85 %).
Mo cBegeHMAM AMEPUKAHCKOro Topaka/ibHOro o6LeCcTBa,
pacnpocTpaHeHHoCTb MDA cocTtaBnaet cnydada Ha 100 Tbic.

HaCeJ/IeEHUA Cpean MYKYNH U — Ccpean XKeHLWHnH.

CMepTHOCTb 0T MDA 60/blLE B CTapLUEN BO3PACTHOM Fpynmne U
COCTaB/ISIET B CPEAHEM Ha 100 TbiC. HaceneHusa, MeaMaHa
BbI)KMBAEMOCTM KOJiebeTcs ]

3a nepuoa 1995-2003 rr. nokasaTtenm 3ab6oneBaeMocTn MDA
gggnmqmnMCb B CpeAHEM , M0 pa3HbIM cTpaHam - oT 7 ao 30 Ha 100

CornacHo ctaTucTMyecknm nporHosam K 2020 r. nHTepcTMUMabHble
60/1€3HU NErKMX MO KOMYECTBY “NOTEPb NIET XKM3HM" OYAYT CPpaBHUMbI C
pakoM JIerkoro.



HeCMOTpFI Ha Ha/IM4ne B HaBBaHMM 3a6OJ'IeBaHl/IFI TEPMHHA
M,CI,I/IOI'I&TI/I‘-IGCKMM UJn KpMI'ITOFeHHbIM
npearnpmHUMaloTCA aKTUBHDbIE MOTMbITKU NMONUCKa MNMPpHUYAHDI
NODA.

3abonieBaHMe paccMaTpuBaeTCA Kak npoLecc,
NpOTEKaLWMM B HECKOJIbKO 3TAroB:

NnepBUYHOE NnoBpeXAEHNE SNMUTE/TINAJIbHbIX /U
SHAOTEJ/IMAaJ/IbHbIX K/IETOK }'IeFO‘-IHOM NapeHXnUMbl C
Pa3BUTUEM BOCMNaJINTE/IbHOMU peaKunun;,

BOCCTAHOBJ/IEHME CTPYKTYpPbl MOBPEXKAEHHON TKAHM C
HaKOMJIEHUEM ME3EHXMMaAJIbHbIX KNETOK M M36bITOYHbIM
Pa3BUTMEM DKCTPALLENIO/IAPHOrO MaTpmKkca/ duobposa.



DTMONIOTUA UAMONATUYECKOrO ch6po3l4pyrou.\ero a/1bB€0JIUTa OKOHYaTEJ/IbHO HEe
YCTaHOBJIEHA. B HacToAwee BpeEMA O6CV>K,£I,aI'OTCF| cneagyroume Bo3MOoxKHbIE
3TUoI0rn4eckme CbaKTOprI

— TaK Ha3blBaeMble IATEHTHbIE, «Me/lJIEHHbIE» BUPYCbl, B NEPBYIO
ovyepeapb Bupyc renatuta C 1 BUpyC MMMyHoaedULUUTa YeoBEKa.

[peanonaraeTca TaKkxe BO3MOXHasA PoJib aJE€HOBMPYCOB, BMpYyca JnwTelHa-bappa.
Bupycbl ABNAIOTCA NEPBUYHBIMU TPUITEPAMM Pa3BUTUA NMOBPEXAEHNUA IEFOYHOM TKAHM U,
KPOME TOro, NPOMCXOAMT PENJIMKALMA BMPYCA B YXKe MOBPEXKAEHHOM TKaHM, YTO
cnoco6CTByeT NPOrpeccMpoBaHmio 3a601€BaHMA. YCTAHOB/IEHO TaKKe, YTO BUPYCbI
B3aMMOAEMNCTBYIOT C FeHaMM1, PEryMpYIOLLMMKN KNETOUHbIM POCT, U TaKMM 06pa3omM
CTUMYJIMPYIOT NPOAYKLUMIO KoNlareHa, ¢hmbpo3oobpa3oBaHMe. BUpYCbl CMOCOGHbI TaKKe
YCM/IMBATb Y¥Ke CYLLECTBYIOLIEE XPOHMUYECKOE BOCMAJIEHUE;

— MMETCA AaHHble 0 cBA3K MDA ¢
ANUTE/IbHBIM NMPO(MECCUOHA/IbHBIM KOHTAaKTOM C MeTa/I/IMH4ECKON M JPEBECHOM MblIbIo,
NaTYHbIO, CBUHLIOM, CTa/lblo, HEKOTOPbIMM BMJaMKU HEOPraHUYECKOM Mblan —
aC6eCTOBOM CMJIMKATHOM (I'IyCKOBbIe (TpurrepHbie) dakTopsbl);

— poJib 3TOro akTopa noaTBepxKaaeTca
Ha/IM4neM ceMenHbIx PopM 3abonesaHus. MNpeanonaraeTcs, 4T0 B OCHOBE
reHEeTUYECKOW NPeAPaACMONOKEHHOCTM K MDA NenT HaceACTBEHHbIM NOMMOPDU3IM
FeHOB, KOAUPYIOLWMX O6EJIKM, yHaCTBYIOLME B MPOLECCUHIE N Npe3eHTauMu aHTUIeHOB
T- nMMcbou,MTaM B nocnegHue roabl B passmtnn UPA 60abLLyI0 poab OTBOAAT
reHeTU4ecKomy aedekTty — aeduumnTy al-aHTUTPUNCKMHA (3TO CNOCOBCTBYET AECTPYKLMM
Me3Ka/IbBEOJIAPHbIX NEPeropoAoK, MHTEPCTMLMANIbHOM TKaHM, Pa3BUTUIO SMGBU3EMbI
NErKnx) U CHUXKeHMo T-cynpeccopHomn dyHKLmM T- nMMcbou,MTOB (3TO 6naronpuATCTBYET
Pa3BMTMIO AyTOUMMYHHbIX peakuun).



IIpeononorxcumensrnan smuosozua

DakTopbl pucka UDA

IKOJIOTHYECKAS arpeccus
Kypenue
IIpodeccuonaibHbIe
BO31eiCTBUA

JlekapcrBa
HacaeacrBeHHOCTD
Bupycsl

ComnyTcrsyromue 0071e3HU

THunel HHIaJIAIMUOHHBIX TOKCHUHOB

I'a3bI (030H, OKCHI 230Ta, OKCH/I CEPbI, XJIOP)
Iapsbl, a3p030JH, ABIM (OKCH KaJMHUS,
KHUCJOTHBIE 2a3P030J1H)

Heoprannveckue 4acTuibl (KOMILIEKCHI
HUKeJIsI, ac0eCTOBbIe HUTH, KPEMHHUM)
Oprannyeckue yacTuubl (3J1aK0OBbIE, MUILEBbIE
100aBKH, XBOMHBIE, IPOAYKTHI IEpepadoTKu
TOIJIUBA)

PaagnoaxkTuBHbIE ra3sl M YacTUIIbI (aJb(pa- u
0eTa-HyKJIMIbI)

CMemiaHHbIe (CHTapeTHBIH JAbIM,
aBTOMOOMJIbHbIE U MIPON3BOACTBEHHbIE
BbIXJIOIIbI)



[Ipu manomaTmaeckoM PUOPOIUPYIOIIEM AABBEOAHTE ITOpaKaroTcs aabBeoAornTe | i 11 TumoB u naTEpCTHIIIAABHAS TKAHB
ACTKHUX , COCTOAIIAS U3 KACTOK ME3CHXUMHOTIO IIPOUCXOKACHUA ( hrOpoOAACTOB , MTODHIOPOOAACTOB , PEXKE - MOHOLIUTOB ,
Makpodaros , AUM(OLHTOB ), KOAAATEHOBBIX BOAOKOH U IIpOTeOrAuKaHOB . Hepeako B mporrecc ObIBaeT BOBACUYECH
9HAOTEANUH KAIIUIAAAPOB.

B HOpME B IIpOCBeTE AABBEOA U MEKAY AABBEOAOIIUTAMU BCETAA IIPUCYTCTBYIOT KACTKH HMMYHHOM CHCTEMBI (AABBEOASAPHBIC
Maxkpodaru, ACHAPUTHEIC KACTKI 1 AUM(OIIHITHL, 4 TAKKE HEOOABIIIOE YHCAO HEHTPOMPUAOB U 303UHO(DHUAOB) .

AKTHBHPOBaHUE MaKpOaros ;
BfICBO60)KA€HI/IC HMU MEARATOPOB

oA BamsAHueM AerikorpueHa B4 | MIA-8 u ®HOaavda

nospexodeHue

MOBbILLAETCA NPOHULLAEMOCTb
asporemMaTmMyecKkoro 6apbepa
(cnhoen anbBeonouMToB | TMMNa U

3HW NPUAENKALLMX KanuInsapos)

%ABBCOAH YCTPEMAAIOTCA HEUTPOPHUABL H 903HHO(PHUABI

BBIACAAROT BEIIECTBA, CTHUMYAHPYIOIIMHIC XEMOTAKCHC
" HpOAI/I(bepaLH/IIO KACTOK ME3CHXHUMHOI'O IIPOUCXOKACHUA

MHTEPCTMLUMAIbHBIM OTEK

B NPOCBETE a/IbBEO0J1 NOABNAIOTCA
3KCCYAaT M rMaJIMHOBbIE MEMBPAHDI
(CNyLLIEHHbIE a/1bBEONIOLMTbI)

"~ €CAU AABBEOAUT HE pa3penraerca

BOCITAAHTEABHAA HH(PUABTPAIIUA

/ MEKAABBCOAAPHBIX TICPETOPOAOK

OpraHu3anus BOCITAAUTCABHOTIO 9KCCYAATa B IIPOCBETE AABBCOA

/

KoamuectBo A-Oeaxa cypdakranra ymeHbirieHO. Bo3moskaa mpoandepanus rAaAKOMBIIIIEIHBIX KACTOK .

HayuHaeTcsa pudpos

[TocrenrerHo PuOPO3 pacIPOCTPAHAETCA HA COCYABL, IIPOUCXOAAT OOAHTEpAINA U AcPOPMAIINA AABBEOA, 4 B PE3YABTATE
PasphiBa CTEHOK AABBCOA M CAUAHUSA AABBEOA U OPOHXNOA (DOPMHUPYIOTCA MEAKHIE TAAAKOCTCHHBIE IIOAOCTHL.



Pasznnyatot 5 cteneHen natoMopdonorMyeckmx UsMeHeH1n B
JIEFOYHOM TKAHM Y 60JIbHbIX MANMONATUYECKMM (PUBPO3UPYIOLLIMM
a/IbBEOJ/INTOM:

*| cTeneHb: OTEK MeXa/ibBEONAPIbIX NEPEropofoK, KAeToYHas
MHDUbTPaLMA, U3BUINCTOCTb KAaNMANSAPOB.

*11 cTeneHb: aKccygaums Cepo3Ho- bMOpPO3HOU KMAKOCTU (boraTom

6e/1KOM M OKpaLUMBAIOLLLEUCA S03MHOM) M KJIETOYHAA 3KCcyaaums B
aNbBE0/Ibl, YTO NPMBOAUT K 06IMTEPALIMM a/IbBEOJIAPHOrO
NPOCTPAHCTBA (BHYTpMa/ibBEONSAPHbIM (hrbpo3). Jpyron nyTb
OopraHu3auum aJibBeOJIAPHOro 3KccyaaTta - pe3opoums ero B
MeXKaIbBeoJIAPHbIE Neperoposikn C ynaoTHEHUEM U PUOPO30OM
nocnegHmx. Oba 3T BapMaHTa MOryT COCYLLECTBOBATb.

*11l cTeneHb: BoBNEYEHHWE B MPOLIECC GPOHXMOJ C 06pa3oBaHMEM
MEeJIKUX KUCT U paspyLUEeHMEM CTPYKTYPbl a/ibBEOJI.

*|V cTeneHb: HOpMasibHas CTPYKTYpa IErO4HOM TKaHWU MOJIHOCTbIO
HapyLlaeTcs, KUCTO3HbIE MOJIOCTU NOCTEMNEHHO YBE/IMYMBAIOTCA.

*V cTeneHb: o6pa3oBaHMe TaK Ha3bIBAEMOr0 «COTOBOrO (MM
AYEUCTOro) Nerkoro». KncTol gocturarot 1 cM B AMaMeTpe.



*TeyeHue

[10 KAMHMYECKOMY TEYEHMUIO BbIAENAIOT 3 (POPMbI
MAMONaTUYECKOro (oMopo3UpyoLLErO asibBeoIUTa:

*0CcTpoe TeyeHue - cMepTb HacTynaeT yepes 1,5-2 roga
nocae NosBJeHUA NepBbIX NPU3HAKOB 3ab60/1€eBaHMA;

“nopocTpoe (peumanBMPYIOLLEE) TeYEHME - eTaslbHbIM
ncxon yepes 2-5 ner;

* XpOHUYECKOe TeyeHue, NMPOAOCIKUTENBHOCTb }KU3HM
60JIbHbIX COCTaB/IIET B CpeAgHEM 6- 8 nieT OT Havyasa
3a00/1eBaHMA.

B nocnheaHue roabl 3Ha4YUTE/IbHO peXe BCTpevaeTcs
ocTpasa popmMa 60s1e3HU U NpeobajaeT
peumnamBmpyroiee 1 XpoHMYeCcKoe Te4YeHume.



*KnuHuyeckas KapTuHa

OCHOBHbI€ Kanobbl - . Mo mepe
pa3BUTUA 3a60/1eBaHUA OTMEYAETCA HapacTaHWe OZbILWKMK, BMJOTb
[10 NOJIHOM MHBaNMAM3ALMMN BOJIbHOIO: M3-3a OAbIWKM 6OJIbHOU He
CrnocobeH npomsHecTu dpasy, NpeaioxKeHne, He MOXKET XOaUTb,
06CyKMBaTb cebA.

Hayano 6os1e3HU, KaK npaBmio, He3aMeTHOe, XOTA MHOrga 60/1bHble
onucbiBalT gebT MDA Kak ocTpoe pecnupaTopHoe 3abosieBaHMe.
Tak Kak 60a1e3Hb NporpeccmpyeT 40B0JIbHO MeAJIEHHO, MauMEHTbI
yCrneBalT aJanTUpOoBaTbCA K CBOEU OJblLLKE, NOCTENEHHO CHMXAaA
CBO aKTMBHOCTb M NMepexoaa K 6os1ee nacCMBHOMY 00pasy *KU3HM.
BoAbLWIMHCTBO NAaLMEHTOB HAa MOMEHT 006C/1e10BaHUA MMEIOT aHaMHe3
3a60/1€BaHMA AIMTENIbHOCTBIO A0 1-3 neT, U NpaKTUYeCKU HUKoraa -
MeHee 3 Mec. MHoraa oTMevaeTca NpoayKTUBHbBIM Kawenb (go 20%),
AarKe npoayKumMsa rHoOMHOU MOKPOTbI, 0OCOGEHHO Y 60IbHbIX C
TAXenbiMu popmammn NDA.

Awnxopapka He xapakrepHa A IDA.

ApyruMI CHMIITOMAME MOIYT OBITH OOIast CAAOOCTD, APTPAATHUN, MUAATHH,
M3MEHEHIE HOITEBBIX (paAaHT B BuAe ''OapabanubIx marodek’ (A0 70%).

ITo mepe mporpeccupoBaHus 3a00AEBAHUA TOABAAFOTCH IIPU3HAKHA ABIXATEABHOM
HEAOCTATOYHOCTH B ACTOYHOIO cepAla: AU@Y3HBINA CEPO-IIEIIEABHBINA [THAHO3,
ycuaenue 11 ToHa HaA A€TOYHOM apTepHUeH, TAXHKAPAUSA, HAOYXaHHE IIICHHBIX BEH,
nepudepuyeckue oreku. CHIKEHHE MacChl TeA2 OOABHBIX, BIIAOTD AO Pa3BUTHA
KAXCKCHUU, ABASCTCA XaPAKTEPHBIM IIPU3HAKOM TepMUHAABHOU cTaanu VIPA.




lMpu 06BLEeKMUBHOM UCC/1e00B8AHUU 60/bHbIX DA
BbIIB/ISIETCA HaZ 061acTbio
NnopaxeHuA.

XapaKTepHbIM ayCKY/IbTaTUBHbIM NMPU3HAKOM ABJIAETCA
, BCTpeyvarolanca y 3/4 6onbHbIX DA, Ee CpaBHMBAIOT C

"TpecKom u,ennocl:)aHa M1 3aMKOM-MOJTHMEN (Xpunbl “Velcro®). Mo
CPaBHEHMIO C KpenuTaumen npu Apyrmux 3aboneBaHmaAX (MHEBMOHMS,
6pOHX03KTa3bl, 3aCTOMHbIE NMPOLECCHI B IETKMX), KpENUTALMS MNpK
MDA 6onee HeXXHas: MEHEE FPOMKas U 6o/iee BbICOKasA Mo YacToTe,
BbIC/IYLLUMBAETCA Ha BbICOTE BAOXA, T.€. B KOHEYHO-UHCMMPATOPHbIU
nepuoa. Hanbosiee yacto BbIC/IyLUIMBAETCA B 3a4Heba3asibHbIX
OTAe/iaX, XOTA Npu NPorpeccnMpoBaHUM 3a60/1IEBAHUA MOXKET
BbIC/YLUMBATbCA HaJ BCEM MOBEPXHOCTLIO JIETKUX U B TEYEHUE BCEU
da3bl Bgoxa. Ha paHHMX 3Tanax 60s1e3HM 6a3asibHasa Kpenutaums
MOXeT ocnlabeBaTb MM JarKe MNOJHOCTbIO McYe3aTb MPU HaAKJIOHE
60/1bHOro Bnepea.




XapaKTepHbIM AAB/ISIETCA TaK Ha3blBaeMoe
« >, HAaNoMMHalLLEee CKpUN OT TPEHMS
MPOGKU BbIC/YLUMBAETCS Ha BAOXE U MPEUMYLLECTBEHHO
Ha/l BEPXHMMM JIEFOYHbIMU MOJIAMM U, T/TABHbIM 0OPa30oM,
MPU BblPaXKEHHbIX MJIEBPO-NMHEBMOCKIEPOTUYECKUX
npoueccax .

Y 60/1blIMHCTBA 60/1bHbIX (83 %) OTMe4YaeTcs

[pn HAAMYMK NEFrOYHOMU TMNEPTEH3UM BbIC/TYLLIMBAETCH

MOrYT ObITb CAbIWHbI Y 5-10% 60/1bHbIX 1 0ObIYHO
NoABNAAIOTCA NpU conyTcTBylouleMm 6poHxuTte. Zlo 50%
BCEX MAUMEHTOB MMEIOT :




*/labopamopHnie

o 0 X 0"4
Memoobl uccsiedosaHus b 0 o'ete’e’e’

Aa6opaToprle TECTHI IIPU N®PA 0OBIYHO HE UMEIOT AMATHOCTUYECKOM

sHaunMocTH. B 90 % cayuaes HaOAropaeTcs yBeamdernne COD, y
OOABIITMHCTBA OOABHBIX OOHAPYKUBAIOT [TUPKYAUPYIOIITIE HMMYHHBIE
KOMITAEKCHL, y 30 %0 ITarmmeHTOB — IIOBBIIIIEHIE OOIIIETO YPOBHSA
UMMYHOTAOOYAWHOB. 20—40 % 6oapHBIX 1D A 0Oe3 conmyrcTByrormmx
AP PY3HBIX 3a00AEBAHIHT COCATHUTEABHOMN TKAHI UMEIOT

ITOBBIITICHHDBIC TI/ITpI)I pGBMaTOI/IAHOI‘ O Q)aKTopa 3451 aHTI/IHYKA€aprIX
AHTUTCA.

Vccredosarue :a308020 cocmasa u Kuca0mo-0CHO8HOZ0 COCHOAHUA KPOBM.’

T'IITIOKCEMMUS; XaPAKTCPHBIM ABASACTCA CHIDKCHUE HAIIPOKCHUSA YITACKIICAOIO I'a3a M, KaK
CACACTBHC, pCCHHpaTOprIﬁ AAKAAO3.



PeCcTpUKTMBHbIX TUM HapyLIEHUM
BEHTU/IALUMOHHOM (DYHKUMM NIETKUX:
YMEHbLIATCA 06Laa eMKocTb nerkmx (OE/)
M ee CoCTaBAAILWME — KM3HEHHAA €MKOCTb
(AKE/T) M octatouHbiM 06bemM (O0/); Ha
paHHen ctagmu UOA JKEJ1 MOXKeT BbITb He
M3MeHeHa, a ymeHblieHue OEJ1 nponcxogut
3a cyeTt cHmKeHna O0J1; nokasaresim
OPOHXMAIbHOM MPOXOAUMOCTHU (0O BEM
(dOpCUpPOBaHHOIO Bbi4OXa 3a NepBYyIo
cekyHay (O®B1), dopcupoBaHHas
XM3HEHHaA eMKoCTb nerkux (OXKEM)) moryr
ObITb 3HAYUTEJIbHO CHMXEHbI, OAHAKO 3TO
CBA3aHO C YMEHbLUEHMEM CTaTUYECKUX
JIerOYHbIX 06 bEMOB — MoKa3saTe/lb
O®B1/®XKE/l ocTaeTca HOPpMaJIbHbIM, a Yalle e
yBennumnBaeTcA. bosiee paHHMMM ABNAIOTCA
HapyLueHnsa C%tcbcbyMOHHom CNOCOBHOCTH
nerkmx (A41C0O): cHuxkenne AJ1CO
PErMCTpUPYETCA eLle A0 YMEHbLUEHUN A

Crannecin obnenios v comario ¢ MYHKLIMOHA/IbHbIE
JIelrOYHble TeCThbl

MeMbpaHbl



*PeHmeaeHozpagua 2pyoHoli

Hanbonee yacTbiIMM peHTreHorpamyecKMmm
npm3Hakamm UOA aBnaloTca ABYCTOPOHHME
M3MEHEHUA PETUKYIAPHOI0 1IN
PETUKYNOHOAYIAPHOIO XapaKkTepa, bonee
Bblpa*K€HHbIE B HUXKHUX oTAenax nerkmx. lpum
NpOrpeccMpoBaHnM 3a60/1EBAHUA PETUKYNAPHbIN
NaTTeEPH CTAHOBUTCA 60J1ee rpyobIM, TAXKMUCTBIM,
NOAB/IAOTCA OKPYr/ible KUCTO3HbIE MPOCBET/IEHMA
(0,5-2 cm), oTpaxatowme popmmpoBaHme
'COTOBOr0 JIEFKOro", MOryT 6biTb BUAHbI IMHEMNHbIE
TE€HU AUCKOBUAHbIX ‘aTeneKkTasos. Takke Ha
no3gHmx cragmax UOA peHTreHosnormvyeckas
KapTMHa MOXKET BbIABNATb AE€BMALMIO TPaxeu
BNpaBo, Tpaxeomerasamio. o 16% nayMeHToB C
FMCTONIOrTMYECKM AOKa3aHHbIM AMarHo3om UDA
MOTYyT UMETb HEM3MEHEHHYIO PEHTIEHOI0MMYECKYHO
KapTUHY.




*BpOHX0a/1bBE0NAPHBIl
Bp0onaAbBeOAﬂprmJA1agK%g?l!ﬁeﬂ OIIPEAEAEHHOE

AuarHocrudeckoe 3HadeHue upu VIPA, 1o3BoAfeT OIIEHUTD TEYCHUE,
IIPOTHO3 U MOHUTOPUPOBAHUE BOCIIAACHHA IIPHU TEPAIIIU
3aboAeBaHUA. XapakrepHeMu HaxOAKamu BAA mpu MDA asasrorcs

o OAHaKO AaHHBIC ITPU3HAKHK BCTPEIAOTCA 1 IIPU

Apyrux M3A (acbecros, AekapCTBEHHO-OOYCAOBACHHBIE ACTOYHBIE

dpuOPO3BI, CHAUKO3ZHI), 9UTO OIPAHUYHUBAET AHATHOCTHIECKYIO
neHHocts BAA. Dosunoduana BAA, kak aOCOAIOTHOE YHCAO, TAK U
IIPOLICHT 903UHO(MUAOB, MOKET OBITH CBA3aHA C HEOAATOIIPHUATHBIM
rporaosom MDA,

IayueHmul ¢ NOBbIUEHHBIM YUCAOM 303UHOPUHON08 8 1A8AHCE UMEIOTM, KAK
npasua0, n10xoil omeem Ha cmepoudomepanuiro. B Hekomopwlx cayuanx
nauueHmot ¢ UPA mo2ym umems aumgpouumaphsiil npoduas bAJI. JTlumgpouumos
A1a8axca C83aH C XOpowuM 0meemom Ha mepanuro cmepoudamu U OMHOCUIMCA K
N0A0HCUMENbHBIM NPO2HOCMUYecKUM pakmopam 3aboaesaHust. OOHaKo He
UCK/NI0UEeHO, YMO paHHue HabarodeHus nosviweHus aumgpouumos BAJI exkarouanu
He MmoabKo 60abHbIx UDA, HO u 60abHbIX ¢ Opy2umu hopmamu HHUII.



(TBB) He umeeT (ﬁj) o M

Anuéuoncun
AMArHOCTMYECKOro 3HayeHms npu MOA, yto cBsizaHo [
C Ma/ibIM pasmepom (2-5 MM) nonyyaemoro obpasua M, |
C/1e[loBaTe/IbHO, €ro MeHbLIEN MHDOPMATUBHOCTbIO. |\,
Y4yuTbIiBaA OTHOCUTENbHYIO 6e30onacHoCcTb TTh, AaHHasd
npoueaypa 4acTo BbIMOJIHAETCA HAa paHHUX 3Tanax

06cneaoBaHMA BOJIbHbIX 4S5 UCKAYeHMa apyrmx U3 /1.
ABNAETCA "30/10TbIM" AMArHOCTUYECKUM

CTaHAapTom npu UDA 1 nNo3BosISET HE TOJIbKO YCTaHOBWUTbL AMArHO3, HO M
npeJcKa3aTb NPOrHo3 3ab0/ieBaHMS M BO3MOXKHbIM OTBET HA Tepanuio. MeHee
MHBA3MBHbIM METOA0M OMOMCUM, NOJTyHaKOLWMM BCE 60/IbLUYIO0 MOMYAPHOCTD
B noc/siegHee BpeMA, ABAETCA
(TCBJ1). TCBJ1 no3BonseT BbINO/IHUTL 3a60p TAKOro e YMcia 06pasLoB,
TaKoro ke pasamepa 06pasLoB, YTO M MPU OTKPbITOM BUOMNCHM, NOJYYUTb
MHpopMaumio B 95%, oaHako npu TCBJ1 cokpallaeTca NpoAoaKUTENbHOCTb

APeHaka naespasibHOU NOJI0CTH, AJIMTENIbHOCTb NPe6biBaHMA 60/1bHbIX B
CTauMOHape 1 YUCJI0 OCJIOKHEHMU npoueaypbl - OKOJ10 9%.




— HEBO3MOXKHOCTb YCTAaHOBNEHUA AMarHo3a 6e3 ee
NMPUMEHEHMUS;

— HEeobXo0AMMOCTb Bbl6opa Tepanuu;

— OTCYTCTBME MPU3HAKOB COTOBOI0 JIEFKOr0 — KOHEYHOM
da3bl MHOMMX MHTEPCTULMANIbHBIX OONE3HEUN JIETKUX.

Ana cnyydaeB NOA, Korga xmpyprmyeckas 6morncumsa
JIErKOro pMCcKoBaHHa, akcneptamn ATS m ERS
pa3paboTaHbl KpUTEPUMN AMArHOCTMKU, MO3BOJIAIOLIME C
BbICOKOW BEPOATHOCTbIO YCTAHOBUTb AMArHO3, HE
npuberas K rmCToNormM4yeckom BepmuduKaLmm.

I =



bonbwue Kputepmmn

1. ICKIl0MeHWe ApYTruX MHTEPCTULMAJIbHBIX 3a001€BaHUN IETKMX, BbI3BAHHbIX

3BECTHbIMM MpUYMHAMM, TaKMMU KaK NPUEM JIEKAPCTB, SKCNO3MUMA K BpeAHbIM

aﬁT?PaM BHELJHEU Cpebl, CUCTEMHbIE 3a00/1eBaHMA COeAMHUTEIbBHOU TKaHM
3MEHeHMA gHK MW BHELUHEro AbIXaHWA, BKIYaKLWmMe peCTPUKTUBHbBIE U3MEHEHUA

WH g LeHMe ra3000MeHa

), x‘CTODOHHMe €TUKYNAPHbIE U3MEHEHUA B 6a3asibHblx, OTAeNaX IEMKUX C .

MUHUMa/IbHbIMW U3MEHEHUAMM MO TUNY "MATOBOIO CTEKNA", MO AAHHbIM KOMMbIOTEPHOMU

TOMOrpadmmn BbICOKOFO&)a3peLLler1F|

4. Tlo AaHHbIM Tpch6E HXMaNIbHOW BMOMNCHUU MW BPOHX0AIbBEO/IAPHOro NlaBaXka, HeT

NPU3HAKOB, CBUAETENbCTBYHOLWMX 06 a/lbTEPHATUBHOM AMarHo3e

Masnbie KpuTepum

esameTHoe, MoCTerieHHoe nosB/eHyte A1CnHO3 Npu bu3nyeckom Harpyske
JITE/IbHOCTb 3260/1€BaHMA bOJIee 3 MEC
HCNMpaTOpHAA KpenUTauma B 6a3a/ibHbIX OTAeNax IErKMX

;

1a Bo3pacT ctapuwe 50 net

* Kpumepuu duazHo3a uduonamu4ecKo20

dubpo3upyrouwe2o aibseosiuma
(ATS/ERS, 2000)



* NnddepeHunanbHbIN
AMarHos

1. CuHopom Ppubposupyrowez0 anbseosuma npu Ou@P@y3HbIX
60/1e3HAX coeduHUMe/IbHOU MKAHU.

[Ip13HaKkamMmn, oTIMYaOWMMM 3TOT CUHAPOM OT UDA, aBnAalTCA:

e Ha/IMYME BblPAXKEHHbIX CUCTEMHbIX NPOABNEHMM (MOpPaXKeHUe
KOXXM, NMOYEK, MbILLL,, CYCTaBOB, HEPBHOM CUCTEMDI);

e HacCTo€ HaJIn4nMe CMHApoMa noJsinceposnTta (OCO6eHHO npu
CUCTEMHON KpAaCHOMU BOﬂ‘-IaHKe);

e CYCTaBHOM CUH/IPOM;

e OnpeaesieHne B KpoBU ayToaHTHUTEN, CrieumdPUYHbIX ANd
onpefeneHHbIX H030/10rMYeCKMX cbopM AN dY3HbIX 6oNe3HEN
COeANHUTENIbHOM TKaHU (aHTUHYKI€APHbIX aHTUTE NpU
CMCTEMHOM KpPAacHOM BO/IYaHKEe, pEBMATOMAHOIO bakTopa — npu

PEBMATOMAHOM apTpUTE U T.A. )
e OTCYTCTBUE HEYKJIOHHO MPOrpeccMpyoen obILLKM.



2. Capkoudos nerkux ot MDA oTimMyaeTca cneayowmmMm XxapakTep-
HbIMM OCOGEHHOCTAMM:

e CUCTEMHOCTbIO NMOpaxKeHUA (Yallle BCEro nopaxatTcs NMPMKOPHEBbIE
NMMdAaTHMYECKUE Y3/Ibl, IETKME, KOXa, CYCTaBbl, pEXKe — MeYeHb,
ceneseHka, cepjile, HepBHaa M SHAOKPMHHAA CUCTEMDI);

e Ha/IMYMEM CUHApPOMaA JledrpeHa (coyeTaHMe NMdopaaKu, y310BaTOM
3PUTEMbI, NOIMAPTPUTA);

e MOBbILIEHMEM B KPOBU YPOBHA aHMMOTEH3MHMNPEBpPaLLaloLLEro
depMeHTa;

e OTCYTCTBUEM TSAXKENOU MPOrpPECCHPYIOLLIEN [blXaTE/IbHOM
HEeJOCTaTOYHOCTM PECTPUKTMBHOIO TMMa (Y HEKOTOPbIX 60JIbHbIX
BO3MOHbl YMEPEHHbIE €e NPOosIBNEHUSA);

e OTHOCHUTEJIbHO ,D,O6pOKa‘-IeCTBeHHbIM U MaJIOCUMITITOMHbLIM TEYEHNEM;

e HAJIMYMEM CNEUMPUYECKMX CapPKOUAHBIX OYrOPKOB Ha C/IM3MCTOM
060/104Ke OPOHXOB (BbIABNATCA NPU OPOHXOCKONUM);

e BbIIBJIEHMEM XapaKTEPHbIX ANUTEIMOMAHO-K/IETOYHbIX FPaHY1EM B
gmonTaTax JIErOYHOM TKAHM, MOJIyYEHHbIX MPU TPAHCOPOHXMAJIbHOM
MOMCUMN.



3. JucceMUHUpoBaHHbIU mybepKyJie3 IecKux.

B otaimume ot UGA ana aMcceMMHUPOBAHHOIO
TY6EpKYy/ie3a NEerknx XapakTepHbl:

e aHAMHECTMYECKUE AaHHble (KQHTAKT C 60/1bHbIM
TYGEPKY1€30M, MEPEHECEHHbIM paHee Ty6epKy/ie3
NErknx Uan Apyrmx opraHoB);

o peumanBupytoLme GUGPMHO3HbIE UM SKCCYAATMBHbIE
NIEBPUTDI;

e YaCTOE TYOepKy/sie3HOE NoparkeHne Apyrux opraHoB M
CUCTEM (NOYEK, MO3BOHOYHMKA M Ap.);

e XapaKTepHble PEHTreHo/I0rM4YeCcKkne NU3MEHEHNA
(MHOXXeCTBO CMMMETPUYHbIX MEJIKOOYaroBbiX TEHEN MO
BCEM JIerOYHbIM NOJIAM BEJ/IMYMHOU B 1-2 MM C 30HOMU
nepmdoKasibHOro BocnasieHMAa, MHorga obpasoBaHMe
KaBepH);

e M0JIOXKUTEJIbHbIE TYOEPKY/IMHOBbLIE NPOObI;

o OOHAPY}KEHME TYOEPKY/IE3HOM MAJIOYKU B MOKPOTE,
NPOMbIBHbIX BOJax OpPOHXOB.



4. DK302eHHbIU aJi/iep2uydecKul asibseosium.

XapaKTepHOM 0COBEHHOCTbIO 3K30r€HHOro afIeprm4yeckoro
a/IbBEOJINTA ABJIAETCS YETKAs CBA3b Pa3BUTUSA 3a60JIEBAHUSA C
M3BECTHbIM 3TUOJIOTMYECKMM (DAKTOPOM.

5. [THeBMOKOHUO3bI.

Hanbonee BarKHbIMU NpU3HaKaMM, OT/IMYAIOLMMM MHEBMOKOHUO3bI OT
MDA, aBnatoTcs:

e CBA3b Pa3BMTUA 3a60/1EBAHMSA C pabOTOM Ha 3arbl/IEHHOM
NPOU3BOACTBE;

e NNIpeMMYyLLIECTBEHHAA JIOKA/IM3aUMNA PEHTIE€HOJIOMMHECKUX M3MEHEHMM
B Cpe€AHeNaTePa/ibHbIX JIEFOYHbIX NOJIAX U TEHAEHUMA K C/IMAHUIO
MEJIKMNX O4aroBblX TEHEN B CpeaHNE U KPYIHbIE,

e BblABJ/IEHNE CUJTIMKOTUHECKUX TPaHYJ/IEM B 6uonTaTax Nero4yHom
TKaHMU.

6. Mduonamu4vecKul cemMocudepos Jie2Kux.

OCHOBHOM OT/IMHYMUTEIbHON OCOBEHHOCTbIO FrEMOCMAEPO3a IErKMNX
ABNAETCA COYETAHUE KPOBOXApPKaHbs, aHEMUMU, JbIXaTe/IbHOM
HEe0CTaTOYHOCTM PECTPUKTMBHOIO THMA.



*MpomusosocnasiumesibHAA
mepanus

CoBpeMeHHasa Tepanusa MDA noctpoeHa B OCHOBHOM Ha NMPOTMBOBOCMA/IMTENIbHOM Tepanmm
) ). B ocHOBe TaKoro nogxoza npUHATO MOJIOXKEHUE, YTO

nporpeccupyrolmm prbpos, aexawmm B ocHoBe MOA, aBnseTca cneCTBUEM XPOHMYECKOro
NepCUCTMPYIOLLEro BOCNA/IEHUA, YTO XPOHUYECKOEe BOCNasieHMe npeallecTByeT U HEM3OEXKHO BeaeT K

MOPO3Y U arpeccMBHQE NojasJieHMe BOCNaseHUA MOXeT 6710KMpoBaTh nocaeayouee hpopmmpoBaHUe

MOPO3HbIX M3MEHEHUM. N

LLIMpPOKO MCNO/Ib3YOTCA MPU pexxuma NpoTUBOBOCNAIMTENIbHOU Tepanmmn: MOHOTEpanus
rIIOKOKOPTUKOCTEPOUAAMM “ REF, KoMburHauma N'KC ¢ asatmonpuHom M komburHauua MKC c
LUMKNO(DOCHaHOM.

Tepanusa N'KC np1BoAUT K 06beKTMBHOMY 3 deKTy Anwb Yy 15-20% 60nbHbIX NDA.

ABNAETCA UMTOTOKCUYECKUM aNIKUUPYIOLMM NpenapaTom, ero
MMMYHOCYNpeCCMBHOE AEUCTBUE OMOCPeAYyeTCA Yepes3 YMEHbLIEHUE YMcna NEUKOLUUTOB, OCOOEHHO
nmm%oumos. OTHOCMTCA K NYPMHOBbIM aHasi0raM, OCHOBHbIM MEXaHU3MOM AEUCTBUA
anaeTca 6nokaga cmHtesa AHK. AsatmonpuH nHayumpyet IMMAMONEHMIO, CHUXKAET YMcao T- u B-
IMMPOLMTOB, NOAABAAET CUHTE3 aHTUTEN, CHUXKAET YMCI0 HaTypasibHbIX Knanepos, Mo cpaBHEHUIO C
unKnodochammMaom a3aTUONPUH UMEET MEHeE BblpaXKeHHbIM MMMYHOCYNpPeCCMBHbIM 3P dEKT, 04HAKO
o6s1agaeT NPOTUBOBOCMA/IMTE/IbHbIM AEUCTBMEM: 6/I0KaJa CMHTE3a npocTariaHAuMHOB, CHUXEHUE
NPOHUKHOBEHMA HEUTPOMMIOB B 04ar BOCNaaeHuMA.

[ NaBHbIM KOHTPApryMeHTOM B M0J1b3y Ha3HaYeHUA UMTOCTAaTUKOB nNpu UOA aBnseTcA BbICOKUM
NnoTeHuMan pasBmMTma NQOOYHbIX 3PDEKTOB, 0COOEHHO NPU UCMOJIb30BaHUM LUMKAodochammaa.
OCHOBHbIMM NO60OYHBIMSH 3hdekTaMM 060MX NpenapaToB SBAAETCA NAHUMUTOMNEHUS (NPU CHUXKEHUM
yncna NEUKOLMTOB HUMKe 3 TbiC./ M MK TpoMooumuToB HMKe 100 Thic./MN A03a NpenapaToB AOJIKHA
ObITb CHUXEHa). Kpome nemkoneHmn, Ha goHe Tepanmm LMKnodocdaMmaomMm MOryT pa3BuBaTbCA TakMe
No60YHbIEe 3PPEKTbI, Kak remopparmyecKnmn UMCTUT, OMYyXOM MOYEBOIro Ny3bIps, CTOMATUT, Auapes,
MOBbILWEeHHAaA YyBCTBMTE/IbHOCTb OpPraHmMama K MHMEKUMAM, K OC/IOKHEHMAM Tepanmmn a3aTUONPUHOM -
¥enyLOYHO-KULLIEeYHbIe HapyLeHMsA, roHa40- U TepPaTOTOKCUMYHOCTb. pU Ha3HaYeHUU LMTOCTATUKOB
MOHMTOPUHI GO/IbHbIX AO/IKEH BKAOYATh OOLMM aHAIM3 KPOBU €XKeHeLesIbHO B TeYeHUe NepBorQ
MecsAua, 3ateM 1 pas Kaxable 2-4 Hea, nNpu Tepanuu umknodocdaHoM TpebyeTca exeHeaelbHbIN
aHa/IM3 MOYM Ha remMaTypumio.



*AHmMu@u6bpo3Has
mepanus

Pa3oyapoBbiBaloLlme pesyabTatbl Tepanmm UOA npoTrMBoBOCNaMTENbHBIMU areHTaMu
NPUBE/IN K Pa3sBUTUIO a/IbTEPHATMBHOIO NMOAX0Aa, CCHOKYCUMPOBAHHOIO Ha CHMMKEHMM
M30bITOYHOM AENO3ULMM MAaTPUKCa (KoalareHa) B JIerKMX MM YCKOPEHMIO pacnaja
KonnareHa. K uncny aHTMPUOPO3HbIX NpenapaToB 0THOCATCA D-neHnumanammH,
KONIXUUMH, MHTEPdEPOH, NUPPEHUIOH.

6n0|<14pyeT 06pa3oBaHME NOMNEPEYHbIX CBA3EM KoJilareHa 1
npenATcTBYeT AanbHeulleMy prnbpo3oobpasoBaHuio. MpenapaT, Kak npaBmio, 6onee
3(PHEKTUBEH NPU JIEYEHUN (DMOPO3MPYIOLLMX a/IbBEO/IMTOB Ha (DOHE CUCTEMHbIX
3a60/1€BaHMM COeAMHMTENbHOM TKaHK. penapat obaajaeT cepbe3HbIMM NOBGOYHbIMU
addexkTamu (B TOM Ymcie HedDpOTUUYECKUN CUHIPOM).

CrnocobeH yMeHbLlaTb NpoAyKUMIo Makpodaramm UGpoOHEKTUHA,
MHCYMHOMOA06HOro hakTopa pocTta, CHMXaTb KOHBEPCUIO NPOKOJI1areHa B KoJlareH,
MHrMGMpPOBaTb MUrpaLMio U Npoandepaumio prubpobnactos. OgHaAKO Tepanma Takxe
KOJIXMUMHOM He OCTaHaB/IMBaeT NporpeccupoBaHmsa 3ab6osieBaHuA. No60YHbIMM
addeKTaMu Npu Tepanmu KOAXMUMHOM MOrYT ObITb AMapesa, MUMonaTUA.

noAasnfeT nposndepaumio Gubpo6aacToB M NPOAYKLMIO MATPUYHOIO
NpOTEUHA COeAMHUTENIbHOM TKaHM U TpaHCchopmupyoLero daktopa pocta b - TOP-b.
OCHOBHbIMM NO6OYHbIMM 3D PEKTaMU MHTepdEPOHA ABNAKTCA 03HOObLI, IMXOpaZKa U
MblLLIEYHbIe 60M.

6/I0KMPYET MUTOrEHHblIE 3PP EKTbI NPOPUOPOTUHECKUX LUIMTOKMHOB,
CHUKAET CUHTE3 DKCTPALEJIAAPHOrO MaTpMKca U MHrMbupyet addeKTbl TOP-b.



*AHMUOKCcUdaHmMHas
mepanus

Apyrm noaxogom K tepanmm MDA aBnseTca NpUMEHEHME
aHTMOKCUAAHTHOM Tepanuu, Tak Kak 6a/laHC B CUCTEME
OKCM/AHTbl/ aHTUMOKCUAAHTbI UrPaeT BayKHYO poJ/ib B NpoLeccax
NoBpeXAEHUA 1 BOCNaieHUsa Nerkmx. B paae uccnenoBaHWm nokasaH
AedDULUUT OCHOBHOIO €CTECTBEHHOIO 3KCTPaLE//I0/IAPHOro aHTMOKCHMIaHTa
F/lyTaTMOHA Ha YPOBHE a/IbBEO.

ABNIAETCA npeauectBeHHUKOM Ir1yTaTUOHa.

TpaHchsiaHMauuAa s1ie2Kkux

TpaHcnaHTaUMA NErKMX ABNAETCA Ha CEroAHALHMM JeHb Hambonee
agMKanbHbIM cnocobom Tepanmm UOA. BbiKMBAaEMOCTb GOJIbHbIX B TEYEHME
JIeT nocne TpaHcniaHtTauumn rno nosoay MOA coctaBnaeT okoso 60%.

OrpaHuymBaroLMM (PaKTOPOM dgl,nﬂ TpaHCNJIaHTaUMKM YACTO ABAAETCS
NOXMI0M BO3pacT 60/1bHbIX MDA 1 ObICTpOE nporpeccupoBaHue
3a601€eBaHuUA.



Tepanus
OCJ10>KHeHUU

Kpome MeanMKaMeHTO3HOM Tepanuu, Kak 1 Npu Apyrux
3a60/1€BaHUAX IETKMX, NMPU Pa3BUTUMU TMIOKCEMMMU
MCNOJ/Ib3YEeTCA TepPanMs KMCA0pooM. MoKasaHus K
AJIUTE/IbHOM OKCMIeHoTEpanuu 06bIYHO HE OT/IMYatoTCA

oT

MNPUHATBIX MPU XPOHUYECKOM OOCTPYKTUBHOM
3a60/1eBaHNU

nerkmx: PaO2 meHee 55 MM pT. CT. B nokoe uau Pa02

55-60 MM pT. CT. B NOKOE MPpU HaJIMYMU MPU3HAKOB JIETOYHOI 0
cepaua uau noamumtemMun. Kncnopogorepanmsa CrnocobHa YMEHbLNTb
ANCMHO3, NOBbICUTb MHTEHCUBHOCTb U AJINTEJ/IbHOCTb (PU3UYECKMX
Harpy3oK y 6osbHbIX MOA (Harris-Eze n coasT., 1994). pu pa3sutum
Nero4yHoun rmnepTeH3nmn Kpome O2 BO3MOXKHO UCMOJIb30BaHME
Ba30oAmM1aTaToOpoB (AHTArOHMUCTbI Kanbuua U 4p).

Pa3BnTME MHDEKUMN TPaXeobpOHXMAJIbHOrO epeBa TpedyeT
MCMNOJIb30BaHMA aHTUGAKTEPUAJIbHBIX 1 MPOTUBOIrPUOKOBbLIX
npenapatoB. Bcem 60/1bHbIM MDA peKoMeHAoBaHa perynapHas
BaKUMHaUMA NPOTUBOrPUMNO3HbIMU M aHTUNHEBMOKOKKOBbIMM
BaKLMHAM.



*MeauKaMeHTO3Hoe

IIpenapar

J1o3a 1 myTH BBEACHU S

[Tpenuuzonon 1-1,5 mr/kr, Ho He 6osiee 100 Mr B 1eHB B TeueHue 12 He.
[Ipu noctmwxkenun ¢ dexra cHrmkeHue 10361 10 0,25 MI/KT B IeHb B
pacuere Ha ucaIbHYI0 Maccy Tena.

ITonnepxuBatoias go3a 10—20 Mr Ha AJIUTEIBLHBIA CPOK.
Bbrictponporpeccupyrommii UPA — napeHTepaibHOE BBEICHUE
cBepxBbICOKUX 703 (10 1000 Mr B neHb)

Huxnodocdan 2 mr/kr, 100—150 mr/cyT (HavanpHas go3a 50 MI/KT B I€Hb C
MOCJIETYIONUM YBEIMUYCHUEM JI0 MaKkcuMainbHOW). [lapeHnTepanbsaoe
BBeJIeHHE CBEPXBBICOKUX 7103 (800—1000 MI) BOBMOKHO B COUETAaHUHU C
KOPTUKOCTEPOUIAMHU

1-2 mr/kr 10 200 Mr/cyT

Ho 1,2 mr/cyT

10 Mr/Kr B CYT, MPOAOTKUTEILHOCTD Kypca HHANBUIyaTbHa

600—1200 mMr/cyT BHYTPUBEHHO WJIM NIEpOpaibHO (00111ast MPpOAOIKUTETLHOCTh
Kypca 710 2 Mec)

600—1800 Mr/cyT BHYTPUBEHHO WJIM TIEpOpalibHO (00111ast MPOAOIKUTETLHOCTh
Kypca JI0 MOoJyroia)

Buytpusenno 30 Mkr/kr/cyT kypcom 10 gHeil B coueTaHuU C MepopaibHbIM
MPUEMOM IpenapaTroB NEHTOKCU(PUIIINHA




* OueHka ahheKTUBHOCTH
NeYyeHus

Hannume He Hee ABYX M3 CNeflylolLMX KpUTEPMEB B TeYeHMe ABYX NOC/e0BaTe IbHbIX BU3MTOB B
nepuoj oT 3 A0 6 MEcALEB NEYEHUA:

) CHUMIITOMbI: YMEHbLUEHNE CTENMEHU OAbILLUKN U TAXKECTHU KallNA,

)j[lag,qvlt/lonorm YMEHbLLEHUE NAPEHXMMATO3HbIX M3MEHEHMM MO AaHHbIM peHTreHorpaduu unm KTBP
FKUX;

B) (OM3MOIOrUA: YAyYLIEHUE, onpeaensieMoe HaJIMYMEM HE MEHEE [BYX M3 C/IeAYIOWMX KPUTEPUEB:
— > 10% yBennyenne TLC2 uan FVC3 (MMHUMYM 200 Mn);
— > 15% yBennyenue DLCO4 (MMHUMYM 3 MN/MUH/MM PT.CT.);

— 3HayMTesIbHOE yayyleHue (> 4 %-eamn-Hul, > 4 MM pT.cT.) Sa025 man Pa026, n3MepeHHbIX Npu
npoBeAeHnn TeCTa C 14314qec+<om Harpy3Kom.

Hanunune He MeHee ABYX M3 Cneayolmx KpUTEPUEB B TEHEHUE ABYX NOC/IE0BaTe/IbHbIX BU3MTOB B
nepuoz oT 3 A0 6 MecaLeB NEYEHUA:

) CHUMIITOMbI: HET 3HAYNTEJIbHbIX VI3M€H€HMIZ'
6 pa,DMOJ'IOFMﬂ HET 3Ha4YUTEJIbHbIX M3MeHeHMM

(%M3Vel%ll'/lioelg4ﬂ cTabunnusauyms, onpeaendemad Ham4ynem He MeHee AByx 13 cieayrowmx
T

— < 10% mn3meHenme TLC mam FVC;
— < 15% n3menenme DLCO;

— HeT 3HaHﬁTeﬂbeIX nameHeHmn Sa02 1 Pa02, M3MepEHHbIX NpU NPOBEAEHMM TECTA C PU3UYECKOM
HarpysKko



a)q(;I/IMI'ITOMbII yBeJ/IN4EHUNE CTENEHN OAbILWLKUN U TAXKECTHU Kallsd, HE CBA3aHHOE C APpYyrMMHU
dKTOpPaMu,

6) pagmMosiorma: yBeIMYEHNE NapeHXUMATO3HbIX USMEHEHWUM, MIM NPU3HAKOB COTOBOIO
JIErKOro, Uau NPM3HaKOB N1IEFOYHOU TMNEPTEH3UM MO AAHHLIM peHTreHorpaduu mam KTBP
NErKux;

B) (bm3monorua: yxyaweHme, onpesenseMoe HaJIMYMEM HE MEHEE ABYX U3 C/IeAYHOLMX
KpUTEPUEB:

— > 10% ymeHblienne TLC uam FVC;
— > 15% yMeHbLueHne DLCO;

— 3HaYMUTEesIbHOE yXyalweHue (= 4 %-eanHuy, > 4 MM pT.cT.) Sa02 nau PaO2, namepeHHoe npu
NPOBEeAEHUM TECTA C Harpy3KoM.

IDPEKTUBHOCTb NeyeHua 6o0abHbIX MDA npexkae Bcero 3aBUCUT OT CPOKOB Ha4yajla Tepanuu.
Ha3Ha4eHue npoTMBOBOCNANUTENIbHBIX U LMTOCTAaTUYECKMX CPeACTB Ha paHHEU CTagmu
3a60/1€BaHMA NoBblwaeT 3PEHEKTUBHOCTb TEpanmu 1 yay4llaeT NporHos.

KTBP — KoMnbloTepHaa ToMorpaduma BbICOKOro paspeLleHus

TLC — obLas eMKOCTb JIErKMX

FVC — cdbopcrpoBaHHas XM3HEHHAA €MKOCTb JIEMKMX

DLCO — anddy3noHHasa CNOCOBHOCTb NIErKMX MO OKCMAY yraepoaa
Sa02 — HacbllEeHWe apTep1aibHOM KPOBM KMCI0POJOM

Pa02 — HanpseHWe apTeprasibHOM KPOBM KMCIOPOJIOM



*Mpo2Ho3 U NPUYUHBI
cmepmu 60s1bHbIx MDA

TpaAULMOHHO CYMTANOCh, YTO BbIXKMBAEMOCTb 60/1bHbIX MDA He npeBbiwaeT 5 ner,
OAHaKO 3TU AaHHble OCHOBaHbl Ha UCCIeA0BaHMAX, NPOBEeAEHHbIX cpean nauueHToB UDA,
Hab/1l0AaoLWMXCA B KPYNHbIX CNeLuanmM3mMpoBaHHbIX LeHTpax. MccaeaoBaHue, BKOYaBLIee
60/1bHbIX MDA, HabA0daeMbIX Bpa4aMM 06LLEM NMPAKTUKKU B 06LLLEM NONYJALMMU, NOKA3ao,
YTO pea/ibHas BbIXKMBAaEMOCTb 60/1bHbIX MOA elle HuKe . CpeaHAS BbIXKMBAEMOCTb 60/bHbIX
MDA cocTaBmna BCEro ner..

[pOrHO3 HECKOJ/IbKO J1yYllE Y XKEHLWMH, ¥ 601ee MOJI0AbIX NauMeHTOB, NP aHaMHe3e
3aboneBaHuA MeHee 1 roga. Kpome Toro, K AoKa3aHHbIM NPOrHOCTUYECKMM (haKTopam
OTHOCATCA OTBET 00JIbHbIX Ha TEpanmio rIlOKOKOPTUKOCTEPOUZaMU (OObIYHO B TeYEHUE 3
MeC), BblpaXX€HHOCTb (PMOp0O3a NO AaHHbIM 6Moncmm nerkmx n KTBP.

Hanbonee 4yactom NpMYMHOM CMEPTH BO/bHbIX SBASETCS
KaK eCcTecTBeHHoe C/aeACTBME NporpeccupoBaHua 3abosieBaHus. B

nccneaoBaHmm, NocBaeHHOM aHanmay 550 cnyvaeB MOA, abixatesibHas HeAOCTaTOMHOCTb
B CTPYKTYpEe CMEPTHOCTU 3aHMMana 39%, ApyrMmu npuUMHamMm NeTaabHOCTU OblIN:
cepaeyHaa HeAoCTaTOMHOCTb, OPOHXOreHHaA KapunMHOMa, uemMmnyeckasa 6one3Hb cepaua u
Apyrue cobbiTma. B 3ToM e uccieioBaHMM paK SIerkmx 6bl1 06HapyxeH y 29 (12,6%)
yMepLIMX 60/1bHbIX - Ha hoHe MDA BO3MOXKHO pa3BuTHE Nt060M (OPMbI paKa JIErKoro:
Hambo1ee YacTbIMMU FTMCTOJIOrMYECKMMM BapUaHTaMM ABIAIOTCS MJIOCKOKNETOYHbIM paK U
afeHOKapLUMHOMA, ONMMCaHbl pa3BUTHME OPOHX0ANIbBEOJIIPHOIO paKka, MMraHTOK/IETOYHOIo
paka.



