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Cnmcok cokpameHmni
ANCA — aHTHHEUTpOPUIbHBIE IUTOIIA3MATUYECKUE ayTOAHTUTENA
BAJI — OpoHXHO0JI0aIbBEOJISIPHBIN JIaBaXK
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N3JI — wuHTEepcTUIMATBHBIEC 3a007€BaHUS JIETKUX
UK — wnMMyHHBIE KOMIUIEKCHI
NDA — upnonatuueckuit GuOpo3UpyIOMIUN ATHbBEOIUT
KT -  kommbroTepHas Tomorpadus
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JIAI' — nmakraraeruaporeHasa
Ob—  obauTepupyroumii OpOHXUOTUT
OBOII — obnuTepupyronuit GPOHXUOIUT C OPraHU3yIOIIEHCS THEBMOHUEH
OBJI — otkpbITast OMOTICHS JIETKUX
OMUII — ocTpast UHTEPCTULHAJIBHAS THEBMOHUS
PaO, - mapumanbHOE IaBIEHUE KHCIOPOIA
CUC — cungpom Yapmx-Crpocca
DAA — 5K30TreHHBIN alNIEpru4eCcKuii aIbBEOJIUT
Ox0KI" — sxokapauorpadus
TBb — TpancOponxuanbHas OGuoTCHs

YKIIb — upeckokHas MyHKUUOHHAs OMOTICHS JIETKUX



OIIPEJIEJIEHUE NOHATHS JETOUYHBIX JUCCEMUHUPOBAHHBIX
3ABOJIEBAHUM

CymiecTByeT MHOTO ONpENENICHHM AaHHBIX 3a0osieBanuil. Hambomee pac-
MPOCTPaHEHHBIMU TEPMUHAMHU sl 0003HAUEHUS 3TOM TPYyMIIbl OOJE3HEH SBIISIOT-
Csl «JIMCCEMUHUPOBAHHBIE 3a00JE€BAHUSA JIETKUX», «UHTEPCTUIHAIbHbIE OOJE3HU
Jerkux», «auddy3Hble MapeHXuMaTo3Hble 0OJIE3HH JIETKUX», «TPaHyJIeMaTO3HbIE
OOJIE3HU JIETKUX).

Mpsl npugepxuBaeMcsi TMOHATHS «IUCCEMUHHUPOBAHHBIE 3a00JE€BaHUs JIET-
KHX», W CIEIYIOUIEro ONpEeleNeHusl: 3TO IeTeporeHHas rpynmna 3a0osieBaHUN U
CUHAPOMOB, XapaKTEePU3YIOLIAsCs PEHTT€HOJIOTHYECKON KapTUHOW JeroYyHON Juc-
CEMUHAIUU (110 MEJIKOOYaroBOMY WJIM MHTEPCTULIMATIBHOMY THUITY), KIUHUYECKH —
MPOrpeCcCUpYIONIE MHCIUPATOPHOU OJBIIIKON, (PYHKIIMOHATIBHO — PECTPUKTHUB-
HbIMU U () HYy3UOHHBIMUA HApYIIEHUAMH (QYHKIIMU BHEITHETO JbIXaHHUS.

Bcero onucano 6onee 200 3a06oneBaHUl U CUHIPOMOB, NMPU KOTOPBIX Ha-
OJiro1aeTcs JIeroyHasi JUCCEMUHALUA.

Bce nuccemunupoBaHHbIE 3a001€BaHUS JIETKUX MO 3THOJOTUYECKOMY TpH-
3HaKy MOXKHO pa3JeiuTh Ha 3a00JIeBaHUSl C MU3BECTHOM 3THUOJIOTHEH, HEYCTaHOB-
JIEHHOM MPUPOJIbI U BTOPUUHBIE ITPU CUCTEMHBIX U APYTHUX 3a00JI€BaHUSX.

HauboJiee pacnipocTpaneHHbIe 3200J1eBaHUS U3BECTHON 3THOJIOTHHI

NudexumnoHnbie HeundexkuuoHubie
JlucceMuHUpPOBaHHBIN TyOepKyJie3 [THEBMOKOHHUO3BI
JIETKUX
JleroyHble MUKO3bI DK30Tr€HHBIE aJUIEPTUYECKUE
aJIbBEOJIUTHI
[Tapa3zuTapHbie TOpaKEHUS JETKUX JlekapcTBEHHBIE
PecrimpaTopHslii AUCTpECC-CUHIPOM Pagnannonnsie
NBJI npu BUY-undunmpoBanum [TocTTpaHCIUIaHTALIMOHHBIE

Oxkono nosoBunbl Bcex MBJI oTHOCSATCS K Kateropuu 3a00jeBaHUi C HEyC-
TAHOBJICHHOW 3TUOJIOTUEN
Haunbonee pacnpocTpaneHHbIe 3200/1¢BAHNSI HEYCTAHOBJICHHOM NPUPOABI

o Hnuonarnueckuii pudbposupyromuii anbBeosutr (MDA) - oObluHAsT UHTEPCTH-
[MajibHasi THEBMOHMS

e JleckBamaTHBHAsI MHTEPCTUIIMATbHAS] THEBMOHUS

e OcTpast UHTEpPCTUIIMATIbHAS TTHEBMOHHUS (CUHIpOM XaMMaHa-Puya)

e Hecnenuduueckass ”HTEpCTUIIMATIbHASI THEBMOHUS
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Capkounnos

I'uctuonuTos3-X (erounsiit JIlaHTepraHCOKIETOUYHBIA TUCTUOIIUTO3)
ATBBEOJISIPHBIN POTEUHO3

Nnnonatuyeckuil 1ErOYHbIA T€MOCUIEPO3

Hekpotuzupytomue BacKylnuThl: rpanyinemaro3 Berenepa, cunapom Churg-
Strauss

e Cungpowm I'yanmacuepa

3abosieBaHus, IPH KOTOPBIX BO3HUKAET CHHAPOM IMCCEMUHHPOBAHHOIO MPO-
necca Jerkux

e Pesmarndeckue O0JI€3HU: PEBMATOMAHBIN TOJMAPTPUT, CUCTEMHAash KpacHas
BOJIYAaHKA, IEpMAaTOMHUO3UT, cuHApoM [llerpena

e (CuCTEMHbIE BACKYJIUTHI

e bounesnu neuenu: XA, nepBUYHBIN OMIIMAPHBIA IUPPO3

e boOJIE3HM KpOBU: ayTOMMMYHHAsi T€MOJIMTHYECKAs AHEMUs, HUIUOINATHYECKas
TPOMOOIIMTONICHUYECKAsT MypIypa, XPOHUYECKUM TUMDOTIEHKO3, ICCEHIUATb-
Hasi KPUOTJI00YTUHEMUS

e Tupeonaut XammnmoTo

e Miastenia gravis

e bose3nu kumeuHnka: 0071e3Hb Y UMIUISA, SI3BEHHBIA KOJUT, 00sie3Hb KpoHa.

o XpoHuueckue OOJE3HH cep/la: C JIEBOXKEIYAOUKOBON HEIOCTaTOYHOCTHIO, C
IIYHTUPOBAHUEM CJIEBA HAIIPABO

e XpOHHUYECKAs MTOYEUHAsi HEJOCTATOYHOCTh

KJACCHO®UKAIIUA JTUCCEMMUHUPOBAHHBIX 3ABOJIEBAHUI
JIEI'KUX

MpbI IMPOKO MPUMEHSIEM B KIMHUYECKOW MpakTuke kiaccudukanuio Wib-
koBuua M. M. u KoxocoBa A. H., ocHOBaHHYI0 Ha 0COOEHHOCTSIX MOpdooruye-
CKOro cyOcTpaTa npu pa3aIudHbIX (OpMax JETOYHbIX AUCCEMUHAIUN

Kaaccupukanms 1ucceMUHUPOBAHHBIX MIPOLECCOB B JIETKUX

(mo NabkoBuuy M.M., KokocoBy A.H.,1984).

1. AnbBeonuThI

1.1. Unuonatuueckuit GuOpo3UpyOMUi abBEOTUT
1.2. DK30reHHbIN auIepruYecKuil anbBEOIUT
1.3. Tokcuueckuit puOpoO3UpyIONIUI aNbBEOIUT
2. I'panynemaTo3bl
2.1. Capkonno3 Jerkux
2.2. T'eMaTOreHHO - TMCCEMUHUPOBAHHBIN TyOepKyJIie3 JIETKUX
2.3. I'mctuonuro3
2.4. [THEBMOKOHHMO3BI (CUITUKO3, CUIIUKATO3bI, OCPUIIITHO3 U JP.)



2.5. IlHeBMOMMKO3bI (AKTUHOMHUKO3, KaHU03, KPUIITOKOKKO3 JIETKUX U
ap.)
3. JluccemMuHaUu OIYXOJEBON MPUPOIbI
3.1. BpoHXHMOJI0aNbBEOIAPHBIN paK
3.2. KapumHomaTo3 JIETKUX
3.3. PakoBblil TuM@aHTUUT
4. Penkue ¢popMbl TMCCEMUHUPOBAHHBIX MPOIIECCOB B JIETKUX
4. 1. inuonaTu4yeckuii reMoCHIepO3 JIETKUX
Cunnpom I'ynmnacuepa
AJBBEOJISIPHBIN TPOTEUHO3
. 4. JleioMrMOMAaTO3 JIETKUX
4. 5. TlepBUYHBIA aMUTIOU03 JIETKUX
5. UHTepcTuninaibHbie opaxeHus: npu Au@@y3HbIX 3a00JIEBaHUSIX COEIIH-
HUTEJIBHOU TKaHU
5.1. CuctemHas KpacHas BOJIYaHKa
5.2. Y3eNIKOBBIi NOJNAPTEPUUT
5.3. PeBMaTOUIHBINA apTPUT
5.4. lepMaTOMUO3UT

e
W

CymectByer kiaccudukanusi JIETOYHBIX TUCCEMHHALMA MO 3THUOJIOTHYE-
CKOMY IIPUHLUITY.
1.IucceMunanuu, cBsi3aHHble ¢ HHPEKIHUEH
1.1. JlucceMuHUpOBaHHBIN TyOEpKYyIie3 JIETKUX
1.2. Kagnunos
2. JlucceMuHaIuu, CBsi3aHHbIE ¢ MPOGECCHOHAIBHBIM BPEIHOCTIMU U BO3-
NENCTBUEM JIEKAPCTB
2.1 DK30reHHbIN aIEPTUUECKUIN aJIbBEOJIUT
2.2 Tokcuueckuit (uOPO3UPYIOUNA aTbBEOIUT
2.3 IIHEBMOKOHHO3BI
2.4 UnTepctrniralibHbi (UOPO3 TIPU TYyUEBBIX MOPAKEHUSIX
3. JluccemuHanum OMmyXxoJaeBOrW HMPHUPOIBI
3.1 BpoHX10J10aTBBEOJIAPHBIN pak
3.2 KapuumHomaTo3 Jerkux
3.3. PakoBbIil TUM@aHTOUT
4. bone3Hu, CBsI3aHHbBIE CO CKOIUIEHWEM B OpOHXaxX M JIETKUX MATOJIOTHYe-
CKHX BEILIECTB ¥ NATOJIOTUYECKH U3MEHEHHBIX KIETOK
4.1. JlerouHblil anbBEOISPHBINA IPOTEUHO3
4.2. IlepBU4HBIA OPOHXOJETOYHBIN AMUIIOU03
4.3. I'mctnouuTo3 X JIETKUX
4.4. AnbBEOJIIPHBIN MUKPOJIUTHA3
4.5. 'emoxpomMaro3
5. I3MeHeHus B JErKUX NIPU CEPACUYHOU U COCYAUCTON HEAOCTATOUHOCTH
5.1. IllokoBoe nerkoe (OCTpbIN pecrnupaTOPHbIN JUCTPECC-CUHIPOM JIeT-
KHX)



5.2. UnTepctunmanbHbiil GuOpo3 JErkux, Kak UCXOJ OCTPOro pecrupa-
TOPHOT'O JUCTPECC-CUHAPOMA JIETKUX
5.3. KapaunoreHHslii MHEBMOCKJIEPO3 MPU HETOCTATOYHOCTH KPOBOOOpa-
HIEHUS
6. JlucceMuHanuu, CBsi3aHHbIE C MMMYHOBOCIAJIUTEIbHBIM TTOPAKEHUEM CO-
€AMHUTENIbHON TKaHU U €€ MPOU3BOIHBIX.
6.1. Capxon03 OpraHoB JbIXaHUS
6.2. Unuonatuyeckuii pudpozupyromuii anseonut (MDA)
6.3. Jlerounsle aucceMuHanuu Mpu AUQPQGY3HBIX 3a00J€BaHUAX COEIU-
HurenbHoi TkaHu (CKB, peBMaTOugHBIN apTpUT, CUCTEMHAas CKJIEpPO-
JepMUs, Y3eJIKOBBIN niepuapTepuuT, cuaapom Yapxa-Crpocca)
6.4. nnonaTuyecKuii JISTOYHbI T€MOCUIEPO3
6.5. Cunapowm ['yanacuepa
Mps1 paccMOTpUM psii IpEICTaBUTENEH AUCCEMUHUPOBAHHBIX 3a00JI€BaHUN
JIETKUX U, COMIACHO KJIaCCU(PUKALUU 110 MOP(POIOTUUECKOMY CyOCTpaTy, HAUHEM C
rpyninsl GuOpPO3UPYIOMIMX aTbBEOJIHUTOB.

OUBPO3UPYIOLIUE AJIBBEOJIUTHBI

WNanonatuueckuit pudbposupytonmii anbeonutr (MDA), CHHOHUMBL: UIUO-
MAaTUYECKUN JIErOYHBIM (GUOPO3, MHTEPCTULIMATBHBIN Jierounbiit pudpo3 — Bocma-
JeHue u GuopO3 JIErOUHOTO UHTEPCTULIMS U BO3IYXOHOCHBIX MPOCTPAHCTB, J€30p-
raHu3anus CTPYKTYpHO-(YHKIHMOHAIBHBIX €IWHULl MapEHXUMbI, MPUBOASIINE K
Pa3BUTHIO PECTPUKTUBHBIX HM3MEHEHUN JIETKUX, HAPYIICHHIO Ta3000MeHa, Mpo-
rpeccUpyromieil AbIXaTeIbHOM HEJOCTATOYHOCTH U, B KOHEUHOM MTOTE, K JIeTallb-
HOMY UCXOJY.

o 2001 r. mousATHe uauonaTU4YecKuil GUOPO3UPYIOMIMMA aNbBEOIUT BKIIIO-
yasio 4 Mop(}OJIOTrHYECKUX TUMA HWHTEPCTUIUATBHBIX MHEBMOHUI: OObIUHAS WH-
TEepPCTUIIMAIbHASL TTHEBMOHMS, JI€CKBAMaTMBHAs WMHTEPCTUIUATIbHAS ITHEBMOHUS,
ocTpasi UHTepCTULIMANIbHAs MHEBMOHUA (cuHApoM XammaH-Puya), Hecnenuduye-
CKasi MHTEPCTUIMATbHAS THEBMOHHUS.

Ho B 2001 romy MexIyHapoIHBIM corjamieHHeM AMEPUKAHCKOIO TOopa-
kasibHOrOo obmecTBa (ATS) u EBpomneiickoro pecriupatopHoro o6imiectBa (ERS)
OBLJIO BBIIENEHO 7 KIMHUKO-MOP(OJIOTHYECKUX THUIOB HIUONATUYECKUX HUHTEp-
CTUIMAIBHBIX THEBMOHUM:

e OObIuHasg UHTEpPCTUIMANTbHAS THEBMOHUS — DA

e JleckBamMaTHBHAs UHTEPCTUIMATbHAS THEBMOHUS

e (Ocrpas uHTEpCTULIMAJIbHASI THEBMOHMS (CUHApOM XamMaH-Puya)

e Hecneuuduueckas nHTEpCTUIIMATIBHASI THEBMOHUS

e Kpunrorennast opranusytomiasi THEBMOHUS

e PecnupaTopHbiii OPOHXHONHUT, ACCOUUPOBAHHBIA C MHTEPCTULIUATIBHBIM

3a00JIeBaHUEM

e JlumdounaHas MHTEpCTULIMATIbHAS THEBMOHHSI

bouto Takxe ycraHoBieHo, uTo Kk MDA oTHOCHUTCS TONBKO 3a00JjieBaHHUE C
MOP(OJTOTUYECKON KaPTUHOW OOBIYHOM MHTEPCTUIMAIbHON MHEBMOHUU. OcTalb-
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HbIE€ K€ TUIBl UHTEPCTUIMAJIbHBIX MTHEBMOHUN He OTHOCATCS K MDA U 10IKHBI
paccMaTpHUBaThCS KaK OTJEIbHbIE HO30JI0TrnYecKre (POPMBI.
B Mexnaynaponnot knaccudukamuu Oonesneit 10-ro mepecmorpa MDA
MIPE/ICTABIICH CIEAYIOIUM 00pa3oM:
MKB-10:
Kitacc X. bone3nu opraHoB AbIXaHUs
J84 JIpyrue unTepcTHIMANIbHBIE JIETOUHbIE 0O0JIE3HU
Hcknroueno:
00JIe3HU JIETKOTO, BbI3BaHHBIC BHEIIHUMU areHTamu (J60-J70)
WHTepcTUlMaIbHAs SMPpuzema (J98.2)
MHTEPCTUIIHANIbHBIE OOJIE3HU JIETKOT0, BHI3BAHHBIE JIEKAPCTBEHHBIMU
cpeactBamu (J70.2-J70.4)
TUMGOUIHBIA UHTEPCTUIMAIBHBIA MTHEBMOHUT, BBI3BAHHBIA BUPYCOM HUM-
MyHoaedunuta yenoreka [BUY] (B22.1)
J84.0 AnbBeossipHbIE U TAPUETO-ATBBEOJISIPHBIE HAPYILICHUS
J84.1 JIpyrue uHTepcTULMANIBHBIE JIETOYHbIE 0OJIE3HHU C YIOMUHAHUEM O (puOpO-
3e
Hcknroueno:
neroyHsid pudpo3 (XpoHUUeckuil):
- BbI3BaHHBIN BIBIXaHMEM XMMHYECKUX BEIIECTB, Ia30B, TbIMOB HIIU
napoB (J68.4)
- BbI3BaHHBIN u3nyyenueM (J70.1)
J84.8 Ilpyrue yTouHeHHbIE MHTEPCTULIMATIbHBIE JIETOUYHbIE O0JIE3HU
J84.9 UntepcTunnanbuas jierounas 00yie3Hb HEYTOUHEHHAs

OBbIYHASA UHTEPCTULUAJIBHAS TIHEBMOHUSA - UDA
PaccMoTpruM 0coOeHHOCTH OOBIYHOM MHTEPCTULIMATBLHON THEBMOHUH.
CuuTaercs, 4To NepBbIe YIOMUHAHUS O 3a0o0yieBaHMM OTHOCATCS K 1935 r.,

korga L. Hamman u A. Rich onucanu 4 G0JbHBIX C OBICTPONPOTrPECCUPYIOIIEH
JbIXaTeJIbHOW HEIOCTaTOYHOCTHIO, YMEPIINX B TeYeHUE 6 MecAlleB OT Hayasia BO3-
HUKHOBEHHMsI OoJie3nu. [Ipu ayrorncun Obu1 0OHAPYKEH BBIPAKEHHBIN pacrpocTpa-
HEHHBI QUOpPO3 JEerkux, W aBTOpbl Ha3zBasu 3aboneBaHue "OCTpbl AU Y3HBIN
MHTEPCTUIHAIBHBINA (prOpo3 nerkux". JnuTenbHoe BpeMsi CHHIPOMOM XaMMeHa —
Prya Ha3zpiBanu U 3a00J€BaHUsI C XPOHUYECKUM TE€YEHHEM, OJHAKO B IOCIIEIHEE
JECATUIIETHE JaHHBIA CUHAPOM OTHOCST JUlIb K ogHOU u3 ¢popm DA — ObIcTpO-
MPOrpEeCCUPYIOUIEH WM OCTPOH MHTEPCTUIMANIBHONW MHEBMOHHUU. TepmuH "Puo-
posupyromuii ansBeonut”, npepnoxeHHsiit J. Scadding B 1964 r., orpaxkaer oc-
HOBHBIE KJIIOUEBbIE MPHU3HAKU 3a0o0yieBaHUsA: BocmajeHue u Guodpo3. B Hamen
CTpaHe HauOoisiee ynoTpeOuTeseH TEepMHUH "HauonaTudyeckuil (GpuOpo3upyrommii
aNbBEONUT", TAKKE OTpPAXKAIOUUN MEPBUYHOCTh U HEACHYIO MpUpOy 3a0oieBa-
Husg. CunonuMamu MDA sBisitorest "UIUONAaTUUECKUN JIerouHbid pubdpos" — tep-
MUH, Yalle BCEro UCIOJIb3yeMblii B aMEPUKAHCKOM JTUTEPATYpE, U "KPUIITOT€HHBIN
budposupyronuii  anpBeonut" (cryptogenic fibrosing alveolitis), momyduBmIIuit
Oonbiiee pacripoctpanenue B EBpone, ocobenno B BenukoOputanumu.



B kauectBe emie ogHoro cuHonnMma MDA B nocnenHee BpeMs MPUHSTO I10-
HsATHE "OOBIYHAS MHTEPCTHUIMAIbHAS MHEBMOHUS'", YTO OTpa)kaeT Hambojee yac-
ThII MOpdosIorndecKkuii cyocTpat 3a001eBaHus.

INUAEeMHO0JI0THA

3a mocieaHee NECATUIETHE B MUPE MPOBEIEHO HECKOJIBKO 3MUAEMHUOIOTH-
YECKMX HccaenoBaHuid, nocBsameHHbIX MPA. Ilokazatenu pacrnpocTpaHEHHOCTH
3a00yieBaHUsl 3HAYMTEIBbHO BapbUpyIOT. PacnpocTpaHeHHOCTh 3abojeBaHUS B
CIHIA cocrasinsiet aig Mmyx4ut 31,5 u qis xenmus 26,1 #a 100 Teic. HaceneHus B
roq. B Benukobpuranuu 3aboneBaemMocts UDA 3HaAUMTENbHO HUXKE — 6 cllydaeB
Ha 100 Toic. HaceneHus B rog. B Mopasuu u Cuneszun 3adoneBaemocts DA co-
crapisieT ot 4,1 no 27,6 cnyyaeB Ha 100 Teic. Hacenenus. 3a nepuon ¢ 1979 no
1988 r. B Aurnuu u Yanbsce netaibHOCTh OT DA Boipocia B 2 paza (336 u 702
cilydasi B roJi COOTBETCTBEHHO). [lo/100HbIE TEHACHIIMN MPOCIIEKUBAIOTCS B ABCT-
panuu, llotnanauu u Kanazae, B 1o ke BpeMs jeTanbHOCTh 0T MDA npakTuuecku
He nsMeHwiach B HoBoit 3enannuu, CIIA u I'epmanun. B SInonun netanbHOCTH
ot UDA B nepuoa ¢ 1974 nmo 1985 r. cocrasuna 3 cinydas Ha 100 Teic. HaceneHUs
B roj. JlaHHblE pa3iauuus B NOKAa3aTENsAX PACHPOCTPAHEHHOCTH M JIETAJbHOCTH
N®DA odeHb TpyJHO TPAaKTOBaTh, TAK KaK B OCHOBE JIEKAT PAa3JIUYHBIE MOJIXOJbI
KOJMpPOBaHMs 3a00JIeBaHUSI B HAIMOHAJBHBIX PETUCTPaX, Pa3Inyus B DKOJIOTHYE-
CKUX YCJIOBHSIX, YPOBHE JAMArHOCTUKU 3a0o0jeBaHus U Apyrux Qakropax. Kpome
TOTrO, OCHOBHBIE HcciienoBanus MDA, kak mpaBwio, NPOBOJAT B CHELUAIA3ZUPO-
BaHHBIX MYJbMOHOJIOTHUECKHUX LIEHTPAX, I/1e Ha0II0Jal0T 0ojiee MOJIOJIbIX U OoJee
TSDKEIBIX OOJIbHBIX, YTO 3HAYUTEIBHO HMCKAXAET TEHJEHIUHU PAaCIpPOCTPAHECHUS U
pa3BuTHs 3200JIeBaHMSI B OOIEH MOMYIISIIUN.

JTHOJIOTUSA U NIATOTeHe3

HecMoTpst Ha Hanuuue B Ha3BaHUU 3a00JIeBaHUS TEPMUHA "HJIMONATHYE-
CKHMI1" WJIM "KPUNTOTEHHBIN", B HACTOSLIEE BPEMS MCCIIEIOBATENIN NPEANPUHIMA-
I0T aKTUBHBIE MOMBITKM MOUCKA NMPUYUHBI BO3HUKHOBeHUs WDA. 3aboneBanue
paccMaTpHBaIOT KaK MpoLecc, MPOTEKAONIU B HECKOIBKO 3TAIoB: 1) MepBUYHOE
MOBPEXKIECHUE SMUTETUATBHBIX W/WIH HAOTEIHAIBHBIX KIETOK JIETOYHOM MapeH-
XMMBI C Pa3BUTUEM BOCTIAIUTEIHLHOM peakuu; 2) BOCCTAHOBIIEHUE CTPYKTYPHI IO-
BPEXKJICHHON TKAaHU C HAKOIUIEHUEM ME3EHXUMAJIbHBIX KJIETOK W H30BITOUYHBIM
pa3BUTHEM SKCTpaLEIUIIOISIPHOr0 MaTpukca/¢ubposa. Beigensercs taxxke S5 cra-
U THCTOJIOTMYECKUX M3MEHEHHUM:1) COeNMHUTEIbHOTKAHHOE YTOJNILIEHUE U WH-
bunabTpalMs MEPEeropoioK anbBeos, 2) 3aMOJHEHHE albBEOJISIPHBIX IMPOCBETOB
CEKpPETOM M KJIETKaMH, 3) yTpaTa HOpMaJbHON CTPYKTYpPHI aJIbBEOJ, 4) NOJHOE Ha-
pYyLIEHUE ApXUTEKTOHUKHU JIETKUX, 5) BOZHUKHOBEHUE KUCTO3HBIX MOJIOCTEN (COTO-
BOE JIETKOE).

Mmuorue aBTopsl paccmarpuBaioT MDA kak ayTouMMyHHOE 3a00jeBaHUE C
pPa3BUTHEM MEPCUCTUPYIOIIMX HMMMYHHBIX PEAKIUH B JIETOYHOM HHTEPCTULIUU.
['ucronoruyeckue nmaTrTepHbl Mpu GUOPO3UPYIOLIUX albBeoauTax Ha (oHe aud-
¢by3HbIX 3a00neBanuil coenuHuTenbHON TKaHU (JI3CT) u npu MDA npaktuuecku
UJECHTUYHBI. B 1onb3y ayTOMMMYHHON TEOPUHM CBUIETEIBCTBYIOT YaCTOE MPUCYT-
CTBUE THIEPraMMarioOyJuHEMUU, LUPKYJIUPYIONIMX HWMMYHHBIX KOMILIEKCOB,
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PEBMATOMJIHOIO M aHTUHYKJIeEapHOro (akTtopoB. JlokazaHa MecTHas MPOLYKIUs
MMMYHOTJI00yJIMHA U 00pa30BaHME€ MMMYHHBIX KOMIUJIEKCOB B JIETKMX. Pa3BuTue
peakuuil K ayTOaHTUT€HaM MOKET ObITh Pe3yJbTaTOM IMOBBIIICHHS UX IKCIPECCUU
Ha KJIETOYHBIX MeMOpaHax BCJIEICTBHE JEUCTBHUS HEU3BECTHBIX MOBPEKIAIOIIMX
areHTOB: OPraHMYECKOM M HEOPraHWYEeCKOH MbUIM, JIEKAPCTB, BUPYCHON HH(EK-
uuu. Ha poisib BUpycoB, npuHUMaromux ydyactue B naroreiese MDA, npereHayoT
JaTeHTHbIe, "MeqeHHbIe" Bupychl. O0cyxaaercs poib BupycoB remnartuta C, aje-
HOBUPYCOB, BUpyca OnmteitHa — bappa. BupycHbie npoTenHsl criocoOHbBI yCHUITU-
BaTh peaklMM XPOHUUYECKOr0 BOCMAJEHUS U pernapaiyu, aKTUBUPOBATh MPOIYK-
IMI0 KoJulareHa | Tuma u BBICTYyHaTh B POJIM TPAHCAKTUBUPYIOUIUX (DAKTOPOB, T.€.
B3aMMOJIECTBOBATH C T€HAMM, PETYJIUPYIOUIMMU KIETOUYHBIN pocT. Bupycel MmoryT
HE TOJIbKO BBICTYNAaTh B Ka4e€CTBE NEPBUYHOTO TPUITEPA PAa3BUTHUS MOBPEKIACHUS
npu UDA, pernnukanus Bupyca B yKe MOBPEXKICHHON TKAHH MOXET MOTEHIMPO-
BaThb MporpeccupoBaHue 3a00eBaHusl HAa MO3JAHUX cTanusax. pyras Teopus pac-
CMaTpHUBAaeT B KaueCTBE MPUYMHBI 3a00JIEBaHUS HKCIIO3UILIUIO K SKOJOTUYECKUM U
npodeccuoHanbHbIM (pakTopaM. B HECKOTbKUX 3MUAEMHUOIOTMYECKUX MCCIIEI0Ba-
HUsAX ObLIa nokaszaHa cBa3b MDA c npodeccuoHanibHbIM KOHTAaKTOM C MeTajuinye-
CKOM U JpeBecHOM MbUIbI0. 3a0osieBaHMEe HauboJiee 4acTO Pa3BUBAJIOCH y JIMII,
MMEBIIUX MPO(ECCHOHANIBHBIA aHaMHe3 padOoThl C JIATYHBIO, CBUHIIOM, CTaJblo,
JIPEBECHON MbLIbIO, pUCK pa3BuTHs DA umenu Mansipel, pabOOTHUKHM MpavyedHbIX
M KOCMETUYECKUX CaJOHOB, MapukMaxepbl. He nckitoueHa posb U Ipyrux BUIOB
HEOpPraHWYeCKOM MbuIH: acOecTa, CUIMKAaTHOM nbutk. B Hanbonee kpynHoM Ha ce-
TOJHAIIHUN JeHb ucciaefaoBaHuu, mnocesuieHHoM WM®DA, nposenennom bpurtan-
CKUM TOpaKaJbHbIM OOIIECTBOM, OKOJIO TMOJOBHHBI BCEX TMAIIMEHTOB UMEIH B
aHaMHe3€ KOHTAaKT C MbUIbI0, TPU ATOM y 87 OOJBHBIX OTMEYaJCsl KOHTaKT ¢ acOe-
ctoM. CyllecTByeT TakKe TOYKa 3PEHHUSI, UTO UMEETCSl TeHeTHUYecKas Mpeapacio-
JIO’KEHHOCTH K Pa3BUTHIO N30bITOUHOTO (hriOpo3000pa3oBaHus B JIETKUX B OTBET Ha
Hecrnenuduueckoe NOBPEKIeHNE dIUTENHs. B nmoap3y JaHHOW TMIOTE3bl TOBOPUT
Hajnuuue ceMeiiHbiX popm 3aboneBanus. M3ydaercs reHeTuyeckas mpeapacioio-
KEHHOCTh K pa3BUTHIO NTU(Py3HBIX 3a00J€BaHUN JIETKUX, B OCHOBE KOTOPOM Jie-
KUT HACIEJCTBEHHbI MNOTUMOPPU3M TI'E€HOB, KOAMPYIOUIUX TMPOTEUHBI, y4acT-
BYIOLIUE B MIPOLIECCUHTE U MTPE3EHTAlMU aHTUT€HOB K T-muMdonuram.

Hpe)Il'lOJ'lO)KI/ITeJIBHaﬂ ITHOJOInd HAUOIIATHYIECCKUX
HHTEPCTUIIHAJIBbHBIX NHEBMOHHUM

@axkrtopsl pucka MDA THUIIBI MHTATAIMOHHBIX TOKCUHOB

DKonorunyeckas arpec- I'a3ml (OBOH, OKCH I a30Tad, OKCHUI CCPHI, XJ'IOp)

cust [Tapsl, a3po30iH, AbIM (OKCHI KaJMHUS, KUCIOTHBIC adpo-
Kypenue 30711

[TpodeccronanbHbIC Heoprannyeckne dvacTuipl (KOMIUIEKCHI HUKENs, acOe-
BO3JICHCTBHSI CTOBBIC HUTH, KPEMHUI)

JlekapctBa Opranuveckue 4acTHUIIbI (3J1aKOBBIE, MUIIEBHIE TO0ABKH,
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HacnenctBeHHOCTB XBOMHBIE, TPOAYKTHI EpepadbOTKH TOILIIMBA)

Bupycor PanuoakTuBHBIe Ta3el W dacTUIbl (anbda- u Oera-
CocymiecTByromue 00- | HYKIJIH]IBI)
JI€3HU CwmermanHuble (CUTapeTHBIN JbIM, aBTOMOOWIJIBHBIE U MPO-

HU3BOJACTBCHHBIC BBIXJIOHBI)

Mexann3Mbl pa3BuTus BocnajgeHus/ ¢uodposa.

B mporeccax BocnajgeHusi U penapaiyuy NpUHAMAIOT Y4aCTUE MHOTHE KIIET-
KH: albBEOJIIpHbIE Makpodaru, HeHTpodubl, 503MHOPUIIBI, TYUHBIE KJIETKH U JIp.
CuuTaercsi, 4YTO LEHTPATBHOM KJIETKON BOCHAJCHUS MPHU albBEOJIUTAX SIBISETCS
aNbBEOJISIPHBIN Makpodar. Makpodaru cnocoOHbl BHICBOOOXKIATh XeMOATPAKTaH-
ThI 111 HEUTPOPUIIOB, BKIIOUas JeHkoTpreH B4 u nunteprneikun-8 , pakropsl poc-
Ta (TpoMOOUUTapHBIA (AaKTOp pocTa, HHCYJIMHONMOAOOHBIM (akTop pocta-1,
TpaHchopmupyroumii pakrop pocra-b, GUOPOHEKTHH , CTUMYJIUPOBATH CEKPETOP-
HYI0 aKTUBHOCTH (UOpP006JIacTOB U HEUTPOPUIOB , BHICBOOOKIATH KUCIOPOIHbBIE
pajvKaibl, UTPAIOIME BAXXHEHIIYIO pOJIb B MOBPEXKACHUM MapeHXuMbl. HelTpo-
Guibl TaKKe SABISIOTCS OCHOBHBIMU 3(dekTopHbiMU KieTkamu npu MDA, onn
CIIOCOOHBI BBICBOOOK/IaTh TaKKMe MOBpekaatolue (akTopbl, Kak MpoTeasbl (KoJiia-
reHasa, 3J1acTa3a), KUCIOPOAHbIE paJuKalbl. DO3UHO(UIIBI, KpOME MPOTEa3 U ak-
TUBHBIX TMPOAYKTOB KHUCJIOPOJa, CEKPETUPYIOT CHEHU(PUUYHBIE LUTOTOKCUYECKUE
BEIIECTBA: 303MHO(DUIBHBIA KaTHOHHBIA NMPOTEHH, OONBIION OCHOBHOHN O€lOoK U
ap. 3yuyaercs posib TYYHBIX KJIETOK B Ipoiieccax (prudpo3oo0pazoBaHus, UX KOJIHU-
YeCTBO B JIETOYHOM TKaHHM PE3KO MOBBILIEHO B 00JacTsAx (uOpo3a, B JIaBaXKHOU
KUAKOCTH 00sbHBIX DA 00Hapy UBalOT 3HAYUTENILHOE MOBBILIEHHUE TPOIYKTOB
TYYHBIX KJIETOK: TUCTaMUHA U TpurTtasbl. OmpeaesneHHOe 3HaueHue umeror u T-
muMmponuTel. Y 0onbHbIX UDA 00HAPYKMBAIOT MApKEPhl aKTHUBAIMU T-KJIETOK B
KpPOBH, B CHIBOPOTKE KpoBHU mnoBbiieHue 1L-2, a B sxunkoctu bAJI — uatepdepoH.
UuTtepdpepon axkTuBupyeTr Makpodaru u JTUMQOLUTHI, CTUMYIUPYET SKCIPECCHUIO
AHAOTEINANBHBIX KJIETOK, OKa3bIBAET BIMSHUE HA JACTIO3UIMIO KOJIJIareHa B UHTEp-
cturuu. [loBpexaeHne 3MUTEeTUaIbHBIX KJIETOK OKa3bIBA€T MOIYIHMPYIOUUN -
(deKT Ha pa3BUTHE MOJUICKAIEH COETMHUTENIbHON TKAaHU U MOXKET TaKXe BECTH K
pasButHio pubdpo3za. Perenepupyroriye snuTeaalbHble KIETKA CIOCOOHBI IPOAY-
nupoBaTh PUOporeHHbie GakTophl: TpaHchopMUpYyIoUUi hakTop, pakTop HEKPO-
3a onyxoiu. Pesnurenuszanusi NpouMCXOAUT, B OCHOBHOM, 32 CUYET ajlbBEOJIOLUTOB
2-ro TUMA, YTO SIBJISAETCS OJHOM M3 XapaKTEPHBIX MOPQPOJIOrHUECKHX OCOOEHHO-
cTet hudpo3UPYIOIIETO aTbBEOTUTA.

Mopdoaoruyeckas KapTuHA
[Ipu MDA rucronornueckuM NaTTEPHOM SIBISIETCS OOBbIYHAS MHTEPCTUIIM-
anbHast mHeBMOHUS — UIP (cuHOHMMBI: MypanbHas popMa WM CMEIIaHHbINA (uo-
po3HO-BocmanuTenbHblii Bapuant MDA), koTopas cocraBisier okono 90 % Bcex
bopm UDA. Ha pannux stanax pa3BuTus 3abojeBaHus Mopdosoruyeckas KapTu-
Ha XapaKTepu3yeTcs OTEKOM U WHTEHCUBHOM WHQUIbTpaIMeil CTEHOK ajbBeo
auMpouTaMu, MOHOIIUTaMU, TJIa3MaTUYECKUMU KJIeTKaMu 1 303uHodunamu. Ha-
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pSy C BOCHAJIEHHEM MPUCYTCTBYIOT Mpu3HaKku ¢pudposa: Gokycsl pudpo61acTos,
AKTUBHO CHUHTE3UPYIONIMX KOJUIareH, MUoPpuOpoOJIacThl, 4Ybsi COKpaTHTENIbHAs
CIIOCOOHOCTh MOJKET MIpaeT ONpeJeiIeHHYIO POJb B PEMOJCIMPOBAHUN MAPEHXU-
MblI Jierkux. Yacto, ocobenno Ha ¢oue A3CT, npucyTCTBYIOT IpU3HAKH (POKATb-
HOM runepruiazuu auMmdounaHor Tkanu. Ha 6omee mo3mHuX craausax 3a0o0jeBaHus
MPOUCXOJIUT 3aMEIlEHHEe HOPMAIbHOU CTPYKTYPhI MAPEHXUMBI Ipy00il coequHu-
TEJIbHOM TKaHbIO, B KOTOPYIO 3aMypOBaHbl KHCTO3HO-PACIIUPEHHBIE BO3yXOHOC-
HbI€ TIPOCTPAHCTBA, BBICTJIAHHBIE W3HYTPU TUIEPILIA3UPOBAHHBIM OPOHXHUOJISP-
HBIM WJIH KyOOBHMJIHBIM aJbBEOJISIPHBIM SIMUTEINEM, albBEOJOIUTHI 1-ro THUMa 3a-
MEUIAIOTCS aJbBEOJIOUMTAMU 2-TO THUIA, UHOT/A MPUCYTCTBYIOT NMPU3HAKKA MeETa-
mia3uu. B nmonsx ¢pubpo3a MoryT npucyTCTBOBATH KJIETKH BOCHATICHHS, OJTHAKO UX
KOJIMYECTBO HE TaKOE BBIPAXKEHHOE, KaK Ha paHHUX cTaausax. Taxxke B moisx ¢puod-
pO3a YacTO HAXOJAT PEAKTUBHYIO MBIIICUHYIO TUIIEPIJIA3UI0, TPOUCXOXKICHUE TH-
MEePIUIa3UPOBAHHBIX MUOIIUTOB BEPOSITHEE BCETO UMEET CBSI3b C OPOHXMOJIAMU WITU
MEJIKUMH KPOBEHOCHBIMH COCyAaMH, a He ¢ MUO(pUOpoOIacTaMu U3 MOJIOAON CO-
€AVMHUTENIbHON TKaHU. BHYTpU M3MEHEHHBIX albBEOJ MOTYT OOHApYKUBATHCS MY-
IUH, OEJKOBBIM JETPUT, KPUCTAILIBI XOJECTEpUHA, MAaKpoparu U Jpyrue KIETKH.
CTeHKH COCyZ0B 3HAYUTENILHO YTOJIIEHBI B 001acTH (PUOPO3HBIX MOJEH U MOTYT
OBITh HOPMAJIbHBIMU B HEMOPAXKEHHOW TKAaHU JIETKUX. MaKpOCKONIMYECKUE HU3Me-
HEHUs JIETKUX Ha TO3JAHUX CTAJMUSIX XapaKTepU3YIOTCS YIUIOTHEHUEM M CMOPILH-
BaHHUEM TKaHU JETKUX U (OpMHUpPOBAHUEM '"COTOBOIO JIETKOTO'" (Ha 3TOM OCHOBa-
HUU OJIHUM M3 IMEPBbIX Ha3BaHWM 00JI€3HU — OBbLUIO "KHCTO3HBIA LIMPPO3 JIETKUX';
®ubpo3 0coOOEHHO BBIpAXKEH B CYOIUIEBpPAIbHON 00JaCTH U HAMIOMUHACT JICHTY
HIMPUHON HECKOJIbKO caHTUMETpoB. HanbombIiirie n3aMeHeHus BbIPaXKEHbI B 3a]IHE-
0a3anbpHBIX cerMeHTa. [lopaxeHue mieBphl, B OTIMYUE OT acOecTo3a, BCTpedaeTcs
peaxo. JHauusiii Tun MDA xapakTepusyeTcs MIOXUM MPOTHO30M, JIETAIbHOCTh B
TEUCHME MATH JIET TpeBbimaeT 60 % .
Jnarnoctuxka UDA

Jlnaruo3 oObIYHOM MHTEPCTULIMAILHON MHEBMOHUM CTABUTCS HA OCHOBAHUU
KOMIIJIEKCHOTO 00CJIe/I0BaHuUs, BKIIIOYasi CYObEKTUBHbBIE U OOBEKTUBHBIE JAHHBIE U
PE3yNIbTATHI AOMOJIHUTEILHOTO 00CiIeIOBaHNUS

Kinunnuyeckasi kapTuHa

NDA He mMeeT MaTOTHOMOHMYHBIX MPU3HAKOB. 3a00JieBaHHE Yalle BCEro
BCTpedaeTcs y nauueHtoB B Bo3pacte oT 40 no 70 net. OTMmeuaercsa npeobiagaHue
3a00yIeBaHUsl Y MY>KYMH, COOTHOIICHHE TMOJIOB B Hanbosee KpyHmHBIX HCCle0Ba-
HUAX cocTaBiasio 1,9 : 1 B monb3y MyxuuH. OCHOBHBIMU KaJlo0aMH OOJIBHBIX
ABJIAIOTCS OJIbIIIIKA, Yalle WHCIHPATOPHOrO XapakTepa W HENMpOIYKTUBHBIA Ka-
menb. [1o Mepe pa3BuTus 3a001€BaHUSl OTMEYAETCS HapaCTaHUE OJBIIIKH, BIIOTh
710 TIOJTHOM MHBAJIMAM3AIMKU OOJIBHOTO: M3-3a OJIBIIIKKA OOJbHON HE CIOCOOEH Ipo-
U3HeCTH Ppasy, NpeIoKEeHNE, He MOXKET XOJIUTh, 00cyxuBaTh ceds. Hauano 6o-
JIe3HH, KaK MPaBUIIO, HE3aMETHOE, XOTs B psje ciydaeB (10 20%) UDA moxer Ha-
YUHATHCS OCTPHIMU CUMIITOMAaMHU, YTO IpeAroaraeT pojb BUPYCHON HH(EKIUU B
reHe3e 3a0osieBanus. Tak Kak 0OJie3Hb MPOTPECCUPYET TOBOJBHO MEIJIEHHO, Ta-
LMEHTHI YCIEeBAIOT aJaliTUPOBATHCS K CBOEH OJIBIIIKE, TOCTETIEHHO CHU)Kas CBOIO

AKTHUBHOCTH U IICPCXOOA K Oonee IMaCCUBHOMY 06p8.3y J)KU3HU. BOJBIIMHCTBO Imamu-
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€HTOB Ha MOMEHT 00CJIeJOBaHUSI UMEIOT aHaMHE3 3a00J1eBaHuUs JUTUTEIbHOCTBIO J10
1-3 net. MHoraa otMeuaeTcsi MpOAYKTUBHBIN Kallelb, Jaxe MPU3HAKA TUIEPCEK-
pelu MOKPOTBI, IPUYEM JTaHHBIN MPU3HAK acCCOLMUPOBaH ¢ Oojee Hebiarompu-
ATHBIM MPOTHO30M 3aboseBanus. Jluxopanka He xapakrepHa nias UDA. [Ipyrumu
CUMIITOMaMH MOXET ObITh 00111as1 c1ab0CTh, apTpaIruu, MUAJITHH, CHIDKEHHE Mac-
Chl TeJa, U3MEHEHUE HOrTeBbIX (payaHr (B BuAe “OapabaHHBIX majnovex’). ApTpu-
Thl U apTpalIruu, N0 JaHHBIM ucciegoBanust BTS, daie BCcTpeyaroTcs y JKEHILUH,
yeM y MykuuH (B 23,7 u 16,6% ciydaeB coorBeTcTBeHHO). CumnTom "Gapaban-
HBIX TaJo4deK", Ha00opoT, MpeobiagacT y My>KUUH U BcTpedaetTcs B 40 — 72% .
JlaHHBIN MPU3HAK B HEKOTOPBIX MCCIIEIOBAHUAX coyeTayics ¢ 0osee MIOXUM Mpo-
FHO30M. XapakTEepHbIM ayCKyJbTaTUBHBIM (eHomeHoM mpu MDA sBuserca kpe-
MUTaus, KOTOPYIO CPaBHUBAIOT ¢ "TpeckoMm nemiodana" mianm o003HAYAIOT Kak
xpuribl "velcro". Hanbosnee 4acto Xpumbl BBHICTYIIMBAIOT B 33 JHE0a3aIbHBIX OT/IE-
Jax, XoTsa B 1/5 Bcex ciydaeB KpemuTalMI0 MOXKHO MPOCIYIIATh U B BEPXHUX OT-
nenax. [lo cpaBHeHMIO C KpenuTanued Mpu Apyrux 3a0oseBaHUsAX (MHEBMOHUS,
OpOHXOAKTa3bl, 3aCTOMHBIE TMpOIECChl B JErkux), kpenutanus npu MDA Oonee
HexxHas (fine crackles) — MmeHee rpoMkast 1 GoJsiee BHICOKAsI 110 YaCTOTE, BBICIYIIIU-
BaeTCs Ha BBICOTE BJ0OXA, T.€. B KOHEUHOMHCIUPATOpPHYIO ¢a3zy. MHoraa MoxHO
BBICITYIIATh M SKCIIUPATOPHYIO KPEMUTALIMIO (Yalle BO BTOPYIO TPETh BbII0XA), UTO
MOXKET OBbITh MPU3HAKOM MporpeccupoBaHus 3aboneBanHus. Cyxue XpHUIbl MOTYT
OBITH CHBIIHBL Y 5 — 10% G0JIBHBIX U OOBIYHO MOSBIISIIOTCS MPU COMYTCTBYIOIIEM
oponxure. 1o 50% Bcex nmanueHToB umeroT taxunHoe. [lo Mepe mporpeccupoBa-
HUsl 3200JIeBaHMSI MOSBISIOTCS MPU3HAKKU JbIXaTEIbHOM HEJOCTATOYHOCTU U Jie-
KOMIIEHCHUPOBAHHOTO JIETOYHOro cepAna: Aud@y3Hblil cepo-neneabHblii UaHo3,
ycuJieHHe 2-ro TOHa HaJ JETOYHOW apTepuel, Taxukapaus, HaOyXaHue MIeHHBIX
BEH, nepudepruyeckue oTeku. BbDKUBAEMOCTh MALMEHTOB C MOMEHTA MOCTAHOBKHU
nuarHosa B cpenHeM 3 — 5 net. B uccnenosanuu BTS B Teuenue 5 net ymepno 50
% Bcex 0onbHBIX UDA. [IporHo3 3HaUMTENBbHO Jy4lle y NalueHToB ¢ (Guodpo3u-
pytomuMm  anbBeosuToM Ha ¢oHe [I3CT. IIporHo3 Takke HECKOIBKO Jydlle Y
KEHIIMH, y 00Jiee MOJIOJbIX MAlMEHTOB, MPU aHaMHe3e 3a0oJieBaHus MeHee | ro-
na. Haubonee yacToli mpuuMHON CMEPTU OOJBHBIX SIBISETCA JbIXaTeIbHAs HEIOC-
TaTOYHOCTh, KaK €CTECTBEHHOE CIIEJICTBUE MIPOrPECCUPOBAHUs 3a00IE€BaAHNS.
JlabopaTopHoe ucciieoBaHue

Hannbie pe3ynbratel npu MDA 0O0BIUHO HE HECYT KaKOW-TMOO0 1IEHHOW WH-
dbopmanuu. Jlo 70% GonbHBIX UMEIOT noBhIIeHHYI0 COD (B cpenHeM 38 MM/4), y
OOJBIIMHCTBA OOHAPYKUBAIOT LUPKYJIUPYIOLIME UMMYHHBIE KOMIUIEKCHI, Y 30%
MAIMEHTOB — MOBBIIIEHUE OOUIETO YPOBHS MMMYHOTJI00YJIMHOB, JTOBOJIBHO YacTO
10 41 % o6uapyxkuBaroT kpuoriooynunsl . [Ipumepuo 20 — 40% 6onpHbIx DA
6e3 comytcTBytommux JI3CT UMEIOT NOBBINIEHHBIE TUTPHI PEBMATOUAHOTO U aHTH-
HykJeapHoro ¢aktopoB. B uccnenoannu BTS mosoXuTenbHbIA peBMATOUTHBIN
(daktop ObuI BbIsIBIIEH y 19% manueHToB U aHTUHYKIEapHbId dakTop —y 26%. Y
6onpHBIX IDA, Kak IpaBuIIO, MOBBIIIEH CHIBOPOTOYHBIN YPOBEHb JIAKTATIETUAPO-
redasbl (JIII'), BO3MOXHBIM UCTOYHUKOM KOTOPOH SIBISIFOTCS albBEOJIIPHbIE MaK-
podaru u anbBEOJIOUUTHI 2-r0 TUMNA. B ogHOM M3 HcclieoBaHUN CHIBOPOTOUYHBIN

ypoBeHb JIJII" Ob11 TECHO CBsI3aH ¢ APpYrMMU Mapkepamu akTuBHOCTH UDA: yuc-
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JIOM HEUTpO(PUIOB U 303MHOPUIOB OPOHXO0ATBBEOISIPHOTO JaBa)ka, U CHUXKEHUE
JIAT" HabGmromaiock Mpyu yCHENIHOM Tepanuu 3a001eBaHMs.

[lepcieKTUBHBIM MapKepOM aKTUBHOCTH 3a00JIeBaHUS SBISETCS CBHIBOPO-
TOYHBI ypOBEHb MPOTeHHOB cypdakTanTa A u D (surfactant proteins A and D —
SP-A and SP-D) — ocHOBHBIX IMHKONPOTENHOB cypdakTaHTa. B ycioBUsIX MOBbI-
HIEHHOW TMPOHUIIAEMOCTH aJbBEOJSIPHO-KAMMIISIPHOW MEMOpaHbl MPU AKTUBHOM
aJNbBEOJIUTE MPOUCXOJIUT 3HaUnUTEIbHOE noBbilieHne SP-A u SP-D B chiBopoTKe .
YpoBHH TPOTEMHOB cypdakTaHTa AOCTATOYHO XOPOIIO OTPa)XaroT AKTUBHOCTH
BOCHAIMTENBHOTO mporecca B Jierkux npu MUDA. Eme oaHuMm HampaBieHHEM
OLICHKM aKTUBHOCTH aJIbBEOJIUTA SIBJSETCS OIpPEAENICHUE B CHIBOPOTKE MYIMH-
AHTUT€HOB, OTPAXKAIOIINX TUIMEPIUIA3UI0 U TUIIEPTPOPHUIO ANbBEOJIOIUTOB 2-TO TH-
1a U UX TMOBBILIEHHYIO CEKPETOPHYIO (PYHKIMIO IPU MHTEPCTUIIMAIBHOM BOCTIaJIE-
HUU.

PenTtrenosiornyeckue MeToIbl

O630pHast peHTreHorpadus rpyAHON KIETKH.

Pentrenorpadust rpyiHON KJIETKH SIBISIETCS BAXKHEUIIUM AUArHOCTUYECKUM
meronoM npu UDA. Haubosiee yacTeiM MpHU3HAKOM 3a00J1€BaHUS ABISIIOTCS JIBY-
CTOPOHHHME TUCCEMUHHUPOBAHHBIE U3MEHEHUS PETUKYJISIPHOTO WU PETHKYJIOHOIY-
JSIPHOTO XapakTepa, 0oyiee BhIpaXXEHHbIE B HIDKHUX OTAenax Jjierkux. (puc.l) Ha
paHHUX d3Tanax pa3BUTHs 3a00JIEBaHUS MOXKET HaOJMI0NAaTbCs JIMIbL HEKOTOPOE
YMEHbIIICHHE 00beMa JIETOUHBIX TMOJEH M MOHMKEHUE MPO3PAYHOCTH JIETKUX 10
TUIY "MaTOBOrO CTeKJa", TaHHbIE U3MEHEHHUsI OCOOEHHO 3aMETHBI MPU CPABHEHUU
cepuM peHtreHorpamm OonbHOro. [Ipu mporpeccupoBanuu 3a00JIeBaHUS PETHKY-
JSPHBIA MATTEPH CTAHOBUTCS OoJiee TPYObIM, TSIKUCTBIM, MOSBISIOTCS OKPYTJIbIe
KHCTO3HbIE TIpocBeTieHus: pazmepamu 0,5 — 2 cM, oTpaxkaroniue GopMupoBaHue
"COTOBOTI'O JIETKOTO'", MOTYT OBITh BUAHBI IMHEWHBIE TEHU JUCKOBUJIHBIX aTelleKTa-
30B. Pentrenonoruueckas kapruna npu MDA moxer xoppenrpoBarh ¢ THCTONA-
TOJIOTHYECKUMHU MU3MEHEHHUSAMH, OJTHAKO TaKasl CBSI3b CYIIECTBYET JIUIIb MPU HAJIH-
YUM MPU3HAKOB "coToBoro Jjerkoro”. Haunbonee xapaKTepHbIMU peHTreHorpadu-
yeckuMu npusHakamMu MDA sSBISIIHCH: OYEpPUEHHBIE Y3€IKOBO-JIHMHEHHBIE 3aTeM-
Henus (51,0%); uzmenenus no tuny '"coroBoro Jierkoro"(15,1%); u3MeneHus mo
tumny "matoBoro crekia'(5,1%) . Taxxke Ha mo3auux ctaausix UDA peHTreHoso-
rudeckasl KapTUHA 4acTO BBISBISET JACBUALIMIO TPAaXeW BIPABO, TPAXEOMETANHMIO.
Heo6xoaumo oO6patuth BHUMaHUE Ha TO, YTO J0 16% MalMeHTOB C TUCTOJIOTHYE-
CKU JIOKa3aHHBIM quarHo3oM MDA MoryT MMeTb HEM3MEHEHHYIO PEHTTE€HOJIOTHU-
YeCcKyl0 KapTuHy. BoBieueHue mieBpbl, BHYTpUTpYIHAs aJ€HOMNATHs, JIOKAJIU30-
BaHHbIE MAPEHXUMATO3HbIE YIIJIOTHEHUs He xapakTepHbl At MDA u moryt oTpa-
&KaTh MO0 Apyroe MHTEpCTULIMAbHOE 3a0osieBanue jerkux. [Ipu ¢ubdbposupyto-
1IeM aJbBEOJINTE Ha PEHTTEHOrpaMMax OOBIYHO BBISABIAETCS JABYCTOPOHHEE CHUM-
METPUYHOE YCHJIEHHE JIETOYHOTO PHUCYHKAa. B MpOTHBOMONOKHOCTH CapKOUI03Y,
JUIsl KOTOPOTO XapaKTepHO NpeoliajaHre M3MEHEHUH B MPHUKOPHEBBIX OTAENax
Jerkux, npu (GuOPO3UPYIOLIEM allbBEOJUTE JIErOYHasi TKaHb Mopaxkaercs Ooliee
paBHOMEpHO. OTMEUEHO HEKOTOpPOE MpeodiiajaHne U3MEHEHUH B 0a3ajJbHBIX U TIe-
pudepudeckux cyOmneBpanbHbix oTaenax. duddysnas nponudepanus Gudpos-
HOM TKaHM BeJeT K AedopMali U MEepecTporKe apXUTEKTOHUKHU JIETOYHOTO pH-

15



CYHKa MO CeT4aToMy THIy. JIerouHbIii pUCYHOK MPUOOPETAET BUJl MUEIUHBIX COT,
dbopmupyeTcss KapTHHA COTOBOT'O JIETKOT'O: YTOJIEHHBIE MEXalbBEOJISIpHbIC, Ie-
pUalMHAPHbBIE U MEX]I0JIbKOBBIE TIEPETOPOIKHA OXBATHIBAIOT SM(PHU3EMATO3HO B3/Y-
ThI€ JJOJIbKU U alMHYyChL. [ GuOpo3upyIonero aibBeoanTa THITMYHBIM SIBISETCS
pa3BuTHe OyJIe3HON 3MQU3EeMbl, KOTOpasi pa3BUBAETCSl paHbIIE JPYTUX H3MEHE-
HUM JIETOYHOTO PHUCYHKa. DMQu3eMaTo3Hble OYyJUIbl JIOMAIOTCS, BCIEICTBUE YETO
WHOTJIa BO3HUKAET CIIOHTAHHBIN MHEBMOTOPAKC, KOTOPHIA MOKET MOBTOPSITHCS HE-
CKOJIBKO pa3 JI0O OCI0KHEHHUS 3a00JeBaHtsl, TaKhe, KaK MHPEKIMU WIH OMYXOJIH.

Puc.1 OG30pHas peHTreHorpamma jgerkux 6ospHoro MOA

KommnbroTepHast Tomorpadus rpyIHON KIeTKU

C nmomoripto komnbiorepHoi Tomorpaduu (KT), a, ocoOeHHO, KOMITbIOTEP-
HOM Tomorpaduu Beicokoro paspeuienus (KTBP) MoxHO monyuuTs 6oJiee [IeHHYIO
JIUArHOCTUYECKYI0 MHpopManuio. XapakrepHbiMu Haxonkamu npu KT sBisrorcs
HEperyJIsSipHbIE JIMHEWHbIE TEHHM, CHUKEHUE MPO3PAYHOCTU JIETOYHBIX IOJIEH MO
TUMY ""MATOBOrO CTEKJA" U KUCTO3HBIE MPOCBETICHUS pa3Mepamu oT 2 10 20 MM B
nuametpe. [Ipusznaku "cotoBoro nerkoro" BeiABIAOT B 70% npu KT, mo cpaBHe-
Huto ¢ 15 — 30% npu 0630pHOI pentreHorpadun. Hanbonbiire n3MeHeHus! BbIsB-
JS10T B Oa3asibHBIX U cyOruieBpasibHbIX oTAenax jJerkux. KT nmaTTepn u pacrnpene-
JIEHUE U3MEHEHHI B OOJBIIMHCTBE CIydaeB SIBJISIOTCS MAaTOTHOMOHUYHBIMH IS
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NDA. Kpome Ttoro, KT-mpu3Haku oTpaxkatoT MOpQojoruueckre mpu3Haku (puo-
PO3UPYIOLIET0 adbBEOJIUTA: PETUKYJSAPHBIA MATTEPH COOTBETCTBYET (pubpo3y, a
narTepH "MaToBOro cTekija'" — KiIeTouHou uHuiabTpanuu. KaptuHa '"mMaToBOro
CTEKJIa" MPOSABISETCSA TOJBKO TP MUHUMAJIBHOM YTOJIILIEHUH AJIbBEOJISIPHBIX CTE-
HOK, UHTEPCTULMS WIM YaCTUYHOM 3allOJIHEHUU AJIBBEOJI KJIETKAMH, KUIKOCTBIO,
amopdusiM MaTepuasioMm. [lostomy KT-kaptuHa mmeer mporHocTuyeckoe 3Haye-
HUE, B UCCJIEIOBAHUY JIYyUYIINK MPOTHO3 UMEJIH MAIIUEHTHI C HATTEPHOM "'MaTOBOTO
crekna", XyAluid — ¢ PETUKYJISIPHBIM MAaTTEPHOM, M MPOMENKYTOUHBIN — CO CMe-
IIAHHBIM NATTEPHOM. BOJBHBIE C MATTEPHOM "MATOBOrO CTEKJA' XOpOIIO OTBEYa-
JM Ha TEpanuio CTEPOUIAMHM, YJIYUIIEHHE KIMHUYECKOrO CTaTyca 3THX OOJIBHBIX
conpoBOkaanock ynydmennem KT-kapTuHbl, B TO BpeMsi, Kak HU B OJHOM clly4ae
He HaOJI0/1aJI0Ch YMEHBIIEHUE PETUKYIISIPHOTO naTTepHa. B Hacrosiiee BpeMs 1o
npenackazarenbHoil neHHocT KT BBIXOIUT Ha MepBbIi 1aH, onepexas ¢yHKIHO-
HaJbHBIE JIETOYHBIE TECThI, OPOHXOATBBEOJIAPHBIN JTaBaXX U Jake OMOTICHIO Jer-
KHMX, TaK KaK IMO3BOJISIET 1aTh OLEHKY MOPAKCHUS MPAKTUYECKU BCEU MapEHXHUMBI
JIETKUX IO CPaBHEHUIO C OTIEIbHBIM OMONCHIHBIM oOpasuoM. Ilpu coueranuu
NDA c smduzemoit KT sBisiercs eIUHCTBEHHBIM METOJIOM, MO3BOJISIOIIUM OIle-
HUTH BBIPAXKEHHOCTh SM(U3EMBbI, KOTOpash MPEUMYIIECTBEHHO JIOKAIU3YyeTCs B
BEpXHHUX OTAENaX, U Pa3rpPaHUYUTh €€ C KUCTO3HBIMU M3MEHEHUSMH, XapaKTEepHU-
3yomuMu ""cotoBoe Jierkoe". BocmanutenbHyr peakinuio (ajJbBEOJIUT) B MHTEP-
ctutnu Jerkux, KTBP-3kBuBaJIeHTOM KOTOPOil SIBIsETCS ““MAaTOBOE CTEKJIO , Clie-
IyET CUYUTATh TOYKOM MPUIIOKEHHS KOPTUKOCTEPOUAHOM Tepanuu. [pyrum nuar-
HOCTUYECKH BAXXHBIM MPU3HAKOM CUUTAIOT PACIpPOCTPAHEHHBIM HMHTEPCTUIHUAIb-
HbI (UOpPO3 M Kak BBIPAKEHHE KOHEYHON CTaJuu €ro pa3BUTUS — KUCTO3HO-
OyJUIe3HYIO TIepecTpoiiKy JeroyHoi Tkanu (“‘cotoBoe jerkoe”). (puc.2). KTBP-
MPU3HAKH “COTOBOIO JIETKOTO” BO MHOTOM COIMOCTaBUMBI ¢ PUOPOIIACTHUECKUMU
M3MEHEHUSIMU B TKaHU JIETKOTO, MPECTaBICHHBIMU oyaraMu rpyooro ¢ubposa c
0o0pa3oBaHUEM OBAJIBHBIX W IIEIEBUAHBIX CTPYKTYp. KTBP-MoHuTOpHpOBaHue mo-
3BOJIICT TAKXKE MOJYUYUTh HHMOOPMALIMIO O HAPYIIEHUSIX JIETOYHON reMOJUHAMUKH,
BKJIIOYAsl JIETOUHYIO rurnepTeH3nto. CoriacHo COBPEMEHHBIM MPE/ICTABICHUAM 00
MH(OPMATUBHBIX METOJAX BU3YyaIU3alllM JIETOYHON apTepyu U MPaBOTro >KeNya04-
Ka, MUpOKOo ucnosb3yemass IxoKI', B TOM uucie ¢ Harpy304HbIMU MpoOaMu, 1aeT
JUIIb TPUOIU3UTENIbHYI0O MH(OPMAIMIO O TOBBIIIEHUU JIETOYHOTO COCYIHUCTOTO
COMPOTHUBJICHUS U MPAKTHYECKU HE MO3BOJISIET OOHAPYKUTh OPraHUYECKUE H3Me-
HEHHSI JIETOYHBIX COCY/I0B.

Takum oOpa3zom, B3auMocBsA3b mpuzHakoB HMDA, oOHapykUBaeMbIX Ha
KTBP, ¢ uamenenussmu Ha tepputopun narepctuuus neinaer KTBP meronom, co-
MOCTABUMBIM 10 3HAYUMOCTHU C OMOICHEN JeTrKoro, CYUTaBUICHCS A0 HACTOSIIETO
BpeMEHM ‘‘3070TbIM cTaHaaptoM’ auarHoctuku MPA. Ilpumenenune KTBP nep-
CIIEKTUBHO TaKkxe ajis MoHuTopupoBanus DA u onpenenenus 3hpPeKTUBHOCTH
TEparnu.
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Puc.2 KTBP nerkux ooiasaoro UMD A. “CoroBoe jerkoe”.

DOYyHKIHOHAJIBbHASA IMATHOCTUKA

DOYHKIIMOHAJIBHBIEC JIETOYHBIE TECTHI SIBJISIIOTCS KJIFOYEBBIM METOAOM, MO3BO-
JISIOIIMM YCTaHOBUTH HAJIMUKE TIPUHAICKHOCTH 3a0oeBanus k rpynme M3JI. Ha
paHHUX ATanax 3a0oJjeBaHUs TOKa3aTeau cnuporpaduyd 4acTo B Mpenesiax Hop-
MaJIbHBIX 3HAYEHUN, OJIHAKO YKE MOXKET HaOJI0aThCsl CHIKEHHE CTaTHYECKUX
00bEeMOB — 001l €MKOCTH JIETKHX, (PYHKIIMOHAIIbHOW OCTaTOYHON €MKOCTH, OC-
TaTOYHOTO 00BEMA, UYTO BBISBISIOT MPU MOMOIIKM OOJUILICTU3MOTpadruu WIH Me-
TOJa pa3BeJcHUs ra3oB. B manpHelIeM NPOUCXOAUT CHUKEHUE TIOKa3aTeseh 00b-
ema (opcupoBanHoro Beijioxa 3a 1 ¢ (O®B1) u dopcupoBaHHO# KU3ZHEHHON eM-
koctu. Koaddurmuent Tuddno B mpeaenax HOPMBI WU Ja)ke TMOBBIIIEHO H3-3a
yBEIUYEHUS 0OBEMHON CKOPOCTH BO3IYIIHOTO TMOTOKA BCJEACTBHE IMOBBIIICHUS
AnacTUYeCKor otnauu Jierkux. CHIKeHue oOlield eMKOCTH JIETKUX XOPOIIO KOop-
peIupyeT C BBIPAKEHHOCTHIO KJIETOUYHOW BOCHAJIUTEIBLHON peakiuu B OWorTatax
JIETOYHOW TKAHH.

IlennpiM mokazaTesnem siBisieTcss auddy3uoHHAasT CHOCOOHOCTh JIETKUX
(DLCO), cHmxeHHe KOTOPOW SBIISIETCS OJHUM W3 PaHHUX MPU3HAKOB 3a00JieBa-
Hus. BeipaxkeHHocTh u3MeHeHnit DLCO MoxeT sBAsSThCS TPeAUKTOPOM MOpdoII0-
TUYECKON KapTUHBI: B UCCIEIOBAHUAX OblJla BBISIBJICHA JIOCTOBEpPHAS KOPPEISIUs
MeXIy TU(PEGY3MOHHOM CIIOCOOHOCTHIO M BBIPAXKEHHOCTHIO JICCKBAMAllUM U CyM-
MapHOM BBIPAKEHHOCTHIO THCTOJIOTUUECKUX U3MEHEHUH, oiHaKko ucxoanas DLCO

HC IMPCACKA3bIBACT I[aJ'IBHeﬁ]lIee teuenne MDA u orBeTa Ha MMPOTUBOBOCIIAJINTCIIb-
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Hyto tepanuto. Kpome toro, DLCO nHaubosee TeCHO CBsi3aHa C KapAWHAIbLHBIM
KiuHuyeckuM cumnromom MDA - nucnnoe. Beipaxennoe camwkenne DLCO (<
50%), Kak mpaBHJIO, ACCOLUUPOBAHO C PA3BUTHEM JIETOYHOW THIEPTEH3UU U pac-
HIMPEHUEM alibBeosioapTepuaibHoro rpaguenra P(A-a)O, npu ¢usznueckoi Ha-
rpy3ke. Pexe npu ouenke M3JI ucnonb3yroT aHaiu3 KpUBOM J1aBlieHHE — O0BEM,
npu 3a00JIeBaHUSAX JAHHOW TPYIIbI OHA CMEIEHA BIPABO M BHU3, YTO OTpPayKaeT
CHI)KEHHE PAaCTsHDKUMOCTH JIETKMX M yYMEHbIeHHue o0bema Jierkux. JlaHHBIA TecT
MMEET OYEHb BBICOKYIO UYBCTBUTEIBHOCTh HAa PAHHUX dTanax pa3BUTHs 3a00seBa-
HUs, B TO BpEMsl, KOT/1a IPyTUE TECTHI €€ HE N3MEHEHBI.

Ha pannux sTanax 3a0ojieBaHus ra30BbIi aHATIN3 apTEPUATILHON KPOBH, BbI-
MOJIHEHHBIN B MOKOE, MPAKTUYECKU HE U3MEHEH, XOTS NpU (PU3NYECKON HaArpy3Ke
MOXKET HaOJII0IaThCs JecaTypalus, 4TO MPOSBISETCS CHIXKEHUEM MapluaibHOTO
HanpsbkeHus: kuciopojsa PaO, u pacimupenueM P(A-a)O,. ITo mepe nporpeccupo-
BaHUA 3a00JIEBaHMs TUTIOKCEMUS MOSBISIETCS U B TIOKOE, U COMPOBOXKIAETCS TUIIO-
KalHHUEeH, oTpa)karoleid 0COOEHHOCTH JBIXaTeIbHOrO MaTTepHa OO0JIbHBIX — YacTO-
ro MOBEPXHOCTHOTO JbIXaHUS, TUNEPKAITHUS TMOSABISIETCS TOJBKO HA TEPMUHAJIb-
HbIX 3Tanax MPA. TpagullMOHHO MPUUYMHON TMIIOKCEMUM CUUTAIOCH HAPYIIEHUE
DLCO, onHako B HacTosIIee BPEMs JOKa3aHO, YTO OCHOBHBIM MEXAHU3MOM TH-
MOKCEMUU SIBIIIETCS BEHTWISALIMOHHO- nepdy3uonHblil nucbananc. DLCO sBaser-
csl JIMMUTUPYIOIIMM (HaKTOPOM ra3oo0MeHa TOJbKO NMpU MHTEHCUBHOM (u3nye-
ckoi Harpy3ke. Hauboiiee yyBcTBUTENBHBIMU TecTaMu nipu UDA, kak u nipu apy-
rux M3JI, sBnsercsa uccienoBanue razooOMeHa BO BpeMsi (PU3NYECKOM Harpy3Ku.
Kpome uzmenennit PaO, u P(A-a)O,, Bo Bpemsa Harpy3ku npu MDA nabmromaroT
MOBBIILIEHNE (PYHKIMOHAIBHOTO MepTBOro mnpoctpanctsa Vd/Vt u paboTel abixa-
HUS, CHUKEHUE MAKCUMAaJIbHOM YacTOThl CEpJIEYHBIX COKpPAILEHUN, aHAIPOOHOTO
rnopora .

JI71s1 OLIEHKH aKTMBHOCTH BOCHAIMTENBHOTO npouecca npu MDA ucnonssy-
€TCsl CKAHUPOBAHME JIETKUX C rajueM-67. ['ajumii sSBIseTCsl aHaJoroM JKeles3a U
CBSI3BIBACTCSI B OpraHU3ME C PELENTOpaMu TpaHCPeppuHa, KOTOPbIE HKCIPECCHU-
PYIOTCSl TOJIbKO Ha MeMOpaHax aKTUBHBIX aJIbBEOJISIPHBIX MakpogaroB, HO OTCYT-
CTBYIOT Ha HeWTpodunax, TuMpouuTax U snurenuonuTax 2-ro tumna. [loatomy
00Jiee MHTEHCUBHOE HAKOIUJICHUE TaJliusl HaOJI0JaeTcsl P aKTUBHOM aJIbBEOJIH-
Te. JJOCTOMHCTBOM METOJa SIBISETCS BO3MOKHOCTh BU3YaJlbHOM OLIEHKH MHPOTS-
KEHHOCTH, MHTEHCHUBHOCTM M PHUCYHKAa aKTUBHOI'O BOCHAJIUTEIBHOTO IpPOIECCa,
OJIHAKO BBUAY OTCYTCTBHS CTaHIApPTU3aLUHUHA METOJA U YETKOM KOJIMYECTBEHHOMU
OLICHKHU TaJUTMEBBIX CKAHOB, a TaK)K€ MOSIBIEHUEM ApYyrux Oojiee ynoOHBIX U TOY-
HBIX METOJIOB, 3TOT METOJ PEIKO HCMOJb3yEeTCs B Hacrosuiee BpeMs. bonee nes-
HBIM M30TOIHBIM METOJOM SIBJISIETCS MO3UTPOHHOE TOMOTrpaduyecKoe CKaHUPOBa-
HUE JIETKUX MOCJI€ UHTAALUN JUATUIICH-TPUaMUHIIEHTAAlleTaTa, MEYEHHOTI'O TEX-
HeuueMm-99 (99mTc-DTPA). JlaHHBIH METOJI MO3BOJISIET OIIEHUTHh MPOHUIIAEMOCTh
aJbBEOJISIPHO-KAMIUIAPHON MeMOpaHbl U 11U Py3HOro aabBEOJISIPHOTO TOBPEK/Ie-
Hus. Iloseimenne knupeHca 99mTc-DTPA mnomoraer pasrpaHuduTh OOJIBHBIX
NDA co cTabWIbHBIM U MPOTpECCUpYIOMINM TeueHueM (t1/2 cHmkeHa y O0NbHBIX
c 0oJiee aKTUBHBIM BOCIAJIUTENbHBIM MPOIIECCOM), a TaK)KE€ UMEET ONpeeICHHOE

IMPOTrHOCTUYCCKOC 3HAYCHUC.
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bponxockonus
He umeet camoctosrensHoro 3nadenus npu MDA. Haubosnee yacroit Haxon-
KOM IpHu OPOHXOCKOMNHHM SIBISIETCS KapTUHA YMEPEHHOT'0 KaTapajibHOro OpOHXHUTA,
pexke — HeOOJbIIOE KOJUYECTBO CIM3UCTOTO cekpera. Ho BO BpeMsi OpOHXOCKO-
MUY BO3MOXKHO IPOBEJIEHHE OPOHX0AJIbBEOJSIPHOIO JaBaxa, YTO BaXKHO ISl T1O-
CTAHOBKHM JIMArHo3a.

BponxoaabBeonsipublii JaBaxk (BAJI)

SIBnsieTcss BaXHEUIIMM JMArHOCTUYECKUM METOAOM IPU AUCCEMUHUPOBAH-
HBIX 3a00JIEBAaHUSAX JETKUX W TO3BOJIAET MOJYUYUTh JIJISl MCCIIEIOBAHUS KIJIETKU U
KUJKOCTh U3 HIDKHUX OTIEJOB JIbIXaTeNbHBIX MyTeH. JJOCTOMHCTBOM METO/a SIB-
JsieTCs. BO3MOXKHOCTh MOJIYYEHHsI MaTepualia U3 OOJIBIIEro KOJIWYECTBA albBEOJ,
4yeM Mpu OUONCUHU, OTHOCUTENbHAS HEMHBA3UBHOCTh, BO3MOKHOCTH MHOT'OKPATHO-
ro NMOBTOPEHHUSI, a Takxke OezonacHocTh nmpouenypbl BAJL. OO0miee yncio ociioxHe-
Huit ipu BAJI ne npesbiaer 0 — 3%, o cpaBHeHUIO ¢ 7% Mpu TpaHCOPOHXHUAIb-
HoMt O6uornicuu u ¢ 13% nipu oTKpbITON Ouoncun Jierkux. BAJI uMmeer nuarnocruye-
CKYIO 3HAUUMOCTb, [TO3BOJISIET OLIEHUTh TEUEHHE U MPOrHO3 OOBIYHON MHTEPCTHUIIHU-
anpHOM nMHeBMOHUU — UDA.

O6m1ee uncio ki1eTok B kuakoctd BAJI npu DA 3HaYUTENHHO MOBBIIIEHO.
XapaktepHoit ueptoir BAJI siBisieTcst 3HAaUUTENbHBIN HeWTpoduies (B cpennem, 12
— 35%) . Ognako 4MciO HEUTPOPUIOB MOBBIMIEHO MpU MHOTUX Apyrux W3JI,
BKitouast acoectos, A3CT, cunukossl. CienyeT MOMHUTh, YTO OUYEHb BBIPAKEHHOE
yBesnuueHue yucia HedtpodusnoB B BAJI MoxkHO Habm01aTh TaKKe MPU COMYTCT-
ByIOLIUX OakTepraibHbIX HHPEKIHA. Y 60abHbIX MDA Takke 0OHapyKUBaIOT MO-
BBIIICHHE MPOJYKTAa CEKPElHH HEHTPO(PHUIOB — KOJIIareHasbl, KOTOpas HUIpaeT
BOXHOE 3HAUYCHUU B MaToreHese 3aboneBanus. Ha mo3auux cragusx MDA coxep-
KaHUE MPOTEOTUTUYECKUX (PepMEHTOB 3aMeTHO cHibkaercs. s MDA raxxe xa-
pPaKkTEepHO MOBBIIICHUE Y03MHO(PUIIOB, OJIHAKO CTENEHb X MOBBIIIECHUS HE TaK BbI-
pakeHa, Kak npu OpoHXHManbHON actMe uiau npu cuHapome Churg-Strauss, u
o0b1yHO He mnpesbiaet 20% , B cpeaneM 5 — 8% oT ol1ero yucia kiaetok. Heil-
TPOPHIBHO-303MHOPMIBHYIO aCCOLMALINIO OOHAPYKUBAIOT Y ABYX TpeTeH Maiu-
eHToB ¢ UDA. Yucno HEUTPOPHUIOB U 203MHO(PUIOB XOPOIIO KOPPEITUPYET C aK-
TUBHOCTBIO U TeueHueM 3a0oseBanus. Jo3unodmims BAJI (kak aGcomoTHOE YnC-
JI0, TaK U TPOUEHT P03UHO(UIOB) MOXKET OBITh CBSI3aHa C HEOJIArOMPUSTHBIM MPO-
rHo3oM M®A. TlanueHTsl ¢ MOBBIIIEHHBIM YUCIOM 303MHO(UIIOB B JIaBake UMe-
I0T, KaK MPaBWIO, IUIOXOW OTBET HA TEpaIlUI0 CTEPOMAAMHU, MPUYEM CTEPOUAO0TE-
panusi cnocoOHa MPUBOJIUTH K CHIKEHUIO uncia HelTpodunoB B BAJL, HO uucio
703uHOPMIOB HEe MeHseTcs. OnHako HekoTtopbie 60abHBIE MDA ¢ r03uHObUIMEH
JaBa)ka MOTYT OTBeYaTh Ha Tepanuio KoMOuHarueil uukiodochammuaa u npeaHu-
30JI0HA.

WNnorpa nanuentsl ¢ UPA moryt mmers JuMmdouutapusii npopuns BAJL
JIumdonuTo3 naBaxka KOPPEIUPYET C BHIPAXKEHHOCTHIO aTbBEOJISIPHOTO U CENTallb-
HOT'O BOCIAJICHUS! MPU OTHOCUTEIBHOM OTCYTCTBHM "COTOBOT'O JIETKOTO' IO J1aH-
HBIM OTKpPBITOM OMOICHM JIETKUX, U TAKXKE CBSA3aH C XOPOIIUM OTBETOM Ha Tepa-

nuo crepouaamu. Jlumdorurapueiii xapakrep BAJI oTHOCHUTCS K TOJIOXKUTEIb-
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HBIM NpoTrHOCcTHYeCKUM (akTopam 3aboneBanusi. CootHoumenue CD4/CD8 mpu
NDA 00b19HO MOBBIIIEHO. JIHarHOCTUYECKOE U TPOTHOCTHUECKOE 3HAUCHHUE TaKkKe
UMEIOT U HekJeTouHble KoMIoHeHThl BAJL. Tlpu MDA nabniogaeTcss 3HAUUTENb-
Hoe noBbilieHHe B BAJI nupKyIupyOmuX KMMYHHBIX KOMIUIEKCOB, IPUYEM B HE-
KOTOPBIX MCCIEAOBAHUAX MPU UX BHICOKOM YPOBHE OTMEYAIUCh XOPOIIHE PE3YJIIb-
TaThl CTEpOUJIOTepanuu. TakKke 3HAYUTEIBHO MOBBIIIEH YPOBEHb MMMYHOIIIO0Y-
muHa G, npuyem otHouieHue IgG k ansOymuny Boiie B BAJL, yem B ChIBOpOTKE,
YTO, BEPOSITHO, CBA3aHO C MECTHOH MpOIyKLUHEW MMMYHOrIoOynuHoB. Crienyer
OTMETUTb, YTO U aJTbOYMHH MOXKET MMETh ONpejeieHHOe 3HadeHue. JIunmuaHbii
coctaB BAJI, orpaxaromuii cucremy cypdakranra, npu DA nperepneBaer cy-
IIECTBEHHBIE U3MEHEHHUsI: CHI)KaeTcsl o0 ypoBeHb Gpocdonununos (PL), mens-
€TCsl COOTHOIIEHHE UX (Ppakiuil: ymMeHblIaeTcs: oTHoIeHHe (HochaTuaUITITUKOIS
K pocharunununosurony. Yem Boitie ypoBeHb ochonununoB B BAJL, tem nydine
nporHo3 3aboneBanusa. OgHUM U3 Hauboliee MOMYISIPHBIX MAPKEPOB aKTUBHOCTHU
npu U3JI sBaseTcs Apyrod KOMIIOHEHT cypdakTaHTa — MpPOTEeUH cypdakTaHTa
A(SP-A). Ero conepxanue B BAJI 3HauntenbHo cHukeHo nipu MDA (o cpaBHe-
HUIO ¢ HOpMOU B 2 — 3 paza, a cootHomenne SP-A/PL koppenupyer ¢ TeueHUEM
3a00s1eBaHUS U UMEET IPOrHOCTUYECKOE 3HAUCHHUE.
buoncus Jjerkux
OTtkpsbiTas ouoncus Jjerkux (OBJI)

SBnsercs "3070ThIM" AMArHOCTHYECKUM cTaHaapToM npu MDA u no3Bomnser
HE TOJIbKO YCTaHOBMUTbH JMArHO3, HO U MPEJCKa3aTh MPOTHO3 3a00J€BaHUs U BO3-
MOXXHBIA OTBET Ha Tepamnuio. [{uarnocruueckas uanpopmatuBHocts OBJI npeBbl-
maet 94%, obIee YnuciIo OCI0KHEHUH — 0K0JI0 5 — 19%, NeTalbHOCTh TOCTUTAET
3% . buorncuio npou3BOAAT U3 HECKOJIbKUX YYaCTKOB: U3 YYaCTKOB C HauOOJbIIH-
MU U3MEHEHUSIMHU, 110 AaHHBIM peHTreHorpaduu unu KT, u u3 yuacTkoB ¢ OTHOCH-
TeJIBHO coXpaHHOM mapeHxuMoi. OObr4HO Oepetcst 2 — 4 oOpa3na u3 BepxHell u
HIDKHEW J0JIEH JIETKOTO. SI3bIYKOBBIE CETMEHTHI M CPEIHSAS OIS SBIISIIOTCS HauMe-
Hee MOAXOJAIMMU sl OMOICUH, TaK KaK B 3THX 00JACTAX yallle BCEro pa3BHUBa-
etcst Gpubpo3, He cBsI3aHHbIN ¢ AUPDY3HBIM 3a007I€BaHUEM JIETKUX, WU 3aCTONHBIE
apieHud.  Kpome — oOblyHBIX ~ MOpQOJOTMYECKMX U OaKkTepuosiornye-
CKUX/BUPYCOJIOTUYECKHUX MCCIIEIOBAaHUMN, OMOTICUIHbIE MaTepUajIbl MOTYT UCIIOb-
30BaThCsl JJII UMMYHO(DIIOOPECUEHTHOTO, MMMYHOTUCTOXMMHUYECKOTO U 3JIEK-
TPOHHO-MUKPOCKOITUYECKOTO HCCIEOBAaHUM, YTO HEOOXOJUMO YUMTHIBATH YiKE
npu 3a0ope maTepuaia, Tak Kak Ka)xJ0e HcclieqoBaHuE TpeOyeT crenuaibHOro
MPUTOTOBJICHUS U PUKCALUUA 0OpPaA3IIOB.

Bugeoropakockonuueckasi ononcus jgerkux (BTBJI)

SIBnsieTcss MeHee MHBAa3MBHBIM METOJIOM OMOINCHH, MOJYYaloIUM Bce 00JIb-
Y10 TOMYJISIPHOCTD B MIOCJIETHEE BPEMs, TO3BOJISET BBIMOJIHUTH 3a00p TaKOTO ke
gucia U pasMmepa 0opasios, uro u npu ObJI, monyuuts uadopmanuo B 95%, ox-
Hako npu BTDBJI cokpamarorcss npoaoKUTENBHOCT IpEeHaXa IUIEBPAIBHOU I0-
JIOCTH, JUTUTEILHOCTh NPeObIBaHUsI OOJIBHBIX B CTAIIMOHAPE M YKCIIO OCIOXKHEHUMN
npoueaypsl. Bo MHOTMX KIIMHUYECKUX U UCCIEA0BATENBCKUX LIEHTPAX OTMEYAETCS
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TEHJACHIM K TOBbIICHUIO n0au yucia BTBJI 3a cuer ymeHblieHus mpouenyp
OBJI u MeTMacCTUHOCKOIIUH. .
Tpancoponxunanbnas Ononcus (TBb)

[Tpu UDA umeeT HEOOTBIIOE 3HAUEHHUE B OTIUYHE OT TaK Ha3bIBAEMbIX OPOH-
XOLIEHTPUYECKUX 3a00seBaHUM (CapKOMA03, SK30TE€HHBIN ajulepruiyeckuil aabBeo-
JUT, OOJTUTEPUPYIOUTUH OPOHXUOJIUT C OpraHU3yIolelcs MTHEBMOHUEN U O€3 Hee),
omyxoJel, nHpeKIMoHHbIX 3a0oneBanuil. OgHako B pesynbrare Thb mMoxHO uc-
KIIIOUUTH TiepedncieHnbie 3a0oneBanus. JlocronnctBamu Thb siBisiercs Oomnbinas
6e3onacHocTh 1o cpaBHeHUI0 ¢ OBJI, HemocTaTKOM — Malblil pazMep MOJIy4aeMoro
oOpasla u, cieoBaTelbHO, MeHbIlass HHPopMaTuBHOCTh. Ocnoxxuenus: npu Thb
HE MpeBbIAIOT 7%, JIETAIBHOCTh MPAKTUYECKU PaBHA HYJIIO.

Ypeckoxxknasg nyHkuunonHas ounoncust (YKIIb)

Eme onauM mHBa3uBHBIM MeToAoM nauarHoctuku siisiercs YKIIb. Ilpore-
Jypa BBITIOJIHSETCS CIIEUUaIbHOM pexyuiei urioi tuma Silverman moj MecTHOU
anecresueit. Mapopmaturocts YIIb npu U3JI — okono 70%, uncio ocioKHEHUN
— 110 30% (B OCHOBHOM, THEBMOTOPAKCHI, HE TPEOYIOUINE APEHUPOBAHUSA), JT€TAIb-
HOCTH HeT. HecMOTpsi Ha HEOCHOPUMYIO LIEHHOCTh MCCJEI0BaHUs, OUOICHUS BbI-
MOJIHSAETCA JUIb y HeOosbiod yactu OonbHBIX MDA. B uccnemoBanuun BTS
TpaHCOpoHXHaNbHasg Ouorcus npoBojuiack y 28% OonbHbIXx MDA, upeckoxHas
nyHKuoHHas ouoncusa —y 1,0% , oTkpeitas Ourncus nerkux —y 12,4%, 6ponxo-
anbBeoJsIpHBIN JaBak — y 11,3% OonbHbIX. [lepednciieHHbIe TUAarHOCTUYECKHUE
MPOLIEYPhI Yallle BHIMOIHUIMCH y 00jiee MOJIOABIX OOJIBHBIX U Y OOJIBHBIX C OoJiee
JerkuMu (QyHKIMOHAJIBHBIMU HapylieHusiMU. B onHOM U3 paboT ObLIO MOKa3aHo,
YTO Ha3HA4YaTh HHBA3UBHBIE MPOLIEYphl 00Jiee CKIOHHBI MMYJIbMOHOJIOTH, YEM CIIe-
UATUCTBI 001N MPaKTUKH.

JInarnoctuxka UPA 6e3 OHoncum JJerkux

boabuiue kpurepuu
1. Hcknrouenue uzBecTHbIX npudnH MbJI
2. ®BJI - pecTpuKIus ¢ HapylIEHHEM ra3000MeHa
3. KT kapTuHa - 1BYCTOPOHHUE PETHKYJSPHbIE TEHU B HUKHUX OTIENAX JeT-
KHX C MUHUMAJIbHBIM MPOSIBIEHUEM «MATOBOTO CTEKJIa»
4. TpaucOponxuaibHast Ouorncus uin OpOHXOATbBEOJIIPHBIN JaBaK HE OOHa-
PYKUJIM IPU3HAKOB JPYroro 3a00JIeBaHMUS.
MaJible KpuTEepUu
1. Bospact < 50 ner
2. TlocreneHHoe Ha4Yal0 HEOOBICHUMOM OJIBIIIKY ITPU HATrpy3Ke
3. IlponomxurenbHOCTh 60JE3HU > 3 Mec.
4. ]JIByCTOpOHHME MHCIUPATOPHBbIE XPUIIbl B HIDKHUX OTJEJaX JEerKux (Cyxue,
W «UEeI0()aHOBBIEY)

[Ipu Hanmmuuu Bcex 4 OOJBIIMX M XOTSA Obl 3 MajbIX MPU3HAKOB, AuarHo3d MDA
BEChMa BEPOSITEH.

Pe3romupys BhIIIE CKa3aHHOE, MBI IPUBOJIUM KPUTEPUU TUATHOCTUKHU OOBIY-
HOM mHTepcTUlnanbHON MHeBMOHUU (UDA).

Jnarnoctuka MDA
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[Iporpeccupyroias oablIKka (MHCOIUPATOPHAs WU CMEIIaHHAas )

HenponykruBHbIN Kamens

[{nano3, “ 6apabanHbIe MATIOYKHU “, 00111as C1a00CTh, MOXYJaHHE

Kpenuranus nuddysnas

Yckopennas COD

Pentrenorpadus rpyaHoON KIETKH

PentrenoBckas kommbrotepHast Tomorpadusi, KTBP (“maToBoe cTekio”, “cotoBoe
Jerkoe”

OYHKIIMOHAJIbHBIE METO/IbI (CHUKEHUE CTAaTUYECKUX 00BEMOB, CHIKEHHUE AUPDY-
3MOHHOU CTIOCOOHOCTH JIETKHUX )

["a30BBIif cocTaB apTepUanbHON KPOBU (TUITOKCEMMUS)

BponxoanbBeossipHbIil aBaXk (MOBBIIMICHHE OOILIEr0 KOJIMYECTBA KIETOK — HeH-
TpopUI0B, 703UHODUIIOB, M.0. TUM(POIIUTOB, UMMYHHBIX KOMIUIEKCOB, g G)
buonicusi nerkux (YpeckokHasi MYHKIIMOHHAsl, TpaHCOpPOHXWAJIbHAs, OTKpBITas
ouoricus — 30J10TOM CTaHapT)

Jleuenue

Henbto Tepanuu UDA sBisieTcst yaydilleHHe WK cTabuiu3anus QpyHKIuo-
HaJbHBIX HApYUIEHUH, NMpelOTBpallleHHE JalbHEHIIEro mporpeccupoBaHus 3a00-
JeBaHus. Ycrex Tepanuu 3aBUCUT OT CTa U 3a00JI€BaHus, COOTHOUIEHUS MPOILiec-
coB BocnayieHus u pubpo3a, Tak Kak MOKa BO3MOXKHO BO3JEHCTBOBATH TOJILKO Ha
BOCHAIMTENbHBIE U UMMYHOJIOTUYECKHE 3BEHbSI pa3BUTHUS 3a00JI€BaHUS, U, MPaK-
TUYECKHU, HE CYIIECTBYET 3P(EKTUBHBIX MPENnapaToB, CIOCOOHBIX BbI3BaTh 00paT-
Hoe pa3BuTHe Ghudpo3a.

I'mokokopTukoctepounsl (I'KC)

OcHoBoll MenukaMeHTO3HOU Tepanuu MDA no-npexHeMy OCTaroTcs Mepo-
panbable ['KC. J[o3a ¥ 1IUTENbHOCTD TEpANuU 3HAYUTEIBHO BapbUPYIOT. OOBIYHO
HayaJlbHasi CyTOYHAas J03a MpeaHu3oyioHa coctasiser ot 1,0 — 1,5 mr/kr (upenb-
HOI Macchl Tena) Ao 100 mr. Yaie Bcero BCIO CyTOUHYIO 03y HA3HAYAIOT B OJIUH
npuem, nociie 3apTpaka. Yepes 2 — 3 Hejelu MPOBOAUTCS OIIEHKA EPEHOCUMOCTH
Takoi Tepanuu. HauanpHast 103a 00BIYHO Ha3HAYaETCs HA MEpHOX 10 12 Heaenb.
Ecnu, HecmoTpst Ha Tepanuio BbicokuMu no3amu ['KC, mpousomno yxyaimeHue
(GyHKUMOHANBHBIX MOKa3aTesle (MPUHATO CYUTATh 3HAYUMBIMU H3MEHEHUSIMHU
cHmkenne auddy3rnonHoi crnocodbHoctu snerkux Ha 20%, KU3HEHHOHM €MKOCTH
nerkux Ha 15% , yBenuuenue P(A-a)O, Ha 5 MM PT.CT.), pacCMaTpUBAETCs BOTIPOC
O Ha3HAYEeHMH LIMTOCTATUYECKUX MpenaparoB. Eciiu ke mpou30LuIo yilydlleHHe
WU cTabuian3anus YHKIIMOHATIBHBIX MOKa3aTeslel, TO B TEUCHUE TOCISAYIOMHNX 3
MECAILIEB CYTOUHYIO /103y MPEeAHU30JI0Ha yMeHbIIatoT A0 0,5 mMr/ kr. B Tedenue mno-
cienyromux 6 MecsueB 103y MPEIHU30JI0OHA MOCTeNeHHO yMmeHbwmaoT ao 0,25
Mmr/kr B cytku. Tepanus ['KC npuBoaut k o0bekTUBHOMY 3 dekty mumb y 15—
20% OonbHBIX UDA. OCHOBHBIMU MEXaHU3MaMH MPOTUBOBOCHAIMTENBHOTO JEH-
ctBusi I'KC sBnsitoTcss MHTUOMpOBaHUE MHUTPAlMU HEUTPO(DUIOB U MOHOIIMTOB B
TKaHb JIETKUX, HapyUIEHUE BHICBOOOXKIACHUS ITUTOKUHOB, CYNPECCUs MMMYHHOI'O
orBeTa. [Ipo6iemoit HaznaueHnus Beicokux A03 ['KC sBnsiercst 60Jbioe 4nucio mo-

OOYHBIX HpOHBHCHHﬁ. an_Ie BCCTO PA3BHUBAKOTCA METa0O0INYECKHE U SHAOKPHUHHBIC
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OCJIO)KHEHHMSI: CaXapHbIi TUabeT, OCTEONopo3, NoIaBlieHne PYHKIIMN HAIOYECYHH-
KOB, HAPYIIEHHE BOJAHOTO U AJNEKTPOJIUTHOTO 0OMEHA, Pa3BUTHE JKENYIOUYHBIX 5I3B,
3aHAsl cyOKamncyJisipHasi KaTapakTa, MCHXOJIOTMYECKUE HAPYIICHHS, MUOMATHS.
CrepousiHasgs MUONIATHS YacTO HapylaeT (YHKIUIO AuapparMbl U MeXpeOepHBIX
MBI, TPUBOAS K CHUKEHUIO CHJIbl U BBIHOCIMBOCTH JBIXaTEIbHOM MYyCKylaTy-
pbl, UTO TaK)X€ BHOCUT CBOM BKJIaJl B pa3BUTHE JucnHoe. MHorma crepougHas
MUOTNIATHSI MOXET JaXX€ MACKUPOBATh IMOJIOKHUTEIbHbIE U3MEHEHHS pa3pelIeHUs
BOCHAIMTENBHOTO Mpoliecca B MApEHXUME JETKHUX.
IurocTaTukun

[uTocTaTrueckue mpenaparbl OTHOCITCS K Tepanuu BTopoi auHuu. Hanbo-
Jiee 4acTo UCHOJB3YIOT JIBa Mpenaparta: Hukiopochamu 1 a3aTUONPUH.

Huxnopochamua oTHOCUTCA K HUTOTOKCUYECKUM QIKWJIMPYIOUIUM Tperna-
paTam, IMMYHOCYIIPECCUBHOE JEHCTBHUE OMOCPEIyETCs Yepe3 YMEHbIICHUE Yncia
JEHKOIUTOB, 0COOEHHO TUM(dOoMTOB. OOBIYHO MpenapaT Ha3HAYAETCS PEr 0S B J10-
3¢ 2 MI/KT B CYTKH, MaKCHUMaJIbHasl /1032 HE JoJKHA mpeBbimaTh 200 Mr B CyTKH.
OnTumanbHOM cuuTaeTcs 103a, MPU KOTOPOU MPOUCXOAUT CHIDKEHHE OOLIEro Yuc-
Ja JTEHKOIUTOB /10 3 ThIC./MJI, WU yucia auMdouuToB B 2 paza. Kpome neiikorne-
HUM, Ha (poHe Tepanuu HuKIohochaMuIOM MOTYT Pa3BUBATHCS TaKHe MOOOUYHBIE
ABJICHUS, KaK TeMOPPAruyecKuil IUCTUT, CTOMATUT, UAppesi, MOBBIIICHHAS YYBCT-
BUTEJIBHOCTH OpraHu3Ma K HHpeKuusM. DPHEeKTUBHOCTh TEPAMHH OOBIYHO OLEHHU-
BaeTcs uepe3 3 Mecsila OT Hauaja jieueHus. [Ipu GpicTpoM mporpeccupoBaHUHU 3a-
OoneBaHUs MOTYT OKa3aThCsl (PPEKTUBHBIMH KOPOTKHE BHYTPUBEHHBIE KYPCHI
MyJbC-TEpanuy MpeaHn30J0HOM 250 Mr uepe3 Kaxple 6 4 uin nukiopocdamu-
JIOM 2 MI/CYTKH OJTHOKPAaTHO B T€UCHHE 3 — 5 AHEH.

A3aTHONPHUH OTHOCUTCS K MyPUHOBBIM aHAJOraM, OCHOBHBIM MEXaHU3MOM
neictBus sBisietcst 01okana cunteda JJHK. Azatuonpun unpynupyet aumdore-
HUIO, CHUXaeT uncio T- u B-nuM@ouuTos, moaaBiseTr CUHTE3 aHTUTEIN, CHUXKAET
YHUCIIO HATypalbHBIX KuiuiepoB. Ilo cpaBHeHuto ¢ mukiopochaMugom, a3aTHO-
IPUH UMEET MEHEEe BBIPAXKEHHBI MMMYHOCYNpPECCUBHBIN 3 deKT, ofHako o0a-
naet Oosiee MOIIHBIM TPOTUBOBOCHAIMTENIBHBIM JEHCTBUEM: OJIOKaJa CHHTE3a
MPOCTAIJIaH/IMHOB, CHUKEHUE NMPOHUKHOBEHUSI HEUTPO(DUIOB B O4ar BOCHAICHUS.
[Ipenapat Ha3Haudaetcs per os B go3e 1 — 3 mr/kr B cyrku. Havanbnas noza 50 —
100 Mr/cyTku, ¢ OCIEAYIONINM MOBbIIIeHHEM Ha 25 — 50 Mr yepe3 kaxaple 2 — 4
HEJIeNu J0 ONTUMajbHOM (MakcuMalbHasi J103a He JOoJKHA MpeBblarh 250
Mr/cyTku). OCHOBHBIMU MOOOYHBIMHM TPOSIBICHUSIMU SIBJIAIOTCS MaHIUTONCHUS
(Mpy CHM>KEHUM YUCIIa JEHKOIUTOB HUKE 3 ThIC./MJ1 Wik TpoMOouToB Hike 100
TBIC./MJI, 1032 TpernapaTta JOJKHA ObITh CHUXKEHA), JKEeJIyJ0YHO-KUIIIECYHbIE Hapy-
HIEHUS, TOHAJI0- U TEPATOTOKCUYHOCTb.

K npyrum MMMyHOCYNpecCHBHBIM IpemnaparaM, KOTOpblE MOIYT MpHMe-
HATbCA nipu JedeHun MDA, otHocaTcs D-neHUIIIaMuH, TUKIOCIOPUH A, KOJI-
XHITUH.

D-neHunmiiaMmuH OJ0KUpyeT 00pa3oBaHUE MOMEPEUYHBIX CBSI3Ed KoJuiare-
Ha U nanbHeiee GubpozoodpazoBanue. [Ipenapart, kak npaBuiio, 6osee hdek-
TUBEH MPHU 00OCTPEHUH WM OBICTPOM MPOTPECCUPOBAHUU 3a00J€BaHUs, IPU pa3-

BUTUU (prbpo3upyromux anbBeonutoB Ha poue I3CT. HauanbHas no3a nmpenapara
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300 — 450 mr/cyTkH, 3aTeM 703y NOBBIMAOT HAa 300 MI KaXIyr0 HEJEII0, MaKCU-
MajbHas Jgo03a o0biyHO okosno 1800 wmr/cytku. B Hactosmiee Bpemsi D-
NEHUIMVIAMUH TPUMEHSIOT JOBOJIBHO PEIKO, TaK Kak mpernapaT o0JagaeT cepbes-
HBIMU TOOOYHBIMHU 3P heKTaMu.

Huxnocnopun A siisiercs 3¢GGeKTUBHBIM cymnpeccopoM T-muM@ouuTos,
YMEHBIIAET TYMOpPAJIbHBIM W KIETOYHbIA MMMYHHBIM OTBET. Tak kak T-
auM(GOoIUTH UMEIOT 3HaueHue B mpouecce BocnajeHus npu MDA, npumenenue
IUKIOCTIOpUHA A MOXXET MMETh CBOIO TOYKY MPUJIOKEHMS mpu 3a0oneBaHuu. B
HACTOSILIEE BPEMS MPOBEAEHO HECKOJBKO OTKPBITBIX HCCIEAOBAaHUM, MOCBSLICH-
HBIX NpUMeHeHuto nukiocnopuna A npu UPA. KomOunanus npenapara ¢ mpen-
HU30JIOHOM OKa3aiachk 3 dekTuBHOoM y namueHToB ¢ UIP u y NIP, ognako gacto
TpeOyeTcss OTMEHa IMpenapara BBUAY MOOOUYHBIX pEaKIMil: pa3BUTHE TKEIOMN ap-
TEepUAIbHON TMIEPTEH3UH, TOYEHYHAs] HEJIOCTATOUHOCTb.

Konxunun. IlepcnexktuBHbIM npenapaTtom s Tepanuun MDA MoxeT oka-
3aTbCsl KOJIXMIMH, KOTOpBI CHOCOOEH YMEHbIAaTh MPOAYKIHIO Makpodaramu
(GbubpoHEeKTHHA, UHCYIMHONOA00HOTO (DakTOpa pocTa, CHUXKATh KOHBEPCHUIO MPO-
KoJUlareHa B KOJUIareH, MHrMOMpoBaTh MUTpAIio U nposmdepanuo ¢hudpobdia-
ctoB. Konxuuun B nose 0,6—1,2 Mr/cyTku B KOMOWHALIUM C TIPEIHU30JIOHOM IPU-
BOAMWII K KJIMHUYECKOMY YJydlleHuto B 22% ciiydaeB U ctabuinzanuu ¢yHKIHO-
HaJbHBIX TTOKa3aTened B 39%, u 'y 39% O6onpubix UDA HAOIIOIATH POTPECCUPO-
BaHue 3a0oneBaHusl. [l000YHBIMU MPOSBICHUAMHU MPU TEPANIUU KOJIXULMHA MOTYT
OBITH TUappesi, MUOTATHS, OJTHAKO MPHU TEPANUU KOJIXUIIMHOM OHHM BO3HUKAIOT 00-
Jiee peaKo, YeM IIPU TEPAIIUU CTEPOUIAMMU.

Kucaoponorepanus

Kpome menmkaMeHTO3HOM Tepanuu, Kak U MpH JPYrux 3a00JIeBaHUIX JIeT-
KHX, IPU Pa3BUTUU TUIIOKCEMUU UCIOJIB3YIOT TEpanuio KuciopoaoM. [lokazanus k
JUTUTENTLHON OKCUTE€HOTEpANUU OOBIYHO HE OTIMYAIOTCA OT HMPUHSTHIX MPU XPOHHU-
YeCcKOM OOCTPYKTHUBHOM 3a0oiieBaHuu jierkux: 1) PaO, B mokoe meHee 55 MM pr.
cT.; 2) PaO, B mokoe B npegenax 55 — 60 MM pT. CT. IpU HAJTUYUH [IPU3HAKOB Jie-
TOYHOTO cepjua wiv nojuuutremu; 3) cumkenne PaO, menee 55 MM prt. cT. nipu
¢dusnyeckux Harpyskax, Bo Bpems cHa. [lamuentsl ¢ MDA nyxmatorcs B Oonee
BBICOKOM Ha3zHayeHUU noToka O,, yeM IpH APYyrux 3a00JieBaHUSX JIETKUX, BBUIY
0oJee BBIPAKEHHBIX BEHTUISIIUOHHO-TIEPPY3MOHHOTO AUcOalaHCca U OTPaHUYCHUS
muddy3nonHol cniocobHocT serkux. Kuciopomorepanusi cnocoOHa yMEHBIIUTh
JUCITHOE, TOBBICUTh MHTEHCUBHOCTH W JJIMTEIBHOCTh (DU3UYECKUX HArpy30K Y
60abHEIX UDA. OnHako BEDKHBaeMOCTh manueHToB MDA, Haxoagmumxcs: Ha JUIH-
TEJIbHOW OKCUT€HOTEpaIny, OUYeHb HU3KA. BeHTUIIALMOHHAs moalepKKa, Kak Ipa-
BUJIO, HE MPUHOCHUT 3(PdeKkTa naxe Npu pa3BUTHHU THIEPKAMHUM HA MO3JIHUX CTa-
IUSX 3a00JIEBaHUS.

TpancniianTanMs JIerKMX SIBJIIETCA HA CETOAHSIIHUMN J€Hb caMbIM Hauobo-
Jiee 3HauMMbIM JocTrKeHueM B obnactu tepanuu UDA. Okono 15% Bcex TpaHc-
IUTAHTALMK JIETKMX B MUpPE BBINOJHAIOTCS y narueHToB ¢ UDA. [lokazanusimMu K
TpaHCIUIaHTalMu Jerkux aBisitoTca: aucnHoe — III kmacc mo NYHA; cHuxeHue
VC wmn FVC Hmxe 65%; runokcemus npu (QU3MYECKOW Harpy3ke; CHHUXKEHUE

DLCO menee 30% . Cpenu naruenToB ¢ MDA, HAXOISIIUXCS HA JTUCTE OKUIAHUS
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TpaHCIUIAHTALIMKM, OTMEUYAETCsl HauOOoJbIIas JIETaJIbHOCTh MO CPaBHEHHUIO C TAallM-
€HTaMu U3 Ipyrux rpynmn (6-mecsyHas BblkuBaeMocTb rpu UDA — 38%; npu nep-
BUYHOM JIeroyHoil runepreH3uu — 60%; npu mykoBucuugose — 74%; npu XOBJI —
81%) . Ilatoduszuonornueckue ocoOEHHOCTH 3a00JE€BaHUS CO3JAIOT HJI€aJbHBIE
ycnoBus st BeinoiHeHus npu MDA Tpancruiantauum ojgHoro jerkoro. bomiee
HU3KUN KOMIUTAEHC U BBICOKOE COIMPOTUBJICHHE B JETOYHBIX cocyAax oOecreyu-
BaIOT MPEUMYILECTBEHHOE NepepacipeiesieHue BEHTWISIUMU U IepPy3un B CTOPO-
Hy ajutorpadgTa. B HEKOTOpBIX cilydasx npu xpoHudeckoil uHdekuuun Aspergillus
Ha (oHe "cOoTOBOro JIETKOro" MpeAnouTUTEIbHEN SBISETCS Nepecaaka JBYX Jier-
KHX; TIPU COMYTCTBYIOMIEH TSKEJION JIErOYHOM TMIIepTEH3UH BBIMOJIHSIOT TIepecai-
Ky KOMIUIEKCa cepAlie—JIerkue.

OcTpasi MHHTePCTHIIMATbHAS THEBMOHUS — ¢-M XaMMaH - Puuya

Octpas uHTepcTHIManbHas mHeBMoHUs (OUII) BxoauT B rpymnmy uanorna-
TUYECKUX MHTePCTUIHANbHBIX TTHeBMOHUN (MUII) - kmuHUKO-MOPQOTOTHIECKIX
dbopMm muddy3HBIX MapeHXUMATO3HBIX 3a00ICBAHMIA JIETKUX, XapaKTEPHU3YIOIUXCSI
MHOTUMU CXOJHBIMH uepTaMu (HEeW3BECTHas mpupoja Oone3Hel, Onu3Kkue KIMHH-
YEeCKHE U PEHTICHOJIOTHYECKHE TIPU3HAKH ), OJHAKO UMEIOIINX OMpeACICHHBIC pa3-
anuns (B TIEpBYIO ouepenb MOP(OIOrHUecKre; pa3Hble MOAXOABI K Tepanuu, pas-
JUYHBIA MIPOTHO3), KOTOPBIE MO3BOJISIIOT CYUTATh Kaxayro u3 popm MUIT 060co6-
JICHHOW HO30JIOTMYECKOW €AUHHULICH.

[lepBrie ynomunanust 06 OUII otHoCcsTCs K 1935 1., KOrma Hamman u Rich
OTMCAIH YEeThIPEeX OOJIBHBIX C OBICTPO MPOTPECCUPYIOIICH IbIXaTeNbHOW HEAOCTA-
TOYHOCTHIO, MPUBEAIICH K CMEPTH IMallMEHTOB B TEUEHHUE 6 MECAIEB OT Hayaia
BO3HUKHOBEHUsI 0oje3Hu. Ha ayromcun ObuT 0OHApyKeH BBIPAXKECHHBIN pacIpo-
CTpaHeHHbIN (UOPO3 JIETKUX, U aBTOPHI Ha3Balu 3a00yeBaHUE «OCTPbIM TudPy3-
HBIM MHTEpPCTULMATIBHBIM (ubpo3oMm jnerkux» (acute diffuse interstitial fibrosis of
the lungs).

[Tpu OUII BcaencTBue GOpMUPOBAHUS THAIMHOBBIX MEMOpaH OYEeHb OBICT-
po dopMmupyeTcs ambBEONO-KaNMUIIPHBIN OJIOK, YTO TMPUBOAMT K HAPYIICHHUIO
1 Gy3NOHHON CIOCOOHOCTH JIETKUX, THIOKCEMHH W THUINEPKAIMHUU, THIIOKCHU
BHYTPEHHUX OPTaHOB.

[Iporuo3 npu 3ToM 3a00J€BaHUU TUIOXOH, JieTadbHOCTh AocTturaet 90%, xo-
TS B HEKOTOPBIX HAOMIOJCHHIX OTMedajach pernapamnus MapeHXUMBbI JIETKUX 0e3
OCTaTOUYHBIX SIBIICHHM W JIeTadbHOCTH Oblna Hmwke 60%. B cpemnem mpomomxu-
TEBHOCTh JKU3HH HE TIPEBHIIIAeT 6 MECAIICB.

JAnarsocruka

JlmarHocTnka OCTPOM HMHTEPCTHIMAIBHOW IMHEBMOHHHM OCHOBBIBACTCS Ha
OOIIMX MPUHIUTIAX TUATHOCTHUKU WHTEPCTUIIMAIBHBIX 3a0oneBaHuil jerkux. Oco-
OCHHOCTBIO SABIISIETCSI OCTPOTA PA3BUTHS MPOIIECCa, C TMOBBIIIEHUEM TEMIIEPATYPHI
TeNa, ¢ BRIPAKCHHBIMU (U3UKATBHBIMU JaHHBIMHA (KpEeTHTAaINs), OBICTPBIM pa3-
BUTHEM JIBIXaTEIILHON HEOCTaTOYHOCTH, B MEPBYIO ouepenb, Mo auddy3noHHO-
My Tay. OT™MedaeTcst pepakTepHOCTh K KOPTUKOCTEPOUIHON M KHCIOPOAOTepa-
MUY,
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Kommnwrorepnast tomorpadus (KT) rpyaHoi KIeTKU TOATBEPKIACT HATUUUE
MHTepCTULIMAIBHOTO (ubpo3a/anbBeonnta, omaHako KT-kapTuHa HE COOTBETCTBY-
€T KJIACCUYECKON KapTHHE 0OBIYHON MHTEPCTUIIUATBLHON THEBMOHUU, BBISIBIISIOTCS
pacrpoCcTpaHeHHbIE U3MEHEHHUS 0 TUIY «MAaTOBOTO CTekyiay (puc.3), peTUKYISp-
HbIi TATTEpPH, YTOJIMIEHUE MEXKIOIbKOBBIX IMEPETOPOJOK, €IUHUYHBIE COTOBBIC
HM3MEHEHHUsI, HeOOJIBIIIOE PACIIMPEHHE OPOHXOB, YMEHBIIIEHHE 00beMa HUKHUX J10-
JICH JICTKHUX.

Puc.3 KTBP — “cummirom matoBoro crekia’

[Ipy TUCTOIOTMYECKOM HCCIIEAOBAaHUM JIETKMX OOHApYKHUBAIOTCSA Aehopma-
IS JIETOYHOW TKaHU 3a CueT BhIpakeHHOro (Gpubdposa ¢ nponudepanueit Gpuodpoo-
JIACTOB 3HAYUTEIIPHOW YacCTH ajJbBEOJISIPHBIX MEPEropoJ0K C YMEPEHHO BhIPa)KCH-
HOW TMMGOUTHOW WHPUIBTPAIMEH, ¢ yJacTKaMH BpAcCTaHUs TPaHYJISIHMOHHON
TKaHH B IOJIOCTH aJbBEOJI, B YACTH IOJIOCTEH aJIbBEOJI CKOIUICHHS aJIbBEOJIIPHBIX
Makpo(arop M JeCKBaMaTUPOBAHHBIX AJIBBCOJIOIIMTOB 2 THUIA, MHOYKECTBCHHBIC
TMAJIMHOBBIC MeMOpaHbl, BBICTHJIAIONINE CTCHKH ajlbBEOJI, BBIpA)KEHHAs IUIOCKO-
KJIETOYHAs] MeTarla3usl SMHUTEIHs YacTH allbBEOJN - OpPOHXHMONHM3AIs albBEoJ, B
OTJICIBHBIX aIbBEOJIaX MpoaudepaIus albBEOJIOIUTOB 2 THUIA ¢ (HOPMHUPOBAHHEM
aJICHOMATO3HBIX CTPYKTYP, BCTPEUYAIOTCS MHUKPOKHCTBI, BBICTIIAHHBIC KyOHUYECKUM
Y TUTOCKMM METaIUTa3upPOBAHHBIM JIUTEINEM, YMEepeHHass TuMpouaHas HHPUIbT-
parusi CTCHOK apTepHoj, JeCKBaMallds YacTH SIUTENIHS OPOHXOB M OPOHXHOII,
CTCHKH OPOHXOB M OPOHXHOJ OOBIYHOTO CTpocHUs. ONUCaHHBIC U3MEHEHHUS COOT-
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BETCTBYIOT Mopdosoruueckoil kaptune Aud@y3HOro aabBEOJSIPHOTO MOBPEKIC-
HUS — OCTPOU MHTEPCTULIMATIBHOW THEBMOHUH.

9K30TrEHHBIN AJVIEPTUYECKUNA AJIBBEOJIUT
Onpenesienue

DOK30TreHHbIN ajieprudeckuii anbBeosut (DAA), WM TUNEpUYyBCTBUTEIb-
HBI THEBMOHUT, BKJIIOYAET B ce€0s IpyIny OJM3KUX MHTEPCTUIHAIBHBIX 3a00J1e-
BaHUU JIETKUX, XapaKTEPU3YIOIIMXCS MPEUMYILECTBEHHO AU (Py3HBIMU BOCIIAIH-
TEJIbHBIMH M3MEHEHUSIMU JIETOUHOM MAPEHXUMBI U MEJIKUX IbIXaTEIbHBIX IYyTEH,
Pa3BUBAIOLIMMUCA B OTBET HA MOBTOPHYIO MHTAJSIUIO PA3TMYHBIX AHTUTCHOB, SIB-
JSIOLUXCS MPOAYKTaMH OakTepuil, rpuOO0B, )KUBOTHBIX OEJIKOB, HEKOTOPBIX HU3-
KOMOJIEKYJIIPHBIX XUMUYECKUX COeuHEHU. 3a0oeBaHne ObUIO BIIEPBbIE OMHUCA-
HO B 1932 1. J. Campbell y nsatu dhepmepoB, y KOTOPBIX HAOMIOAANOCh pa3BUTHE
OCTPBIX PECHUPATOPHBIX CUMIITOMOB IOCJE PabOThI C BIAXKHBIM 3aIJIECHEBEIBIM
ceHoM. Jta (popma 3aboJieBaHMs MONy4yuia Ha3BaHue 'nerkoe ¢epmepa". 3atem
OBLIM OINHUCaHbl BapuaHThl DAA, CBS3aHHBIE C APYTMMH NpUuMHaMU. Tak, BTOpas
no 3HaueHuto popma DAA - "nerkoe mrobuteneit nTull" - Obuta onrcana B 1965 r.
C. Reed u coaBT. y Tpex OOJIbHBIX, 3aHUMABIIUXCS pa3BeAeHUEM romyoeil. DAA
MOXXET UMETh Pa3JIMYHbIE TEYEHHE M MPOrHO3: 3a00JIeBaHUE MOXKET OBbITh MOJIHO-
CThIO OOpaTHUMBIM, HO MOXXET W MPUBOJUTH K HEOOPATUMBIM IMOBPEKIACHUIM Jie-
TOYHOM apXUTEKTOHUKH, YTO 3aBUCUT OT MHOTHX (DPaKTOpOB, BKIIOYAs XapakTep
HKCIO3UILIMM AHTUTEHA, TPUPOAY MHTANUPYEMOM MbUIM U UMMYHHBIA OTBET Hal-
eHTa. Yacrota BcTpeuaeMOCTH 3aboseBaHusi cocTaBisieT 10 42 cimyyaeB Ha 100
ThIC. 0011eT0 HacejaeHusi. O4eHb TPYJIHO ONPENETUTh, Y KAKOTr0 MPOIEHTA NallueH-
TOB, KOHTAaKTUPYIOIIMX C BUHOBHBIM areHTOM, pazoBbeTcss JAA. OgHako 00Jib-
IIMHCTBO AKCIEPTOB MPUXOJAT K COTIAIICHHIO, YTO MPUMEPHO OT 5 10 15 % mu,
MOJIBEPTIINXCS 3KCHO3UIUU BBICOKOM KOHIIEHTPAIlMU STHUOJIOTMYECKOTO areHra,
3a00JIeBalOT TUNEPUYBCTBUTENIBHBIM MHEBMOHUTOM. PacrpocTtpaHeHHOCTh DAA
Cpeau JIOJIeW, UMEIOIIMX KOHTAKT C HU3KUMU KOHUEHTpAlUiAMU ''BUHOBHOIO"
areHTa, I0Ka He OIpeeycHa.

B Mexnynaponnoii kinaccudukanuu Oosiesnerr 10-ro mepecmorpa TDA
MPE/ICTABIICH CIEAYIOIUM 00pa3oM:
Kitacc X. bone3nu opraHoB AbIXaHUS

J67. I'unepuyBCTBUTEIILHBIN THEBMOHUT, BbI3BAHHBIN OPraHUYECKOM MBLIbIO.
BxiroueHo: amieprudyeckuil ajabBEOJMT M THEBMOHMT, BBI3BAHHBIE BJIBIXaHUEM
OpraHMYecKOW MbUIM W YacTUL[ TPUOOB, AKTUHOMHUIETOB WM YACTHUIl APYroro
MIPOUCXOXKICHUS
HckitoueHo: THEBMOHUT, BBI3BAHHBIN BABIXaHUEM XHMHUYECKHX BEILECTB,
ra3osB, ILIMOB U 11apoB (J68.0)
J67.0 Jlerkoe pepmepa [CeIbCKOX03SIHCTBEHHOTO PAOOTHHKA |
J67.1 baracco3 (0T nbuiM caxapHOTO TPOCTHHUKA)
J67.2 Jlerkoe nruiieBoia
J67.3 Cybepo3
J67.4 Jlerkoe paboTaromiero ¢ CoI0a0M

J67.5 Jlerkoe paboTaroiero ¢ rpubamu
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J67.6 Jlerkoe cOopIrKa KOpbl KJieHa
J67.7 Jlerkoe KOHTaKTUPYIOLIEr0 C KOHAMLIMOHEPOM M YBIAXKHUTEISIMU
BO3/yXa
J67.8 I'unepceHCUTUBHBIE THEBMOHUTHI, BBI3BAHHBIE IPYTOM OPraHUYECKON
MBUIBIO
J67.9 I'mnepceHCUTHBHBI MHEBMOHUT, BbI3BAaHHBI HEYTOYHEHHOW OpraHuYe-
CKOW IBUIBIO
ITHOJIOT U

Yamie Bcero passutue DDA CBsA3aHO C NMPOPECCUOHAIBHBIMU (PAaKTOpamu, C
X000M, a TakKe MOKET ObITh PE3yJbTaTOM BO3ACHCTBUS OKpPY’KaloLIEH Cpebl.
Haubonee BaXXHBIMU U3 3TUX areHTOB SBISIOTCS TEPMODUIbHBIE aKTHHOMHUIIETHI U
aHTUTEHbl NTUL. B cenbCKOXO03SUCTBEHHBIX palloHaX BEAYUIMMHU NPUUYMHHBIMU
areHTaMM SBJIAIOTCS TePMO(DUIbHbIE AKTUHOMUIIETHI - OaKTepUH pa3MepoM MeHee
1 MkMm, oOnamaromuie MOpPGOJIOrHYECKUMU CBOMCTBaMHM T'pUOOB, OHU IIUPOKO
BCTPEYAIOTCSl B MOYBE, KOMIIOCTE, BOJE, B KOHAMIMOHepax. Hamnbonee vacteimMu
BUJIAMU TEPMO(PUIbHBIX AKTUHOMUIET, aCCOLMUPOBAHHBIMU C DAA, SBIAIOTCS
Micropolyspora faeni, Thermoactino- myces vulgaris, Thermoacti- nomyces
viridis, Thermoactinomyces saccharis, Thermoactino- myces candidum. 2Tu Muk-
poopranu3msel pa3MHokaroTcs npu temrneparype 50 - 600C, T. €. B TeX yCIOBHUSIX,
KOTOpbIE TOCTUTalOTCS B OTOMHUTENbHBIX CHCTEMAaX WM NPU THUECHUU OpraHuye-
ckoro marepuana. TepModuibHbIE aKTMHOMMIIETHI OTBETCTBEHHBI 32 pa3BUTHE
"nerkoro ¢gepmepa’, 6araccosa (3abojeBaHuE JETKUX Y pabOTAIOIIUX C CaXapHBIM
TPOCTHUKOM), "JIETKOTO JIUI, BBIpAIMBAIOIIUX T'PUOBI", "JErKOoro Jjul, MOJIb3YI0-
HIMXCA KOHIUIUOHEpaMu" U IpyTHe.

[ITuubu aHTUrEHbI NMpEeACTaBICHbl B OCHOBHOM ChIBOPOTOYHBIMHU O€JIKaMH -
raMmma-rio0yJIMHOM, aJbOYMHUHOM. DTH O€NKH COAEPKATCA B IKCKPEMEHTaX, CeK-
peTax KOXHBIX jKeJie3 rofyOeid, momyraeB, MHAIONICK, KaHAPEeK M JIPYruX MTHILL.
Jlroqu, yxa)kuBaromniye 3a TUMH NTHIIAMU, 3a00JI€Bal0OT Yalle BCEro Mpu XpoHUYe-
CKOM KOHTaKTe ¢ HUMU. [IpoTerHbl CBUHEN U KOPOB TaKK€ MOT'YT BBI3bIBATH DDA,
pUMEPOM SIBIISiETCSL 3a00JIeBaHKe, pa3BUBarolieecs y O0JbHBIX HECaXapHbIM JUa-
0eToM, HIOXAIOUIUX MOPOIIOK runodusa - "Jerkoe Jull, HIOXaMIMX MOPOIIOK I'U-
noguza"

Cpenu TpUOKOBBIX AaHTHUTCHOB mpu DDA HauOoJbllIee 3HAYECHHUE HMEET
Aspergillus spp. Paznuunsie Bunb1 Aspergillus cBsi3anbl ¢ pa3BuTHEeM Takux 3a00-
JeBaHUM, Kak 'Jerkoe BapHIMKOB coiyioga", "merkoe coipoBapoB", cybepo3 (6o-
JIe3Hb, pa3BUBAIOIIASACS y pabOTalOUIMX C KOPOW MPOOKOBOrO JEpeBa), a TaKKe
"nerkoe depmepa”, "nerkoe Juil, MOJIB3YIOIIUXCS KOHauIMoHepamu'". Aspergillus
fumigatus MOXeT cTaTh NMPUUYMHON PA3BUTHS ANbBEOJIUTA Y TOPOJCKUX KUTEJEH,
TaK Kak SIBJISIETCS 4aCThIM OOUTATEIEM ChIPHIX HEMPOBETPUBAEMBIX TEIUIBIX MTOME-
mieHuil. [lpumepom DAA, CBA3aHHBIX C PEAKTOI€HHBIMU XUMUYECKUMH COEJIUHE-
HUSIMHU, SIBJSIETCS 3a00JI€BaHUE Y JIUII, 3aHATHIX B IPOU3BOJICTBE IJIACTMACC, MOJIH-
yperaHa, cMoil, kpacuteneil. Hanbonblee 3HaueHre UMEIOT TUU30LIMAHAThI, (Ta-
JUKOBBIN aHTHApUT. [lpuunHbl DAA 3HAYUTENBHO pa3NUYalOTCsA B pa3HbIX CTpa-
Hax u pernoHax. Tak, B Benukobputranuu cpeau hopm DAA nipeobianaer "jgerkoe
moourenel BoaHUCTHIX nomnyraes”, B CIIA - "nmerkoe moyib3yromuxcst KOHIUIHO-
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HepamMu ¥ yBiaxHuTesMu" (15 - 70% Bcex BapuaHToB), B AnoHuu - "neTHui
tan" DDA, STHOJOTHYECKH CBS3aHHBIA C CE30HHBIM pPOCTOM TpUOOB BHUIA
Trichosporon cutaneum (75% Bcex BapuaHTOB). B KpymHBIX MPOMBIIIUICHHBIX IICH-
Tpax (B MockBe), 110 HalllUM JaHHBIM, B HACTOSIIEE BPeMS BEAYIIUMH TPUIMHAMHU
ABIIAIOTCS NTUYBbH U TpuOKoBbIe (Aspergillus spp.) aHTUTEHBI.

IIaTorenes

Heo6xoauMpiM yciioBueM pa3BUTHA DAA SBISIETCS WHTAISAIUS aHTUTCHHOTO
MaTtepualia Oomnpee’IeHHbIX pa3MEPOB B JOCTATOYHOM J03€ M B TEUEHHUE OIpeje-
JIEHHOTO BPEMEHHOro nepuoaa. [ias Toro yToObl NpoU301LUIa TEMO3ULIUS AaHTUTEHA
B MEJIKHX JbIXaTeNbHBIX MYTSIX M albBEOJIaX, aHTUTEH JIOJDKEH HMMETh pa3Mepbl
MEHee 5 MKM, XOTs BO3MOXHO pa3BUTHE 3a00JieBaHUS U MpU abCOpPOIMU pacTBO-
PUMBIX AHTUTE€HOB M3 YaCTHI[ OOJIBIIUX Pa3MEPOB, OCEBIIUX B MPOKCHUMAJIbHBIX
oTaenax OpOHXHAIBHOrO JepeBa. BoJNbIIMHCTBO JI0JEH, MOABEPrIINXCS IKCIIO3U-
MM aHTUTEHHOTO MaTepuaja, He 3a0oieBaloT DAA, 4TO Mpearnoyaraer, Kpome
BHEIIHKUX (PAKTOPOB, y4yacTUe B pPa3BUTHM 3a00JIE€BAHUS U DHJIOTECHHBIX (PAKTOPOB,
KOTOpbI€ MOKa M3y4YeHbl HEJOCTATOUYHO MOJHO (TeHeThuyeckue (hakTopbl, 0COOEH-
HOCTH UMMYHHOT'O OTBETA).

DAA crpaBeyIMBO CUUTAETCS MMMYHOIIATOJIOTHYECKUM 3a00jeBaHUEM, B
Pa3BUTHUU KOTOPOTO BEIyIasi POJib MPUHAMICKUT aJUIEPTUUECKUM PEaKIUsIM 3-TO
1 4-ro tunos (mo knaccudukamuu Gell, Coombs), umeer 3HaueHNEe 1 HEUMMYHHOE
BocnajeHue. IMMyHOKOMITIEKCHBIE peakiuu (3-M TUI) UMEIOT OCHOBHOE 3Haue-
HUE Ha paHHUX dTanax pa3BuTus DAA. OOpa3zoBaHHE WUMMYHHBIX KOMILIEKCOB
(UK) mpoucxoaut in situ B UHTEPCTUIIMHM TPU B3aUMOJCUCTBUU WHTATUPYEMOTO
antureHa u [gG. JlokansHas neno3uius MK BbI3bIBa€T OCTpOE MOBPEXKICHUE WH-
TEPCTULIMS U aJIbBEOJI, XapaKTePU3yrolleecss HeUTpoUIbLHBIM aJTbBEOJUTOM U TO-
BBIIIIEHUEM COCYIHMCTON mpoHuiaeMoctu. MK BeayT K akTHBallMM CUCTEMBbI KOM-
IJIEMEHTA U aJbBEOJSIPHBIX MakpodaroB. AKTHBHbIE KOMIIOHEHThI KOMIUIEMEHTA
MOBBIIIAIOT MPOHUIIAEMOCTh cocy 0B (C3a) U OKa3bIBAIOT XEMOTAaKCHUECKOE JIei-
cTBUE Ha HeWTpodpumiasl U makpodaru (C5a). AKTUBUpPOBaHHBIE HEUTPOPUIBI U
Makpodaru BeIpabaThIBaIOT U BBICBOOOXKIAIOT TPOBOCTIATTUTEIBHBIE U TOKCUYHbBIC
MPOAYKTHI, TaKM€ KaK KHUCJIOPOJHBIC DPAJUKAIIbI, THAPOJUTUUECKUE (EPMEHTHI,
MPOAYKTHI apaxuJOHOBOM KHCJIOTHI, IMTOKUHBI (Takue Kak MHTepierkuH-1- IL-1,
(dhaxTop Hekpo3a onyxonu a - TNF-a). DT Menuatopsl IPUBOIAT K JaJIbHEHIIIEMY
MOBPEXKACHUIO U HEKPO3Y KIETOK U MAaTPUYHBIX KOMIIOHEHTOB MHTEPCTHUIIMS, YCU-
JUBAIOT OCTPBIN BOCHAIUTEIbHBIA OTBET OpraHMW3Ma M BBI3BIBAIOT MPUTOK JTUMPO-
IIUTOB ¥ MOHOITUTOB, KOTOPBIC B JaJbHEUIIIEM MOAACP>KUBAIOT PEAKIIUN TUTIEPUYB-
CTBUTEJILHOCTHU 3aMejIeHHOTOo Tuma. J[okazaTrenbCcTBaMu pa3BUTHS UMMYHOKOM-
IJIEKCHBIX peakuuid npu DAA SBIAIOTCA: CPOKHM BOCHAJIUTEIBHOIO OTBETA MOCIIE
KOHTaKTa ¢ aHTUTeHOM (4 - 8 4u); 0OHapy>KeHUE BHICOKUX KOHIIEHTPALIMK TIPEIUTIN-
TUPYIOIIMX aHTUTEN Kinacca IgG B CHIBOPOTKE U B OPOHXOAIBBEOJISIPHOM JKUIKOCTH
(BAJI) GonbHBIX; 0OHApYKEHHE B THMCTOJIOTHYECKOM Marepualie JISTOYHOW TKaHU
pu ocTpoM DAA UMMYHOTJIOOYJIMHA, KOMIIOHEHTOB KOMIUJIEMEHTAa M aHTUTCHOB,
T.e. Bcex coctapistomux UK; knaccuueckue KoxHble peakiiui ApTioca y O0JbHBIX
DAA, BBI3BIBA€MbIE BHICOKOOUMIIICHHBIMU MpenapaTaMu "BUHOBHBIX' aHTUIC€HOB;

ITIOBBIIICHUEC YHUCJIA HeﬁTpO(i)HJIBHBIX HeﬁKOHHTOB B BAJI mocie HHTaAJIATNOHHBIX
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MPOBOKAIIMOHHBIX  TECTOB. VIMMyHHBIE  peaklUMH, OINOCpenoBaHHble T-
amuMmporutamu (4-i tun), BIoyaroT CD4+ T-kieTOouHYI0 THUNEPUYBCTBUTEIIb-
HOCTb 3aMesieHHOro Tumna u CD8+ T-KJIeTOUYHYI0 IIMTOTOKCUYHOCTh. Peakiuu 3a-
MEJJICHHOTO THIIa pa3BUBAIOTCS yepe3 24 - 48 4 mocie 3KCro3uiuu anturena. Lu-
TOKHUHBI, BICBOOOJMBIIKECS B Pe3yJIbTaTe MMMYHOKOMILIEKCHOTO TOBPEKICHUS,
ocooenHo TNF-a, uHAYIUPYIOT SKCIPECCUIO aIT€3UBHBIX MOJIEKYJ Ha KICTOYHBIX
MeMOpaHax JICUKOIUTOB M IHIOTCIHAIBHBIX KJIETOK, YTO 3HAYUTEIHHO YBEJIUYU-
BaeT MOCJICAYIONIYI0 MUTPAIUIO JUM(OIMUTOB U MOHOIIMTOB B OYar BOCHAJICHUSI.
OTAMYUTENTHFHONM OCOOCHHOCTBIO PEaKIui 3aMeJJICHHOTO THUIIa SIBJSETCS aKTHUBA-
s MakpodaroB ramMMa-UHTEPPEPOHOM, CEKPETUPYEMBIM aKTHBHUPOBAHHBIMU
muMdormramu CD4+. Tlpogoipkaromiascs aHTUTEHHAS CTUMYIISIIIUS TOJIIePKUBa-
€T pa3BUTHUE PEaKIMil 3aMEIJICHHOTO TUIA U BeJleT K (GOPMUPOBAHMIO TPAHYJIEM U
akTUBaluu (puOPoOJIACTOB POCTOBBIMU (haKTOpaMH, U B UTOTE, K U30BITOUHOMY
CUHTE3y KoJUlareHa W HUHTEepCTUIHaIbHOMY (GuOpo3y. JlokazarenbCcTBaMH peak-
1UHA 4-TO TUIA SBISAIOTCS: Halnuue T-TMM(OIMTOB MaMATH Kak B KPOBU, TaK U B
Jerkux 00abHBIX DAA; TUCTOOTHYECKOE MOATBEPKIACHNUE TP MOJOCTPOM U XPO-
HUYECKOM TedeHUU DAA B BUJIe TpaHyseM, TUM(POMOHOIUTAPHBIX HHPUILTPATOB
U MHTEPCTUIIHAILHOTO (prOpo3a; Ha MOJENIX >KMBOTHBIX C AKCIEPUMEHTATbLHBIM
DAA mnokazaHo, 4TO AJisi UHAYKUMHU 3a00JeBaHUs HEOOXoauMo mpucyrctBue T-
mumponutoB CD4+.
Kinunnyeckasi kapTuHa
BrigensitoT Tpu UM TEUEHUS 3a00J€BaHUS: OCTPOE, MOJOCTPOE U XPOHUIECKOE.
Octpoiii JAA

Pa3BuBaeTcs mociie MacCMBHOM 3KCHO3MIIMA M3BECTHOIO AHTUIE€HA B JIO-
MAIIIHUX, MPOU3BOJICTBEHHBIX WM OKPYXAIOMUX YyCIOBUAX. CUMNITOMBI MOSBIIS-
10TCs uepe3 4 - 12 yaca 1 BKITIOYAIOT B ¢e0sl IMXOPAAKY, 03HOO, C1ab0CTh, TSHKECTh
B IPYHOMN KJIETKE, Kalllelb, OABIIIKY, 00U B MBIIIIAX U cycTaBax. MokpoTa y mna-
IIMEHTOB OBbIBAE€T PEIKO, a €CJIM MPUCYTCTBYET, TO CKyAHAs, CiAu3ucTas. YacThiM
CUMIITOMOM TaKKe SIBJISIIOTCS (PpoHTaNbHBIEC TOJIOBHBIE O0mu. [Ipu ocMoTpe maru-
€HTa YacTO BBISABJISIOT IMAHO3, MPU ayCKYJIBTAIIUU JIETKUX - KpenuTaiuio, 0osee
BBIpQXKEHHYIO B 0a3aJbHBIX OT/ENIaX, HHOTJa MOT'YT MPUCYTCTBOBATh U CBUCTSIINC
xpunbl. [lepedncieHHbie CUMITOMBI OOBIYHO pa3peniatoTcsl B TeueHue 24 - 72 ya-
ca, OJIHAKO YacTO MOBTOPSIOTCS BHOBb MOCJIE€ HOBOI'O KOHTaKTa C "BUHOBHBIM'" aH-
tureHoM. Oppiiika npu GU3nIecKoil Harpys3ke, ciadocTh M 00Iast BJIOCTh MOTYT
COXPAHSTHCS B T€YEHHWE HECKOJIbKUX HEAEIb. THUNMHUYHBIM MPUMEPOM OCTPOIO Te-
yeHus:t DAA sBusiercs "nerkoe depmepa', Korja CUMIOTOMBI MOSBISIOTCS 4epes
HECKOJIBKO 4acCOB MOCJI€ KOHTAKTA C 3aIlJIECHEBENIBIM CEHOM. DA A TUarHOCTUPYET-
Cs IOBOJIbHO PEIKO, YaCTO MPEINOJaraeTcs aTUIUYHasi MTHEBMOHUS BUPYCHOUM WIH
MHKOIIJIA3MEHHON MPUPOJIbl, U MPABUIIBHBIN JUArHO3 BO MHOTOM 3aBHCHUT OT Ha-
CTOPOKEHHOCTH Bpaya. Y ¢epmepoB auddepeHimanbHbiii 1Maruo3 octporo JAA
MIPOBOJIMTCS C JISTOYHBIMU MUKOTOKCHUKO3aMHU (MJIM TOKCUYECKUM CHHJIIPOMOM Op-
TaHWYECKOU TIBUIN), KOTOPhIE BO3HUKAIOT MPU MACCHBHOW HMHTAJSIUKM CIOp TPHU-
00B. B IpoTHBOMOIIOKHOCTD OOJIBHBIM OCTPHIM DAA TIOYTH BCE MAIMEHTHI C MU-
KOTOKCHUKO3aMH MMEIOT HOPMaJbHYI0 PEHTI€HOIpaMMy, B CHIBOPOTKE OTCYTCTBY-
10T IPEUUIUTUPYIOIINE aHTUTENA.
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IMoxocTpas ¢popma

Pa3BuBaercs nmpu MeHee MHTEHCUBHOM XPOHMYECKOW HKCIO3MIIMH '"BUHOB-
HBIX" aHTUTEHOB, YTO Yalle MPOUCXOAUT B JIOMAIIHUX YCIOBHUSAX. XapaKTePHBIM
npuMepoM siBisieTcss DAA, CBI3aHHBIA C KOHTAKTOM C JIoMalTHUMU ntunamu. Oc-
HOBHBIMHM CHMIITOMaMHU SIBJISIFOTCSI OZBIIIKA MpH (PU3MYECKON Harpyske, ObicTpas
yTOMJISIEMOCTh, KallleJdb CO CIM3UCTOW MOKpPOTOM, MHOT/A JIMXOpajka B JeOroTe
3a0oneBanus. B nerkux, oObI4HO B 0a3aibHBIX OT/ENAX, BHICIYIIMBACTCS MsTKas
kpenutanus. JuddepeHnnanbubii 1uario3 0ObIYHO TMPOBOAUTCS C CApPKOUI030M

U APYTUMH UHTEPCTUIUATIBHBIMU 3200JIEBAHUSIMU JIETKHX.

Xponuveckas popma JAA
Ecnu vHransuus nputd IpOUCXOIUT JUIUTENIbHOE BpeMs M /1032 UHrajJupye-
MOTO aHTUT'€Ha HEBBICOKA, MOXKET pa3BUTbCs XpoHuueckas popma DAA. Hepac-
MO3HAHHBIN UM HEJIeYeHBIN MoAoCTphli DAA Takke MOXKET NMEPEerUTH B XpOHUYE-
ckylo (opmy. XapakTEepHbIM CHUMITOMOM XPOHHUYECKOTO aJbBEOJIUTA SIBISETCS
porpeccupyonasi oAblKa Mnpu (HU3NIECKOM HANpsHKEHUH, BpEMEHaMHu COIpo-
BOXK/IAIOIIASICSl AaHOPEKCUEN U BBIPaKEHHBIM CHIKEHHUEM Macchl Tena. B mocnenct-
BUU Y MAallMEHTOB Pa3BUBAIOTCS MHTEPCTUIMAIBbHBIA (PUOpPO3, JEroyHoe cep/le,
JbIXaTellbHasl U cepJieyHasl HeJJOCTaTOYHOCTh. HezaMeTHOe Hauajao CUMIITOMOB U
OTCYTCTBHE OCTPBIX 3MM30/I0B YACTO 3aTPYIHAIOT pasrpaHndeHue DAA ¢ Apyrumu
MHTEPCTUIIMAIBHBIMU 3a00JI€BaHUSMHU JIETKUX, B YACTHOCTH, TaKUM, KaK UJMOMA-
TUYeCKU (UOPO3UPYIOMUN albBEONUT. TaXUMHO? M KpemuTalus TakXe 4acTo
BBISIBIISIIOTCS. TIpU XpoHUYeckoM DAA. CBUCTALIME XPUMBI MOTYT HaOIIOAATHCS
py OOCTPYKIUU JIbIXaTEeNbHBIX MYTEW, HO HE SBISIOTCS XapaKTEPHBIM MPU3HAKOM
3a00yieBaHus, OJJHAKO Y HEKOTOPBIX MAllMEHTOB CHOCOOHBI MPUBECTU K OLIMOOY-
HBIM JMArHOCTUYECKUM BbIBoJaM. [Ipu XpoHuueckoM TeueHun DAA 4YacTo Ha-
OJIroaeTCs M3MEHEHHUE KOHIIEBBIX (DaJlaHT TajblieB PYK B BUJIE "MaCOBBIX CTEKON"
u "Oapabanubix nanouek". Takum oOpazom, cumnToM " OapabGaHHBIX Mmajodek "
ABJIAETCS YaCThIM MPU3HAKOM XPOHUYECKOTO DAA M MOXKET CIYKUTh IPEIBECT-

HUKOM HEOJIaronpusiTHOr0 UCX0a.

Pentrenosornyeckasi KapTuHa
W3meHeHuss Ha peHTreHorpaMMax JIETKUX MOTYT BapbHpOBaTh OT HOP-
MaJbHOM KapTUHBI B CIy4ae OCTPBIX M MOJOCTPHIX KIMHUYECKUX (HOpPM A0 Kap-
THHBI BBIPA)KEHHOTO ITHEBMOCKJIEpO3a U '"cOoTOBOro Jierkoro". PeHTrenomornye-
CKas KapTUHA MO>KET ObITh HOPMAJIbHOM Ja)ke MPU HAJTUYUU TUIIOKCEMUH, BbIpa-
KEHHBIX U3MEHEHUHN (YHKIMOHAIBHBIX TECTOB U IPaHyJIEMATO3HbIX U3MEHEHUN B
TUCTOJIOTHYECKOM Matepuaie. B ogHOM U3 MccieoBaHui, NOCBSAIICHHOM aHaJIH-
3y 93 cnydyaeB DAA, ObUIO OOHAPYKEHO, YTO PEHTTCHOJOTHYECKAs KapTUHA ObI-
Ja Heu3MeHeHHOU B 4 % ciyyaeB 1 MUHUMAJbHO U3MEHEHHOH B 25,8 %. Otn
MUHUMAaJIbHbIE M3MEHEHUS! BKJIIOYAIN B ce0sl HEKOTOPOE CHMXKEHHME MPO3payHo-
CTH JIETOYHBIX MOJIEH - KapTUHA "'MaTOBOro CTEKJA', KOTOpas JIETKO "MpocMaTpu-
BaeTcsa" MpH MEPBUYHOM OOCIEAOBAHUHU. PeHTreHonornyeckas KapTuHa CyIIecT-
BEHHO pa3juyaeTcsl MpHU Pa3HbIX BapUaHTAX TEUYEHUS U CTaIUAX 3a00JIEBaHUS.
[Ipu ocTphix U MOJOCTPBHIX PopMax HamboJiee YaCThIMU HAXOAKAMHU SIBISIIOTCS
U3MEHEHHS B BUJE CHUKEHUS MPO3PAYHOCTH JIETOUHBIX MOJIEH 1O TUILY "MaTOBO-

ro CcTekia'", pacrnpoCTPAHEHHBIX Y3€JIKOBO-CETUATHIX 3aTeMHEHUN. Pa3zmepsl
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y3€JIKOB OOBIYHO HE MPEBBINIAIOT 3 MM M MOTYT BOBJIEKaThb BCE 30HBI JETKHX.
Yacto cBOOOJHBIMH OT Y3€IKOBBIX MOPa)XEHUH OCTAIOTCS BEPXYIIKU JETKUX U
0azanbHble OTAEN. PEHTreHonornueckue U3MEHEHus Mpu OCTPOM TeueHun DAA
OOBIYHO pa3pelIaroTcs B TeueHue 4 - 6 Heselb Mpu OTCYTCTBUU MOBTOPHOTO KOH-
TakTa ¢ "BUHOBHBIM" ajuiepreHoMm. Kak mpaBuwiio, yilydllleHUE PEHTIE€HOJIOTHYe-
CKOM KapTHHBI IPEIIIECTBYET HOpMaIU3aluu (YHKIMOHAIBHBIX TECTOB, TAKOTO,
B YaCTHOCTHU, KaK AU(P(y3HOHHAs crocCOOHOCTh jJerkux. [Ipu xpoHnyeckom anb-
BEOJIUTE Yalle BBIABIIOT XOPOLIO OYEPUYEHHBIE JTMHEHHBIE TEHH, BBIPAKCHHbIC
MHTEPCTULIMAIBHBIE U3BMEHEHUS, Y3€JIKOBBIE 3ATEMHEHHUSI, YMEHBIIEHUE PA3MEPOB
JIETOYHBIX TOJIEH, IPU AANEKO 3alIEAIINX CTaAUsAX - KapTHUHY '"COTOBOIO JIETKO-
ro".

Komnborepnass tomorpapus (KT) siBiserca 6onee 4yBCTBUTEIBHBIM
MetonoM Buzyamzanun JAA. KT 1mo3BoJisieT BhISBIATh HEBUJIUMBIC MPU OOBIU-
HOU peHTreHorpaduu y3eJIKOBbIE 3aTeMHEHUs, 30HbI "'MaTOBOro crekia', "corto-
Bble u3MEHEHUsA". Ha KOMIBIOTEPHBIX TOMOTpaMMax BBICOKOHM pa3peliaronie
CIIOCOOHOCTH MAPEHXUMATO3HbIE U3MEHEHUS BBISBISIOTCS B BHUJIE MEJIKOY3EJIKO-
BbIX 00pa30oBaHUM JUaMETPOM MEHee 5 MM, YYacCTKOB MOHMKEHHOW Mpo3payHo-
CTH c1a00M MHTEHCUBHOCTH B BUJE MAaTOBOI'O CTEKJIA IIPU COXPAHEHHOM COCY]IH-
CTO-OpOHXMAJIBHOM PHUCYHKE WM YYacTKOB 00jee MHTEHCUBHOI'O IMOHUKEHUS
ITHEBMATHU3al[MU JIETOYHON TKaHU. IHTEpCTUIIMATbHBIE U3MEHEHUS MTPOSIBIISIOTCS
B BHJIE CETYATOCTH, BBI3BAHHOW YTOJIIEHHEM MEXIOJBKOBBIX IEPETOPOJOK U
ApyruX JIMHEWHBIX 00pa3oBaHuil. YacTo BBIABISAIOTCA OYyJUI€3HOE B3AYTHE JIETOY-
HOM MapeHXUMbl U TpaHCHOpMaIUs JETOYHOM TKAHU MO TUIY COTOBOTO JIETKOTO.
WNnorpa nabmrogaeTcsi CAMOTOM BO3AYLIHOM JIOBYIIKU. MI3MEHEHHsI IMEIOT MHOTO
o0LIero ¢ MIAUONATHYECKUM (UOPOZUPYIOUIUM aAJIbBEOJUTOM U OOJUTEPUPYIO-
M OponxuonutoM. [locie npekpaiieHuss KOHTaKTa C MbUIEBBIM AJIJIEPTUYECKUM
areHToM MOp(OJOTUYECKHE U PEHTI€HOJOTMYECKIEe U3MEHEHHUS B JIETKHMX MOTYT
3aMETHO YMEHBIIUTHCS WIA UCUYE3HYTh.

JlaGopaTopHble JaHHbIE

Bo Bpemst ocTpbix aTak DAA B 1a00OpaTOpPHBIX aHAIU3aX KPOBH BbISBIISAETCS
YMEpEeHHBbIIT JTeHKOIUTO3, B CpeaHeM 10 12 - 15 « 10° Ha 1 M. MHOr1a TeHKOLHTO3
MOeT pocturathb 20 - 30 10° ma 1 M. Yacto ormeuaercs CIBMT JIEUKOLIUTApHOU
bopmybl BiIeBO. D03MHO(DUIINS BBISBISETCS PEAKO U €CIIM UMEETCs, TO YacTo He-
3HauuTeNbHasA. Y OONBIIMHCTBA MAIMEHTOB OTMEYAIOTCS HOpMaJbHbIE 3HAYCHUS
COD, onnako B 31% ciydaeB 3TOT nokazatenb pocturaet 20 - 40 mm/ga u B 8% -
6onee 40 mm/4. YacTo BBISABIAIOT MOBBIICHHBIE YpoBHU 001X [gG u IgM, uno-
r71a TaKXKe IMOBBIIIEH YpoBeHb o01ero [gA. ¥V HekoTopbix OOJBHBIX TakKke OOHa-
PYKMBAIOT YMEPEHHOE MOBBIIIEHUE aKTUBHOCTH peBMaTOUIHOTO (pakTopa. Ocoboe
3HaueHue npu DAA umeeT oOHapykeHue creuu(PUUecKUX MPEerUIUTHPYIOMNX
aHTUTEN K "BMHOBHOMY' aHTHUreHy. Yaie BCEro MCIOJIB3YIOT METOAbl JIBONHOMN
mubdy3un no OyxTepioHH, MUKPO-OyXTEepJIOHH, BCTPEYHOI'O HMMMYHORJIEKTPO-
¢dopeza u ummynopepmentsie Mmetonbl (ELISA, ELIEDA). Ilpenunurupyroiiue
aHTUTeNla OOHApPYKUBAIOTCS y OOJIBIIMHCTBA MAIIMEHTOB, OCOOCHHO MPHU OCTPOM
TedeHuM 3aboseBanud. [locne nmpekpaieHrs KOHTaKTa ¢ aHTUTEHOM aHTUTeNa 00-

Hapy>XXUBAIOTCA B CBIBOPOTKC B TCUCHHC 1 -3 n;er. HpI/I XPOHHUYCCKOM KC TCUCHUH
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MPEUNIUTUPYIOLIME aHTUTENA YACTO HE BBIABISAIOTCSA. BO3MOMXHBI U JI05KHOIOJIO-
KUTEJIbHbIE PE3YyIbTaThl; TaK, Y (epMepoB, HE UMEIOUIMX CUMITOMOB DAA, aHTH-
Tena oOHapyXuBaloT B 9 - 22% ciyuaes, a cpeau "modbureneit ntun" - B 51% . Y
nanueHToB ¢ DAA ypoBeHb NPEUMUIUTUPYIOUIUX AHTUTEN HE KOPPEIUPYET C aK-
TUBHOCTBIO 3a00JI€BaHUS U MOXKET 3aBUCETh OT MHOTUX (PAKTOPOB, HANPUMEDP Y
KYPHWIBIMKOB OH CYIIECTBEHHO HUXe. TakuMm o0pa3oM, MpUCYTCTBHE crieudpuye-
CKHUX aHTHUTEN HE BCerja MOATBEP)KIAeT NuarHo3 JAA, a UX OTCYTCTBHE HE HC-
KJIF0YaeT Hajauuue 3a0oneBanus. OIHaKO OOHApYKEHUE MPEIUITUTUPYIOIIUX aHTHU-
TEJ MOKET MOMOYb B IMarHOCTHKE DAA, KOrjja UMeeTcs MPEeIoI0kKEeHNE O HaJIK-
yuu JAA, TOCTPOCHHOE HA KIIMHUYECKUX JaHHBIX, a IpUpoJa "BUHOBHOIO'" areH-
Ta HEsICHA.
DOYHKINOHAIBHAS JHATHOCTHKA

OyHKIIMOHAJIbHBIE W3MEHEHHUs] HeCleUU(PUUHBI U CXOJHBI C TAaKOBBIMU IPHU
APYrUX MHTEPCTULHATBHBIX 3a00yieBaHUAX Jerkux. Hambonee 4yBCTBUTEIbHBIM
(GyHKUMOHANBHBIM M3MEHEHUEM SIBISIETCS CHUXKeHue Aud@dy3uoHHON crocoOHO-
ctu aerkux (JACJI), uyTo Taxxke sBASETCA U XOPOIIUM IPEIUKTOPOM KUCIOPOIHOTO
TpaHcnopTa - cHmkeHue JJCJI xopolino oTpakaeT BbIpaK€HHOCTh JiecaTypaiii BO
BpeMsi pusnyeckoi Harpy3ku. Hapymenue razoooMeHa 0ObIYHO OTPaXaroT TUIOK-
CeMus B TIOKOE, yCYyryOJstomascs npu pu3nueckol Harpy3ke, yBeITUYeHHbIH alb-
BeosioapTepuanbHbiil rpaaueHt P(A-a)O, u HOpManbHOE WM HE3HAUYUTEIbHO CHU-
KeHHoe napuuanbHoe Hanpsbkenue CO, B aprepuaiibHOM KpoBu. Ha panHux cra-
ausix 3a00JieBaHMsI, KaK MpPaBHIIO, HaO/IoAaeTcs HopMaidbHOEe Hampspbkenue O, B
apTepuaibHOM KPOBM, OJHAKO YK€ OTMEYAETCS CHIKEHHE CaTypalld BO BpeMs
¢usnueckoir Harpy3ku. M3meHeHus mnokazareneil (yHKIMOHAJIbHBIX JIETOYHBIX
TECTOB MPHU OCTPOM TedeHUU DA A 0OBIYHO MOABIAIOTCS Yepe3 6 4acoB MOCIe IKC-
MO3UIMN aHTUTE€HA U JEMOHCTPUPYIOT PECTPUKTUBHBIA TUI HApYUICHUS BEHTUJIS-
uuu. M3MeHenuss QyHKIIMM BHEUIHETO JAbIXaHUS MHOTAA MOTYT MPOTEKAaTh JABYX-
(da3Ho: HEeMeJIeHHbIe U3MEHEHUS! IO OOCTPYKTUBHOMY THUITY, BKJIIOYAsl CHI>KEHHE
obbema ¢opcupoBaHHoro Bbioxa 3a 1 ¢ (ODB,), cHmxenue koddpdunmreHTa
Tudbduo (ODB/DXKEID); >TH u3MEHEHUs COXPAHSAIOTCS OKOJIO Yaca, a 3aTeM ue-
pe3 4 - 8 4 CMEHSIIOTCSL HA PECTPUKTUBHBIN TUIT BEHTWISALIMU: CHUXKEHUE JIETOYHBIX
o0beMoB - obmiert emkocTH serkux (OEJI), xusznennoit emxoctu jerkux (JKEJI),
¢dbynkunonanbHoO octatouHodt emkoctu (POE), ocrarouHoro odbema JIerKUX
(O0J). Koapdunment Tudduo B npenenax HOpMaIbHBIX 3HAUCHUN, MOXKET OBITh
CHI)KEHHE MAaKCUMAaJIbHOTO cpeHeskcnupaTopHoro noroka (MCOII 25 - 72), uto
OTpakaeT HajJuuue OOCTPYKLUMU Ha YpPOBHE MEJKHUX JIbIXaTelbHbIX myTeil. [lpu
XxpoHuueckoM DAA HanOosiee XapaKTepHbBIM U3MEHEHUEM SIBIISIETCS TaKkKe pecT-
PUKTUBHBINA MATTEPH: CHUKEHUE CTATUYECKUX O0OBEMOB JIETKUX, CHUYKEHUE JIETOY-
Horo komiuiaeHca, JICJI nerkux. Horna npu XpoHUYECKUX M3MEHEHHSX OIMUCHI-
BAIOT MOBBIIIEHNE KOMIUIACHCA U CHUYKEHUE 3JTACTUYECKOM OT/Iayu, YTO XapakTep-
HO JUIsl OOCTPYKLIMU JbIXaTeNbHBIX MyTel npu smbpuzeme. [lpumepno y 10 - 25 %
MalMEeHTOB OOHAPYKUBAIOT MPU3HAKHU TUIIEPPEAKTUBHOCTH JbIXaTEIIbHBIX MyTEH.

[loka He MoOKa3aHO HANUYUE KOppeasiuuu Mexay usMmenenusmu OB/l u npo-
rHo3oM DAA. TlanrieHTsl ¢ BRIpaXEHHBIMU (PYHKIIMOHATBHBIMU U3MEHEHUSIMUA MO-
I'YT MOJIHOCTHIO BBI3ZOPOBETH, TOTJA KAK y MAIlUEHTOB C HEOOIBIIMMU ()YHKIIHO-
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HaJbHBIMU JedeKkTaMu B J1e0r0Te 3a00JIeBaHUS MOXKET B JajbHEHIIEeM HaOII01aTh-
Ccsl Iporpeccupylollee TeueHrue 3a0oeBanus ¢ pa3BuTHeM (Gudpo3a U 0OCTPYKIMU
MEJIKUX JIbIXaTeJIbHbIX MyTeH.
I'ucronoruyeckasi IMarHoCTUKA

YacteiM mpu3zHakoM DAA SBIAIOTCS HEKa3U(ULUUPYIOMIMECS TPaHYJIEMBbI,
KOTOpbIEe MOT'YT ObITh 0OHapyxeHbI B 67 - 90% cinydaeB. Tu rpaHyJieMbl OTJIMYA-
IOTCS OT TAKOBBIX MPHU CAPKOMI03€: OHU MEHBIIIE M0 pa3Mepy, MEHEe YeTKO ouep-
YeHbl, coJiepKaT 0oJiblliee KOIMYECTBO JIUM(OIUMTOB U COMPOBOKIAIOTCS PACIpO-
CTpPaHEHHBIMHU YTOJIIEHUSIMH aJbBEOJSIPHBIX CTEHOK, AUPPY3HBIMU JTUMpoLUTap-
HBIMM MHUIbTpaTaMu OJIEMEHThl OPraHUYEeCKOTro Marepuaia OOBIYHO OTCYTCT-
BYIOT, MHOT/IA MOTYT BBISIBISITBCS HEOOJbIIME (hparMeHThl MHOPOJHBIX YACTHII.
Hanuune rurantckux kinetok u tenen llaymaHna siBisieTcsl MOJE3HBIM MPU3HAKOM,
HO OHO HecnieuPuyHo a1 DAA. ['panynemMbl 00bBIYHO pa3penatoTcs B Te€YeHUE 6
MECAILIEB MPU OTCYTCTBUU MOBTOPHOTO KOHTAKTa ¢ aHTUT€HOM. J[pyrum xapakrtep-
HBIM MPU3HAKOM 3a00JIEBaHMS SIBISIETCS albBEOJIUT, OCHOBHBIE BOCHAIUTEIIbHbBIE
AJIIEMEHTBl KOTOPOTO - JIUMQOLMTHI, MJIa3MaTHUYECKUE KIETKH, MOHOLIUTHl U MaK-
podaru. Ilenuctoie anbBeosipHble Makpodaru npeod1aaoT B JIOMUHAIBHBIX OT-
JeNnax, T.€. BHYTPU aJIbBEOJ, B TO BpeMs Kak JUMQOLMTHI - B uHTepcTuuu. Ha
paHHUX cTaguax DAA MOXeT ObITh 0OHAPYX EH MHTPAAIbBEOJSAPHBIN (PUOPUHO3-
HBIM ¥ GeKOBBIN BBINOT. Mopdonornueckue U3MEHEHUsI MOT'YT TaKXKe BCTpeyaTh-
CSi W B MaJIbIX JbIXaTeNbHBIX NMyTsX. OHU BKIIOYAIOT B ceOsl OOIUTEPUPYIOIIMIA
OpOHXMOIUT, NMEPUOPOHXUANbHBIE BOCHAIUTENbHbIE MHOUIBTPATHL, JUMpaTHye-
ke Gosutukynsl. ['panynemMaTos, albBEOJUT U OPOHXUOJIUT COCTABISAIOT TaK HA3bI-
BaeMyl0 TpHaay MOp(OJOTrHYECKUX MPU3HAKOB mpu DAA, XOTA BCE DIEMEHTHI
TpHaabl HAXOAAT He Bceraa. Backynut npu DAA BcTpeuaercs kpaitHe penko. [lpu
Pa3BUTHH JIETOYHOM TUIEPTEH3UU OTMEYAETCS TUIEPTPOPUS MEIUU apTepuid U ap-
tepuon. Ilpu xponuueckoMm TeueHUM DAA oOHapyxuBarT GUOPOTUYECKUE U3-
MEHEHUS, BhIpaKEHHBIE B pa3inyHON cTeneHu. MHorma ¢pubpo3 accoluMupoBaH C
yMepeHHON JTuM@ouuTapHoil HHDUIbTpALIUEH, TI0X0 OYEPUECHHBIMU TpaHyJieMa-
MU, B 3TOM ciiydae AuarHo3 DAA Takke MOXXHO MPEIIOJIOKUTh MO JaHHBIM MOp-
¢donorudeckoro uccinenoBanusa. OHAKO THCTOJIOTMYECKUE M3MEHEHUs MpH Xpo-
HUYeCKOM DAA 4YacTo He OTIMYAIOTCSA OT TAKOBBIX IPU APYTHMX XPOHUUYECKUX WH-
TEePCTUIIMANBHBIX 3a00JIeBaHUAX JIETKUX. Tak Ha3bIBaeMbIil HecelU(PUIECKU Je-
TOYHBIM (PUOPO3 MOKET OBITh KOHEUHBIM IMPOSIBICHUEM YHUBEPCAJIbHBIX peaKIui
Ha MOBPEXIAIMKM (akTop npu 3TuX 3a0oneBanusx. [lpu maneko 3amenmux cra-
IUSX OTMEYAIOTCS WM3MEHEHUs APXUTEKTOHUKU JIETOYHOM MApEeHXUMBI MO THUILY
"'COTOBOTO JIETKOTO0".

bponxoajibBeoJIAPHBI JIaBAXK

BbponxoansBeonsipubiii naBax (bAJI) oTpakaer KIeTOYHBIM COCTaB JuC-
TaJbHBIX OTJIEJIOB JbIXaTeNIbHBIX MyTel U anbBeos. Hanbonee xapakTepHbIMH Ha-
xonkamu BAJl nmpu DAA sBIAIOTCS yBEJIWYEHHE YHUCIA KIETOYHBIX 3JEMEHTOB
(mpumepHO B 5 pa3) ¢ mpeoOiagaHueM JIUMQPOIMTOB, KOTOPbIE MOTYT COCTABIAThH
10 80% ot oOmiero yucia Bcex kietok BAJIL. JlumdoruTel npeacraBieHbl B OC-
HOBHOM T- KJleTKamH, OOJBIIMHCTBO U3 KOTOPBIX B CBOIO OUEpEb SABIISIOTCS JTUM-

dormramu CDS” (1mTonornueckue u cynpeccopssie T-mumbonuts). OTHONIEHHE
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CD8"/CD4" MeHbIle eqUHUIEL, B TO BpeMs KaK MPH CapKOHmo3e cocTaBiseT 4,0 -
5,0. Yame Bcero nono6Has kaptuHa BAJI xapakTepHa s MOJAOCTPOro U XpPOHU-
yeckoro teueHuss JAA. Ecnu maBaxk npoBefieH B EpUOJ 10 3 CyTOK MOCJE KOH-
TaKkTa ¢ "BUHOBHBIM'" aHTUT'€HOM, TO cocTaB BAJI MOXeET BBIMISAETh COBCEM MHAUE
- BBISIBJIAIOT MOBBIIIEHUE YKCiIa HEUTPOPUIOB 0€3 COMyTCTBYIOMIETro JUM(OLUUTO-
3a. Hacto B BAJI mpu DAA Takke oTMe4aeTcs NOBBILIEHHOE COAECPKAHUE TYUHBIX
KJIETOK. VX 4nciio MOXKET IMpeBbIIaTh HOPMaJIbHBIN ypPOBEHB B JIeCATKH pa3. Kax
MIPABUJIO, TYYHBIE KJIETKH BBIABISIOTCS NPU HEAABHEW SKCIO3ULHUU C AHTUTEHOM
(ue mozxe 3 mecsues). CuuTaeTcsi, 4TO UMEHHO YKCJIO TYYHBIX KJIETOK Haubosee
TOYHO OTPa’kaeT aKTUBHOCTb 3a00JIEBAHUS U CTENEHb aKTUBAILMU MPOIECCOB (Prd-
porenesa. IIpu nogoctpom teuennn IAA B BAJI MOryT npucyTcTBOBaTh IUIa3Ma-
TUYECKUE KIETKH. bonbllioe 3HadeHue Ajisi onpeeeHus] akTUBHOCTH 3a00JeBa-
HUS UMEET COJEPKAHME HEKJIETOUYHBIX KOMIIOHEHTOB BAJI, Taknx Kak MMMYHOT-
7100yJIHUHBI, anbOYMUH, MpOKoJareH-3-nentuj, GUuOPOHEKTHH, BUTPOHEKTHH, MY-
1uH- anturensl (KL-6).
Jleuenue

OCHOBOI JIeUEeHHS SIBISETCA BBIABICHUE WM SJIMMUHALINS AJJIEpreHa, BbI-
3BaBIIero 3abosjeBaHue. s JTOCTMXKEHHs aJleKBaTHOTO KOHTPOJIS HEOOXOIUMBbI
CUCTEMA MPOU3BOJCTBEHHONW THUIHMEHBI, BKJIIOYAIOIIAS KCIOJb30BAHUE MACOK,
(GUIBTPOB, BEHTUIALIMOHHBIX CUCTEM, U3MEHEHUE OKPY>KaloIlel Cpebl U MPUBHI-
yek. Pacrio3HaBaHue U paHHss IHarHocTuKa DAA O4eHb BaKHBI, IOTOMY YTO IIPO-
rpeccupoBaHue 3a00JIeBaHUS MOXKHO MPEAOTBPAaTUTh. [Ipyu cOXpaHEeHUH KOHTAKTa
C aHTUT€HOM BO3MOXHO PAa3BUTHE CEPbE3HOTO U HEOOPATUMOTO XPOHUYECKOTO 3a-
O6oneBanus. [Ipu oCTpbIX, TKEIBIX U Mporpeccupyromux dopmax 3adbojaeBaHUs
PEKOMEHI0BAaHO HAa3HAYEHUE TIIFOKOKOPTUKOCTEPOUIOB. M3Ha4YaIbHO BBICOKHE JO-
3bl TOCJE JTOCTHKEHUS KIMHUYECKOro 3¢ dekra mocTeneHHo ymeHbliatorcs. Tak
KaK Nporio3 JAA npakTHYECKU HENMPEACKA3YEM MPU NEPBUYHOMN TUArHOCTUKE 3a-
0oJeBaHus, MPEJHU30JIOH YacTO Ha3HAYalOT YK€ Ha MEpPBOM CTYNEHU TEpamnuu.
[Ipu octpom TeueHun DAA MOXKET ObITh JOCTATOYHOM J103a Npeanu3oiona 0,5 mr
Ha 1 Kr Macchel Tena 00JIbHOrO B TeueHHe 2 - 4 Heaenb. DMIUpPUYECKas cxema Mpu
MOJIOCTPOM U XPOHUYECKOM TeUeHUU DAA BKIIOUAET MPEAHU30JIOH B 103€ 1 MI/KT
B TeueHHe |1 - 2 MecsleB C MOCIEAYIOIHUM NOCTENEHHBIM CHHKEHHEM O3Bl 10
noanepxuBatomeit (5 - 10 mr/cytkn). [IpeJHU3010H OTMEHSIOT MIPU TOCTUKEHUU
KJIIMHUYECKOTO YIYUIICHHS] WIH MPU OTCYTCTBUHU KJIMHUYECKOTO U (PYHKIIMOHAIIb-
HOTO OTBETa Ha Hero. Eciiv B meproJl CHUKEHUS 03Bl IPEAHU30I0HA TPOUCXOUT
yXyAILIEHWE TeueHus 3a00JIeBaHUs, TO CIEAYeT BEPHYThCA HA MPEIUIECCTBYIOUIYIO
CTyINleHb Tepanuu. B Hacrosiiee Bpemsi HE CYIIECTBYET AaHHBIX 00 albTepHATHUB-
HoM Tepanuu DAA. [Ipu pe3aucteHTHOCTH 3200JIeBaHMS K KOPTUKOCTEPOUIaM UHO-
r71a Ha3HayaioT /[-neHuuuiaMuH U KOJIXUIIMH, OJTHAKO 3P (HEKTUBHOCTh TaKOH Te-
pamnuu He JoKa3aHa. Y MAalMEeHTOB C JOKAa3aHHON I'MIEPPEAKTUBHOCTBHIO AbIXaTElb-
HBIX MyTeH MOXKET OBbITh MOJIE3HO UCIOJIb30BAaHUE MHTAISIMOHHBIX OpPOHXO/MJIa-
taTopoB. llomydeHbl OOHAAEKHUBAIOIIUE PE3yJIbTAaThl UCIOIB30BAHUS LUKIOCIIO-
pUHA ¥ UHTUOUTOPOB JTUIIOKCUTEHA3bI MIPU HKCIIEPUMEHTATIbHOM DAA Ha MOJENsIX
KUBOTHBIX. [Ipy MOSBIEHUHM OCIOKHEHUN NPOBOJAUTCS CUMITOMATHYECKAs Tepa-
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U KUCJI0POoI IIpH HBIXaTCHBHOﬁ HEAOCTATOYHOCTH, AHTHOMOTHKHU pu 6aKTCpI/I-
AJIbBHOM 6pOHXI/ITe, AUYPCTUKHU ITPU JCKOMIICHCUPOBAHHOM JICTOYHOM CCPALIC.

TOKCHYECKU ®UBPO3UPYIOIINN AJIBBEOJIUT

Tokcuueckuit pudposupyromuii anbBeoaut (TDA) — sto 3aboneBanue, Bo3-
HUKaIoIllee NMPU BO3JIEUCTBUM HA MAPEHXUMY JIETKUX BEIIECTB, 00Jaar0lINX TOK-
CUYECKMMU CBOMCTBAMH M XapaKTEPU3YIOLIKECS MOPAKEHUEM KAIUUISIPHOTO pycC-
Ja JeTKUX, BocHaJieHneM U (pruOpo30M MHTEPCTULIMATBLHOM JIETOYHONW TKaHU, ClIaB-
JIEHUEM albBEOJIOM U HapyleHueM Jaud@y3uum ra3oB 4Yepe3 allbBEOJSPHO-
KaMWUISIPHYI0O MEMOpPaHY € pa3BUTHEM IPOrPECCUPYIOUIEH AbIXaTEIbHOW HEI0CTa-
TOYHOCTH.

B Mexnynaponnoii kinaccudukanuu Oosiesneir 10-ro mepecmotrpa TDA
npejcTaBieH ciaeaytonmuM oopazom: MKb-10.

Kitacc X. bone3nu opraHoB AbIXaHUS
J68 PecniupatopHble COCTOSIHUS, BbI3BaHHBIE BIBIXaHUEM XUMHUYECKUX BELIECTB,
ra3os, JIbIMOB U TIapOB.
J70 PecniupatopHble COCTOSIHMSI, BbI3BAHHBIE APYTUMH BHEIIHUMH areHTaMU.

ITHOJIOTUHA

T®DA BbI3BIBaETCS ABYMS TpynmnamMu GakTOpPOB — JIEKAPCTBEHHBIMUA XUMHOTI-
pernapaTamMy u MPOU3BOJCTBEHHBIMUA TOKCHYECKHMH BEIIECTBAMM.
TDA MoxkeT BBI3BATHCS CIEAYIONINMH JICKAPCTBEHHBIMH BEIIIECTBAMMU:
® QIKWIMPYIONIME I[MTOCTATHYECKUE TMpemnaparbl: XJIopOyTHH (JIelikepaH),
cCapKoJIM3uH, IKIodochaMu, METOTpEKCcaT, MUEIIOCaH, 6-MepKanTOPYpHH,
[IUTO3WH-apaOWHO3U, KApMYCTHH, S-pTOpypanni, a3aTHOIPHH,
® TIPOTHBOOIYXOJIEBbIE AHTUOMOTUKH: OJICOMUITNH, MUTOMUIIH-C;
® IIUTOCTATHKH, IOJIYYCHHBIC W3 JIGKAPCTBEHHBIX PACTCHHI: BUHKPUCTHH,
BUHOJIACTUH;
e Jpyrue MPOTHUBOOITYXOJEBBIC MpENapaThl: MPOKapOa3uH, HUTPO3OMETHIMO-
YeBHHA, THOTYaHO3U]I, YPalUI-MacTap;
e aHTHMOaKTEepUaAIbHBIE CPEJICTBA: IPOU3BOAHBIE HUTPOypaHa (Pypa3oauaoH,
bypanoHuH); cyab(aHUIaMUIbL;
® TIPOTHBOTPHOKOBEIN Mpenapat aMmpoTepuiuH B;
THIIOTCH3UBHBIC CPEICTBA: allPECCHH, aHANIPWIKMH (003uaaH, HHIEpaTI U JApY-
rue B-0J10KkaTophl);
aHTHAPUTMHYECKHE CPEJICTBA: aMUOapOH (KOPAAPOH), TOKAMHHU/;
(bepMeHTHBIN IUTOCTaTUYeCKUi penapar L-acnaparnnasa;
NEPOPATHHBINA THIIOTTMKEMU3UPYIONINHA MpenapaT XJI0pIpoIaMHuI;
KUCIOpOo/ (P AJIUTEILHOM BABIXaHUN).
K TokcmdeckuM Mpon3BOICTBEHHBIM BEIIIECTBAM, BHI3BIBAIOIIIUM

37



TDA, oTHOCATCS: Ta3bl: CEPOBOIOPOA, XJIOP, TETPAXJIOPMETAH, aMMHUAK, XJIOPITHK-

pHH;

¢ TJIapbl, OKHCJIBI H COJIX MCTAJIJIOB: MApPTaHCII, 6CpI/IJIJII/II>'I, PTYTh, HUKCIIb,

KaJMHH, IIMHK;

e xJI0p- U hochopoprannueckue HHCEKTOD YHTUIIUIbI;
® [UIACTMACCHI: MOJMYPETaH, MOJIUTETPAIIOOPOITUIICH;
® HUTPOrasbl, 00pa3yroIrecs B pyJAHUKAX, CUIIOCHBIX OAITHSsIX.
YacTtoTa pa3BUTUS TOKCUYECKOTO (PUOPO3UPYIONIETO albBEOIUTA 3aBHCUT OT
JUTATETBHOCTH TIpHEeMa JICKapCTBEHHOTO CPEJCTBA U €T0 JI03bI U OT JJTUTEIHLHOCTH
JACHCTBUS MPOU3BOJICTBEHHOTO TOKCHYECKOTO (paKTopa.

HauboJ1ee pacnipocTpaHeHHbIE TOKCHYECKHE BellleCTBA, Bbi3biBawiue TAOA

HCKapCTBCHHBIC CpeacTBa

Tokcuueckue cpeacTsa Npou3BOACT-
BEHHOU cephl

[luTOCTATUKH W MMMYHOCYIIPECCHBHBIC
npenapathl (muKIodochaH, METOTPEK-
cat, XJOpOYTHH, CapKOJIW3HH, a3aTHO-
npuH, S-QTOpypanuwi, MepKanTOmypuH
u Ip.)

[TpoTHBOOITYyX0JIEBEIE AaHTHOMOTHKHU
(6;reoMuUIIMH, CAHAMUIIMH U JIP)
[luTOCTAaTUKK PACTUTEIHHOTO TPOUC-
X0XKJIeHUs (BUHKPUCTHH, BUHC3UH )
[IpousBoanbie HUTpOodypaHoB (Ppypa-
TOHUH, (hypPO30JIUJIOH )

BasoakTuBHBIE U HEHpPOAKTHBHEIC (aHa-
npuiauH, o03uaaH, WHAEpal, OEH30TeK-
COHUH, ampeccuH, KapOaMasernyH)
CynbhanmiamMuasl
AmMuonapoH
[IpoTnBOIMAabETHUECKHE
THI(XJIOPIIPOIIAMHU/T )
Kucnopon (mpu IIUTEeNTsHOM OKCHTEHO-
Tepanum)

npenapa-

Paznpaskatomue ras3sl (XJI0p, CEPOBOAO-
pOJl, aMMHUaK, TETPaxJIOpMETaH)
Mertamisl B ra3o00pa3HoM Buje (Map-
raHen, OCpWUIHHA, PTYTh, HHUKENb, Kaj-
MU, TUHK U Jp.)

Xnopopranudeckue u pocdoopranuye-
CKHE TEeCTUIINIBI B TePOCIIHIBI
[Tnactmaccsl  (monmypeTas,
padIr0OPOITHIICH U JIP)
Hutporassel, oOpasyromiuecss B CHIOCT-
HBIX OalIHsX, SMax JII HaBO3HOM JKH-
KM, TIPU B3pbIBaX Ha PYJAHHKAX, TOHHE-
JSIX U JIp.

IIOJIUTCT-

IlaTorenes
OcHoBHbIMU MTaTOreHeTHYeCKUMH (pakTopamu TDA sBisrOTCS:

® [OpaXE€HHWE MUKPOLUMPKYJIATOPHOTO pyciia JETKUX (HEKpO3 dHIOTEIUS KaIui-
JSIPOB, MUKPOTPOMOO3bI, pa3pbIBbl U 3aITyCTEBAHUE KAITUIIISIPOB);

® VHTEPCTUUHUAIBHBIA OTEK, TMIEPIPONYKIHUSA COCIMHUTEILHOTKAHHBIX BOJIO-
KOH, YTOJIIEHUE MEXKAIbBEOJISIPHBIX ITEPETOPOIOK;

® HEKpo3 aubBeosoUTOB | THma w wmeramasusa  anbBeosonuToB Il TW-
1a,HapylIeHue MTPOIYKIIUU cypdaKkTaHTa, CllaJleHUE aJIbBEOJT;
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e paszBuTue UMMyHosiorudeckoi peakiuu Il Tuma (oOpazoBaHHEe KOMILIEKCOB

AHTUTCH-aHTHUTEIIO).

Takum oOpazom, B pazsutun TOA Hanbosbllee 3HAUCHUE UTPAET HEMOCPE/I-
CTBEHHOE TOKCHYECKOE BJIUSHUE JICKAPCTBEHHBIX BEUIECTB M BPEIHBIX MPOU3BOJI-
CTBEHBIX (paKTOPOB Ha JICTOYHYIO TKaHb, a TaKXKe Pa3BUTHE UMMYHOJOTHYECKOMN
peakuuu III Tuna. B koHEeYHOM MTOre pa3BUBAECTCA MHTEPCTULMAIBHBIN U BHYTPHU-
aNbBEOJISIPHBIN PUOPO3 JTETKUX.

ITatomopdonorusa. Mopdosioruiueckas kKapTuHa HE UMEET NMaTOrHOMOHHUY-
HBIX MIPU3HAKOB M CXOJHA C JUCTPECC-CUHIIPOMOM, JIYUYE€BBIMU MOPAXKEHUSIMU, a HA
cTaauu GuOpo3a WAESHTUYHA UIMONIATHYECKOMY (PUOpO3UPYIOIIEMY albBEOJIUTY.
Kinunnyeckasi kapTuHa

[Ipu ocTpoit hopmMe cUMOTOMBI BO3HUKAIOT B TEUEHHE MEPBOIO MECAIA BO3-
JEUCTBUSL TOKCUYECKOTo (paKTopa, a Mpu XPOHUYECKOH — OT 2 MECSIEB /10 5 JIeT.
KanoObl Ha OMBIIKY, YCHJIMBAIOLIYIOCS MPH KOHTAKTE C ATHOJOTMYECKUM (PaKTo-
poM 10O MpU pa3BUTUU U MporpeccupoBanHuu Gpudposza. g octpoit popmel xa-
pPaKTEepHBI JIUXOPAJIKa, C1a00CTh, HEMPOIYKTHBHBIN Kallleib, 00JIb B TPYAH, apT-
panrus, noxynanue. [Ipu xpoHudeckoir ¢popmMe CUMITOMBI HApaCTalOT MEIJICHHO
— OJIbIIIIKA, HEMPOAYKTUBHBIN Kalllelb, MOXy/1aHue, HapacTaiolas ciadocTb, 00Jb
B rpyau. Ilpu mepexone B ctaauio ¢puOpo3a HET OTIMYUN OT UIUONATUYECKOTO
¢dbudposupytomero anbBeonuta. [lpu ¢GuzuKaIbHOM 00CIIEIOBAaHUU BBISBISIOT
ocJ1abJIeHHOE JIbIXaHUE U KpenuTaruio (MOTPECKUBAHUE) HAJl HUKHUMHU OTACIaMU
oOoux nérkux. JlabopaTopHbie naHHbIE XapakTepu3yroTcs Beicokumu COD u neit-
KOILIUTO30M, BO3MOYKHA TUNEPIO3UHOPUIUS nieprudepudeckor KpoBu. st XpoHU-
yeckor ¢opmbl TOA XapakTepHO TMOBBIIICHUE TUTPa MPOTUBOSICPHBIX aHTHUTEIL.
OYHKIMOHAJIBHBIC MCCJIEAOBAaHUS TO3BOJISIOT BBISIBUTH HapyllieHUs (GYHKIUU
BHEIIIHETO JIbIXaHus (110 CMENIAaHHOMY M OOCTPYKTUBHOMY THIIaM Ha paHHUX CTa-
TIUSIX, TI0 PECTPUKTUBHOMY THUITY — Ha MO3JHUX), CHUXKeHUEe TudPy3noHHON cro-
COOHOCTH JETKUX, YMEHBIIIEHUE PACTSHKUMOCTH JE€rouyHor Tkanu. [Ipu OGponxo-
CKOITUU HE BBISBIISIOT KAKUX-TMOO MAaTOTHOMOHUYHBIX U3MEHEHUN OPOHXHAIHLHOTO
nepeBa. buoncuio UCMonab3ylT Kak METOJl MCKIIOUYEHUS APYTUX UHTEPCTULHAIb-
HBIX U IUCCEMUHUPOBAHHBIX 3a00JICBAHUM JIETKUX.

PeHTrenosiormyeckasi JMAarHOCTHKA
[To pe3ynpraTtaM JIY4eBBIX HCCICIOBAaHUI B Ha4YaJbHON CTaguu OOHAPYKH-
BaIOT MEJIKOOYAroBble TCHU WJIM CUMIITOM «MaToBOro crekiay (ocodenHo Ha KT),
Ha TIO3JIHUX CTaIUSIX — JBYCTOPOHHHE (PHOPO3HBIC U3MEHEHUS C MEJIKO- M KPYII-
HOSTYEUCTON Aedopmaliueit, BIUIOTh 110 “coToBOro jérkoro” (puc.4, 5, 6, 7).
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Puc.4. Pentrenorpamma 6-ro K. npu mnoctymiennn. Kapruna nucceMuHUpOBaH-
HOTO TIpolecca.

Puc.5 Pertrenorpamma toro xe 00J1bHOTO Yepes3 2 Mecsiia.

JlerouHsie MOJIA C YCHUJICHHBIM JIETOYHBIM PUCYHKOM IO CMEIIAHHOMY THITY
¢ nedopmareld KOpHEH Mo TSKUCTOMY THITY 0€3 MHOWIBTPATUBHBIX U3MEHECHUH,
C 04aroBO-TIOJJOOHBIMH TEHSIMU B BEPXHHX JIETOYHBIX MOJAX. TSHKM KOpHEH Mao-
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cTpykTypHbl. Cepatie u aopta B npenenax Hopmbl. [lo cpaBHenuio ¢ [X-X mecs-
namu 2008 r 1oI0XKUTEIbHAS PEHTIEHOJOTUYECKask TMHAMHUKA.

3akimrouenue: [lonoxuTenpbHas peHTIT€HOJIOTHYECKasl TIMHAMHUKA B TEYEHHUE JUCCe-
MHHUPOBAHHOTO Mpolecca.

-

Puc.6 KTBP Ttoro xe 0oipHOrO npu noctymieHud. CUMITOM “ MaTOBOTO CTEKJIa
“, hopMupymoIIeecs: COTOBOE JIETKOE.

Puc.7. KTBP Toro xe 6onbHOro uepes 2 mecdina. Pe3kas mojgoxxutenbHas JuHA-
MHKA B HBOJIOIUU TUCCEMUHUPOBAHHOTO IMpOIIECcca.



JlanHOE€ COOCTBEHHOE HAOJIIOJCHUE XapaKTEPU3YET MOJOKUTEIBbHYIO PEHTIe-
HOJIOTMYECKYIO JTUHAMHUKY Yy OOJBHOTO TOKCUYECKUM JIEKApCTBEHHBIM aJIbBEOJIH-
TOM (KOpJapOHOBOE JIETKOE), IPY OTMEHE KOpAApOHA ¥ HA3HAYEHUM CPEJHUX /103
KOPTHUKOCTEPOUIOB.

JInarHocTuyeckasi TAKTUKA U Ju(ppepeHIHATbHAA THATHOCTHKA

Onpenenstorcs JIy4eBbIM CUHAPOMOM JAUCCEMUHUPOBAHHOTO MpoLecca B JIET-
kuX. HeoOX0IMMO MCKITIOYUTH AUCCEMUHUPOBAHHBINA TyOepKyné3 (0akTepuonoru-
YecKOe HMCCIIEOBAaHUE HA KUCIOTOYCTONYMBbIE MUKPOOPTraHU3Mbl, Tpoda MaHTy),
OITYXOJIEBbIE JUCCEMUHALMU (LIUTOJIOIMYECKOE HCCIIEeIOBaHUE MaTepuasia, MoJy-
YEeHHOr0 MpU OPOHXOCKOMHHU WJIM THUCTOJIOTMYECKOE HUCCIEeIOBaHHE OMOINTATOB),
HK30T€HHO-AJUIEPTUYECKUN alIbBEOJUT MU JAPYTrUe HHTEPCTULIMATIBHBIE MPOLIECCHI
JIETKUX.

BaxxHOo BBISIBIEHHE COMYTCTBYIOIIUX 3a00J€BaHUIA, TIO TOBOJlY KOTOPBIX ObI-
JIM Ha3HAa4Y€Hbl TOKCHUYHBIE MpernapaTbl, — OIYXOJIEBbIE MPOIIECCHI, apTepruagbHas
TUNepTeH3Us], THPEKIMY MOYEBBIBOASIIMX MyTeH U JIp.

Jleuenue

BrisiBnenue u ycrpanenue tokcuueckoro (akropa. Ilpu octpom u momoct-
POM TE€YEHHH — MPEAHU3O0JIOH B 103€ | MI/KT UM €ro aHaJOTd B YKBUBAJICHTHOU
no3e. DPGHEeKTUBHOCTh HUXKE, YEM IPHU HPK30T€HHOM aJJIEPTUUYECKOM aJIbBEOJIUTE.
[Ipy OpOHXOOOCTPYKTHBHOM CHHApPOME B OCTpoW (aze — OpOHXOIUTHYECKUE
npenapartbl 4yepe3 HeOyinaisep, 3aTeM MOJAEP>KUBAIOIICE JICUEHHUE MpernapaTaMu
KOPOTKOTO U JITUTENbHOTO edcTBUs. [lpu n€rkom TeueHnn — aleTHUINUCTEUH 110
1,8 r/cyTku per os qIHUTENIbHO. XUPYpPrHUEeCKOe JeUeHUE — Iepecaaka JETKuX (B
TepMUHaNbHOU (aze).

[Ipy mosBIEHUH OCIIOKHEHUN B BUE NMPUCOECIUHEHHE PECHUPATOPHBIX WH-
(dekuii Ha3HAYarTCd AHTUOMOTUKH (MAaKPOJIUABI, PECHUPATOPHBIE (HTOPXUHOIIO-
HBI), TIpu (popMuUpOBaHUE JIETOUYHON U CepeYHON HEJOCTATOYHOCTU U €€ JEKOM-
neHcanus (JieueHue AbIXaTeNIbHOM M CepACYHOM HEeJAO0CTATOUYHOCTH). [[nuTenbHoe
JUCIIAaHCEPHOE HaAONIOICHHE HEOO0XOJUMO OOJBHBIM C XPOHUYECKOH (opMol u
pa3BUTHEM XPOHMUYECKOW bIXaTEIbHON HEIOCTATOYHOCTH.

IIpodpuniaakruka

CobumoieHrie TMTMeHbl Tpy/1a Ha BPEAHBIX MPOoU3BoACTBaX. OCTOPOKHOCTH B
HA3HAYEHHUU MpenapaToB, 001a1a0IINX BO3MOXKHBIM THEBMOTOKCHUECKUM 3 dek-
TOM; TIIATENIbHOE HaONI0/IeHHE 3a OOJIbHBIMU, NMPUHUMAIOIIMMU TaKUE JIEKapCT-
BEHHBIE CpeICTBAa. TeueHHWe W MPOrHO3 3aBUCAT OT AJUTEIBHOCTH KOHTAKTa C
MTHEBMOTOKCHUYHBIM BEIIECTBOM M CKOPOCTBIO pa3BUTHs PUOpO3a.

I'PAHYJIEMATO3bI

K rpynme rpaHyneMaTro3oB OTHOCATCS AUCCEMHUHUPOBAHHBIE 3a00JIEBaHUS
OpPraHoOB JbIXaHHUs, TP KOTOPBIX B JIETKUX (DOPMUPYIOTCS TpaHyJeMbl pa3InuyHON

MOP(}OJIOTHUECKON CTPYKTYpbl. DTHOJIOTUS TPAHYJIEMATO3HBIX 00JIe3HEN pa3HO00-
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pa3Ha, HO MaTOreHe3, MO CYTH J€Ja, €AUH — 3TO UMMYHOIIaTOJIOTHYECKUE MPOLIEC-
Chl, MIpoTeKaroue no T-KIeTOYHOMY THUIly (TUIIEPUYBCTBUTEIBHOCTD 3aMEJICHHO-
ro TUMAa). DBOJIONUA IPaHyJIeEM OJIHO3HauHa — (POPMHUPOBAHUE HA MECTE I'PaHyJIEM
COEIMHUTEIBLHON TKaHU, HAPYIICHHUEM CTPYKTYPY U (G YHKIIMHU OPraHOB JbIXaHUS.

B nanHoM mocoOuu Mbl OCTAaHOBUMCS Ha HECKOJBKHMX MPEJCTABUTENSAX Ipa-
HYJIEMaTO3HbIX IUCCEMUHUPOBAHHBIX 3a00JI€BaHU.

CAPKOHMI0O3

Capkouzio3 — CcHUCTEeMHOE TpaHyJIEéMaTo3HOe 3a00JeBaHME HEU3BECTHOM
ATUOJIOTUH, KOTOPOE NepBUYHO nopaxkaeT BI'JIY u opransl apixaHus, Xapaxkrepu-
3yroleecss oOpa3oBaHUEM  SMUTEIUOUIHOKIETOYHBIX HEKa3eHU(PpUIUPOBAHHBIX
rpaHysiéM, HapyIIEeHUEM HOPMAJIbHOW apXUTEKTYpbl U (PYHKIUU Pa3JIUYHBIX Op-
TaHOB.

Capkonyno3 — MyJbTUCUCTEMHAs MAaTOJIOIUS HEU3BECTHOW HTHOJIOTHUHU.
OOBIYHO OH MOpPAXKAET JIIOJIE MOJIOJIOTO U CPEHEr0 BO3pACTa U MPOSIBISETCS Yac-
TO JBYCTOpPOHHEH numdoaaeHonaTue KopHeill JNErkux, JErouHon MHPUIbTPALIU-
el, IIOPaXEHUEM IJ1a3 U KOXKHU. Takke MOr'yT BOBJIEKATHCA B IIPOLIECC II€YEHD, CE-
ne3éHka, JTuM@aTHUuecKue Y3Jbl, CIIOHHbIE KEJE3bl, CepAlle, HEpBHAsg CHUCTEMA,
MBIIIIBI, KOCTM M JApyrue oprasbel. JluarHo3 craBUTCs, KOraa KIWHUKO-
PEHTTEHOJIOTMYECKHE JaHHBIE MOATBEPKAAIOTCS TMCTOJIOTHYECKOW KapTUHOW He-
Ka3eu(ULIUPOBAHHON SMUTEIUOUIHO-KIETOUHON rpanyiéMbl. ['panynémbl U3BeCT-
HOU OTUOJIOTHM U JIOKAJIbHBIC CAPKOUIHBIC PEAKIUU HE SIBJISIIOTCSA CApPKOUI030M.
Yacto HabM01aeMbIMU UMMYHOJIOTUYECKUMH TPU3HAKAMU SIBJISIETCS yTHETEHUE
KOXKHOW TMIEPYYBCTBUTEIBHOCTU 3aMEJICHHOTO THUIA W YCUJIEHUE HUMMYHHOI'O
0TBETa, omocpegoBaHHOro T-xenmepamu, B MecTe MposBICHUs Oosie3HU. Moxer
TaK)ke OBITh YCWUJICHHME aKTUBHOCTU B-KJIETOK M yBenuyeHHe LUPKYIUPYIOIINX
VMMYHHBIX KOMIUIEKCOB.

ITHOJIOTUA U NIATOreHe3

DTHONOTHS capKou103a Hen3BecTHA. CylmecTByeT MHOTO TEOPU BOZHUKHO-
BEHHUS JIAaHHOTO 3a00JIeBaHUsI.

Pounb renernyeckux ¢pakTopos

Tor daxt, 4TO pacoBslil NMpU3HAK SBISIETCS BaKHBIM (PAaKTOPOM PHUCKa pa3-
BUTHS CAPKOM103a OYEBUIHO YKA3bIBACT HA TEHETUYECKYIO IIPEIPACIIOIOKEHHOCTD
K pa3BUTHIO capkonao3a OaHako HanboJiee BaXXHBIM apryMEHTOM IF€HETHYECKOTO
MEXaHU3Ma NPUOOPETeHHs] STON MNPEeapPacOI0OKEHHOCTH SIBISIOTCA CEeMEWHbIe
ciydan 3a0oneBaHus.JIeiikouTapHble aHTUTEHBI TJIABHOIO KOMILJIEKCAa TMCTOCOB-
MectumocT uenoBeka (HLA). Ilpu uccinegoBanuu poiy HacIEACTBEHHOM BOC-
MPUUMYHUBOCTH K CapKOUJ03Y BBISIBICHO, YTO POJb MH(MEKIMOHHOTO TpUITEpa B
BO3HUKHOBEHUU CapKOM103a HE MOXKET OBITh peain30BaHa, €CJIM HET T€HETUYECKO-
ro kodaktopa. I[Ipeanonaraercs taxke, uto HLA ¢penorun MoxeT ObITh CBSI3aH C
0JIaromojayyHO TEKYIIUM CapKOMI030M. YUEHBIE CHENIai BBIBOJI, YTO I'€HETHUYe-
CKas MpeJpacloyioKEHHOCTh Ooyiee BaxkHa, 4eM (DaKTOpbl OKpYKAIOUIEH Cpebl.
[Tonumopdusm reHoB ¢akropa Hekpo3a omyxonu — TNF-anepa. TNF-ansdpa —
MOILHBINA [TPOBOCHANIMTENBHBIN HIUTOKKH. [IpenmecTByronue nccienoBaHus MoKa-
3anu, yTo Ha npoaykuuto TNF-anbda Bauser OuamienbHblil onuMopdu3M reHoB
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TNF-anbda (-308, TNFA) u TNF—6eta (intron 1, TNFB). Ilpu capkxounose kiert-
ku xkugakoct BAJI BeicBOOOX1at0T OosbIiioe komnuectBo TNF-anbda, kak croH-
TaHHO, TaK W MOCJIe CTUMYJISIUU In vitro. Hakoruenue 6a3bl JaHHBIX MO IeHaM,
BIIMSIOIIMM Ha BEPOSITHOCTh BOZHHMKHOBEHMS M TEUEHHUE CAPKOU103a MPOJOIIKAET-
csl, HO BCE 0oJiee OUEBMIHBIM CTAHOBUTCS TO, YTO CAPKOMJI03 BO3ZHUKAET Y JIMII C
HACJIEICTBEHHOM MPEIPACIION0KEHHOCTBIO K TPAHYJIEMATO3HBIM PEAKLIUASIM.

Poub pakTopoB oKkpyxaroien cpeabl

[TockonbKy MpUYMHA CAPKOM03a OCTAETCSI HEU3BECTHOM, CIIUCOK BO3MOXK-
HBIX IPUYMHHBIX ar€HTOB MPOAOKAET PACIIUPATHCSA C TOTO MOMEHTA, KOrja ObLIo
BBICKA3aHO MPEANOI0KEHHE O 3HAUYEHUH MbUIbLIBI COCHBI.

Vxe B 1969 rony Mitchell u Roes mnpennonoxuiy 3apa3Hblii areHT B 3THO-
aorum capkoujo3za. C Tex Mmop BCTPEYANOTCS COOOIIECHUH, MOITBEPKIAIOLIUE ITO
MHEHHUE, BKJII0Yasl TaHHbIE O PA3BUTHU CAPKOU03a Y PELUUIIUEHTOB, KOTOPHIM OBbI-
Jla MpoU3BeIeHA TPAHCIUIAaHTAIUs OT O0JIBHOrO capkouao3oM. Hekoropbie HHPEK-
[MOHHBIE areHThl BKJIIOUEHBI B CIUCOK MOTEHIMAIBHBIX MPUYMH CAPKOM]I03a, Ta-
Kue Kak Bupychl, Borrelia burgdorferi u Propionibacterium acnes . B To e Bpems
HEeMH(EKIMOHHbIE (PAKTOPBI OKPYXAIOLIEH Cpellbl MOT'YT BBI3bIBaTh I'paHyJéMa-
TO3HYIO PEaKIMI0 C MHOXKECTBOM IPHU3HAKOB, CXOJHBIX C CapKOMJI030M, Kak, Ha-
npumep, Oepuiui, alfOMUHUN U HUPKOHHUM . [103TOMY TOYHOCTH JNMATHOCTHKU
CapKOMJI03a 3aBHCHUT OT TIIATEJIILHOTO ONpOCa OTHOCHUTEIbHO MOTEHIMATBHOTO
KOHTaKTa O00JBHOTO C OPraHMYECKUMHU U HEOPraHWYeCKUMU aHTUTreHamu. B koHie
KOHIIOB CaM OPraHu3M YeJIOBeKa MOKET ObITh NOTEHIIMAIbHBIM HCTOYHUKOM aHTH-
reHOB, MHIYLUUPYIOIIUX MOsiBIeHUE IpanyléM. OJHAKO BO3MOXKHOCTH TOTO, YTO
CapKOMJI03 SIBJISIETCA ayTOMMMYHHBIM 3a00JIeBaHUEM ceiluac CUMTaeTcsl MeHee Be-
posiTHBIM. [locKkOJIbKY TpaHyn€MaTO3HOE BOCHATICHHE SIBJISIETCS THUCTOJIOTMYECKUM
MPU3HAKOM CapKOM03a, UCCIIEIOBATENH MPOAOHKAIOT COBEPIIEHCTBOBATh U IMPH-
MEHATb COBPEMEHHBIE JUArHOCTUYECKHUE CPEJICTBA MOMCKAa MHPEKIIMOHHBIX (haKTO-
POB, TaKMX KaK MHUKOOAKTEpUHU, BO3MOXKHOCTb KOTOPBIX MPUBOAUTH K 00pa3oBa-
HUIO TPaHyIEM XOpPOIIO M3BECTHA. XOTs ceiluac TeXHHUKA 3TUX UCCIEIOBAHUN Ha-
MHOTO YCIIOKHHWJIACh, UCCJIEIOBAHUS B 3TOM HAaNpPaBICHUH MPOBOMASTCS JleCATUIIC-
TusiMU. Mcnionb3ys pa3iaudHble METObI, Pa3IMUHbIE IPYIIBI OOJBHBIX UCCIIEI0BA-
TeIU OOHApYXUBAJIU aHTUTENIa K MUKOOAKTEpUSM B CHIBOPOTKE KPOBU MALMEHTOB
B 50-80% ciryyaeB , Toraa Kak HEMHOTME B KOHTPOJIBHOM T'PYIIIIE UMEIN MOJIOKHU-
TeIbHBIM pe3ynbTar. [Ipu OTCYyTCTBHM clieIM(PUYHON COBOKYIMHOCTH MPU3HAKOB
(marrepHa) TPyAHO MHTEPIPETUPOBATH 3TY MH(MOPMAIUIO, MOCKOIBKY y OOIBHBIX
CapKOMJI030M MOXET MPOUCXOAUTHh T'€HEPATU30BAHHBIN MOJMKIOHAIBHBIN CUHTE3
MMMYHOTJIOOYJIMHOB, YTO OOBSCHSET MOBBIINIEHHE OTHOCUTEIHHO HOPMBI TUTPOB
AHTUT€HOB KO MHOTHMM TUIIMYHBIM aHTUreHaM. M3BecTHbl 3 Tumna npuyuH oOpazo-
BaHUA SMUTEIUOUIHOKIETOYHBIX rpaHyseM: HHPeKkuuu (0akTepuu v rpuodsl), Gak-
TOpPBI PACTUTEIBLHOTO M >KMUBOTHOT'O MPOUCXOXKJEHUS (MbUIbLIA, CIOPHI, OCJIKH) U
METaJIbI.

IIpumeps! pakTOpPOB, KOTOPHIE MOI'YT HMETh 3HAYECHHE

B 3THOJIOTHH capkounao3a (Wasog, 1999)
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Tunsl IIOTCHIHUAJIBHBIX 3THOJIOTHYCCKHUX q)aKTOpOB

Nudexunonabe Heopranuueckue Opranuyeckue
Bupycs (herpes, Epstein-Barr, retrovi- | AintoMmuHuii [IputbIIa COCHBI
rus, coxsackie B virus, cytomegalovi- | [{lupkonuii ['muna
rus) Tanpk

Borrelia burgdorferi

Propionibactenum acnes
Mycobacterium tuberculosis u npyrue
MUKOOAKTEepUU

Mycoplasma

* bepusiuii BRI3BIBACT OCPHILINO3, @ HE CAPKOUI03

IIaTorenes

Capkoui03 OTHOCUTCS K TpYIINE IPpaHyIeMaTO3HbIX 3a00JIeBaHUI — UMMYHO-
MaTOJIOTMYECKHUX MPOILIECCOB, MPOTEKAOIMUX MO T-KiIeToYyHOMY TUIy (TUIIEPUYCT-
BUTEJIBHOCTh 3aMEIJIEHHOTO TUMa). PaHHss capkouaHas peakius XapakTepu3yeTcs
CKOIUICHHEM aKTUBUPOBAHHBIX T-KJIETOK U MakpodaroB B MeCTe pa3BUBAIOLIETOCS
BOCHAJICHMSI, Yallle BCEro - B JErkux M3ydyenue capkonaHbix T-TUMQOLKUTOB B MO-
paXEHHBIX y4acTKaX MOKa3aJiH, 4To y OONBIIMHCTBA OOJIBHBIX KIIETKH OTHOCATCA K
T-xennepaMm. DT KJIETKU CHOHTAaHHO BbIAenA0T uHTepdepon-ramma (IFN-g ) u
untepnenkud 2 (IL-2), a Takke apyrue UMTOKUHBL. B panbHeiieM capkouIHbIE
anbBeoJisipHbie Makpodaru (AMs) BeayT cedsi Kak yHUBEpCAlIbHbIE CEKPETOPHBIE
KJIETKH, BBIACISIONIME OOJIbIIOE KOJMYECTBO Pa3IUYHBIX LUTOKWHOB, BKIIOYas
¢dakrop Hekposa onyxonu anbda (TNF-a ), [L-12, [L-15.

CkomuieHuE UMMYHOKOMIIETEHTHBIX KJIETOK OTPAXKAET CAMYIO0 PaHHIOIO CTY-
NEeHb B CEPUU COOBITUH, KOTOpBIE BEAYT K 00Opa30BaHUIO TPaHYNEMBL. DTOT MPO-
1ECC aKTUBUPYIOT T-TMMQOLMTHI, KaK IIEHTpajIbHbIe KJIETKU B PA3BUTHUU JAHHOTO
¢enomena. C maTOreHETUYECKON TOYKHM 3PEHHs CIeAyeT paccMaTpUBaTh JIBa Me-
XaHU3Ma yBEIUYEHUS KOJIMYECTBA KJIETOK B TKaHH, BOBICYEHHON B BOCIAJIUTEIIb-
HBIM CapKOMJIHBIN Ipoliecc: IepepacipeielieHue KIETOK U3 nepudepruyeckon Kpo-
BU B JErKue U nponudepanus in situ. Peanuzanus nepBoro MexaHu3Ma Ornocpeio-
BaHA LIMTOKMHAMHM XEMOATTPAKTaHTaMHU. BTOpoil MeXaHW3M, OTBETCTBEHHBIA 3a
HakoruieHue CD4+ T-xennepoB B mecte oOpazoBaHus rpanyiaémsl spisercs [L-2-
OIoCpeI0BaHHOM Mpoaudepanueit in situ.

Takum 00pa3om, Moj BO3JEHCTBUEM HEU3BECTHBIX (DAKTOPOB Pa3BUBAETCS
MMMYyHHas nepectpoika. T- TuM@OUUTHI yCTpeMIstOTCS B MOPAKEHHBIA Opra,
r7ie OHU aKTUBUPOBAHBI. - KJIETKU U aJdbBEOJISIPHbIE MaKpodaru BeIIEISAIOT 00Jb-
110€ KOJIMYECTBO MEANATOPOB, TAKUX KAK MHTEPJICUKUH —1, UHTEepIeKuH —2, pak-
Top pocta pubpobdacToB, dhakTop pocta B- kinerok, JIuMpokuHbl akTUBUPOBaH-
HbIX T- XeNnmnepoB CTUMYJIUPYIOT MOHOLUTHI K 00pa3oBaHUIO rpaHyjemMbl. MHTEp-
neiikuH —1 o0nagaeT NpoBOCHAIUTENBHBIM JICHCTBHEM U MOAAECPKUBAET UMMYHO-
MaTOJIOTUYECKUE PEAKLIUM NPU CApKOUJ03€. B TO ke BpeMs KOJIMYECTBO U HUM-
MyHHast QyHKUUsA T-TMMQPOLMUTOB, HUPKYIUPYIOUIUX B KPOBH, CHUKEHA, BCIIECT-
BHE YYacCTHs UX B TPAHYJIEMAaTO3HOM BOCHAJICHHH. KIMHUYECKU 3TO MPOSBISETCS

KOXHOW aHepruei. Jlumdonenuss u aHeprus NPUBOJAT K 3aMEUICHUIO JTUMQOUI-
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HOM TKaHU CapKOMAHBIMU rpaHysieMamu. HampoTus, ryMopanbHbIi UMMYHUTET Y
OOJIBHBIX CAPKOU030M MOBBIIIEH, YTO MPOSBIISAETCA BHICOKMM YPOBHEM aHTHUTEIO-
o0pa30oBaHus B OTBET Ha MOMA/IaHUE BHEIIHUX aHTMUTEHOB.

Capkounio3 Jerkux — MepBUYHO MHTEPCTUIMATIBHOE 3a00JieBaHUe, MIPU KO-
TOPOM TMOPAKAIOTCS ANbBEOJIbI, MEJIKUE OPOHXU U MEJKHE KPOBEHOCHBIE COCY/IBI.
JlokanbHas KJIETOYHAs peakiys HAYMHAETCS HAa YPOBHE albBEOJIO-KaMUUISIPHON
MemOpanbl. B 90 — 100% ciyuaeB cHauana MOBPEXKAACTCS SMUTEINN U SHIOTETUN
— aJbBEOJIUT U TO3KE Pa3BUBACTCS IpaHyjieMa. XapaKTepHbIM MATOJIOTHYECKUM
MPU3HAKOM CapKOU03a ABISIETCS AUCKPETHAs, KOMIIAKTHas, HeKa3en(OUIIMpOBaH-
Has SMUTEIMOUTHOKIETOYHAsl TpaHylnéMma. ONUTEIMOUTHOKIETOUYHAs TpaHyiaéMa
COCTOUT M3 BBICOKOIU(DPEpEeHIIMPOBAHHBIX MOHOHYKJICAPHBIX (OAHOSIEPHBIX) (a-
rOUUTOB (PMUTETUOUAHBIX UM TUTAHTCKUX KIETOK) W JuM@ouuToB. ['uranrckue
KJIETKA MOTYT COJIEpkaTh IUTOIIa3MaTUYECKHUE BKIIOUEHUS, TAKME KaK aCTEPOU/I-
Hele Tenbpla U Tenblia Illaymana. LleHTpanbHas 4acTh rpaHyiaéMbl COCTOMT Ipe-
umyiectBeHHo u3 CD4+ numdonuros, Torna kak CD8+ numdouunTsl npencra-
JeHsl B nepudepuueckoin 3oHe. CapkougHas TpaHyl€éMa MOMXKET IMpeTepreBaTh
¢ubpoTnyeckue U3MEHEHUs, KOTOpble OOBIYHO HAYMHAIOTCS C NEepUPEpUH U Mpo-
JBUTAIOTCS K UEHTPY, 3aBepuIasicb MOJHBIM (UOPO30OM W/WIM THATMHU3ALKE]
Jlumbarnyeckue y3ibl (0COOEHHO BHYTPUTPYIHBIE), JETKHE, MEUYEHb, Celle3EHKa
ABJIAIOTCS TUMUYHBIMM MECTaMH JIOKAJIM3AlUU CapKOUIHBIX TPaHyJlEéM, KOTOpbIE
UMEIOT CXOJHYIO MPUPOAY B JIIOOOM U3 3THX OopraHoB. B nérkux mpumepHo 75%
IpaHysi€éM TECHO MPWIEKAT WM HAXOASATCS BHYTPH COCIUHUTEIBHOM TKaHU BO-
Kpyr OpOHXHOJ, JUO0 CYOIUIEBpabHO WJIM B NMEPUIIOOYISIPHBIX MPOCTPAHCTBAX
(mumpanrutryeckoe pacnpezenenue). Bopneuenue cocynoB HabmtogaeTcs 6osee,
YeM Y MOJIOBUHBI OOJIBHBIX MIPU OTKPBITOW OMOTICUU JIETKUX WIIM ayTOTICHH.

CapxouHbie TpaHyJIEMBI TUOO paccachIiBarOTCs, MO0 npereprneBarT Ghuod-
po3Hble U3MeHeHusa. CIIOHTAHHOE paccachblBaHUE TPaHyJIeM IpU JIPYTUX TpaHylie-
MaTO3HBIX 3a00JIEBaHUAX HE OMMCAHO, 3TO BCTPEUAETCS TOJBKO MPU CAPKOUIO03E.
Koneuynass cragusi capkoujo3a COMNpPOBOXKIAaeTca (PUOPO30OM MapeHXUMbl U
'coToBbIMU JErKUMHU'. DaKTOPHI, BIUAIOMINE HA pa3BUTHE PuOpo3a, Moka HE BIOJI-
HE TOHSTHBI.

Kaaccudpukanus capkougosa

C 1958 rona npumensiercs kiaccudukanus Bypma, KoTOpbIii Ha OCHOBaHUU
PEHTI€HONIOTMYECKUX MPU3HAKOB MPEMJIOKWIT 3 CTaJMM CapKOU03a C JIeJIEHUEM
WX Ha MOJACTA/IUHU:

1 cragus — nuM@oiIeHonaTHs CPEIOCTEHUS

2 cranus — pa3BUTUE PA3TUYHBIX U3MEHEHUN B JIETKUX:

2a — ycuJIeHHE JIETOYHOI0 PUCYHKA U €ro ceryaTas AedopMaiius

2b - muddy3HbIe METKOOYArOBble U3MEHEHUS B JIETKUX

2¢ — nuddy3Hble cperHeoYaroBble K3MEHEHHUS B JIETKUX

2d — nuddys3HbIe KPYTHOOUYATOBbIE U3MEHEHUS B JIETKUX

3 cragusi - pacnpOCTPaHEHHbIN UHTEPCTULIHATBHBIN PUOPO3 JTErKuX

K aroii kmaccudukanuu 6nuska kinaccupuxkanus A.E. Pabyxuna (1975)
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C 1999 rona npumensieTcs kiaccudukamnus BcemupHoi opranuzamuu cap-
KOHUJ103a U IPYTUX T'PaHyJIEMaTO3HbIX HAPYIICHUH.
CTaguu COTJIACHO JaHHBIM PeHTreHorpa¢um OpraHoB rpy/IHOM KJIeTKH

Cranus Jlannbie
0 Hopmainbnas peHTreHorpamma
I JIBycTOpOHHSIS TUM(aZeHONnaTus KOpHen
JETKUX
II JIBycTOpOHHSIS TUMQaZeHOonaTus KoOpHen
NErKUX IUTI0C NEroyHas HHQUIbTpaIus
III Tonbko nérounast UHPUIBTPALIMS
1\Y JI€rounsiii pudpo3

B Poccun ucnonbzyercs takxke kinaccuduxanus A.I'. Xomenko (1982)
A. KIIMHHKO-PEHTI€HOJIOTHYECKUE (POPMBI:
e Capxounos BI'JTY
e Capxouno3 BI'JIY u nerkux
e (Capkouao3 JIETKuxX
e (Capkoua03 OpPraHoB JbIXaHUS, KOMOMHUPOBAHHBIA C €IMHUYHBIMU

BHCJICTOYHBIMU IMOPAKCHHUAMU

e ['‘eHepanM30BaHHBINA CAPKOUI03 C IIOPAKEHUEM OPraHOB JIbIXaHUS
b.Xapakrepuctuka TeueHus 3a00JICBaHUA
®da3pl pa3BUTHS 3a00JI€BaHUS : aKTUBHAS, PETPECCUH, CTAOMIIN3ALIUN
Xapakrep TeueHus 3aboeBaHus: a0OPTUBHOE, IPOrpecCUpyIollee, 3aMe/I-

JICHHOC, XPOHHYCCKOC

OcnoxxHeHusi: CTeHO3 OpoHxa, aTenekras, JIH, nerounoe cepaue, CH.
B. Ocrarouynbie n3MeHeHUs: MTHEBMOCKIIEPO3, IM(pu3ema, aare3uBHbIN TICB-

pHT.

OnHako k1accuUKaIMU BCET/1a COBEPIICHCTBYIOTCS, OTpakasi CTEIEHb U3Y-
YeHHOCTH 3a0oiieBaHus. BapuaHT pabodeil kimaccHUpUKAIMM capKougo3a ObLT
npeioxer B CIIIA Baughman R.P et al. (2001):

Pabouas knaccupuxkanus capkongosa ( Baughman R.P. et al , 2001)

Twun Teyenus

TsKecTh TCUCHUS

Knumanueckue IMPOABIICHUA

OcTtpslii

Jlerxoe

VY3noBaTasi spureMa, NepeHui yBe-
UT, MaKyJIOo-NanwuIsIpHble H3MEHe-
HUS KOXKHU

Cpennent TsSKeCTH

Opnpiika npu JKEJI > 60 oT moyk-
Hou. ['unepkanpuuemus. Ilapanuu
beinna.

FI/IHCpKaJIBI_II/ICMI/IH B COUYCTaHUU C
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Tsaxenoe

MOYEYHOM HEIOCTAaTOYHOCTBhIO. Pe-
CTPUKTUBHBIE  HApylIICHUS  MpH
KEJI<60 ot momxHou. ['mnepcruie-
HU3M.

XPpOHUYECKHMN

Jlerxoe

[lopaxeHue Koxu (He Ui )

Cpennelt TsKeCTH

Kucro3nbie u3aMeHeHus KOCTel pykK.
Lupus pernio

Tsaxenoe

Cor pulmonale. Kapnuomuonarus.
Hesponorudeckne mposiBieHUs (
0e3 mapanuya benna )

Pedpakrepubrit

Ot cpeanero o Ti-
’KEJIOr0

Pedpakrepnas Muokapauonatus
JIpIxaTenpHasi HEAOCTATOYHOCTD
Hesponorunueckane HapylIeHUs,
pedpakTepHble K JEUYEHHUIO KOPTHU-
KOCTEpOUAaMu

B Mexnynaponnoil knaccudukanuu 6osiesneid 10-ro nepecMoTpa capkou-
7103 MPEACTABIIEH CIEAYIOLUIUM 00pa3oM:

MKB-10:

D50-D89 KIJIACC III. bone3Hu KpoBH, KPOBETBOPHBIX OPTaHOB U OTIEIb-
HbI€ HApPYIICHHUsI, BOBJIEKAIOUIUE UMMYHHBIM MEXaHU3M

D86 Capkounnos

D86.0 Capkoungo3 IErkux

D86.1 Capkounno3 nuMdpaTHIecKux y3J0B.

D86.2 Capkounio3 JIETKUX C CAapKOU1030M JTUM(PATHUECKUX Y3II0B

D86.3 Capkounio3 Koxu

D86.8 Capkounmo3 1pyrux yTOUHEHHBIX U KOMOUMHUPOBAHHBIX JIOKATU3AIUN

Upunornuknut npu capkoupose +(H22.1%)

MHoXecTBEeHHbIE Mapailiy YePEmHbIX HEPBOB Mpu capkouaose +(G53.2%)

CapxounHas (blif):

aptponarus +(M14.8%)

Muokapaut +(141.8%)

Mu03uT +H(M63.3%)

D86.9 Capkoun03 HEyTOUHEHHBIH.

Kiaununueckue NMPOSAABJICHNA M NMOPAKCHUSA OPraHoB

Capkounzio3 siBisieTCss MyJIbTHOPIaHHOW martosorueil. Beumy pasHoobpasus
€ro MpOSBICHUM, OOJIbHBbIE CAPKOUAO30M MOTYT OBITh BBISBICHBI Pa3IUYHBIMU
cnenuanucramu. KimHuuyeckass kapThHa 3a0oieBaHUS 3aBUCUT OT ATHUYECKOU
IIPUHAJIEKHOCTH, JUIUTEIBHOCTHU IIpoLiecca, MECTE U PACIPOCTPAHEHHOCTH IOpa-
KEHUS, aKTUBHOCTH T'PaHYJIEMATO3HOro mpouecca. Ha cerogHs y»xe BIIOJIHE O4e-
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BUJHO, YTO JUAarHO3 «CapKOWI03» MOXET ObITh YCTAHOBIEH TOJBKO TOTJA, KOTJa
KIIMHUKO-PEHTTeHOoJIoTHYecKue (purc.9) u mabopatopHble MPU3HAKU MOITBEPIKIC-
HBI TUCTOJIOTHYECKH HAIWYHeM Hekazenpuuupyoomux rpanyiém. Capkono3 Ha-
3bIBAIOT BEJIMKMM HMHUTATOpOM («great mimicker»), MOCKOJIBKY €ro MpOsBICHUS
BapbHUPYIOT OT JIMXOPAJKU HESICHOTO TeHe3a A0 MEepCUCTUpYIomIei uMdaneHomna-
THU, OT HE 3YSIIUX MopaxeHui koxu (erythema nodosum) u 1o ¢daranbHOrO 11€-

peOpaNbHOTO M KapIMOBACKYISIPHOTO CAPKOHI03.

Puc.9. Pentrenorpamma rpyHo# KJIETKH — 2-X CTOPOHHsIS JTuMpoaeHora-

THUS TIPU CapKOUT03€.

KiuHu4yeckue nposiBjieHUsl CAPKON103a
U UX OPHMEHTHPOBOYHAS YACTOTA

Kannuveckue nposiBjieHus Yacrora
Jlerounble ¥ MeAMACTUHAJIBHBIE: KallleIb, OJBIIKA, OOIU B TPY/- 90%
HOM KIIeTKe, TMX0paJKa, HoTeps B Bece 0
Koska: y310Bas 3puUTeMa, 03HOOJICHHAs BONYAHKA, PEKe — BacKy-
0
JIUTHI ¥ TIONUMOp(Has SpuTeMa 10-35%
I'nasa: 1006pokayecTBeHHass MHOUILTPALHs KOHBIOHKTUBBI U CIIE3- 0%
HBIX JKEJIe3, YBEUT 0
KOCTHO-MBIIICUHbIE: KHCTO3HbIC H3MCHEHWS KOCTCH, G0mn B CyC- | 1 ono,
- 0

TaBax
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HeBpoitorudeckue: TsHKENbIE MOPaXCHUS TOJIOBHOTO W CITMHHOTO p
€JIKO
mosra, YMH A
CepacuHble: MOTEHIIMATLHO YTPOXKAIOIINE KM3HU - apUTMHH U 50
0
OJIOKaabI

Cunnpom JIédrpena (Lefgren)— nuxopaaka, 1BycTOpOHHSs JTUM@aaeHomna-
THS KOPHEHU JIETKUX, MOJUapPTpAIrus U y3ioBaTas sputemMa. OOBIUHO SIBISETCS XO-
POIIMM MPOTHOCTHYECKUM MPU3HAKOM TeUeHUs capkoujio3a. OTHOCUTCS K TaK Ha-
3bIBAEMOMY OCTPOMY CapKOUI03Y.

Cunapom  Xeepdopara-Bansaenctpéma  (Heerfordt-Waldenstrom) -
JMAarHOCTUPYIOT B CJydasiX, Korja y OOJIBHOTO €CTh JUXOpajKa, JBYCTOPOHHSS
nuMdageHonaTus, YBEIMUYCHHE OKOJOYIIHBIX JUM(ATHUECKUX Y3JIOB, TEpPEIHUN
YBEUT U Mapajny JuieBoro Hepsa (mapaiud bemna). OkosoyiiHas xene3a peako
ObIBaeT mopakeHa capkon1030M (6% Bcex cirydaeB). Takke OTHOCUTCS K OCTPOMY
CapKOMI03Y.

Pexomenayemoe HauaabHOe 00c/Iel0BaHNe OOJIBHOI0 CAPKOUI030M.

AnamHe3 (BozneiicTBrEe (HaKTOPOB OKpYKaIoIIeH cpeibl U mpodeccuu, cCuM-
TITOMBI)

dusnkaapHOE 00CIe10BaHNE

[Ipsimast 0030pHast peHTTeHOrpaMMa OPTaHOB TPYAHOM KIETKH

Kommnsrorepnast tomorpadust

UccnenoBanue ¢pyHKIMM AbIXxaHus: cnupomeTpus u Dlco

Knuandeckuii ananu3 kpoBu: Oesiast KpoBb, KpacHasi KpOBb, TPOMOOITUTHI

ConepxaHue B CBIBOPOTKE KpPOBH: KajbllMsl, IEUYEHOYHBIX (HEPMEHTOB
(AnAT, AcAT, III®), kpeaTUHUH, a30T MOYEBUHBI KPOBH

OO0t aHamu3 Mouu

OKT

O6cnenoBanue oTaabMOJIOTa

TyOepKkynnHOBBIE KOKHBIC POOBI

HexoTopbiM 60JIbHBIM MOKa3aHO MPOBEICHUE

MAPKEPBI AKTUBHOCTU CAPKOWJIO3A

Knununueckue:

JInxopanka

YBeur

Erythema nodosum

Lupus pernio

N3menenus pyo1oB

ITonmaprpanrus

Crienomeranus

Jludanenonatus

YBeNUUEHUE CIIOHHBIX U CIE3HBIX KETE3

[Tpu3Haku maToJoruu MUOKapa

[Tapanuy IUIIEBOTO HEPBA WK IPYTHe HEBPOJIOTUUECKUE CUMIITOMBI U TIPU-
3HAKU
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[IporpeccupoBanue peciupaTOpHbIX CUMIITOMOB (OZBIIIKA, KAIIEJb)

buoxuMnueckre Ui NHCTPYMEHTAJIbHBIE:

AII® cbIBOPOTKH KPOBHU

I'mnepkanpuuemus

VYxyamenune GpyHKIUN TETKUX

Kunxoctes BAJI: numdonuTapHbiii a1bBEOTUT U BHICOKOE OTHOIICHHE
CD4/CD8

[Tatonorusa va SKI', 9x0oKI' u npu ckaHUPOBAaHUHU C TAIIIUEM

OTtkoHeHus B QYHKUIHMOHATIBHBIX UCCIIEIOBAHUAX NIEYEHH

N306paxkenue

IIporpeccuBHbIE M3MEHEHUS HA peHTreHorpammax uin PKT

Ocnabnenue 'mMatoBoro crekia' npu PKT Beicokoro paspemienus

[TonoxurenpHble faHHBIE 3axBaTa 67Ga

Anruorpadus ria3 ¢ GpIroopecuenHoM

SAMP unu PKT romoBHoro mosra

OOHapyx’eHue KOCTHBIX KUCT

JAupPepenunanbubiii AUArHO3

HuddepeHumanbiblii 1MarHO3 CapKOMUI03a 10 MOMEHTa TMCTOJOTMYECKOU
BepU(UKaIIMU OCHOBaH Ha UCKIIOUYEHUHU JIPYTUX 3a001€BaHUM, IepEeYeHb KOTOPBIX
omnpeAesnsaeTcs MPEeUMyILECTBEHHOM JIoKanu3anuen npouecca. [Ilpu BHyTpurpyaHou
muMpaieHONaTHH UCKII0YaoT TyOepKyE3, TuM(OMBI U IPYTUe OMYXOJU JIETKUX
u cpenoctenus. Ilpu cunapoMe NEroYHON AUCCEMUHALMU UCKIIIOYAIOT TYOEpKy-
1€3, OIyXOJIEBbIE TUCCEMUHALINY, TPO(ECCHOHATIBHBIE 3a00I€BaHUs, aJIbBEOIUTHI,
MopaXkeHus1 JETKUX TMpHU 3a00JI€BaHUSX CUCTEMbl COCAMHUTENbHOW TKaHu. [lpu
CYCTaBHOM CHUHAPOME UCKIIOYAIOT PEBMATOUIHBIN apTpUT U Apyrue OOJe3HHU CHUC-
TEMbl COEIUHUTENIBHOW TKAaHW, a Takxke O0oJjiee pelKue CUMITOMOKOMILIEKCHI,
CXOJZIHbIE C CapKOu1030M (cuHApoM bray - cemeliHOoe MyJIbTUCUCTEMHOE I'paHyJie-
MaTO3HOE BocnajieHue, cuaapoM llepreca—tOnrnunra - Xxponnyeckuit 1oOpokaue-
CTBEHHBIN IpaHynémMaTo3). CXOJCTBO C CUCTEMHBIM CAPKOUI030M UMEET OO0JIE3Hb
Opaxaitma—Yectepa — peIKUil MyJIbTCUCTEMHBIN TUCTUOLUTAPHBIN CUHIPOM HEU3-
BECTHOM 3THOJIOTUH, TOPAXKAIOIIUNA OOBIYHO B3POCIBIX.

['uctrouuTapHas MHOUIBTpAIUs BbI3BIBAET 00Jb B KOCTSAX, KCAHTENA3My U
KCaHTOMY, 3K30(pTanbM, HecaxapHblil Auadet, [lpu pa3BuTHN U30JIMPOBAHHOTO Ma-
pajinya JIMLEBOTO HEpBa WM Napainda bemia capkonio3 HEOOXOOUMO OTIMYAThH
oT cuHapoMa MenbkepccoHa—Po3eHTans — penKol MaTOJIOTUU, XapaKTepU3ylo-
nieiicss Tpuagoi U3 MpUIyXaHus Julia U ry0, peluauBUPYIOUIEro napaaiuya Juie-
BOT'O HEpBa M CKJIa4aToro si3bika. [lpu nmopaxenun rinasz auddepeHunaibHyo au-
arHOCTUKY IPOBOJSIT MPEXJIE BCETO C TYOCPKYNE3HBIMU UPUAOLUKIUTOM U yBEU-
ToM. B nuddepeHnnanbHyo TMarHoCTUKY CapKOM103a BXOAMUT TAKKE CIUICHOME-
raniug paznuyHoro renesa. Ilpu mopaxenun IHC nuddennuanbublii 1uarHo3
MPOBOJSIT C OIYXOJIEBBIMU TMOPAXKEHUSIMU U TyOepKyJIOMaMH T'OJOBHOTO MO3ra,
KOTOpbIE MMEIOT CXOJCTBO C «CApPKOUIOMAMM» - CKOIICHUSIMU I'paHyséM, oOpa-
sytomux (okycsl Ha KTBP — ckanax. Capkonio3 BKIIOUEH B mepeueHb audde-
PEHIMANTBHO-IUArHOCTUYECKUX 3a00JIEBAHUI MPU CHUHIPOME BHE3AMHON CMepTU
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(capkomnmo3 cepama), Ipu METpopparusix (CapKkoua03 MAaTKH), MPU CEMUHOMAX
(capkonzo3 siMYKa U MPUIATKOB), NMPH TaJaKTOpee HESCHOr'o TeHesa (CapKoHI03
runodusa).

JleyeHue capkouao3a

Tak kak sTHONOTHMs 3a00JieBaHUSI JO HACTOSIIETO0 BPEMEHHM HEU3BECTHA,
3THUOJIOTHYECKOTO JICUCHUSI HE CyIIeCTBYeT. JleueHne mpoBOAUTCS MaTOT€HETUYE-
CKO€ U cHMIITOMaTu4eckoe. Jlo HacTosIero BpeMeHU HET COrjiacusi B BOIIPOCE O
CpoKax Hayaya, JUIMTeIbHOCTH M MEIUKaMETO3HOW Tepamuu capkouaosza. Haubo-
Jiee 4acTO aBTOPBI CXOATCS B CIEAYIONIEH MO3UIMU: JICUUTh CAPKOUI03 HEOOXO-
JUMO TIpU TIOPaXEHUU >KU3HCHHO BAXKHBIX OPraHOB (cep/ilie, HEpBHAs CHUCTEMA,
IJ1a3a) ¥ MPU BBIPAXKEHHOM MOTPECCUPOBAHMM Tpoliecca (HapacTaHUe U3MEHEHUMN
IpU JIy4eBOM O0OCII€IOBaHUHU, CHWKEHHE AUPHY3NOHHOM CIOCOOHOCTH JIETKHX,
BOBJICUEHHE B IIPOIIECC HOBBIX OPraHOB U cucTeM). [Ipn 6ecCUMNTOMHOM TE€YEHUH,
MIPU KOMIIEHCUPOBAHHOM COCTOSIHUM TallUeHTa 0e3 MporpecCupoBaHUs MOKHO OC-
TaBUTh OOJILHOTO 0€3 JICUCHUS MPU CUCTEMATHIECKOM HaOJII0ICHHH.

ITonaBiieHe MMMYHHOTO IPaHyJIEMATO3HOTO BOCIIAJICHUSI.

' TIOKOKOPTHUKOUIBI.

[IpuMmeHeHune mpenaparoB, NOAABIAIONIMX KJIETOYHbIE UMMYHHBIE pEaKIuu
MpU CapKOMJ03€, CBOEH 1€JIbI0 CTABUT IMOJABICHUE HEKOHTPOJIUPYEMOTO TpaHy-
némMaro3Horo Bocnanienus. Mcxoas u3 »Tol, Haubosee paclpoCTpaHEHHON TOUYKH
3pEeHUsI OCHOBY JICUEHUSI CApPKOMUJ103a COCTABJISIOT CUCTEMHBIE TITIOKOKOPTUKOCTE-
pounbl (I'KC), koTOpbIe UCTIONIB3YIOTCS B JICUEHUH CaApKOK103a 0K0JI0 50 JeT.

Knaccuk otedecTBEHHOro yudeHHs O capkoujo3e akajaemMuk A.I'.XoMeHKo
pekomenioBan HazHavyaTh 20—40 Mr npeaHu30JI0Ha 2—3 Mecsdlia, 3aTeéM MOCTEIEH-
HOE CHIDKEHUE J103bl B TeueHue 3—4 MecsueB 1no 1/4 tabneTku B TeueHue 4 qHein
(Ha 5 MTr Kaxnple 2 HEIeNN), 3aTeM —IIoAep KuBaroIue 1036l 5—10 Mr oT He-
CKOJIbKUX MecsaneB a0 1—1,5 ner. B mocnenHux pekoMeHmanuax IJisg Bpadei
HUUN pTuzuonynsmononorun MMA um. U.M.CeueHoBa peKOMEHI0BAHO MpUMeE-
HATh MPEIHU30JIOH PEr Os €XKEIHEBHO WM uYepe3 J€Hb ¢ HadaiabHOW 103bl 0,5
MI/KT/CYTKH CO CHIDKEHHEM 10 5 Mr B 6-8 Henenb B TeueHue 36-40 Henens. B cxe-
MBI JICUCHHS BKJIFOUYAIOT TaKXe Jearmi u ainbda-Tokodepol.

B nacrosimiee Bpemsi cxeMa Ha3HAY€HMs MPEIHU30J0HA CIEAyrollas: Ha-
yanbHas g03a — 0,5 MI/Kr B CyTKUA B TE€YEHUE MUHHUMYM 3 MeECSIIEB. 3aTeéM MPOBO-
autcest KT mnu MCKT koHTposb, MpU MOJOXKUTENbHON NTHHAMHUKE (YMEHbIIECHUE
pa3mepoB JIUMGOY3I0B, UCUE3HOBEHUE MOPAKEHUN MAPEHXUMbI) MOKHO CHUXKATh
103y 110 5 MT Kaxkasle 2 Heaenu. Beero kypce nedenust 6 -8 -12 mecsues.

Touka 3peHUs 0 BpEMEHU NPUMEHEHUS, MOKa3aHUAX K UX NMPUMEHECHUIO 3a
MOCTIETHEE BpEMs CYIIECTBEHHO M3MEHWJach. Ecau paHee mpu BBISBICHUU cap-
KOMJ/I03a TIOYTH Cpa3y NPUMEHSIM MNPEIHU30J0H, TO B HACTOSIIEEC BpeMsl BCE
OoJIbllIe TAaHHBIX 33 TO, YTO IPUMEHEHUE CUCTEMHBIX KOPTUKOCTEPOUIOB MTOKa3aHO
TOJBKO TPU MPOTPECCUPYIONIEM, THKEIOM CAPKOUA03€, COMPOBOXKAAIOIIEMCS BbI-
PaXXEHHBIMU CHUMIITOMAaMH JIETOYHOW W BHENErOYHOM Jokanu3amuu. ['.XomMeHKo
Mucall, 4To OOJIbHBIX CApKOHUI030M C BIIEPBHIC BBISBICHHBIMH OT'PAHUYCHHBIMU
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n3meneHusimu BI'JIY u nerkux u HopmanbHoi @B/ MoXHO He Je4uTh U HAOIMIO-
aTh B TeueHue 1 roxga.

Wuranauronnsie 'KC npuMeHATh NMpu JI€UEHUH CapKOWI03a HELEneco00-
pa3Ho, TaK KaKk OHM OKa3bIBalOT, B OCHOBHOM, MecTHoe jeicTBue.llpu neuenun
capkouj03a HeoOXoAuMO J0OUThCs oOmiero 3¢dekra U Mo KpUTEepUsM JOKa3a-
TEJIbHOW MEIUIMHBI PEKOMEHJ0BaTh MHrajsinnoHHyto tepanuto ['KC B kauecTBe
0a3MCHOTO JICUEHHUS ATOT0 3a00JIEBaHMS MPEKIEBPEMEHHO.

NMMyHOI€TIpECCaHThl U IUTOCTATUKH.

MeToTpekcaT — HUTOTOKCHUYECKHUI areHT, aHTaroHUCT (POJIMEBOM KHUCIIOTHI
C MPOTHUBOBOCIIATUTENBHBIMA 1 UMMYHOCYTIPECCUBHBIMU CBOMCTBAMU — Ha3zHaya-
ercss B ManbIx go3ax (10-15-20 mr 1 pa3 B 7 — 10 gHeii B TeueHue 3 - 6 MecsI1IeB) U
ABJIIETCS. XOPOIIO MEPEHOCUMbBIM JIEKAPCTBEHHBIM CPEJCTBOM, CIIOCOOHBIM CHH-
KaTh J03bl CTEPOUIOB y OOJIBHBIX C XPOHUUYECKH TEKYIIUM capkounio3oM. Kak Mo-
HOTeparus 0COOCHHO MOKa3aH Yy OOJNBHBIX C apTepuajIbHON TMIEpTEH3UEH, 0XKu-
pEHUEM W/WJIM CaxapHbIM JUA0ETOM, OCTEOMOPO30M, KOTOPHIM TOPMOHBI KOPBI
HAJNIOYEYHUKOB HE MOKA3aHBbI.

[IpuMeHeHue apyrux IUTOCTATOKOB ( a3aTHONpPHUM, IUKIohochaMu, HUK-
JIOCTIOPHUH, XJIOPaMOYIIMH ) HAXOUTCA B CTaJIUU U3YUCHUS.

IIpoTuBOMAamNsIpUiiHBIE TIPENIAPATHI.

XJOpOXuH (Ienaruwia) W TUAPOKCUXJIOPOXWH (TJTAKBEHWI) aKaJeMHK
A.I".’XOMEHKO OTHOCHJI K MaJlbiIM UMMYHOJIETIPECCAHTAM M PEKOMEHI0BaJl Ha3Ha-
yaTh 0OJIbHBIM capkouo3oM 1o 0,25 r 2 pa3a B ieHb B T€YEHUE 2—3 MEC. CaMo-
CTOATENbHO WJIA B COYETAaHUU C MPEHU30J0HOM, OCOOCHHO MPU CHUXKEHUU J[03bI
MIPEIHU30JI0HA.

Cpenctsa, Biustomue Ha ¢aktop Hekposa onyxoseit (TNF-ansda).

B konuenuuio HeoOX0AUMOCTH MOAABICHUS TPAaHyJIEMATO3HOIO BOCTIANICHUS
yKJIa/bIBa€TCAd MPUMEHEHHE NPEenapaToB, MOJABISIONIMX BBIPAOOTKY M BBIOpPOC
TNF-anbda — xi1o4eBoro HMTOKMHA, YYaCTBYIOIIETO B (POPMUPOBAHUM TpaHyIE-
MBI MIPU CapKOUI03€.

K nanHo# rpymme oTHOCSTCS:

Nudpnukcumad - Beicoko crnienuduueckuit anraronuct TNF-a, Habop MoHO-
KJIIOHAJIbHBIX aHTuTeN npotuB TNF-a, Ha3Hauaercs mo 5 Mr/kr yepes 2-3 Heaenu
No 4

[lentoxcudunnun (noxasmnser yposenb ®HO- (TNF) 200 mr x 3 pasa B
CYTKH B T€UECHHE 3 MecsALEeB- 6 Mecs1EeB

Tampomuna — nogasisgser PHO - 1-1,5 mr/kr mim 50 - 100 Mr B A€HBL OCO-
OEHHO MPU XPOHHUUECKOM TEUEHUHU.

IKCTPAKOPNOPATbHbIE METOAbI JIeUeHUs

HMeroT cBOEl LIENIbIO BIUSHHUE HAa TPAHYJIEMATO3HOE BOCIAIICHUE.

[Inazmadepe3 pexomeHAoBaH sl OOJIBHBIX C TOPMOHAJIBHOM 3aBHUCHUMO-
CThI0, TI0X0M nepeHocumocThio ['KC, conyTcTByomumMu 3a00ieBaHUsIMU (caxap-
HBIM AnabeT, si3BeHHast 00JIe3Hb JKeNlyAKa U 12-1 KUIIKK U Jp.) 1o 2-5 mporueayp ¢
HMHTEpBaJIoM B 5-8 nHel. 3a ceanc ynamstor 110-700 mu mmasmel, B KauecTBE 3a-
MEHbI BBOJAT W30TOHMYECKUH PpPacCTBOpP XJIOPUCTOro HATpusi. DPPeKT OOBIYHO

CTOﬁKHﬁ, O6YCJIOBJICH BOSI[CI\/JICTBI/ICM Ha UMMYHOJIIOTHYCCKHC MCXAHU3MBbI I'PDAHY-
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JIEMATO3HOTO BOCHAJEHUSA. XOPOUIME PE3yJbTaThl MOJYYEHBI MPU IPOBEACHUU
Kypca u3 3 - 4 mazmadepesoB ooemoMm 700 - 800 M1 ¢ ©HTEpBAJIOM B 5 - 7 THEH.

O¢ddexr neuenus mpu Xopomieil ero NepeHOCUMOCTH 3HAYUTENIbHO YBEJH-
YUBAaEeTCS NpHU codyeTaHuu uiazmadepesa ¢ manbimMu go3amu (10 - 15 mr/cyTku)
KOPTUKOCTEPOUIOB .

Kpome nnasmadepesa, npu gedeHrH OOJIBHBIX CAPKOUA030M HCIOJIb3YIOTCA
mumbonuTadepe3 U dKCTpakopropaibHas MoAudUKanus TUM(OUUTOB, CYyTh KO-
TOPOM 3aKJIF0YaeTCs B JPOOHOM BhIICICHUH U3 1,5—2 11 KpoBU 1IeHTpHUdyTraTa, co-
nepxariero 0,8—2,5 mupa nuM@onuToB, U AanbHeHeH ux nakyoamuu ¢ 30—60
MI mpenHu3oiona (u3 pacuera 30 Mr npeaHusosnoHa Ha 1—1,5 mapa aumdoru-
TOB) B TepMoOcTaTe B TeueHue 2 4 npu remneparype 37°C. Llens Mmetona — co3na-
Hue B MajmoMm oobeme (300—450 m) nentpudyrata odeHb BBICOKOW KOHIICHTpA-
MU TPEIHU30JI0HA U 332 CUET 3TOro HamboJiee MOJIHOE HACHIEHUE PELEenTOPOB
muMponuTOoB KOopTHKOCTeponaaMu. Kpome 3Toro, naHHas MeTonuka MO3BOJISIET B
MIpoLIECCE MPOBEAECHUS ONEPALMU YAAISATh U3 KPOBSHOTO pyciia 10 1 J 1uia3Mmsl.
Bosmenienne XuUaKoCTH OCYHIECTBISETCS (PU3UOIOTMYECKUM PACTBOPOM HIIH PEO-
NOJIUNTIOKMHOM. Kypc eueHnsi CocTouT u3 3 mpoueayp ¢ MHTEpBajaoM 7 JHEH.

Bopnba ¢ OKCHTaTUBHBIM CTPECCOM.

[Ipu capkomno3e yCTaHOBIEHO PE3KOE YBEIMYEHHUE HHTEHCUBHOCTH CBOOO/I-
HOpAJUKAJIbHBIX peakuuid Ha (pOHE UCTOILIEHHUS AaHTUOKCHUIAHTHON 0OecreueHHO-
cTu opraHusma. YpoBHH nponaykroB [IOJI noBeimensl B 2-3 pasa. Ilpudem, Hapy-
menus [1OJI 1 aHTHOKCUIAaHTHOM 3aIUThl COXPAHAIOTCA JJIMUTENIBHO U B MIPOLIECCE
tpaguuroHHoro yedeHus ['KC He TonbKko HE HOPMAIU3YIOTCS, a AaXe yXyAUIarT-
csa g nopmanuzauuu 110J1 corpyaauku LIHUNTa PAMH pexomennoBanu tro-
cyibdaT HaTpus, SBISIONIUNACS BHYTPUKIECTOYHBIM aHTHOKHUCIUTENEM, Mo 1 r 3
pa3a B aeHb uiu 1o 10 mr 30% pactBopa BHyTpuBeHHO 20—30 nHeli . B pexoMeH-
nanuu s Bpade Poccuiickoit denepannu B CXeMbl JieueHUsS OOJBbHBIX CapKOU-
71030M BKJIIOUEH anb(a-Tokodepon (ButamuH E) B cyrounoit noze 0,3—0,5 mr/kr
CaMOCTOSITENLHO U B coueTtannu ¢ cucteMHbiMu ['KC, aenaruioM m mHgOMETAN-
HOM .

HaGmonenue 3a 60JbHBIMU

HaGmonenrie 3a O0JIBHBIMU CapKOMI030M JOJHKHO OBITh Hambojee MHTEH-
CUBHBIM B TE€UEHHE MEPBBIX JBYX JIET MOCJIE BBISBICHUS JJISI TOTO, YTOOKI OIpese-
JIUTH MPOTHO3 U HEOOXOIUMOCTh Ha3HaueHus (WM He Ha3HayeHus) jJeyeHus. Js
craguu | nocrarouno HaOmogaTh Kaxaple 6 mecsueB. g cramguii 11, 111, IV sto
cienyeT nenarb yamie (kKaxzasie 3 Mecdia). JleueOHoe BMEMIATENbCTBO MOKAa3aHO
OOJBHBIM C TSKENOW, aKTUBHOW WIIM Mporpeccupyromeit 6onesnsio. Beex 001b-
HBIX (BHE 3aBUCUMOCTH OT PEHTTEHOJIOTMYECKOMN CTaJnM) clelyeT HaOIoaaTh MU-
HUMYM B TE€UYEHHE 3 JIET MTOCJE IPEKPALIEHUS JICUECHHUS

I'NMCTHOLOUTO3 X
['uctronmTo3 X (TUCTUOLMTAPHBIN TIpaHyleMaTo3 JErkux) - 3aboseBaHue
PETUKYJIO-TUCTUOLUTAPHON CHUCTEMBl HEU3BECTHOM OSTHUOJIOTMH, XAPAKTEPU3YIO-
mieecs nponudepanueil ructuonuToB (KieTok Jlanrepranca, kiaeTok X) u odpaso-
BAHUEM B JIETKUX U IPYTUX OpraHax U TKaHEW TMCTUOLUTAPHBIX TpanyiieM. Pasnu-
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4aroT TpU (POpMBI THCTHOLUTO30B X - 303MHOPUIBHYIO IpaHyJieMy, 00Je3Hb XeH-
na-11lronnepa-Kpucuena u 6omne3ns Jlerrepepa-Cuse.

B nauane 20 Beka pa3iau4HbIEe BAPUAHTHI 3TOTO 3a00J1eBaHusl ObUIM OXapaKTe-
PU30BaHbl KaK caMocTosiTeNbHbIe Ho30J0rnueckue. B 1953 r. L. Lichtenstein 00b-
€MHWII paHee ONMKMCAHHbIE BApUAHTHI O] 001KMM Ha3BaHueM «I uctuornurto3 X». B
1973 r. C. Nezelof ¢ coaBT. uaeHTUPUIUPOBAT TUCTUOILUTHI U3 OYArOB MOPAKECHUS
KaK KJIETKH, HECYyIlUe CTPYKTYpHO-(YHKUIHMOHAIBHBIE MapKepbl SMUIEPMaTbHBIX
kietok Jlanrepranca. B 1987 r. uctopuueckoe Hazpanue “I'mctuoruro3 X ObUIO0
MPEeAJIOKEHO 3aMEHUTh TepMuHOM “I'mctronuTo3 W3 kietok Jlanrepranca”, Tak
KaK TMOCJIETHUNA OTpakaeT T'MCTOI€HETHUYECKOE MPOMCXOXKICHHE KIIETOK, COCTaB-
JSIOMUX MOPQPOJIOTHUECKYI0 U NATOPU3UOIOTHYECKYIO OCHOBY JIaHHOTO 3a0oiie-
BaHUS.

INUAEeMHO0JI0TUA
['uctrouunTo3 U3 kierok Jlanrepranca - peakoe 3a0oyeBaHue, B IETCKOM BO3pacTe
BCTpeyaeTcs ¢ 4acToroi 3-4 ciaydas Ha 1| MWIIMOH JETCKOTO HACEIEHUsS B oA, Yy
B3POCIIBIX — €LIE PEXKE, C YaCTOTOM He npeBbimaromeit 1: 560 000 B3pocnbIx.
Knaccnpuxanus

Boienstor MOHOCHCTEMHYIO (ITOpa)K€HHWE OJTHOTO OpraHa WM CUCTEMBI Op-
raHoOB) U MOJIMCUCTEMHYIO (MMOpakeHHE JIBYX U O0Jiee OpraHoB WM CUCTEM Opra-
HOB) (opmbI 3a001eBaHust. MOHOCHCTEMHOE 3a00JIEBaHUE MOXKET MPOTEKATh C OJI-
HUM OYaroM MopaxkeHus (0JHOOYAroBble) WM ABYMs U OoJjiee oyaramu (MHOIO-
OYaroBbl€), C HApyIIEHHEM M 0e3 HapylIeHHUs] (YHKIUHU KU3HEHHO Ba)KHBIX Opra-
HOB.

Knunnueckue Gpopmbl ructuonnTosa u3 kietok Jlanrepranca

MOHOCHUCTEMHBIN THCTUOLIMTO3

OpHoovaroBoe nopaxeHue KocTeil ckeneTa

MHoroouaroBoe rnopa>keHue KocTeu ckenera

N30nupoBaHHOE OpaKEHUE KOKHU

[lopaxeHre 0OHON MM HECKOJIBKUX TPYII JIUM(PaTHUECKUX Y3JI0B

[Tonucucremusiit I'KJI

C nuchyHKUMEH )KU3HEHHO BaKHBIX OPTaHOB

be3 nucyHKIMM )KU3HEHHO BaXKHBIX OPraHOB

CymiecTByerT ele oHa KiaccupuKaius:

Knaccuduxanus ructuonutosa X (L. Lichtenstein) B Mogudukammm.

JloOpokaduecTBEHHBIN COJIMTAPHBIN UM MHOXKECTBEHHBIM T'MCTHUOLIMTAPHBIN
rpaHysieMaTo3 (TUCTUOLHUTO3 X)

JlucceMUHUPOBAHHBIN XPOHUYECKUM TUCTUOIUTAPHBIN TrpaHynemMaTos3 (THC-
THOIUTO3 X)

JIMCCEMUHUPOBAHHBIA OCTPBIM WJIW MOJOCTPHIA TUCTHOLMTAPHBIA TpaHyJie-
MaTto3 (rucTuonuTo3 X).

I[JISI T'MCTUOIUTO3a XAPAKTCPHO BOHHOO6p33HOC TCUCHUC C PCHUAUBUPYIO-
MUMH 3TIU30JaMH AKTUBHOCTHU, KOTOPBIC IPOAOJDKAKOTCA B TCUCHHUC HCCKOJIBKHX
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MECSIICB M PETUCTPUPYIOTCS MO0 PACIPOCTPAHCHUIO KOXKHBIX IMOPaKCHHH, MOsIBIIC-
HUIO ONYXOJICTIOJOOHBIX 0YaroB, Pa3BUTHIO (DYHKIIMOHAIBHBIX HAPYIICHWH CO
CTOPOHBI BHYTPEHHUX OPraHOB. B COOTBETCTBHM C 3THM, BBIICISIOT aKTUBHYIO U
HEAKTUBHYIO CTAJIMI0 3a00JeBaHUsA. AKTHBHBIM TUCTHOIIMTO3 Pa3JCsAioT Ha per-
pecCCUpyIomuid, cTaOUIBLHBIN U MPOTPECCUPYIOIIHMKA. BBIfCIeHHe yKa3aHHBIX KIIH-
HUYCCKUX (POPM IO CTEICHH PaCIpPOCTPAHEHHOCTH M aKTUBHOCTH THCTHOIIUTO3a
UMEET JIOCTOBEPHYIO CBSI3b C NMPOTHO30M M OTBETOM HAa JICUCHHE TP JETCKOU
dhopme 3aboneBaHus (HO HE TIPU B3pOCIIOi!)

ITHOJIOTUA U NTATOreHe3

DTHOJIOTHS U MATOr€He3 TUCTUOIMTO3a Hen3BeCTHbI. OOCY X IAt0TC UMMYHO-
MaToJIOTUYECKasi U OMyXoJieBasi mpupojia 3adoneBaHus. B moiap3y IMMyHONATONIO-
rMYECKOW TPHUPOABl TMCTUOIMTO3a X CBUJETEIBCTBYET BBICOKAs 4acTOTa CIIOH-
TaHHBIX PEMUCCUM, HU3KAs JIETATBHOCTH (y Aetedt — 15%, y B3pocnbix — 3%), oT-
CYTCTBHE XPOMOCOMHBIX aHOMAJIMH B KJETKaX M3 O4YaroB MnopaxkeHus. B monb3y
OITYXOJIEBOM MPUPOJBI - KIOHAIbHBIA XapakTep npohudepanuu kierok Jlanrep-
raiHca B odarax nopaxeHusi. B matoreneze pazHoOOpa3HbIX KIMHHUYECKUX U MOP-
dosornueckux MposIBICHUI TMCTUOIMTO3a BeAyIIash pojib OTBOAUTCS LIMTOKUHAM,
KOoTopble mpoayuupytorcs T-numdountramu u kietkamu Jlanrepranca B oyarax
MOPAYKEHUSI U OMOCPEAYIOT JIOKATbHOE HAKOIJIEHHUE KJIETOK BOCHAIUTEIBHOIO MH-
¢unbTpata (303uHO(GUIBI, Makpodaru, TUraHTCKUE MHOTOSIIEPHBbIE KIETKH), pa3-
pYLIEHHE U BOCCTAHOBJICHHE OKPYKAIOIINX HOPMAJIbHBIX TKaHEH.

IHaTomopgonorus

Knerku Jlanrepranca nuddepeHupyorcss U3 KI€TOYHON JIMHUA MOHOIIM-
Tei-Makpodaru. Knerku Jlanrepranca otinuyaeT OjeaHO—cepas LUTOIUIa3Ma,
OOJBIIMX Pa3MEPOB SAPO U SAPHIIIEK U BKIIOYEHUE B IUTOIUIa3My Ipanyn bupbe-
ka (Birbeck granules), monyuuBImx HazBaHue Tenel X, OTCI0/Ia OJHO U3 Ha3BaHUM
6one3nu — ructuonuTo3 X. B HopMe kieTku JlaHrepranca MO>KHO OOHApYKUThH B
KOXKE€, PETUKYJOIHIO0TENNATBHON CUCTEME, B JIETKUX, B IJIEBpE. Y KypALIUX JIO-
Nl KOJIMYECTBO KJIETOK JIaHrepranca 3HAYMTENIBHO BO3PACTAET, UTO CBA3BIBAIOT C
MOBBIIICHHON TIpoaykiuel OomOe3uHa. HeliponenTua mpoayuupyeTcs HEUpoOdIH-
JOKPUHHBIMU KJIETKAMH, CTUMYJIOM K €TO NMOBBIIIEHHON NMPOAYKINH ABISIETCS WH-
rIAIMOHHOE MOCTYIUIEHHE Ta0ayHOTro JbIMA.

IIpu ructronmTo3e X MPOUCXOINUT 3HAYUTEIBHOE MOBBIIICHUE YHCIIA KIETOK
Jlanrepranca, OHHU pacmHoJIOKEHBI B BUAE KinacTepoB. Ha paHHuX sTanax Bocnaiu-
TEJIBHOTO IMpoliecca KIETKH aKKyMYJIHUPYIOTCS OKOJIO OPOHXHUOJI, CPEIU HUX BBIJIE-
JSIOT 303UHO(UIIBI, TUMOOUUTH U HEUTPODUIBL. YUacThe 303MHO(UIOB B BOCTA-
JUTEJIbHONW peaklMu M TO3BOJIMJIO MPEAJIOKUTh TEPMHUH JJii 0003HAUYECHHS ITOU
00JIe3HU JIeTOYHAas 303MHO(PWIbHAS TpaHyjeMa, KOTOPbIA B HACTOSIIEE BpeMs
ynoTpedsisieTcs oueHb peako. Bwiaensior Tpu maromopdosoruyeckux mpoiecca
npu ructuouuto3e X. llceBmomeckBaMaTvBHAs WHTEPCTULMAIbHAS ITHEBMOHUS
XapaKTepu3yeTcs aKKyMYJISIUEH albBEOJIIPHBIX MakpodaroB B JIETOYHOW MapeH-
XHM€, Cpe KOTOPHIX B OOJBIIOM KOJMYECTBE HaxonATcs KieTku JlanrepraHca.

Bropoii BapuaHT MOpQOJOrHuecKiuX U3MEHEHUI MTPU TUCTHOLUTO3€ X - OpOHXHO-
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JUT KypSIIETO YeloBeKa, JUIsl KOTOPOTO XapaKTepHO CKOIUICHHE MUTMEHTHPOBAH-
HBIX MakpoQaroB BOKpYT OpOHXHOJ U ajabBeoi. MHTpamtoMuHaIbHBINA GUOpO3 Xa-
pakTepusyeTcsi paspacTaHueM (UOPO3HON TKaHU, KOTOpAas PaclpoCTpaHseTCs Ha
aJIbBEOJIBI, OOUTEPHUPYS aJbBEOJSIPHOE MPOCTPAHCTBO. B OTIMYME OT MaMONATH-
YEeCKOr0 MHTEpCTHIHATBHOTO (Pubpo3a, Mpu KOTOPOM MATOJOTHUYECKHUN IMPOIIECC
JIOKAIIM3YeTCsl TIPEUMYIIIECTBEHHO B HIDKHHMX OTJENAaX JIETKUX, MPU THCTUOIMTO3E
X mporiecc 3aXBaThIBaeT MPEUMYIIIECTBEHHO CPEIHIO U BEPXHIOIO 30HY JIETKUX. B
KOHEYHOU CTaJuy BOCHAIUTEIBHOTO TMporecca y OOJIBHBIX C THCTHOIMTO30M X
pa3BuBaeTcs GpuOPO3 JIETKUX M MPOUCXOAHUT KHUCTO3HOE MEPEPOKACHHUE JIETOUHOU
napeHxuMbl. ['pyObie MopdomorndecKkue W3MEHEHUs 3aTpPYyIHSIOT MPOBEICHUE
nuddepeHInaIbHON TUATHOCTUKY C JAPYTUMH HIUOMATHYECKUMHU (hopMaMu Jie-
rouHoro ¢gpuopo3a.
Kinunnyeckasi kapTuHa
Knunnka ructuonuro3a X HE WUMEET XapaKTEPHBIX CHMIITOMOB. BBIIENSIOT
CTaJINW TIOPaKCHUS JICTKHX:

1 cT. — rpaHynemMaTO3Has: CKy/JHas KIMHHUKA

PenTreHonornuecku: B BEpXHUX U CPEIHUX OT/AENAX JETKHX HEMHOTOYHUCIICH-
HBIC OYarv Ha (POHE MHTEPCTULIMATHHBIX H3MEHEHHIA.
2 cT. — (puOpO3HO-TpaHyeMaTO3Has: KIMHUYECCKH — MOSIBIICHNUE OBIIIKH, Yac-
TO€ pa3BUTHE CTIOHTAHHOTO MHEBMOTOPAKCA.
PenTrenonornuecku: HapacTaHWE MHTEPCTUIMAIBHBIX U3MEHEHHN u Gudpo3a,
o0pa3oBaHHE TOHKOCTEHHBIX TIOJIOCTEH, B OCHOBHOM, B BEPXHUX OT/IETaX.
3 cT. — HubpPO3HO-CKIIEPOTHYECKAs: KIMHUYECKH — HApaCTaHHWE AbIXaTeIbHOU
HEJOCTAaTOYHOCTH, PA3BUTHE XPOHHUECKOTO JIETOYHOTO CEepAIa
Pentrenonornuecku: popMupoBaHue ‘“cOTOBOTO JIETKOTO .

[Ipenmonaraercs, 4To B CpeJHEM UYepe3 ToJ] OT Hadaia OOJIe3HH MOTYT OBITh
BBISIBJIICHBI aOHOPMAaJIbHBIE M3MEHEHHSI TIPY MIPOBEICHUN PEHTreHOrpaduu opraHoB
TpyIHOH KJIETKH (TOCciie Pa3BUTHS CIIOHTAHHOTO IMHEBMOTOpAKCa WM MPH TEMIIe-
patype HesICHOTO TeHe3a W CHIKECHUHM MaccChl Tena). boabHbIe MOTYT MPEAbSBIATH
’aso0bl HAa HEMPOAYKTHUBHBIN Kalllellb, OABIIIKY, OO B TPYIHOU KIETKE, OCOOCH-
HO B CBSI3U C NIEPCHECEHHBIM CIIOHTAHHBIM ITHEBMOTOPAKCOM, MOXY/AaHNE U MTOBBI-
[ICHHE TeMIiepaTyphl Tena. Ou3nkanbHoe 00cIe0BaHNe HE BRISIBIACT KAKUX-THOO0
XapaKTEePHBIX CHUMIITOMOB; XPHUIIBI B JIETKUX HE BBICITYIIMBAIOTCS, «OapabaHHBIX
najoveK» Takxke He HabmogaeTcs. OObIYHBIC JTaA0OpATOPHBIC TECTHl HE BBISBISIOT
KaKuX-IM0O 3HAYMMBIX W3MEHEHHWH, COJep)KaHhe 203WHOPWIOB B Mpeneiax ¢u-
3MOJIOTHYECKO HOpMBI. [lpy nmanexo3ameqmmx CTagusx MaToJOTHYECKOTO Ipo-
1ecca pa3BUBAIOTCS MPU3HAKH JICTOYHON TUIIEPTEH3WH, IBIXaTebHOW HEI0CTa-
TOYHOCTH U JCKOMIICHCHPOBAHHOTO JIETOYHOTO CEP/IIA.

[lepBoe oOparieHne OOJbHBIX K BpayaM 00YyCIOBJICHO YPIe€HTHON CUTYyallueH,
BBI3BAHHOW BHE3AIMHOHN OOJIbIO B TPYAHOHN KJIETKE W OfbIKoi. KinHudeckas kap-
THHA CIIOHTAHHOTO TTHEBMOTOpPAKca TpeOyeT OKa3aHHWs HEOTIONKHOW MOMOIIU U B
MOCTIEAYIONIEM YCTaHOBJICHUS TPUIMHBI, KOTOpas MPHUBENA K €ro pa3BUTHIO. PeHT-
TCHOJIOTHUECKAE METOJBI HMCCIEOBAHHS BBISBISIOT PETUKYISPHOY3JIOBBIC WH-
GbuUIBTpaTHl, JTOKATU30BaHHBIC IPEUMYIIICCTBEHHO B BEpXHUX U CPEAHHUX 30HAX Jie-

TOYHBIX ITOJIEN.
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CrnenyromuM 3TarnoM MaToJIOrH4ecKoro mpoiiecca siBiasieTcs 00pa3oBaHue Ha
MecTe MHOUIbTpaTa KUCTHI M, B KOHEUYHOM cYeTe, (OPMHUPOBAHUE JIETOUHOMU
CTPYKTYpPBI MO TUMY MYeNuHbIX coT. OOpamiaer Ha ce0s BHUMaHHE COXpaHECHHE
XOPOIIUX MOKa3aTesied BEHTWISIUOHHONW (YHKIMHU JIETKUX, YTO HEKOTOPHIM 00pa-
30M JUCCOHUPYET C peHTreHorpaduueckuMu naHHbiMU. C BHEIpEHUEM B KIIMHU-
YEeCKYI0 IIPAKTUKY KOMITbIOTEpHON ToMorpadpuu (0COOEHHO ee MOAU(PUKALUU Bbl-
COKHUX pa3pelIeHU) OTKPHUIUCh HOBBIE IMArHOCTUYECKHE BO3MOXKHOCTH MpU 00-
CJIeIOBaHUHU OOJIBHBIX C THCTHOLUMTO30M X. Tak, mpu KOMIBIOTEPHOU TOMOrpaduu
Jydllle BU3YAJIU3UPYIOTCS KHCTBI, COTOBas JEreHepauus JErOYHOM TKaHU U HX
aHATOMUYECKAs JIOKAJINW3alus, a TaKXKe YTOJILIEHHE WHTEPCTULHAIBHOW TKAHU.
(puc.10) Briie yxe yka3bplBajloCh, YTO TaDaKOKypeHUE SIBISETCS (PaKTOPOM pUCKa
B BO3HMKHOBEHHUM ructuornuro3a X. JluHamuyeckoe HaONIOJEHHE 3a KYypSALIUMU
JIOJIBMHU BBISIBIIIET Ha HAYaJIbHBIX 3Talax pa3BUTHA THCTHOLMTO3a YTOJIIEHUE
MEKYTOUYHOU TKaHU. B mocnenyromeM MosBISIIOTCS Y3€JIKU B JIETOYHOW MAapEHXHU-
Me.

Z GKB] BOROVIKOY, S.N. -

1602 l;&ﬂA 16
MPR/THIC

Puc.10 KTBP — kuctel, coTOBasi AereHepanus JerouHol TKaHU B BEPXHUX OT/Ie-
J1aX 000X JIETKHX.

OYHKIMOHAIIBHBIE METOJIbl JUATHOCTUKHA MMEIOT 3HAYCHUE MPU JTUHAMUYE-
CKOM HAaOJIIOJICHNM 3a OOJIbHBIMU C TUCTHOIUTO30M X. Tak, Ha HaYaJIbHBIX dTaIlax
00JIe3HU BBISABIISIETCS YMEPEHHOM CTENEeHU OOCTPYKIIMS Ha YpOBHE OPOHXOB MeJl-
KOro KanuOpa, U Mpu JajeKo3alleqIInX CTaausX MaToJOrHYecKoro mpoiecca Ha-
YUHAIOT JTOMHHUPOBATH NMPU3HAKK HapylieHus Tu(Edy3uoHHONW CIIOCOOHOCTH JIeT-
kuX. ToJlepaHTHOCTh K (DU3UUYECKOUN HArpy3Ke y 3TOU KaTeropuu OOJbHBIX CHUXKE-
Ha, YTO 0053aTEIBHO JOHKHO YUYUTHIBATHCS MIPU 00CIIeIOBAaHUHN OOJIbHBIX.
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[locnie peHTreHONOTMYECKUX METOJ0B JUArHOCTUKH OOJBIIOE 3HAYEHUE B
MOCTAHOBKE JMAarHo3a THCTUOLUTO3a X HMMeeT OpOHXOANIbBEOJSIPHBIN JaBax H
TUCTOJIOTHYECKOE HCCIeOBaHME OMONTATOB JETOYHOW TKAaHU, MOJYyYEHHOH Mpu
OTKpBITOM OHMOINCHM JIETKUX. B 1maBa’kHON >KUIKOCTH MOT'YT ObITh OOHApYXEHBI
KJeTku Jlanrepranca (JUarHOCTUYECKHU 3HAYUMO, KOTJa 3TUX KJIeTok Oosee 5%).
Jnist ux uneHtuduKaumyu nTpuMeHsoT okpacky Ha S100 mpoTewH WM MOHOKIIO-
HaibHbIe anTUTeNa MT1, KOTOpble CUMTAIOTCS CIEIMPUIECKUMU JIJIs1 KIIETOK JIaH-
repraica. OTHU K€ UMMYHOTHCTOXMMHUYECKHE METOJIbl MPUMEHSIOTCS MpH olpa-
00TKE KyCOUYKOB JIETOYHOM TKaHH.

Cpenu 310l KaTeropuu OOJIBHBIX YacCTO BBISBISIIOTCS OOJIbHBIE C HEcaxap-
HBIM JUa0ETOM M OMYXOJIEBBIMU 3200JIEBAHUSIMU, YTO JOHKHO MOOYXKIaTh KIMHU-
IMCTOB K BCECTOPOHHEMY 00CIJI€I0BaHUIO0 O0NBHBIX ¢ TUCTHOLUTO30M X. C nipyroi
CTOPOHBI, OOJIbHBIM, Y KOTOPBIX JUAarHOCTUPOBAH HecaxapHbI nuader, HeoOXoau-
MO MpoBecTU OoJiee TIIATENbHOE 00CIEA0BAHUE OPraHOB JbIXaHUS ISl UCKIIIOYe-
HUSI TUCTUOLUTO3a X.

Hekoropsie auddepeHunanbHO-TMarHoCTUUECKIEe KPUTEPUN TUCTHOLMTO3a X

[Tpuznak I'mctnonuros X JuccemunupoBan- | Capkongo3 11
HBIN CT.
TyOEpKYJIe3 JErKUX
Ilon Yare MyX4YrHBI Yare MyX4YUHBI Yamie XeHIIU-
HBI
Bospact 20 —40 ner JIro6oit 25 -50 ner
Xapakrep cuMnTo- | Mano3zaMeTHbIN BripaxeHHb1 Maino3zamer-
MOB HBIU
P. Maury Yame 1ono0xu- | [lonoxurensHas OTtpunarens-
TeJIbHAs Hasl
ITopaxxenue Yacrto - koctu ue- | Penko - mo3Bonou- | Penko dananru
CKeJleTa perna, Taza, HOT HUK TaJIbLEB
Hecaxapneii  mua- | Hacro He ormeuaercs He ormeuaercs
oeT
Pentrenomorunue- Bcerna Bcerna Bcerna
CKHME MPU3HAKH: 2-X
CTOPOHHEE CHUMMET-
pUYHOE IIOPAKEHUE
Jloxanuzanus Bepxuue u cpen- | Bepxaue u cpen- | Cpegnue u
HHUE MOJIS HUE MOJIS HIDKHUE 1015
[lonoctHeie  06pa- | TOHKOCTEHHbIE [IItamioBaHHbIE He wnabmona-
30BaHUs II0JIOCTHU IIOJIOCTH pacrnajaa eTcs
OuaroBele H3MeHe- | YMepeHHO BbIpa- | [IpeobmnanaroT BeipaxeHHbIe
HUS JKEHHBIE
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MennactuHanbHast | Penko He BcTpeuaercs Bcerna
aJICHOTaTus
VYBenuuenne Apy- | He nabmogaercs | He nabmomaetcs Hepenko
rux rpynn Jumdo-
y3J10B
Ocob6ennoctu Tede- | CtanimoHapHOE IIporpeccupyromee | CrannoHap-
HUS WIM  Tporpeccu- HOE,
pyliee, BO3MOYKHA MPOTpeCCH-
CIIOHTaHHas per- pyrouiee, BO3-
peccus MOKHAa  CIIOH-
TaHHasl perpec-
cus
Jleuenue

OO1IEenpUHATBIX METOJOB JICYEHHs] TUCTHUOIMTO3a X HE CYIIECTByeT. Y
OONBHBIX YacTO HAOIIOJAIOTCS CIIOHTAaHHBIC PEMHCCHUU. BOTBHBIM PEKOMEHIYETCsI
OTKAa3aThCsl OT MPOJIOJDKEHUS KypeHUsl M U30eraTh MacCUBHOTO KypeHusi. OObIYHO
PEKOMEHIyeTCS Ha3HAauaTh TIIFOKOKOPTHKOCTEPOHIBI OCOOCHHO TeM OOJBHBIM, Y
KOTOPBIX MPOU3OIIEN CIIOHTAHHBIA MTHEBMOTOPAKC WJIU K€ BBISBICHBI PETUKYIIO-
HOIyJISIpHBIE MHQUIBTPATHl B JETKUX. J{03bI M TPUHIUIIBI JICUCHUST aHAJTIOTUIHBI
nedeHuto capkousiosa (0,5 Mr/kr/cyTku) B TeueHue 3-6 mecsieB. Y OOJBbHBIX C CO-
TOBOM JeTeHepanyeil JISTKUX U BhIPAKCHHBIMU MPU3HAKAMU JIBIXaTEIBHON HEII0C-
TATOYHOCTH TIOKa3aHa TPAHCIUTAHTAIUS JIETKUX.

I'PAHYJIEMATO3 BEI'EHEPA

I'panynemaro3  Berenepa -  TMIaHTOKJIETOYHBIA  T'PaHYJIEMAaTO3HO-
HEKPOTHYECKUI CUCTEMHBIM BaCKYJIHUT ¢ U30MpATEIbHBIM MO Hadaly OOJE3HH IO-
paXeHHEM BEPXHHMX M HIKHHUX JbIXaTEJbHBIX MyTeHl (BacCKYIHUT, COMPOBOXKIAIO-
HIMIiCS TpaHyJlIeMaTO3HbIM BOCHAJIEHHEM), a B MOCJIEAYIOUIEM — MOYeK (TJIOMeEpy-
nonedpur). Kpome toro, mpu rpanyinemaroze Berenepa Bo3MOXXHO MOpa)KeHUE
JIPYTUX MEJIKUX apTepuil U BEH.

JTHOJIOTUSA U NIATOTeHe3

DTtHoJiorud rpanyjieMaro3a Berenepa Hens3BecTHa.

3abosieBaeMOCTh TpaHyJieMaTo30M BereHepa HeBbICOKA, HO TOUHBIX JaHHBIX
O pacrpoCTpaHEHHOCTH HeT. 3aboJieBaHUE MOXKET Ha4aThCsl B JJI0OOM Bo3pacTe (B
cpenneM - B 40 net). Oxono 15% 6onpHBIX Monioke 19 neT; getu 60JIe0T peaKo.
Heckonbko yarie 607€t0T MY>KUYHUHBI.

[TaTroreneTnueckne MEXaHU3Mbl pa3BUTHSl IpaHylemaro3a Berenepa TOYHO
HEU3BECTEHBI, HO MOPAKEHUE BEPXHUX U HUKHUX JIbIXaTEIIbHBIX MyTEH HABOJAUT Ha
MBICJTb 00 aJJIEPTUUECKON pEeaKIMM Ha KaKOW-TMOO aHTUIeH — DK30T€HHBIW WIU
SHJIOT€HHBIW, CBOMCTBEHHBIN JBIXaTEIbHBIM MYyTSAM. B maToreHese rpanyiemarosa
Berenepa uMeeT 3Hau€HHE TMIEPPEAKTUBHOCTH T'YMOPAIbHOTO 3B€HA MMMYHUTE-
Ta: TOBBIIICHUE CHIBOPOTOYHOTO U cekpetopHoro IgA, IgG u IgE, oGHapyxuBaeT-

ca PO, [IUK, IgG ayroanTturena.
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Bo03MOXHO, UTpaloT pojib Kakas-To XpOHUYEcKas odyaroBasi uH(eKxuus (Hoco-
IJIOTOYHAs ), ITTUTENIbHBINA MpUeM aHTUOMOTHUKOB, MIPEATNOIaraeTcsa u BUpycHas UH-
¢dexunsa. Coob1ianock, YTo pelUANBLI IpaHysieMaTo3a Berenepa vaiie BOZHUKAIOT
npu HocutenbcTBe Staphylococcus aureus B Hocoriorke. OJHAKO HET HMKaKHUX
JaHHBIX O TOM, YTO 3Ta OAKTEepHUs y4acTBYET B PA3BUTHH 3a00JIE€BAHMUS.

VY HEKOTOpBIX OOJBHBIX B KPOBU U B COCYJIUCTON CTEHKE BBISIBISIIOT UMMYH-
HbIE KOMIUIEKCHI, HO UX 3THOJIOTMYECKAS] POJIb OKOHYATENIBHO HE J0Ka3aHa. [’ paHy-
JeMbl ¢ OOJIBIIMM YMCIIOM TUTAaHTCKUX MHOTOSIEPHBIX KJIETOK, OCOOEHHO B JIET-
KHX, MOTYT OBITh MPOSIBJICHUEM AJJIEPTUUECKON PEaKIMU 3aMEeJIJIEHHOTO THUIIA JIH-
00 peakuMy Ha HHOPOAHOE TEJI0, HO MPAMBIX JI0Ka3aTeJIbCTB OMAThH K€ HET.

VY OonpiMHCTBA OOJIBHBIX TpaHysieMaTo30M Berenepa MMeroTCs aHTUTENA K
LUTOIUIa3Me HEUTPO(PHUIIOB, MpeUuMyIIeCTBEHHO K mpoTease-3. Kak u mns npyrux
BACKYJINTOB, YETKUX JOKA3aTEIbCTB UX ITHOJIOTMUECKON POJIH HET.

XKuakocTs, nonyyeHHas npu OpOHX0ATBBEOSIPHOM JIaBake, y OOJBHBIX Ipa-
HyJleMaTto3oM Berenepa cofep>KUT MHOTO HEUTPO(UIOB, TOTJa Kak MPHU JPYTUX
IPaHYJEMATO3HBIX MMOPAKEHUAX JETKUX, B YACTHOCTH IIPU CApKOMI03€, B HEM MO-
BBIIICHO YKCIIo TUM@pouuToB. [laToreneTrndeckoe 3HaUeHHE 3TOTO (haKTa HESICHO.

IIaTomopgonorus

['panynemaro3 Berenepa orianyaercst OT y3€JKOBOro nonuaprepuuta. B co-
CyJax MpOIECC MPOXOIUT T€ ke CTAANH OTeKa, HEKpo3a, HO Crelu(UIHBIM SBIIS-
eTcsi 00pa3oBaHUE TpaHyJeM C OOJBIIMM KOJUYECTBOM TMTAHTCKHUX MHOTOSIEp-
HBIX KJIETOK.

['ucronoruyecku - rpanynemaro3 Berenepa xapakTepu3yeTcsi HEKpOTUYe-
CKMUM BacCKYJIUTOM MEIIKUX apTEepHil U BEH U 00pa30BaHUEM I'paHyJieM KaK B CTCHKE
cocy/ia, TaK ¥ B OKPYKaIOIINX TKAHSX.

B nerkux oOHapYyKMBAIOT IBYCTOPOHHNE MHOYKECTBEHHBIE 0YaroBbIe TCHU U
MOJIOCTH, a OWOTICHSI TIOYTH BCET/AA BBISBISECT HEKPOTUUYECCKUI BACKYJIUT M TPaHy-
JIEMBI.

[Topaxenue 6poHx0B (BocnaneHue, Gpuobpo3 u pyoOlLeBaHe) MPUBOAUT K UX
OOCTPYKIIMU U aTeJIeKTa3aM.

B BepXHHUX IBIXaTENbHBIX MMYTIX, B YACTHOCTH B MPHUAATOYHBIX Ma3yXax HOca
Y HOCOTJIOTKE, HaOJI01al0TCs TPaHyJIeMaTO3HOE BOCIAJIEHUE U HEKPO3, C BaCKYyJIu-
TOM WK O€3 HEero.

[lopaxeHue nouek Mpu TrpaHynemMaro3e Berenepa HauMHAaeTCsl ¢ 04aroBOro
rIIoMepyJloHeppUTa U MOXKET MEepPeHTH B OBICTPO MPOTPECCHUPYIONMIMN SKCTpaKa-
NWLISIPHBIN Ti0MepyaoHeppuT. I'panyneMbl OBIBAIOT PEIKoO.

[TopaxeHrne BEpXHUX ABIXaTEIBHBIX MyTEH, JIETKUX U MMOYEK 00pa3yeT Kiac-
CUYECKYIO TpuaJy MpHU3HAKOB IpaHyiemaTo3a Berenepa, oJjHako BO3MOXHO Mopa-
KeHue J000ro oprata (BacKyJauT, TpaHyJIeMbl WX U TO, U APYTOE).

Kinunnuyeckasi kapTuHa
I'panynemaro3 Berenepa pa3zBuBaeTcs MOCTENIEHHO: BO3ZHUKAET OCTPBINA WU
XPOHUYECKUN PUHUT C S3BEHHO-HEKPOTHUYECKUMH U3MEHEHHUSIMU CIU3UCTOU 000-
JIOYKYU TMPUAATOYHBIX MA3yX, TOPTAHU, TPAXEH; MOXKET OBITh THOWHBINA OTHT.
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[lopakeHne BepXHHMX JAbIXaTENbHBIX MyTed BcTpeuyaercs y 92% OO0JbHBIX
rpanyinemMaTo3oM Berenepa. XapakTepHO TSKEJIO€ MOPAKEHHE BEPXHUX JbIXa-
TEJIBHBIX MyTEH, ¢ 00JIbIO B 001aCTH NPUAATOYHBIX MA3YX U KPOBSIHUCTO-THOMHBIM
OTJEISIEMbIM M3 HOCA, BCTPEUAETCA H3BSA3BICHHUE CIM3UCTOW HOca. BO3MOXKHBI
nepdopaius neperopoiku 1 ceasoBuaHas aedopmaius Hoca. M3-3a oOcTpyKimu
€BCTaxHeBOU TpyObl BOZHUKAET XPOHUUECKUI CPEeTHUN CEPO3HBIA OTHT.

['enepanuzanus npoiiecca BeJeT K MOPaKEHUIO JIETKUX, KOTOpOe HalJto/a-
ercs y 85 — 90% O0NBHBIX — OT OAHUX JIUIIb PEHTTCHOJIOTUUECKUX U3MEHEHUH 110
KalllIsl, OABIIIKHA, KPOBOXapKaHbs U 00iu B rpyau. ['paHynemMaTo3Hoe BocHaleHHe
U pyOlieBaHHE MOTYT IPUBECTH K CTEHO3Yy TOPTaHU, KOTOPHIA Habmonaercsa y 16%
OOJIBHBIX U YpPEBAT TSXKEIOW OOCTPYKIMEH JIbIXaTeIbHBIX MyTeH.

B 52% cnyuaeB npu rpanyineMaro3de Berenepa HaOnrofaeTcsi MopaskeHUs
rjia3 - OT JIETKOTO KOHBIOHKTUBHUTA JIO JAKPUOIMCTUTA, SMUCKIEPUTA, CKIEPUTA,
IpaHyJIeMaTO3HOr0 CKJIEPOYBEUTA, HPUAOLMKINTA, TPaHyJIeMbl peTpoOyIpOapHOn
KJIETYATKHU U 3K30(Tanbpma.

[lopaxxenue koxu orMeuaeTcsi y 46% OONBHBIX M BKJIIOYAET MamyJsibl, BE3U-
KyJbl, TATBIUPYEMYIO MYPILYPY, SA3BbI, MOAKOXKHbBIE y3ibl. [Ipu Ononcuu BhISBIS-
10T BaCKYJIUT, TPAHYJIEMbl WIH U TO, U IPYTOE.

[lopaxxenue cepaua HaOmogaercss B 8% cilydaeB M BEIET K MEPUKAPAMTY,
KOPOHApHOMY BacKyJuTy, HH(GAPKTy MHOKap/ia, MOPaXKeHUI0 MUTPAIBLHOTO U aop-
TaJbHOTO KJIalaHOB, ATPUOBEHTPUKYIISIPHON OJIOKae.

[Topakenue HepBHOU cuctembl oTMmedaeTcssi Y 23% OOJIbHBIX M BKJIIOYAET
HEHpOINaTUU YepenHbIX HEPBOB, MHOKECTBEHHYIO MOHOHEHPOINATHIO, U3pEIKa —
1epeOpaIbHbIA BACKYJIUT U TPAaHYJIEMbl TOJJOBHOTO MO3ra.

[Topaxenue nouek umeet Mecto y 77% OoabHBIX rpaHysieMaro3oM Berene-
pa U 00BIYHO TpeoldIiaiaeT B KIMHUYECKOW KapTuHe. [IpsiMo MM KOCBEHHO, OHO
ABJIAETCS] MPUUMHON CMepPTH OOJBIIMHCTBA HEJeUeHHBIX O0JbHBIX. Jloaroe Bpems
OHO MOJKET OTpaHUYMBATHLCS JIETKUM TJIIOMEpPYJIOHEDPUTOM C MPOTEUHYpPHEHl, re-
MaTypuen U SPUTPOLUUTAPHBIMU LUIUHAPAMH, HO KaK TOJBKO MOSBISETCS MOYEU-
Hasl HEJJOCTATOYHOCTh, OHAa OBICTPO MPOrPECCUPYET, €CIIM HE HaYaTh JICUEHHE.

Bo BpeMms oGocTpeHuii NOABIAIOTCS HECTeMPUUECKUE CUMITOMBI — HEJI0-
MOTaHHe, ci1aboCTh, apTparusl, CHUKEHUE anmneTuTa, noxyaanue. Jluxopaaka Mo-
KeT OBbITh 00yCIIOBJIEHA CAMUM TpaHysieMaTo3oM Berenepa, HO yalie oHa CBs3aHa
C BTOPUYHBIMH MHPEKUUAMHU, KaK MPABUIIO, BEPXHUX JIbIXaTEIbHBIX MYTEH.

XapakTepHble HaXO0JIKH MPU Ja00PATOPHBIX UCCIAEIOBAHUSIX:

3Ha4MTENIbHOE NoBbIIeHrne COD

JIerKasi aHeMus, JIEHKOLUTO3

Jierkasi ruriepraMMario0yanHeMus (B OCHOBHOM 3a cyeT IgA)

MOSIBJICHUE PEBMATOUIHOTO (hakTOpa

MOYEBOU CUHJPOM, CBOMCTBEHHBIN TIIOMEPYIOHEPPUTY

BO BpeMsi 000CTpeHH ObIBae€T TPOMOOIIMTO3

HEJI0OCTaTOYHOCTh KOMIUIEMEHTA HEXapaKTepHa, HECMOTPS Ha TO, 4TO y psiaa
OOJIBHBIX UMEIOTCS LIUPKYIUPYIOIINE UMMYHHbBIE KOMITJIEKChI

aHTuTeNa K nporeasze-3 HaxoaiaT y 90% OOJIBHBIX C MOPAKECHUEM JbIXaTelb-

HBIX MTyTeH 1 novek u juib y 70% GosbHBIX 0€3 MopakeHHsI OYEK.
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JAnarsocruka

VY G0JIBHOTO C TOPaKEHUEM BEPXHUX M HUKHUX JbIXaTEIbHBIX MyTEH U TII0-
MepyJOoHe(PUTOM JMarHo3 rpaHyjieMaro3a BereHepa CTaHOBHUTCS OYE€BHIHBIM
py 0OHAPY>KEHUH B OMONTAaTe HEKPOTUUYECKOTO BACKYJIUTA, COMPOBOKIAIOIIMMCS
rpaHyJieMaTo3HbIM BocnajleHueM. HaumGoisiee uyBCTBUTENbHA OHOICHS JIETKOTO
(>kenaTeNbHO OTKpBITasl) - BACKYJIMT U IpaHyJeMbl 0OHApY>KUBAIOTCS MOYTH BCE-
raa. [lpu Ouoncum BepXHUX JIbIXaTENbHBIX MyTEW, KaKk MPaBUIIO, HAXOASAT I'paHy-
JIEMBI U HEKPO3, HO BACKYJIUTA MOKET U HE ObITh. BHONCHUS MOUYKM MOATBEPKIAET
IJIOMEPYJIOHEPPHUT.

AnTHTENA K TIpoTea3e-3, 0cOOEHHO Ha (pOHE IIIoMepyJIOHEPPUTA - BBICOKO-
cneuM(UUHBIA NpU3HAK IpaHyleMaTo3a BereHnepa, HO cepojorudyeckoe HcCiIeno-
BaHUE HE JIOJDKHO MOJAMEHTH co0oi Ouorncuto. [lpu psane nHPEKIHOHHBIX U OHKO-
JIOTUYECKUX 3a00JIeBaHUN BO3MOKHBI JIOKHOIOJOKHUTENbHBIE pe3ynbTaThl. Ha
TATP AHTUTEN HEJb35 OPUEHTUPOBATHCS M BO BPEMS PEMUCCHM: BBICOKHUU THUTP
MOXKET COXPAHATHCS TOJIaMH, a PEIUANBEI BOZHUKAIOT MeHee yeM Yy 60% OonbHBIX
C YETBIPEXKPATHBIM IMOABEMOM TUTPA AHTUTEIL.

IIpy TMNUYHON KIMHUYECKOW U TMCTOJIOTMYECKOW KapTUHE JUArHo3 I'paHy-
nemaro3a BereHnepa - HecnoxkeH. OHAKO KOTJa HAaJIUIO HE BCE XapaKTEPHBIC IIPH-
3HaKU 3a0o0JieBaHMsl, HeOOXoAuM nudepeHInaNbHbIA AUarHO3 ¢ APYTUMH BacKy-
JUTaMHU, 0cOO0eHHO ¢ cuHapomoM Yepmxka-Crpoc, a Takxke ¢ cungpomom ['ynnac-
4yepa, OMyXOJISIMU BEPXHUX JbIXATENIbHBIX IYyTE€H M JIETKUX, KOMXKHO-CIM3UCTHIM
JEUIIMaHNO30M, CKJIEPOMOW, APYIMMH HH(PEKIMOHHBIMU U HEHMH(EKIIMOHHBIMU
I'PaHyJIEMATO3aMH.

Kpaiine BaxkeHn nud@epeHnmanbHblii UarHo3 co CPeJUHHON TIpaHylieMoi
JULA U IPYTUMH ONYyXOJSIMU BEPXHHX AbIXaTeNbHbIX MyTel. CpenHHAas rpaHyJie-
Ma JIMLA TOPaKAET TOJIBKO BEPXHUE NIBIXATEIbHBIE MYTH, BKIIOYAs MPUAATOUYHBIC
Ma3yxu HOCA, U COIMPOBOXKIAETCA OOIIMPHBIM pa3pylIeHHUEM MSITKUX TKaHEW u
U3bS3BICHUEM KOXHU JIMIA, YTO I TIpaHyjieMaTo3a Berenepa HexapaKTEepHO.
Bocnanenre u HEKpO3 MOT'YT 3aXBaTblBaTh COCYZbl, HO BACKYJIUT MOYTH HUKOTJA
HE HOCHUT MEPBUYHBIN XapakKTep.

HuddepeHunanbHblii JUArHO3 JOJDKEH BKIIIOYATh TakKe JTMM(POMATOUTHBIN
IpaHyJIeMaTo3 — ellle OAHO 3a00JeBaHNE U3 TPYMIIbl AHTHOLIEHTPUYECKHUX JTUM(POM.
bone3np mopaxaer nerkue, koxy, [IHC u nouku, rne Habmogaercss nHUIbTpa-
Ul CTEHOK COCYZOB M OKPYXKaIOIIMX TKAaHEW aTUMUYHBIMH JuMdouuTtamMu u
IJIa3MaTUYECKUMU KJIETKaMHu. B oTiimume oT rpanyineMaros3a Berenepa npu auMm-
(dbomaTOMIHOM TpaHyJieMaTo3€ BaCKyJuTa Kak TaKOBOTO HET, HO oTMedaeTcs op-
MUpOBaHHe TpaHylieM. bojee 4em y monoBHHBI 0OJIbHBIX 00J€3Hb MpUOOpeTaeT
OTKPOBEHHO 3JI0Ka4eCTBEHHBIM xapakTtep. B auddepenumanbHoil quarHocTuke
BAKHOE 3HAUEHUE UMEET OINPEEIEHNE TUTPA aHTUTEII K IpoTease-3.

JlnarHocTu4ecKkue KpUTEPUU IpanyjeMarosa Berernepa

1.513BeHHO-HEKPOTUYECKUN PUHHUT, CUHYCUT (THOMHO-KPOBSIHUCTBIE BbIJE-
JIEHUS U3 HOCA, CyXHe KOPKHU, HOCOBbIE KPOBOTEUCHHUSA);

2.Pa3pymienue xpsmja U1 KOCTHOW TKaHW, HOCOBOM MEPErOpoOJKH, BEPXHEUE-
JIOCTHOM Ma3yxu, OpOUTHI, CeJIOBUAHAS AeopMalvs HOCa;
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3.MHpunbTpaThl B JIETKUX C pacnagoM (Kalielb, OJbIIIKa, 00k B TPYAHOK
KJIIETKE, KPOBOXapKaHbe, JIESTOYHOE KPOBOTEUCHHE);

4.BBICTpONIPOrpeCCUpPYIONIUil TIOMEepyIoHEePPHUT (IPOTECHHYPHSI, MHUKPOTe-
MaTypus, HapyieHne () YHKIHH MOYCK);

5.AHTHTENA K UTOIJIa3Me HEUTPpOo(PioB B ChIBOpOTKE KPOBH (Y 90% 60b-
HBIX).

Knaccudukanmonnsie KpuTepun rpanyiemaro3a Berenepa

1.BocnanieHne HOca | MOJIOCTH PTa: S3BBI B TIOJIOCTH PTa; THOWHBIC WU KPO-
BSIHHCTHIC BBIJICIICHUS U3 HOCA.

2.MI3MeHeHUs B JICTKUX MPU PEHTTCHOJIOTMYECKOM HCCIICIOBAaHUU: Y3EIKH,
WHOUIBTPATHI WIH ITOJIOCTH B JIETKUX.

3.M3MeHeHUss MOYHM: MUKporemaTypusi (> 5 3pHUTPOIUTOB B IOJIC 3PCHHS)
WJIA CKOIUICHUSI SPUTPOLIUTOB B OCATKE MOYH.

4.buoricusi: TpaHyJIeMaTO3HOE BOCIAJICHHE B CTEHKE apTepyu WIH B TIEpHUBa-
CKYJISIPHOM M DKCTPaBaCKYJISIPHOM IPOCTPAHCTBE.

Hamuuue y GombHOTO IBYX M OoJiee JIOOBIX KPUTEPUEB MO3BOJISIET MOCTA-
BUTH JIMArHO3 TpaHyliemaTo3a BereHepa — ¢ 4yBCTBHTENbHOCTHIO 88% U crenu-
¢buuHOCTHIO 92%.

Jleuenue

Panbmie rpanynemaro3 Berenepa Bcerga mpuBOJMII K CMEPTH, OOBIYHO B
TE€YEHUE HECKOJIbKUX MECSIIEB MOCIE Pa3BUTHS MMOYEUHOM HEAOCTATOYHOCTU. Mo-
HOTEpaIus IIIOKOKOPTUKOUAAMHU HECKOJIBKO YIYUYIIAeT COCTOSIHUE OOJIbHBIX, HO
MaJio BJIMSAET Ha MPOTHO3.

B nacrosiee Bpems — cTaHapTHas MEAUKAMEHTO3HAs TEpanus rpanysemMa-
To3a Berenepa ocHoBaHa Ha mepopanbHOM mpueme mukiodpochamuma (2 - 3
MI/KT/CYTKH) B COYETaHUU C MPETHNU30JI0HOM (1 MI/KT/CyTKn).

Bo Bpems sieueHus ciensT 3a YUCIOM JIEMKOIMTOB: 103y Hukiodochamuaa
MOGUPAIOT TaK, YTO6BI OHO ObLIO Goubire 3000 MK (3TO TTO3BOJISIET MOIACPIKH-
BATh YMCIIO HEHTPOQHIOB Ha ypoBHE 1500 MK ).

Taxoil mogxo 0OBIYHO MO3BOJISIET JOCTHYh PEMUCCUU U TIOJJIEP)KUBATH €€,
n30exaB ri1y0oKoH eiikoneHuu u UHPEKIHOHHBIX ocioxkHeHui. [locne noctuxke-
HUSl PEMUCCUU TIpenapaT IPUHUMAIOT ele B TeUYEHUE ro/ia, a 3aTeM J03y Mpernapa-
Ty YMEHBIIAKOT Ha 25 Mr Kaxble 2 - 3 Mecdna.

VY 0onbHBIX C OBICTPONPOrpECCUPYIONIUM 3a00JIeBaHMEM HauajbHas J03a
UTOCTaTHKA COCTaBJsieT HE MeHee 3 — 5 Mr/kr/cyTku. OJIHOBpEMEHHO Ha3Haya-
torcst 'KC (2 — 15 mr/kr/cytkn). Takoe jgedeHue MPOBOIUTCS B TEUCHUE HECKOJb-
KUX JTHEH C MOCIEIYIONIMM MEepeBOJAOM OOJIBHOTO HA CTaHIAPTHBIA PEKUM Tepa-
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O¢ddexTuBHa exeMecsuHas Mmynbc-Tepanus nukiodochamMuaoM, ocoOEHHO
B T€YEHHE MEPBBIX MECALIEB OT Havasa 3a00JIeBaHusl.

[Ipu HenmepeHocumocTu uukinodochamuna (riaybokas HEUTpPONEHHs, He-
CMOTpSI Ha HU3KUE J103bI; TSXKEJBIM LIUCTUT, pAK MOUYEBOT'O ITY3bIPs) €ro MPUXOIUT-
Csl 3aMEHSTh JPYTUMU MpenapaTaMu. B o1HOM U3 uccienoBaHuii ObUIO MOKa3aHoO,

4TO BHC YI'pOXAKOIUX KHU3HU 06OCTpeHHﬁ, B TOM YHCJIC IIPHU HCIICPCHOCUMOCTH
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nukinodocdamuia, Xopouio MOMOraeT coueTaHue NnpeaHn300Ha (1 MI/Kr/cyTKu) ¢
MeTOoTpeKkcaToM. MeToTpeKkcaT Ha3Hadyalld BHYTPb, HauumHasg ¢ 0,3Mr/Kr/Henemnto
(1o He 6onee 15 mr/menento). Cnycts 1 - 2 Hemenu npenapar MNePeHOCUIICS XOpo-
1110, 103y HaUYWHAJIM TIOBBIIIATh - HA 2,5 MI/HEeNt0, TTIoKa OHa He JocTturana 20—
25 mr. Ora cxema nmo3Bojiuia 1octudb pemuccuu y 30 uz 42 6onbHBIX (71 %). Tlo-
O6ouHble A(PEeKTH BKIIOYAIN MOBBIIIEHUE aKTUBHOCTH aMuHOTpaHchepas (y 24%
00JIbHBIX ), Jelkonenuto (y 7%), nadeximonnsie ocnoxuenus (y 9,5%), nekapcT-
BEHHBIN THEBMOHMUT (y 7%), cromatur (y 2%).

Huzkue no3el Mmerorpekcara (0,3 mMr/kr B/B 1 pa3 B Hellet0) BO MHOTHX CIY-
YasiX TO3BOJISIOT 3PPEKTUBHO MOAACP)KUBATh HHIYIIMPOBAHHYIO ITUKI0(ochamu-
JIOM PEMHUCCHUIO y OOJBHBIX TpaHylieMaro3oM Berenepa, HO He MOTYT HCIOIb30-
BaThCSl B KQ4eCTBE OCHOBHOTO METO]Ia JICUCHHSI y MAIUEHTOB C TSHKEIBIMU TPOSIB-
JeHUsIMU 3a00J1eBaHUsl.

B mnocnennue roawl JUisl JiedyeHuUs rpaHyjemaTo3a Berenepa HCHONIB3YIOT
uKIIocnopuH-A. HauanbpHas 103a 5 MI/KI/CYTKH, AJTATEIBHOCTH 10 12 MecsIIeB.

Y CTaHOBJIEHO, YTO arpeccUBHas Tepamusi, MpoBOIMMasl B TEYCHHE ro/a Io-
Clie JOCTHKCHHSI PEMUCCUH, HE TMO3BOJISIET TOJHOCTHIO MCKIIOUUTH BO3MOKHOCTH
00OCTpPEHHUI U COMPOBOKAACTCS BBICOKMM YPOBHEM NMOOOUHBIX 3P (HEKTOB.

B mepByro odepenb 3TO OTHOCUTCS K Pa3BUTHIO JIETOYHBIX MH(DEKITMOHHBIX
OCTIOKHEHHH, OMPENESIONINX BRICOKYIO HHBIUU3AINIO U CMEPTHOCTh OOJBHBIX.
CaxapHblii 1ua0eT, KaTapakTa, TsoKenble WH(EKIMH, OCTeornopo3, cuHapoMm Ky-
[IMHTA HAOIIOIAI0TCS B OCHOBHOM Y T€X OOJIBHBIX, KOTOPBIM TPEOYEeTCs ITUTEIb-
HBIN €KEeTHEBHBIN MPUEM TITIOKOKOPTUKOUIOB.

bonee omacen nuknodochamun - y 43% OONBHBIX pa3BUBACTCS ITUCTUT, Y
5% - pak Mo4eBoro my3bips, y 2% - MHeIOAMCIUIACTUYECKUE CUHAPOMBL [lpu
JUIUTENTLHOM TipreMe nukiodochamuaa (6onee 15 net) puck pa3BUTHS 3JI0KAYECT-
BEHHBIX HOBOOOpA30BaHUH, B IEPBYIO OYEepEIh paka MOYEBOTO ITy3bIPSt BO3PACTAET
— TIOYTH B TpH pa3a. Heo6XxoauMo moI4epKHyTh, YTO TI0 XapaKTepy reMaTypuu He-
BO3MOKHO Pa3rpaHUYUTh pak MOYEBOTO MYy3BIPSI OT TEMOPPArHUECKOro IUCTUTA -
Hepeakoro nodoyHoro 3 dexra Tepanuu nukiIohochamugom.

JlomoTHEHNE CTaHJAPTHOW MEIMKaMEHTO3HOW Tepamuu METOJaMU IKCTpa-
KOPIIOPaTbHOW TEMOKOPPEKIIUU: KPUOMOIU(DUKAINSA ayTOIUIa3Mbl, IKCTPaKOPIIO-
pasibHasi aHTHOAKTepHaabHAs TEpamus — CIHOCOOHO 3HAYUTENBHO YIYYIIUThH pe-
3yJbTaTHl JJ€UeHUs rpaHyiaemarto3a Berenepa.

CUHIAPOM YAPKA-CTPOCCA

B »tom xe pasznmene paccmoTpum cuHapoMm Yapmkxa —Ctpocca, KOTOPBIH
OTHOCHUTCS K TPYIINE CUCTEMHBIX JIETOYHBIX HEKPOTU3UPYIOUIUX BACKYJIUTOB.

B 1951 r. J. Churg u L. Strauss BkIt0uniIu B pyOpPUKY y3€IKOBOTO MOJIUAP-
TepunTa OOJBHBIX ¢ OpPOHXMATBLHON acTMOM, P03UHODWINEH U CUCTEMHBIMH Bac-
kynutamu (curapom Yapk-Crpocca).

KBanmuduxanuonnsie kputepun cuaapoma Yapmka - Ctpocca

‘ Actma ‘ 3atpyaHeHue OpIXaHus Wik qud@y3Hble Xpu-
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ITBI TTPHU BJOXC

Ce3onHast anneprus (aJUIepru4ecKuii puHUT)
WIN ApyTrue ajiepruueckre peakuuu (Muiie-
Bas, KOHTAaKTHAasl) 3a UCKIIOYEHHEM JIEKapCT-
BEHHOM

Anneprus B aHaMHe3€e

MOHOHCﬁpOHaTHH, MHOXCCTBCHHAsA  ITIOJIH-

MoHoHeponaTus .
HeHpomnaTtus 1o TUNY NepyaTok (YyJoK)

Murpupyomue Wi TPaH3UTOPHBIE JIET0Y-
Jlerounsie HHQUIBTPATHI Hble MHQWIBTPAThI, OOHApYXEHHBbIE TpHU
PEHTTEHOJIOTHYECKOM 00CIe10BaHUU

HOpa)KCHI/Ie NMPUAATOYHBIX ITa3yX bonu B oOmactu MNPpUAATOYHBIX IIa3yX HOCA

HOCa WM PEHTI€HOJOTUYECKHE U3MEHEHNUS
Brecocyauctsie 303uHOGMIbHbIE | CKOIUIEHHE 303MHO(MUIOB BO BHECOCYIUCTOM
MHOUIBTPATHI pOCTpaHCTBE (IO JAHHBIM OMOIICHN)

Mopdoaoruyeckass KapTUHA

I'ucronornueckue n3menenus npu CUC xapakTepu3yroTCsi COUETAHHEM HEK-
POTU3UPYIOLIEHUCS TPAHYJIEMBbl, BACKYJIUTa MEJIKUX U CPEAHUX COCYAOB, a TAKKE
pa3BUTHEM 303UHO(UIBHON MHEBMOHUH. Y OOJIbHBIX, KOTOPBIX HE JICUUIH CTEPO-
UIHBIMH TIpenapaTaMu, BBISBISIOTCS OOIIMpPHBIE 303MHO(UIbHbIE UHOUIBTPATHI,
MPEUMYLIECTBEHHO WHTEPCTULIMAIIBHBIE M TNEPUBACKYJsApHbIE. Hekporusmpyro-
1asicsl BOCIIAJINTENIbHAS TPaHyJIEMa PaClOJIOKEHA DKCTPABACKYISIPHO, B ATOT Ia-
TOJIOTUYECKUI TPOLIECC COCYJIBI BOBIEKAIOTCS PEAKO. I'paHynemMa xapakTepusyer-
Csl TIOSIBJIEHUEM HEKPOTHUYECKOM 30HBI, KOTOpas OKPYKEHA 3MUTEIHOIHBIMHA THC-
THOUUTAMH. [[7s 3TOro Tuma rpaHyjeM THUIIUYHO 3HAYUTEIBHOE COJIEPKAHUE DO-
3uHo(uoB U KpuctawioB lllapko-Jleitnena.

JIpyruM ONpeAessitoluM MPU3HAKOM IEPBUYHOTO CUCTEMHOI'O BAaCKYJIUTa
npu CYC sBasitoTcst Mop(hoIornyeckrue M3MEHEHUs B CTeHKax cocyioB. B mporecc
BOBJICKAIOTCSl MEJIKME apTepUu M BEHbI, CTEHKH COCYJI0B MHPUIbTPUPOBAHBI KIIET-
KaMmu, nuddepeHInanbHO JUarHOCTUYECKOe 3HAaUeHHE UMEET MOSBICHHE D03HHO-
(GUIIOB M TUTaHTCKUX KJIETOK. BocnanurenbHas peakiysi HaXOJUTCS Ha Pa3IuYHbIX
JTamax CBOEro Pa3BUTHSI, MOITOMY, TOMHUMO OCTPO(a30BbIX peakiuil, HaOI0a-
IOTCA UX UCXOJbI B BUJE PYOLIOBBIX CKIEPOTHYECKUX M3MEHEHHUI B cocynax M Jie-
FOYHOM TKaHHMU.

Mop@donornyeckas KapTUHA TONOJHSAETCS W3MEHEHHUSIMU CO CTOPOHBI OpOH-
XOB U OpOHXHOJI, KOTOpPbIE XapaKTEpHbI JJi1 OpoHXHUanbHOU acTMbl. CTEHKa OpOH-
XOB MHOUIBTPUPOBAHA 303UHO(DHIAMH, CIU3UCTAsi OTEYHA, IIaJKUE MBIl Ha-
XOJSTCS B COCTOSIHUU TUNEPTPOGUH, HATUILIO METaruia3usi OOKaJIOBUIHBIX KIIETOK,
MPOUCXOUT 3HAUYUTENIbHOE YTOJIIeHUue Oa3alibHOM MeMOpaHbl, (OpPMUPYIOTCS
CJIIM3UCThIE TPOOKH B MPOCBETE TEPMHUHAIBHOIO OTJIEJa JbIXaTeabHbIX MyTen. H-
TEPCTULHAIIbHAS TKAaHb JIETKUX, TaK K€ KaK U MHTEPAIbBEOISIPHOE MPOCTPAHCTBO,
MHUIBTPUPOBAaHA TUM(DOIUTAMH, TJIA3MATUYECKUMHU KJIETKaMU U TUCTUOLUTAMU.
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Kinunnuyeckasi kapTuHa

Omnucano Tpu ¢a3bl KIMHUYECKOTo TeueHus 6oe3Hu. B nepByto dazy otme-
YCHBI TPOSBIICHUS AJUICPTUYCCKOTO PUHHUTA, KOTOPBIH YacTO OCIIOKHICTCS TOJIH-
MO3HBIMHU Pa3pacTaHUSIMU CIU3HCTOM HOCA WM TPUCOCAMHCHHUEM CHHYCHUTOB W
OponxmanbHON acTMmbl. [lepBast ¢asza 3abojeBaHUS MOXKET MPOAOKATHCS He-
CKOJIBKO JICT, 1 OCHOBHBIM KJIMHUYCCKUM CUHAPOMOM SIBIIICTCS OpOHXHAJIbHAS ac-
t™a. Bropas (aza xapakrepusyercs MOBBIIICHHBIM COJICPKaHUEM 303HHO(DHIIOB B
nepudepruIecKoil KPOBU M BBIPAKCHHOW WX MUTpanuei B TkaHu. Ha 3Tom sTame
dbopmupyeTcs XpoHHUECKas 303MHO(MIbHAS HHPWIBTPAIUS JETKUX U JKEIya04-
HO-KHMIIICYHOTO TpakTa. TpeThs ¢aza 3a00JIeBaHHS XapaKTEPU3YETCsS YaCThIMH U
TSDKEJIO MPOTEKAOIIUMH MPUCTYIIaMU OPOHXHAJIBLHON aCTMBI M TIOSIBJICHHEM IIPH-
3HAKOB CHCTEMHOTO BacKyJHTa. BpeMEHHOW HHTEpBaJl MEXKIYy BO3HUKHOBCHHUEM
CUMIITOMOB OPOHXHAJIBLHOM aCTMBI M BaCKYJIUTA COCTABIISICT B CPETHEM TPH roja (B
JUTEpaType OMUCaH ciydai, korga oH coctaBui 50 ser). CuuraeTcs, 4To 4eM Ko-
pode 3TOT MHTEpPBaJ, TeM HEOJAronpusATHEH MPOrHO3 TeyeHUs. BOojae3Hb MOKeT
MIPOSIBUTBECS B JII0OOOM BO3pacTe, HO Yallle MPHU3HAKH CHCTEMHOT'O BACKYJIHMTA MPH-
XOJIATCS Ha YETBEPTYIO WM IMATYIO JAeKaay XKU3HH. JKEHIIMHBI O0JICIOT B TPH pas3a
Jaiie, 4YeM MY)KYUHBI. bpoHXuanabHas acTMa OJIMH M3 OCHOBHBIX CHHIPOMOB 3TOTO
MIEPBUYHOTO CUCTEMHOTO BAaCKYJINTA; KaK MPABWIO, €€ KIMHHUYCCKUE MPOSBICHUS
MIPUXOAATCS Ha CTApIIyIO0 BO3PACTHYIO Tpynny. TedeHue 00JIe3H cpa3y CTAaHOBUT-
Csl TSDKEJIBIM, YTO BBIHY)KJAET Bpaucii B paHHHE CPOKH Ha3HAa4YaTh CHCTEMHBIE KOP-
TUKOCTEpOHIHbIE mpemnapaTel. OOocTpeHUss 00e3HHW OBIBAIOT YAaCTBIMHU, ITUIOXO
KOHTPOJUPYIOTCSI IPUEMOM YMEPEHHBIX 703 CTEPOHJIOB, BpAayd BBIHYKICHBI HX
MOCTOSIHHO HapaluBaTh. PEMUCCHM COKpAIAIOTCS, WHTCHCUBHOCTH M TSAXKECTh
KIIMHUYCCKUX TIPOSIBIICHUI OpOHXHAIBHOW acTMBbI HapacTaroT. [logo0HbIe hOpMBI
OpOHXHMAJILHON aCTMbI TPAKTYIOTCS, KaK TsDKelble (3I0kauecTBeHHbIe). C mosBie-
HUEM TPHU3HAKOB CHCTEMHOI'O BAaCKYJUTA CTEIEHb TSHKECTH OPOHXHATBLHOW aCTMBI
MOXKET YMEHBIITUTKCS; TCHEPATU3aIMK MPOIecca MPEANICCTBYET MEPUOJT JITUTEITb-
HOM JINXOpaJKH, BEIPAXKCHHONW WHTOKCHUKAIIUU TIPH CHIDKCHUH MAacChl Tela.

Jlpyrasi KIIMHHUYecKasi 0COOCHHOCTh TEUCHUsT OPOHXHAJIBHON aCTMBI MOSBIIC-
HUE JICTOYHBIX HHPWIHTPATOB. OHU PETUCTPUPYIOTCS Y ABYX TPETECH OONBHBIX, UTO
nenaet aumarHo3 cuHapoma Yapmx-Ctpocca Gosiee BeposTHbIM. MHbuUIbTpaTh B
JIETKUX MOTYT pa3BUBAThCS Ha Pa3HBIX dTarax OO0JC3HM: B IEPUOT MOSBICHUS TIEP-
BBIX MPUCTYIOB YAYIIbS WU YK€ B MEPUOJ PA3BEPHYTOW KIIMHHYECKOW KapTHHBI
CHUCTEMHOT0 BacKy/lIuTa. B auarHocTMke WHQPUIBTPATOB pEIIAIOIICe 3HAUCHHEC
UMEIOT PEHTTCHOJIOTHYCCKUE METOJIbI OOCJICIOBAaHUS OPTaHOB T'PYIHOH KICTKH.
NudunbTpaThl HOCAT TPAH3UTOPHBIN XapaKTep, MOTYT PaclpOCTPAHUTHCS Ha BCIO
JIOJTIF0 JICTKOT'0, HO Yalle JIOKaJU30BaHbI B HECKONBKUX cerMeHTax. OHHM OBICTPO
MOJIBEPraloTcs OOPaTHOMY pPa3BUTHIO NMPU HA3HAYCHHH TITFOKOKOPTHKOCTEPOMU/I-
HBIX MPENapaToB, YTO MOXKET OBITh UCIIOJIB30BAHO JJISI TIOCTAHOBKH JTMAarHO3a CHH-
npoma Yapmx-Crpocca (puc.11).
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Puc.11 Pentrenorpamma 60JIbHOTO CHHI[pOMOM Yapax-Crpocca.

C BHeipeHHEM B KIMHUYECKYIO MPAKTUKY KOMITbIOTEpPHON ToMorpaduu 3Ha-
YUTEJIbHO PACHIMPUIUCh BO3MOXKHOCTHM B JUArHOCTUKE JIETOUYHBIX BaCKYJIUTOB.
Ona mo3BosMia BU3yaJIM3UPOBATh MAPEHXUMATO3HbIE MH(PUIBTPATHI, YACTO CXO-
XKue ¢ (EHOMEHOM ‘“MaTOBOTO CTEKJa”’, PACIIOJIOKECHHBIC MPEUMYIIECTBEHHO IO
nepudepun. C MoMoIbl0 KOMIBIOTEPHOW TOMOTpadUU XOPOUIO BBISIBISIOTCS H3-
MEHEHHUS CO CTOPOHBI OPOHXOB, CTEHKH KOTOPBIX YTOJILIEHBI; B OTAEIbHBIX MECTaxX
OHM JTUJIATUPOBAHBI BILIOTH 10 00Opa3oBaHUs OPOHXOIKTA30B. Y HEKOTOPHIX OOJIb-
HBIX BBISIBJISIFOTCS Y3JI0BbIe 00pa30BaHus B JIETOYHOM TKaHH (puc.12).
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Irkutsk Regional Hospil
syngo CT 200

/04/1982. M. 28Y

01/2011

I ”»7
18:52.27

Spin: -0
Tilt: -90

Puc.12 KTBP 6onpHOro cunapomom Yapax-Ctpocca

Annepruueckuii puHUT BcTpedaetcs: 6osiee yeM y 70% OompHbix ¢ CUC.
Knunndeckass kapTuHa OOJIE3HM YacTO HAYWHACTCS C MPOSBICHUN PUHHUTA, KOTO-
PBIH OCITOKHSIETCSI Pa3BUTHEM B CIM3UCTOW HOCA TOJIHIIOB, WHMUIHTPUPOBAHHBIX
PO3UHO(GUIAMH U Y03WHOPWIBHBIMU cuHycuTaMu. OJTHAKO B OTIUYHE OT TPaHy-
Jemaro3a BereHepa, Korja HEKpOTHUYECKHE MPOIECCH B CEMTAIBLHOW YacTW HOCa
MPUBOJAT K ee nepdopaiu U pa3BUTHIO ceoBuaHOro Hoca, npu CUC nopobHo-
r'0 poja MPOIECChl, CKOpee, UCKITIOYCHHUS.

Knuandeckast KapTHHA CHCTEMHBIX BACKYJIMTOB XapaKTEPHU3yeTCs OOIBIIUM
nosumopduzmoM nposisineHuit. [Ipu CUC ormeuaetcst ocobas (paza 3adoneBaHus ¢
pHU3HAKAMHU CHUCTEMHOTO BacKynuTa. OOBIYHO K MPOSBICHUSM OPOHXUAIBHON ac-
TMBI M QJUICPTHUYECKOr0 PHUHHUTA MPUCOCIUHSIOTCS TaKWe OO0IIHUe MPHU3HAKH, Kak
JMXOpajJKa, MUAITHH, apTPAITHH, MPOUCXOIUT CHIKCHHE Beca. B 1iemom KiInHu-
yeckas kaptuHa CUC cxoka ¢ MpOsBICHUSMHU Y3€TKOBOTO MOJUAPTEPUUTA, OJTHA-
KO MPU3HAKOB MOpakeHUs MoveK He HaOmonaercs. Eciau B ge6iore 3a001eBaHust B
kmuHIYeckoi kaptuHe CUC mOMUHHUPYIOT POSBICHHSI aJNIEPTUIECKOTO PUHUTA U
OpOHXHMABHOHN aCTMBI, TO TIPH OCJIIOKHEHHBIX (popMax 3a00JIeBaHUs HA TIEPBOE Me-
CTO BBIXOZST MPHU3HAKK 3aCTONHON CEepJeYHON HETOCTATOYHOCTH MIIH KE MO3TO-
BOW WMHCYNBT. DO3MHOMUIBHBIE TPaHyJIEMbl MOTYT JIOKAaJIH30BaThCS B MHUOKap/Ie,
YTO MPUBOJAUT K HAPYIICHUIO COKpATHTENbHOW (YHKIMU Muokapnaa. [lopakeHue
KOPOHApPHBIX COCY/IOB, KOTOPOE HACTYIAET BCIEACTBHE BOCTIAIIMTEIHHOTO CHCTEM-
HOTO TIPOIIecCa B COCYZIaX, MOXKET SIBUTHCS MPUYMHON BHE3AITHOW CMEPTH Y ITOU
KaTeropuu OOJbHBIX.

69



[lopaxeHue HepBHOI cucTeMbl HaOmoaaeTcs 6osuee yem y 60% Bcex 00ib-
Heix ¢ CUC. Ha nepBoe MecTo BBIXOAUT Nepudepuueckas HeponaTusi: MOHOHEH -
pornartus, JUcTanbHas MOJIMHEHPONaTrs, PeIKo HaOII0AaeTCsl aCUMMETpUYHAs T0-
JUHEHponaThs. B oCHOBE ATHX MPOSIBICHUNA JISKUT WHOUIBTPALUsS IMHHEBPATh-
HBIX COCYIOB JuMoruTamu, UMMyHorIo0yarnHamu, Bkmoudas u IgE, a Taxke
KOMIIOHEHTaMH KOMIUIEMEHTa, IMMYHHBIMH KOMIUIeKcaMu. MIMMmyHoOTaTomormye-
CKH€ MPOIECCHl B AMUHEBPAIBHBIX COCYaX MOAACPKUBAIOT KOHUEMIUIO CUCTEM-
HOTO BackyjiuTa. Pexe BcTpeudaroTcsl pajuKyJoMaTHH, HEHponmaTusi 3pUTEIbHOTO
HepBa. [IpubIM3UTENbHO Y KaXA0r0 YETBEPTOro OOJIBHOTO MOSBISIOTCS MPU3HAKU
MOpPaXKEHUsI IIEHTPATbHON HEPBHOM CHCTEMBI: OT PACCTPOMCTB B SMOIMOHATIBHOU
cdepe 10 reMopparuyeckoro MHCyIbTa, MHPApPKTa MO3ra, SMUICNTUYECKUX SIBIIE-
Huil. HeoOxoaumMo yka3aTh Ha BO3MOXKHOCTH Pa3BHTHsI HEONArOMpHITHBIX peak-
Uil CO CTOPOHBI LIEHTPATBLHOW HEPBHOW CHCTEMBI B OTBET HAa MPOBOJIUMYIO Tepa-
U0 KOPTHKOCTEPOUIAMHU WM IMTOCTATUKAMH, KOTOpPbIEe TOPOW OBIBae€T IOCTa-
TOYHO CJIOHO OTJIMYUTH OT CUMITOMOB BAaCKYJIMTA.

[Topaxenne mouek npu CYUC He 4acTbl, M €CIM TAKOBBIE MPOUCXOIAT, TO OHH
HOCST, KaK MPaBUJIO0, HE BhIpAXKEHHBIN Xapakrtep. Tak, mpu y3eIKOBOM MoJihapTe-
pUUTE HEKPOTHUYECKUU TIJIOMEpPYIOHEDPUT C CErMEHTapHbBIM TPOMOO30M HOCHT
JOMUHUPYIOUINH XapakTep, U OT 3TUX MPOSBICHHUIA 3aBUCUT MPOTHO3 OOJHHBIX.
[Ipu CUC nporHoctuyeckoe 3Ha4eHUEe MMEET MOpa)KeHUe cepAlla U COCYAO0B To-
JIOBHOT'O MO3Ta, HO He novek. O HaKo U Mpu 3Toi GopMe BacKyJInTa HaOII0JaeTCs
NPOTEHHYPHsI, TeMaTypusi, TIOBBIIICEHHE CUCTEMHOTO apTePHAILHOTO JaBICHUS U
HayaJIbHbIE MPU3HAKUA MOYEYHOUN HegocTaTtoyHOCTU. CrienuanbHO 3TOT BOIPOC UC-
cinenoBanu Guillevin et al., oHM POU3BOAMIN TPUKU3HEHHYIO OUOTICUIO TIOYEK, U
B BBICOKOM MPOIEHTE CIIy4aeB OOHAPYKUBAJICS CETMEHTAJbHBIN riioMepysoHed-
PUT, KOTOpBIA KOppelupoBaid ¢ OOHApY>KEHHEM NEPUHYKIICAPHBIX aHTHUTEI
(PANCA). Tlpu nopakeHUM MOYEK PEAKO Pa3BUBACTCS HO3MHOPMIBHBIA HHTEP-
CTHIUATBLHBIA HHOUIBTPAT, TPAHyJIeMa U BaCKYJIHUT MTOYEYHBIX COCY/IOB.

[TopasxeHue KenyT0YHOKUIIEYHOT'O TPAKTAa OTHOCUTENIBHO YacTas KIMHUYe-
ckasg npobsema y 6oapHbIX ¢ CHC. Backynut u 303MHODHIBHBIN HHPUIBTPAT MO-
T'YT MPUBECTH K UIIEMHU W B MOCJIECAYIONIEM Mepopari CTCHKU KeITyIKa HITu
KuieyHrnka. Heo0XoanMo BHOBb MOJYEPKHYTh BO3MOXKHOE HETaTHBHOE BIIMSHUE
TEpanuy TITIOKOKOPTUKOCTEPOHUIAMHU, TPUEM KOTOPBIX MOXKET CTaTh MPUIHMHON 00-
pa30BaHUs OCTPOIl A3BbI KEIYJKAa U MOCIEAYIONIEr0 KPOBOTEUEHUS. DTU OCIOXK-
HEHHSI MOTYT OKa3aThCsl HEMOCPEACTBEHHON MPUYMHON CMEPTH OOJBHBIX C BAaCKY-
JUTaMHU.

Koxupie mopaxenuss npu CUC SBISIOTCS JOCTATOYHO YACTBIMH M MOTYT
MpoSBUTH cebsl elle B nepuon aedrota 3abosneBanus. Hanbonee yacToe KokHOE
MPOSBIICHUE TIPU 3TON (QopMe BacKyiuTa MOSABICHHUE OOJE3HEHHOW MypIypbl C
PEUMYIIECTBEHHOH JIOKaIu3aIel Ha HIKHUX KOHEYHOCTAX. [10K0oKHbBIE y3ei-
KU MPEUMYUIECTBEHHO JOKAIU3YIOTCS Ha ToloBe M pykax. OJHAaKO ClieyeT Mo/JI-
YEpPKHYTh, UTO CTIENN(DUUECKUX H3MEHEHHUI CO CTOPOHBI KOXKHBIX MIOKPOBOB Y 3TOMH
KaTeropuu OOJIbHBIX He HaOmonaercs. [lorumMophu3M KOKHBIX CHUMITOMOB MOKET
MPOSIBUTHCS MHPAPKTOM KOXH, OYJIIE3HBIMHU, MaKyJISIPHBIMH, TANMyJIe3HBIMU KN

YPTUKAPHBIMU BbICHIMAaHUSAMU. MHOTO0Opa3Hble (POPMBI MOpaKEHU KOKHBIX IMO-
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KpPOBOB IIPUXOAATCS Ha a3y pa3BepHYTHIX KIMHUYECKUX MPOSBICHUN CUCTEMHOTO
BaCKyJIUTA.

[lonuapTpanruu M apTPUTHl HAOIIOAAIOTCS NPUOIUZUTEIBHO Y KaXJA0ro
BTOporo 6oxsHOr0 ¢ CYC, 0coOEHHO B MEpPHUOJI pa3rapa CUCTEMHOIO0 BaCKYJIHUTA.
[lonuapTpairuu 4YacTo COMPOBOXKIAIOTCA MHUANTHSAMU. Ecnum Muanrus OTHOCH-
TEJIBHO YacTOE MPOSBICHUE CUCTEMHOIO BaCKYJIUTa, TO MOJUMHUO3UT PAKTUUECKU
He HaOmonaetrcs y 6onpHbix CUC. B auarnoctuke 3abofieBaHUs NpPHUIAETCS 3HA-
YyeHre OMOINCHM MBIIIL, TaK KaK OHAa MOXET JaTh JOCTaTOYHO OOBEKTUBHYIO MH-
(dbopmaluio 0 CHCTEMHOM BacKyJIUTE.

JlaGopaTopHasi IMarHOCTUKA

Do3uHopunus nepudepuyeckoil KpOBU OTHOCUTCS K YUCITY 3CCEHIMATbHBIX
npuszHakoB CUC. Yucio r03unoduiioB npessimaeT 1,5x109/1 (B OTHOCUTENBHBIX
BenuurHax >10%), rpaHULbl IPOLIEHTHOTO COAEPXKAHUS 203MHODUIOB KOJIEOTIOT-
cs ot 11 no 77%. Beicokoe conepxaHue 303UHOGUIOB U KIMHUYECKas KapTHUHA
MPUCTYIIOB OpOHXUaNbHOU acTMbI AenatoT auarno3 CUC Gonee yeM BeposTHBIM. C
HA3HAYEHUEM TIIOKOKOPTUKOCTEPOUIOB COJECpk aHUE 203UHOGUIIOB B nepudepu-
YEeCKO KpOBU OUYEHb OBICTPO CHIXKAETCS 1O HOPMAJIbHOTO YPOBHS, U UX MOBBIIIE-
HUE MOXET PacCMaTPHUBATHCS, KaK MPU3HAK HAUMHAIOIIETOCs 00OCTPEHHUS CUCTEM-
HOTO BacKylIUTa. D03MHO(PMIMS BBISBISETCS TaKXKe MPHU HUCCIEJOBAaHUU OpOHXO-
aJNbBEOJISIPHOTO JIaBaXka. B mponecce Tepanuu riatoKOKOPTUKOCTEPOUIAMH MPOUC-
XOJIUT, KaK y>Ke€ TOBOPUIIOCH BbIIIE, OBICTPOE CHUXKEHUE YUCiIa J03MHO(PUIIOB B I1e-
pudepruiecKkoil KpOBH, TaK K€ KaK U PEerpeccusi 303MHOPMIbHON MHEBMOHUH, OJ-
HAKO 3TOT THUII KJIETOK MPOJIOJKAET COXPAHATHCS B allbBEOSIPHON MOPILUU JIABAXK-
HOM XKUAKOCTH. BhICOKOE MPOIIEHTHOE CO/epKaHUE 203MHO(DUIIOB OOHAPYKUBAIOT
U TIPU UCCIIEIOBAaHUU TUIEBPAJIbLHOTO KCCyaTa.

OOpamaer Ha ce0s BHUMaHHME BBICOKOE cojepkanue odmiero IgE, onnako
cnenuduyHOCTh 3TOro nokazarens At CUHC HeBbIcOKa.

Oco0oe BHMMaHuE B JaOOPATOPHON TMAarHOCTUKE BACKYJIHMTOB MPHUAAETCS
oOHapyxeHuto antuten ANCA. [loBblllieHHOE COAep)KaHUE aHTUTEN BbBISBISAETCS
6onee ueMm y 67% OonbHbIX. HE00X01UMO OTUEPKHYTh, YTO AHTUHEUTPODUITBHBIE
nuToriazmatuieckue ayroanturena (ANCA) sBIAIOTCS KIAcCOM aHTHUTEN, Ha-
MPABJICHHBIX MPOTHUB AHTUT€HOB LUTOIUIA3Mbl MOJUMOP(POHYKIECAPHBIX HEUTpO-
¢bunos, riaaBHeIM oOpazoM mportenHasbi-3 ([1P3) u muenonepokcunaszsl (MIIO).
[Ipu npoBeneHUU TecTa ¢ HEMPSAMON UMMYHO(IIIOOpECHEHIIUEN PA3TNYaIOT IIUTO-
miazmartnyeckue (CANCA) u nepunykneapusie antutena (PANCA). IIpu CUC
HamOoJiee XapaKTEepPHBIM SBISETCS OOHApY)KEHUE TEPUHYKICAPHBIX aHTUTEN
(PANCA) ¢ aHTUMHENONepOKCUAa3HONH aKTUBHOCTBIO, PEKE BBISIBISIIOTCS LIUTO-
mazmatnyeckue antutena (CANCA). V GonbHbIX ¢ rpaHynemaro3oMm Berenepa
Yalle BBISABIISAIOTCS MOBBIIICHHBIE TUTPHI aHTUTEN C aHTUIPOTEA3HON crienuuaHo-
ctbio (I1P3); mpyu MUKPOCKONUYECKOM MOJIMAHTUUTE Yallle YCTaHaBIMBAIOT MOBBI-
HIeHHbIE KOHLEHTpanuu nepunykieapHbix aHtuten (PANCA); He BBISBIAIOTCS
OHM Yy OOJIHBIX C Y3EJIKOBBIM MONHapTepUUTOM. CepoJOrnyecKoi JUAarHOCTUKE
npuaaercs 00JIbIIOe 3HAUEHHE HE TOJBKO B Pa3eeHUH KIMHUYECKUX (GOpM CHC-
TEMHBIX BaCKYyJUTOB, HO U B OIlleHKE 3(P(EKTUBHOCTH MPOBOAMMOM Tepanuu. M3

APpYyTux na60paTopHmX TCCTOB 3HAYUCHUC NPUIAIOT UCCICIOBAHHUIO PCAKIIUHN OCC-
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JTAaHUS SPUTPOIUTOB, KOTOpasi y ATOM KaTerOpuu OOJIbHBIX YCKOPSETCs, 4TO B CO-
YeTaHUU C TUNEPI03MHOGUINEH U TTOBBIIICHHBIM COJICPKAaHUEM UMMYHOTJI00YIH-
Ha kiacca E nmeer nuarsHoctudyeckoe 3HayeHue. Peko BBISABISIETCS aHEMUS, MO-
T'YT ONpPEACIATHCS UMMYHHBIE KOMIUICKCHI U peBMaTOUIHbIN (akTop. [Ipuniumnu-
anbHOE 3HaueHue B JiabopartopHoi nuarHocTrke CUC mpumaercs yCTaHOBICHUIO
(daxTa runep’r03uHOQPUINH, TOBBIIMICHUIO YpoBHs ob01iero IgE u nmepuHykiieapHbIx
AHTUTEJ C aHTUMHUEIIONIepOKCcH1a3HOM akTUBHOCThIO (PANCA).
Jleuenue

[Tporuo3 npu CUC MoxeT ObITh HEOIATONPUATHBIM, €CIU OOJIbHBIC HE TTOTY-
YaroT aJeKBATHOTI'O JIEUeHUs. B nepByro ouepepb, €Ciiu CBOEBPEMEHHO HE Ha3Haue-
Ha Teparnusi CHCTEMHBIMH TJIFOKOKOPTUKOCTEPOUIAMHU, KOTOPhIE TTIOMOTAIOT OBICTPO
u 3¢pdextuBHO. HauvanbHas go3a noctaToyHo Oojblas M cOCTaBiseT 1 MI/Kr
MPEeIHU30JI0HA B CYTKH, B MOCIEAYIOIIeM (4epe3 Mecsll OT Hauyaja Teparuu) ee
ObIcTpo cHIKaOT. Kypce Tepanuu riitoKOKOPTUKOCTEpOUaaMHU paccuuTan Ha 9 - 12
MECSLIEB.

PexoMenayeTcs OCyIIECTBIISITh TIIATEIbHBIM KOHTPOJIb 32 KIMHUYECKUM CO-
CTOSTHUEM OOJIBHBIX, UCX0As U3 Toro, 4To CYUC OTHOCHTCS K YUCIY CUCTEMHBIX
BacKyJIHTOB. B okyce BHUMaHUS Bpada JOJDKHBI OBITh BCE BO3MOYKHBIE MTPOSIBIIC-
HUsg OOJIe3HU: IIEHTpalibHas U Tepudepruyeckass HEpBHas CHCTEMa, BEPXHHU U
HIWDKHUN OTJAENBI JbIXaTEIbHBIX MYyTEH, CEpIEUHOCOCYIUCTAasA CUCTEMA, KETYyA0U-
HOKHUIIEYHBIN TPAKT, YPOT€HUTAIbHBIA TPAKT, 3peHuE U T.1. [IpoBoasiTcsa moBTOP-
HbIE MCCJIeIOBaHUs TIepudepuIecKor KPOBU U KOHTPOJIUPYIOTCS YPOBEHBb D03MHO-
(bUII0B, CKOPOCTH OCEIaHMs SPUTPOIUTOB. OTCYTCTBYIOT YETKHE PEKOMEHIAINK O
TuHaMHYecKoM HaoOmojeHuu 3a ypoBHeM ANCA, KOTOphIM NpHAAaeTCs TaKoe
0oJIbIIIOE 3HAYCHUE MPU MEPBUYHON JUAarHoCTUKe Backynuta. CToikas KIMHUYeE-
CKasi pEMUCCHS U TTO3UTHUBHBIC JJa0OpATOPHBIC MMOKA3aTEIN MO3BOJISIOT IEPEUTH Ha
AJBTEPHUPYIONIYIO CXEMY MPUEMA TITIOKOKOPTUKOCTEPOUA0B. OJTHAKO B KIMHUYE-
CKOM MPaKTUKE BCTPEUAIOTCSI O0IBHBIC, Y KOTOPBIX PA3BUBACTCSI PE3UCTEHTHOCTD K
Teparuu KOPTUKOCTEPOUIaMH, YTO, B KOHEUHOM CUETEe, MPUBOJUT K 0OOCTPEHUIO
3aboneBanuss. ONTUMU3AIMS TPOTUBOBOCIIAIUTEIILHONU TEPANTUK MOXKET OBITh J10C-
TUTHYTA 34 CUET COYETAHHOIO HA3HAYEHUS TIIIOKOKOPTHUKOCTEPOMIOB M LMUKIIO-
dbochamuna. [locnegnuii Ha3HAYAIOT U3 pacyeTa 2 MI Ha KI' Macchl Tejia B JEHb.
Tepanust paccuutana Ha roj; A03y Iukiodochamuaa cienyeT KOPpeKTUPOBATh B
3aBUCUMOCTH OT (PYHKIIMM MOYEK U MoKa3arenen 6enoit kpoBu. [Ipu Tspkenbix 060-
ctpennsx CYC nokazaHo npoBejeHue miazMadepesa; ¢ ero npuMEeHEHUEM CBSI3bI-
BaIOT CHIDKEHHE MOOOYHBIX 3(PPEKTOB, KOTOPHIC pa3BUBAIOTCS BCIICICTBUE BBICO-
KHX 7103 TJIFOKOKOPTUKOCTEPOUI0B U nukiopochamuaa. [lpu ku3Heyrpoxarmumux
000CTpEHUAX TMEPBUYHOIO CHUCTEMHOI'0 BACKYJIUTa MOKA3aHO MPOBEICHUE IYIIb-
CTepanuu METUINPEAHN3010HOM (15 MI/Kr BHYTpUBEHHO BBOJIUTCS B TCUCHHUE OJI-
HOTO yaca Ha NnpoTsikeHuu 36 mHei). HekoTopsie aBTOPHI ¢ yCIEXOM MPUMEHUIN
COUeTaHUE METWJIIPEIHNU30JI0HA U ITUKIodochaMuia B BUIE MyJIbCTEPAITUH.

CymiecTByeT elie oJiHa Tpymmna 3a00JIeBaHUN OpPraHOB JbIXaHUsS, KOTOpas
PEHTTEHOJIOTUYECKHU TTPOSIBIISIETCA KapTUHOM JIerouHoil nucceMunanuu. K Hum ot-
HOCHUTCS OOJTUTEPUPYIOIMINI OPOHXUOIHUT C OPTraHU3YIOIICHCS THEBMOHUECH
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OBJINTEPUPYIOIININ BPOHXUOJINUT

O6autepupyromuii Oporxuonut (OB), Ha3zbpIBaeMblil Takxke "00JIE3HBIO Ma-
JeIX AbixaTenbHbIX nyteil", unu Ob c opranusytomieiics naesmonueit (OBOII),
OIMCAH MOHAYaly KaK cCaMOCTOsITeIbHOE 3a00JIeBaHHUE.

bblna BBISIBIEHA KapTHHA MOPAXXEHUS TOJIBKO TEPMHHAIBHBIX M pecHupa-
TOPHBIX OPOHXHOJ, T.€. "KIACCHUECKUI" HIIM U30JIMPOBAHHBIN OPOHXHOIUT, U Ha-
psay ¢ mopaxkeHueM OpOHXHOJ HaOdroAanach cBOeoOpa3Hasi KapTHHA BOBIICUEHUS
B BOCHAJIMTENBHBIN MPOLIECC aJbBEOJ ¢ HAIMYMEM OpPraHM30BaHHOI'O 3KCCyAaTa B
UX TPOCBETE — ATOT CUHAPOM MOIY4YWs Ha3BaHUE "OOIUTEPUPYIOLIETO OPOHXHO-
muTa ¢ opranusymoieiics nueBmonueit” (OBOIN).

B nacrosimee Bpems u3BecTHO, utro OBOII MoXkeT pa3BuUBaThCA Kak OC-
JI0’)KHEHUE IIMPOKOr0 KPyra JEKAPCTBEHHBIX U TOKCUYECKUX Bo3naeucTBuid. Cpenn
npuurH OBOII u3BecTHBl HUTPOdYpaHbI, CyIb()aHUIAMU/bI, TEHUIIMIIIUHBI, ac-
NYpanys MUHEPAJbHBIX MACENl, HAPKOTUKH, HUTOCTATUKH, CONH 30J0Ta; 25% Ie-
kapctBeHHOro OBOII npuxoauTcs Ha aMUOAAPOHOBYIO TOKCUYHOCTB. [losiBisieTcs
Bce OOJIbllle TaHHBIX O JIETOYHOM TOKCHUYHOCTH MpPernapaToB, PEryaupyromux Ju-
NUIHBIA 00OMEH, B YaCTHOCTH cuMBacTaTUHA. CTaTUHBI BBI3BIBAIOT U3MEHEHHS B
Jerkux no tuny Qocdonunugoza. Mopdonornyeckas KapTUHa JIETOYHBIX MOpa-
KEHUM, BBI3BAHHBIX CTaTUHAMH, UMEET CXOJICTBO C BapHMAHTaAaMU MWHTEPCTULIHAIIb-
HOM nHeBMOHUU ¢ Ob. BricOkas MMMYyHOT€HHOCTb CTATHHOB NMPUBOJIUT K Pa3BU-
THUIO CUCTEMHBIX MOPAKEHUM, U Y OOJIbHBIX MOMHUMO JIETOYHBIX HAPYIIEHUN MOSIB-
JSIOTCA MPU3HAKK BOTYAHOYHOIIOAOOHOTO CUHAPOMA U TICEBIONOTUMHUO3UTA .

OcHOBHBIM MOP(HOJOrHYECKUM CYOCTpaTOM OpPOHXHMOJIUTOB SIBIIAETCS MPO-
OYKTUBHOE BOCHMAJICHUE C MOBPEKICHUEM SIUTENNs, Pa3pacTaHHEM B peclHpa-
TOPHBIX OPOHXHMOJAX W allbBeoJiaX IPAHYJISLUMOHHOW TKaHW, (OPMHPOBAHHUEM B
anbBeoJiax 1 OpoHxuonax pudporruueckux macc — rener] Maccona. Kinnnuuecku y
TakuX OOJBHBIX OOHAPYXUBAETCA CMEUIAHHBIM THM JbIXaTEIbHBIX HAPYILICHUH, B
TOM uucie ¢ npeobnaganuemM pectpukiuu. B maroreneze Ob BaxkHoe 3HaueHue
OTBOJSAT HApYIIECHHUSM MEXKKIETOUHBIX B3aUMOJCHCTBUN HA TEPPUTOPUHM KaK
OpOHXMAJILHOTO JIepeBa, TaK W JErOYHOr0 MHTEPCTULIMA. Y CTaHOBJIEHA POJib HEM-
TpO(HUIIOB KaK MCTOUYHHUKOB CBOOOIHBIX PAJMKAJIOB, CUUTAIOUIUXCS BEAYLUIUMHU B
pa3BUTHH NOBpexXIeHUs U OpoHxokoHcTpuKkiuU. Tak kak npu OBOII pazBuBaetcs
OpoHxHaNibHAsA OOCTPYKIIMS, B CXeMaX Je4eHHUs] 0043aTeIbHO HEOOXOAMMO UCTIONb-
30BaTh WHTAISTOPHBIE WM CUCTEMHBIE CTEPOUIbI, OPOHXOTUTUKU, MYKOJIUTHKHU,
AHTUOKCH/IAHTBHI.

JTHOJIOTUSA U NIATOTeHe3
[Tpuuunbr Ob 10BONBHO pa3zHOOOpa3Hbl. DTO 3a0oJjieBaHKEe OOBIYHO BCTpE-
YaeTcs MOCNe TPAHCIUTAHTAIMK KOMIUIEKCA CepIe — JIETKHE, IBYX WIH OJHOTO
JIETKOTO, KOCTHOTO MO3Ta, MOCIe BHPYCHBIX MH(EKINN, WHTAISIUN TOKCUYHBIX
BeliecTB, Ha ¢doHe auddy3HbIX 3a0oneBanuil coenunutenbHo TKanu (3CT),
BOCTIAJIUTENIBHBIX 3a00JICBAaHWN KHUIICYHUKA, Ha (hOHE MpHeMa HEKOTOPBIX MEH-
KaMEHTOB, JIydeBoW Tepamuu, cuHApoma CrtuBeHca — JIkoHcoHa, IgA-
HedponaTh. B GoIpIIMHCTBE clydaeB yAaeTcs BBIICHUTH MpuunHy pa3Butws OB,
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UIMOMATUYECKUE UM KpUNTOreHHble (popMbl BeTpevarorcs peke. Hambomee xo-
poio u3ydensl popmbl Ob, pazBuBIIerocs mocie TpaHCIUIAHTALNH.

Cumraercs, uro Ob mnpezacraBisieT coOoil MNposiBIEHHWE HeceUUu(PUUHBIX
TKAHEBBIX PEaKIM Ha pa3IMyHbIe MOBPEXKIAIOIINE CTUMYJIbI HA YPOBHE MEIKHUX
JI1. Tlocne moBpexaeHUs 3MUTENUS OPOHXHOJ MPOUCXOIAT MHUTpalUs U MPOJIu-
deparusi ME3EHXUMHBIX KJIETOK B MPOCBET UM CTEHKY OpPOHXHOJI, YTO MPHUBOJHUT B
KOHEYHOM HUTOT€ K JACMO3UIUU B HUX COSUHUTENBHONU TKAHHU.

[lepBuunbiM coObiTHEM npu OB 4yacTo SBIAIOTCS HEKPO3 OPOHXHOISIPHOTO
AIUTENNS U JIeHyAalus 06a3aibHOM MEeMOpaHbl B OTBET MOBPEKIAIOLINE CTUMYIIbI
(TOKCHYHBIE TTAapbl, BUPYCHI), YTO MPUBOAUT K M30OBITOUYHON MPOIYKIIUU PA3TUUHBIX
PETYJISTOPHBIX NENTUAOB: (PAKTOPOB POCTA, IIUTOKMHOB M AJTr€3WBHBIX MOJICKYIL.
[Ipu ayTOMMMYHBIX, JIEKAPCTBEHHBIX, TOCTTpaHCIIaHTalMOHHBIX OB nepBUYHbIM
3BEHOM IaTOreHe3a MOKeT ObITh MOBbINIeHHE dKcnpeccun antureHoB MHC (major
histocompatibility complex — rmaBHoro komruiekca ructocopmectumoctu) Il kmac-
ca Ha KJIeTKax OpOHXMOJSPHOTO MUTEININS, YTO SABISETCS PE3YIbTATOM JIOKAIbHON
MPOIYKIMU IUTOKUHOB. J[aHHBIE HAPYILIEHUS TPUBOJAT K MPE3CHTALIUU ayTOAHTH-
reHoB, T-KJIeTOUHON aKTUBALMU, Pa3BUTHIO BocnaieHus U pudpo3zooOpa3zoBaHus B
menkux 11, T.e. pa3BuBaeTcs Ta e 1enb COOBITUH, YTO U MIPU MHOTUX APYTHUX ay-
TOMMMYHHBIX 3a0osieBaHusX. Bocnanenue npu OB, kak mpaBuiio, acCOLMUPOBaH-
HO C HalM4YhMeM B BOCHAIMUTENbHBIX HHPWIbTpATaX MUTOTOKCHUYECKHX T-
TUMQOIIHUTOB.

Opxnum u3 Hauboliee BEepOSTHBIX (PaKTOPOB POCTA, IPUHUMAIOIINX YYaCTHE B
ctuMyssiiu nponudepanun pudpodiactoB npu Ob, cuntaercst TpPOMOOIUTAPHBIN
daxtop pocta (TDP). Ilossimienue conepkanusi TOP Ob1710 BBIIBIEHO B OPOHXO-
anbBeosisipaoM JnaBaxe (BAJl) y mauuentoB ¢ aktuBHbIM Ob. Cpenu HMTOKMHOB
BakHY10 poiib nipu Ob urpator g- uarepdepon (g- UOH) u unrepneitkun 1b (MJI-
1b), renHas 3Kcmpeccusi KOTOPBIX yBelnyeHa npu 3ToM 3aboneBanuu. MJI 1-b pe-
TYJIUPYET POCT IUMQPOLMTOB, UX NUPPEPEHIUPOBKY U HUTOTOKCUYHOCTD MPH Ay-
TOMMMYHHBIX U UH(EKIMOHHBIX Mpoleccax, a g-UDPH unayuupyer skcrpeccuto
anturenoB MHC II knacca Ha snuTeNHAbHBIX KIETKAaX U PETYIUPYET MPOIYKIUIO
UMMYHOTJIO0YJIMHOB.

Baxnyto ponb B narosnorun Ob urparoT snurenuanbibie KieTku. OHU cek-
peTupyoT (HUOPOHEKTHH, SBIISIOUIMICS XEMOATTPAKTAaHTOM sl (puOpoOIacTOB.
Perenepupyroiye sMUTEINOIUTHI CIIOCOOHBI YCUIUBaTh nposudepanuio Gudpoo-
JIACTOB U MPOAYKIIMIO KOMIIOHEHTOB SKCTPALICIITIONSIPHOTO MaTPUKCA.

B nocnennue roapl Bce 60blIe BHUMAHUS YIETSAIOT U3YYEHUIO POJIU UHTET-
puHOB 1ipu (pudponpondepaTuBHBIX Mpolieccax, Tak KAk MHTETPUHBI BHIOIHSIOT
(GYHKUHMIO aAre3ur ME3eHXUMAIbHBIX KJIETOK K KOMIIOHEHTaM 3KCTPalEIUTIONISIPHO-
ro matpukca. OCHOBHBIMU KJIETOYHBIMH KOMIIOHEHTAMU T'PaHYJISIIUOHHONW TKaHU
ABIIAIOTCS (PUOPOOIACTHI U IHIOTENHUANIBHBIE KJIETKH, & OCHOBHBIMU MPOTEMHAMU
BHEKJIETOYHOI'0 MaTpukca — (pUOpOHEKTHH U puOpuH/PpudbpruHOreH. Aare3us Kiie-
TOK K (pUOPOHEKTUHY MPOUCXOJIUT U nmoMouiu aSbl -unTerpuna, Kk GuOpUHOreHy
— npu nomoinu aSb3 -unrterpuna. biaokaaa mpoieccoB aare3uu KIETKH — MaTPUKC
MOKET MHIMOUpOBaTh peakuuu ¢pudporeHe3a U MpeaoTBPaTUTh Pa3BUTHE U MPO-
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rpeccupoBanue OB, mo3TomMy M3yyaercsi BO3SMOXHOCTh BMEIIATENbCTBA B BOCIIA-
JUTEIBHBIN MIPOLIECC HA ATOM JTalle.

Mopddoaoruyeckass KapTUHA

['ucronornyeckas kaptuHa Ob xapakTepuzyeTcs KOHIIECHTPUUECKUM CYKe-
HUEM TNPEUMYLIECTBEHHO TEPMHUHAIBHBIX OpPOHXHMOJ, KOTOPbIE YaCTUYHO WIIU
MPAKTUYECKU TOJHOCTBIO OOJIUTEpUpPOBaHBI TpyOOW pyOIIOBOWM COEIMHUTETHHOMN
TKaHbIO, pacrojaralouieics B MOJCIU3UCTOM CJI0€ W/WIH B alBEHTULIMU. [[pyrumu
BXKHBIMU OCOOEHHOCTSIMU MOP(OJIOTHYECKON KapTUHBI SBIISAIOTCS OpPOHXHOJIAP-
HBIM WM IEpUOPOHXHUOISPHBIA XPOHUYECKUM BOCTIAIMTENbHBIN HMHPUIBTPAT pa3-
JIMYHOM MJIOTHOCTH, pa3BUTHE OPOHXMOJIOIKTA30B CO CTA30M CEKPETa, CKOILIEHUEM
Makpodaros, GOpPMHUPYIOUIUX CIU3UCThIE MPOOKU B JIIOMUHAIBLHOM OTJEje OpOH-
X10J1. BO3MOXXHBIMU 3JIEMEHTaAMH TUCTOJIOTHUYECKONW KapTUHBI MOTYT OBITh TUIIEp-
Tpous riaaaKoil MyCKyJaTypbl TEPMUHAIBHBIX OPOHXHOJ M HEKPO3 OPOHXHUOJISIP-
HOTO 3MUTEIINS, TAKKE MOT'YT IIPUCYTCTBOBATH THIEPILIa3Hs OOKaTOBUIHBIX KeEJe3
U MeTarmia3us OpoHxuanbHoro snutenus. Ha pannux sranax pazsutus Ob moxer
OBbITh TPEACTABICH KapTHUHOW OpPOHXHUOJSAPHOTO BOCHAICHHUS C MUHUMAJIbHBIM
pyOLIeBaHHEM WM TOJIBKO JIMM(OIUTAPHBIM BOCHalieHneM 0e3 mpu3HakoB (Gudpo-
3000pazoBanus (lymphocytic bronchiolitis). Eciu nporneccor dhubponponudepa-
MU COMPOBOXKAAIOTCS NEPUOPOHXUOISIPHBIMUA JTUMGOIUTAPHBIMU HH(UIbTpaATA-
Mmu, To OB paciieHuBaeTcs Kak aKTUBHBIN, €clii ke JuMdouuTapHbie HHOUIbTpa-
Thl OTCYTCTBYIOT, TO Ob cunrtaercsa HeakTuBHBIM. [laTTepH Mopdonoruyeckoro
MOBPEXKJIEHUSI OOBIYHO "MSATHUCTHIN", T.€. HapsALy C IpyObIMU M3MEHEHUSIMU Ta-
PEHXHMMBI BCTPEYAIOTCS U COXPaHHBIE CTPYKTYPHO-aHATOMUYECKUE €UHUIIBI .

[Ipu Ob 06bIYHO MOpaxaroTcs TePMUHAIbHBIE OPOHXMOJBL;, PECIUPATOPHBIE
OpOHXMOJIBI, aJIbBEOJISIPHBIE XO/IbI, AJIbBEOJISIPHBIE MEIIOYKH U aJbBEOJIbI, KaK Mpa-
BUJIO, B BOCTIAJIMTEIIbHBIN MpOIECC HE BOBIEKAIOTCS. MOXKeT HaOIoAaThCsl pa3Bu-
THE MUHTEPCTULHAIBLHOTO (prOpo3a, OJHAKO OH HMKOTJA HE JOCTUTAeT TAaKOW BbI-
paxeHHOCTH, Kak npu kiaccuueckux M3JI. Kpome mansix 11, B mponecc Bocna-
JICHUSI TaKXKe BOBJICKAIOTCS KPYIHBbIE OPOHXHM, B KOTOPBIX YacTO OOHAPY>KHUBAIOT
pa3BUTHE LMIUHAPUYECKUX OPOHXO0IKTa30B, (HOPMHUPOBAHUE CIU3UCTHIX MPOOOK,
THOMHOT'O 3KCCYJlaTa U XPOHUYECKOT0 BOCTIAIMTENbHOTO HHPWIBTPATa, COCTOAILIE-
ro 13 JMM(OLUUTOB, MAaKpO(aroB U Mia3MaTHUYECKUX KIETOK.

[Tpu nmocrrpancmiantaimonaoM Ob xapakTepHoit MopdoIoruuecKoit Haxo/I-
KOU SIBJISIETCSI TTOPaKEHUE JISTOYHBIX COCYN0B: (hparMeHTanus 0a3anbHON MemMOpa-
HBI, CKJIEPOTUYECKHE U3MEHEHHUS B apTEPHUSX MBIIIEUYHOTO U AJIACTUYECKOr0 THUIIOB
U B MEJIKUX BEHaxX W BeHyJax. JlaHHbIe U3MEHEHHUs XapaKTEePHBbI AJIs peaKIUU Xpo-
HUYECKOTO OTTOPKEHMSI, HAOIIOIAI0IIErocst U B IPYTUX COMUIAHBIX OpraHax.

JAnarsocruka
Juarao3 Ob oObBIYHO OCHOBBIBAETCSA HA JAaHHBIX aHAMHE3a, KJIMHUYECKOW KapTHu-
HbI, (U3UKAILHOTO 00CJIEA0BaHMUs, PEHTICHOJIOTHYECKOW KapTHUHBI TPYTHON KIIET-
KM U pe3yJibTaTax JAPYTHX MCCIEeNOBaHUMN (Tra30BbIM aHAN3 apTepUAIbHON KPOBH,
BAJI), Ho HamboJyiee HAJAEKHBIM METOJIOM JTUATHOCTUKH SIBJISICTCSI THCTOJIOTHYE-
CKUU.
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Kinunnyeckasi kapTuHa

Knunnueckas kaptuna Ob B Hemanol cTeneHu 3aBUCUT OT €ro MPUYUHBI.
Tax, 3aboneBanue pasBuBaercsa octpo nocie uHramsauuid HCl u SO2, unu nocie
BUPYCHBIX MH(EKIUN, "OTCPOYEHHO", T.€. MOCJE CBETIIOTO MPOMEXYTKA — MOCTe
nHrangaiuu NO2 u vezametHo — nipu JA3CT u nocne tpancmanramuu. [Iporpec-
CUpYIOILasl OJBIIIKA SIBISETCS KapJUHAIBHBIM MpU3HAKOM 3a0osieBaHus. CHauyana
OJIbIIIIKA TOSBISETCA TOJBKO MpH (PU3UUECKON Harpyske, OAHAKO B JalbHeiIIeM
OTMEUAETCs JI0BOJBHO OBICTPOE HapacTaHUE TSHKECTH JUCITHOD, Majeiliiee Hamps-
’KEHHUE BBI3BIBACT OJBIIIKY. OJbIIIKA YACTO COMPOBOKAACTCI MATONPOAYKTUBHBIM
kanuieM. [Ipu ayckynbraniuy Ha paHHUX dTanax pa3BUTHs 3a00JIeBaHUS BBICTYIIHN-
BAIOTCSI CyXH€ CBUCTSAILIME XPUIIbI, 0COOCHHO B 0a3alIbHBIX OTJENaX, HHOTJA CJIbl-
IIeH XapaKTepHbIM MHCOUPATOPHBIA "MUCK", OIHAKO MO MEpe HapacTaHUs THIep-
MHOISAUMY JIETKUX JbIXaHHe ocla0eBaeT U XpUIlbl MPAaKTUYECKU Hcye3aloT. B He-
KOTOpBIX Cy4asx /1e0roT 3a001eBaHusl HAIOMUHAET KapTUHY BUPYCHOIO OPOHXU-
Ta: OCTPOE WJIM MOAOCTPOE HAYallo, CyXOW Kallledb, CBUCTAILEE AblXxaHue, cyodeo-
puibHas Temnepatypa. Ho cuMnToMbl HOCST "3aCTRIBIIMI" XapakTep — OTCYTCTBY-
€T Kakoe-Tnbo ynydllleHue Win paspemienue 3adoneBanus. Xots Ob u oTHOCcHUTCS
K 0OJIE3HSIM MaJbIX JIbIXaTeJbHbIX MyTEH, 4acTO B MPOLECC BOBIEKAIOTCS U KPYII-
Hble OPOHXH, UYTO MPOSIBISETCS KIMHUYECKUMU CUMITOMaMH OaKTEepUAIbHOU CY-
nepuHpekunu win 6poHxo3kTa3zoB. Kak u npu OpoHX03KTa3ax APYyrod mpUpobl,
4acTo OOHApY>KMBAIOT XPOHMYECKYIO KoyioHM3anuio Pseudomonas aeruginosa u
Aspergillus fumigatus, nanusie BO30yauTeNH 0OBIYHO MEPCUCTUPYIOT MPU CHUKE-
HUU o0bema GopcupoBanHoro Bbioxa 3a lc (O®B1) no 1,5 1, umm 40 % ot HOp-
Mbl. Bbicokasi nuxopajika U IpOAyKTUBHBIN Kalleslb OOBIYHO SIBISIOTCS MPU3HAKA-
MU OaKTepuajabHON cynepuH(EeKIHnHU, KOTOopas MHOT/A MOKET CTaThb HEMOCPECT-
BEHHOM npuunHoi cmepT 6o1sHOro Ob. IIporpeccupoBanue 3a00ieBaHMs y MHO-
IMX MalMeHTOB HOCUT CKauKOOOpPA3HBIM MM CTyNEHYAThId XapakTep — MepUuoabl
YXYALIEHUS OO0IIETr0 COCTOSHUS U (YHKUIHOHAIBHBIX MapaMeTpOB YEepenyloTCs C
NepUoJaMU OTHOCUTENIBHO CTa0MIbHOTO cocTossHMs. Ha mo3auux craausx 3adoie-
BaHUA pa3BuBaeTcs MU(GPYy3HBIA TEIIbIH LIMAHO3, OTMEYAETCS BBIPAXKEHHOE Ha-
NpsDKEHUE MPU JIBIXaHUM BCIIOMOTATENIbHBIX PECIUPATOPHBIX MBI HIEH, "ThIX-
Tamee" AbIXaHUe, YTO JaJI0 MOBOJ Ha3BaTh 00NbHBIX OB "CHMHMMHM NBIXTENIBIITMKA-
Mu'".

PenTtrenosiornyeckue MeToabl

CrangapTHble PEHTT€HOIPaMMbl TPYAHOM KJIETKHM 4acTO HE BBISBISIOT W3-
MEHEHUM, XOTs MOTYT HaOJIIOaThCsl MPU3HAKU TUIEPBO3IYIIHOCTU JETKUX, PEXKE
omnpezensieTcss caadoBbIpaKEHHAs] JUCCEMUHALMS TI0 OYaroBO-CETYATOMY THILY.
WNuorpa nerounble 00beMBbl Jake YMEHBIIEHBI, KaK, HAalpUMEp, MPU CHHAPOME
Makneona wimn nocrrpancuiaitraiiuoHHoM Ob. B 1ienoM u3MeHeHus: peHTreHoI0-
rUYecKoi KapTUHbI OOHapykuBatoT He O6osee yeMm B 50 % Bcex ciyyaeB Ob.

bonee 4yyBCTBUTEIBHBIM TUATHOCTUUECKUM METOJIOM SIBIISIETCSI KOMIIBIOTEP-
Hasi Tomorpadus Beicokoro paspemenus (KTBP), mocpeacTBom koTopoil usmeHe-
HUsl 0OHapyx)uBaloT 6osee yeM B 90% ciyuyaeB. HenzmeHneHHbIe OPOHXHUOJIBI, OCO-
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OCHHO PacmoJIOKEHHbIE HHTPaIoOysipHO (quametrp meHee 2 MM), Ha KTBP He Bu-
3yalM3UPYIOTCS, MOCKOJIbKY TOJIIMHA MX CTEHKH He mnpesbimaer 0,2 MM, 4TO
MEHbIIE pa3pelaollei cnocoOHOCTH MeToAa. BpOHXHOIBI CTAaHOBSITCSI BUIHBI TIPU
Pa3BUTHHM B HUX MATOJIOTMYECKOTO Mpoliecca, TaK Kak M3-3a NEePUOPOHXHATBHOIO
BocnaneHusi, (pudpo3a, HIKCTPATIOMUHAIBHOM SKCIAHCUU COCAMHUTENbHONU TKaHH,
HSHAOOPOHXHUATBHOTO PA3BUTHUSL TPAHYISLIUMOHHOW TKAaHU MPOUCXOIUT 3HAUUTEIb-
HO€ YTOJIEHUE CTeHKH OpoHxuoa. Pa3znnyaroT npsmble U HEMpsSMbIE AUArHOCTH-
yeckue npuszHaku Ob, o6napyxuBaemsie npu nomoinu KTBP (puc.11). K npsimMbim
npu3zHakam Ob OTHOCATCS MeNKHE pa3BETBICHHbIC 3aTEMHEHUS WIIM LEHTPOJI00Y-
JSIpHBIE Y3€JIKH, OTpaXKaroliue NepruOpOHXUaIbHbIE YTOIIICHUS, CIU3UCThIE MPO0-
K1 ¥ OpoHxHoaIKTa3bl. [IpsiMble pu3Haku BeTpevaroTes Juub B 10 — 20% ciyya-
€B.

Puc.11. KTBP — nepuOponxuanbeubiii (pudpo3, mneHTpuioOymispHas sMmpuzema,
CUMIITOM ‘“MaTOBOI0 CTEKJIAa”, HEHTPUIOOYIISIPHBIE OUAKKH.

Hau6onee yacteiMu HenpsiMbiMH Tipu3HakamMu Ob, 0cOOEHHO XOpOIIO BBISIB-
JasieMbIMU Ha BbIoxe (mpumepHo B 70% ciiydaeB), SBIASIOTCS OpPOHXO3KTa3bl U
y4acTKA Mo3anyHo#l osmremunto. [Ipu cunapome Makneona nocpencrsom KTBP
UCTUHHBIE OpOHX03KTa3bl BhIABIAIOT B 30 — 100 % ciyuaes.
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Mo3anyHasi onuremusi umeeT "MATHUCTHIN" WM 'reorpaduyeckuid" THUM
pPacIpOCTPAHEHUS U SIBISAETCS PE3YJIbTaTOM T'MIOBEHTWISALMMU U "BO3AYIIHOW JIO-
BYIIKK" B CErMEHTAaX W JOJbKAaX, COOTBETCTBYIOIIHUX OOJUTEPUPOBAHHBIM OpPOH-
xuonam. O6nurepanuss OPOHXUOIJ COMPOBOXKIAETCS BTOPUUYHON Ba30KOHCTPUKIIU-
ell, pa3BuBaroIIeiics Ha pOHE JOKAIbHON T'UIOKCUU. MoO3anyHas OJIUTeMUsi MOXKET
obITh enuHcTBeHHBIM KTBP-npu3zHakoM nopaskeHus OpOHXHON U MHOTIAa BBISBIIS-
€TCsl UCKIIIOYUTENBHO NMpHU Bboxe. O0sacTH mapeHXUMBbl JIETKHX, COOTBETCTBYIO-
el HeM3MEHEHHBIM OPOHXHMOJIaM, Ha BBIJJOXE CTAHOBSTCS 00Jiee IUIOTHBIMH, B TO
BpeMsl KaK MOpPaXEHHbIE CETMEHTHI OCTAIOTCS CBEPXIPO3PAUYHBIMU, TaK Kak 00Ju-
Tepalusi OpPOHXMOJ MPEMSATCTBYET MOJHOM 3BaKyalliu Bo3Ayxa — (peHOMEH '"BO3-
IOyLIIHOM JIOBYIIKK'". biiarogaps pa3ivyunio B INIOTHOCTH HOPMAJIBHBIX M ITOPAXKEH-
HBIX OT/IEJIOB MapeHXUMbl (HOpMaJibHbIE CErMEHTHI BBITTIAIAT OoJiee MIOTHBIMU —
MICEB/I03aTEMHEHHBIMU), & TAKXKe MepepacnpeeIeHUI0 KPOBOTOKAa B CTOPOHY He-
MOPAYKEHHBIX CETMEHTOB, MOXKET BO3HUKATh (PEHOMEH "TCEBAOMATOBOIO CTEKia'.
Opnako naHHBIM (PEHOMEH OTJIMYAETCs OT MmarrepHa 3a0ojeBaHUN ¢ MpHU3HAKAMU
HWCTUHHOTO 'MaToOBOTO cTekia" TE€M, YTO MPHU IMOCIETHEM COCYJbl OJIMHAKOBOIO
MOpAJIKA U PaCIONOKEHHbIE HA OJTHOM M TOM K€ YPOBHE (B 30HaX C MOBBIIIEHHON
Y MIOHWKEHHOU MJIOTHOCTHIO) UMEIOT OJJMHAKOBBINA KaTuOp M, KpOME TOTO, Ha IKC-
MAPATOPHBIX CKAHAX HE BBISBISAETCS "BO3AYIIHOW JIOBYIIKH'".

[Ipu3Haku ne30praHu3aluu U JECTPYKIMHU JIETOYHOM MapeHXUMbI, Oysuies-
Hble u3MeHeHus npu Ob, Kak mpaBUIIO, OTCYTCTBYIOT, YTO MO3BOJSET YETKO OT-
rpannuuth Ob ot smduzemsl nerkux. KTBP no3Bonsger takxke ornuuuts Ob ot
apyroit 6osiee yacToil npuuuHbl 00cTpykuuu /I — OpoHXHalbHON acTMBI: Tak,
nociie papmakosornueckux npod ¢ OpoHXOAMIATaATOPAMU MPU aCTME 30HBI "BO3-
IOYIIHOW JIOBYIIKHU' WJIM UCYE3aI0T, WM CYIIECTBEHHO YMEHBIIAIOTCS.

B Tex penkux ciyuasix, Korja rnopaxxeHue OpoHXHON aBisgeTcs TudPy3HbIM
U OTCYTCTBYET HEPAaBHOMEPHOCTh WM '"MATHUCTOCTH" pacnpeneneHus KTBP-
W3MEHEHUM, OCHOBHBIM JHAarHOCTUYECKUM IPU3HAKOM HApANY C IOBBIIEHHOU
MPO3PavyHOCTHIO U TU(DPY3HON ONUTEMUEH SIBISETCS OTCYTCTBHE YMEHBIICHUS Jie-
rOYHBIX 00bEMOB BO BpEMSI BbIOXA.

DOYyHKINOHAIbHAS JUATHOCTHKA

OyHKIMOHANIBbHBIE TECThI. [10 TaHHBIM TECTOB (DYHKIIMH BHEUTHETO JbIXaHMUS
(®BJ) BoIsiBiIsieTcsl OOCTPYKTUBHBINM MATTEPH: YIUIOMIEHHE KPUBOM MOTOK — 00BEM,
CHI)KEHHE CKOPOCTHBIX TMOTOKOBBIX MOKAa3aTesiei, MOBBIIIEHUE CTATUYECKUX Je-
royHbIX 00BbeMOB. OOCTpyKLIMA, Kak MpaBuiio, HeoOparuma. Haubonee 4yBCcTBU-
TeIbHBIM (YHKUHUOHATBHBIM M3MEHEHHEM SIBIIETCA CHI)KEHHE MaKCHUMAaJIbHOTO
cpeaneskcnuparopHoro noroka (MCII 25-75%) . Mudexnuu apixaTeabHbIX MyTeH
TaK)kK€ MOTYT BbI3BaThb MU3MEHEHHUEM AITOrO MoKaszaTens, U xoTs V. Starnes u co-
aBT.(1989) nokazanu, yro cumxenue MCII 25-75% Gonee Beipaxeno npu Ob, yem
py MHOEKIMOHHBIX OPOHXOOPOHXHONIUTAX, Takasg MH(MOpMALUs BPsA JU MOXKET
moMo4b B Au¢depeHIINaTbHON JUarHOCTUKE ITUX TporieccoB. CyIlecTBYIOT OIpe-
JICJICHHbIE 3aKOHOMEPHOCTU M3MEHEHHUs (YHKIMOHAJIbHBIX MOKa3aTelei: paHblie
Bcero npoucxoqut cHmxkenue MCII 25-75% npu OTHOCUTENBHO HOPMaJIbHOM Be-
muunHe ODBI, 3aTeM BCKOpe MPOUCXOAMUT U YMEHbLIEHUE (HOPCUPOBAHHON KHU3-
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HeHHOM eMkocTtu serkux (OXKEJI), conmpoBokaaroieecs 3HaYUTEIbHBIM yBEJIHYE-
HueMm octatouHoro oowema serkux (OOJI). Ilokazatenr ODBI1 mnpetepneraet
oonbie n3meHenus, yem ®IKEJI, yTo 3aKOHOMEPHO NPUBOJIUT K YMEHBILIECHUIO
cootHomeHuss ODB1/DXEJI (korddunrenta Tuddno).

[Ipu nmoctrpancmiantTagnoHHoM OB MoOXeT mpuCcyTCTBOBAaTh M HEOOJBIION
PECTPUKTUBHBIN KOMIOHEHT, MPOSBIISIOMINIICS CHUXKEHHEM OOLIeH €MKOCTH JIer-
kux (OEJI), uto, BeposiTHEE BCEro, ABISETCS CIEACTBHUEM IOCIIEONEPAMOHHBIX
M3MEeHEeHUH TpynHoi kieTku. Juddy3nonnas cnocoOHOCTh JIETKUX OOBIYHO yMe-
pPEHHO CHUKeHa. M3MeHeHus ra30Boro cocraBa apTepuaIbHON KPOBH OOBIYHO HE-
CKOJIBKO OTJIMYHBI OT TAKOBBIX MPHU APYTUX OOCTPYKTHUBHBIX 3a00J€BaHUIX JIETKUX
— Yalie BBIABIAIOT TUITIOKCEMHUIO U TUIIOKAMHUIO, TUTIEPKANIHUA KpaiiHe peaka. Xa-
pakTEepHO pacHIMpeHUEe albBeOJIoAPTEpUaANbHOTO rpaaueHTa 10 20 MM pT.CT. U
BBIIIIE.

Emie ogHUM THarHOCTUYECKUM TECTOM, KOTOPBIM MOXXET UMETh ONpeeeH-
HOE 3HaueHue JJIs oueHku akTuBHOcTH Ob, siBNsieTcs onpeesieHne OKUCH a30Ta B
BbIIbIXaeMOM Bo3ayxe. Boigbixaembiit NO (eNO) npusHaH aieKBaTHBIM MapKepoM
JUIsl HEMHBa3UBHOM oueHku Bocnanenus JI1 nmpu OpoHxuanpHOM acTMe, MyKOBUC-
nuao03e, OpoHxoskrarnyeckon Oose3nu. MccnenoBanus mo omnpeneneHuto eNO
npu Ob noka HEMHOTOYHUCIICHHBI U UX PE3YJIbTaThl JOBOJBbHO MIPOTUBOPEUHBHI.

Bponxockonus, ouoncus jgerkux u bBAJI

Bbponxonoruyeckass kapThHa OOBIYHO HE MMEET XapaKTEepPHBIX OCOOEHHO-
CTell, TaK KaK MaTOJOTMYECKUE M3MEHEHHS JIOKATU3YIOTCA JUCTalbHee OpPOHXOB,
JOCTYIHBIX 0030py, OJHAKO OpPOHXOCKOIHS TO3BOJSET MOJYYUTh OMONCHUUHBIN
matepuas u BoioHUTH BAJL. TpancOoponxuansnas ouoncust (TBb) npusznana go-
BOJIbHO LIEHHBIM JUArHOCTUYECKUM MeTosioM npu OB, Tak Kak MOKET MHOTOKpaT-
HO BBITOJHATHCSA Y OJJHOTO U TOTO k€ OOJILHOr0, OAHAKO 4YBCTBUTENIBHOCTH THb
kojeb6netcst oT 15 10 60 % mo cpaBHEHHIO C "30JI0THIM" CTAHIAPTOM UArHOCTUKHU
— OTKpbITON Oumorcuer jerkux . Huzkas 4yBCTBUTENIBHOCTh CBs3aHa C HEPaBHO-
MEPHOCTBIO PACHpOCTPAHEHUSI MATOJOTUYECKUX U3MEHEHU U HEOONbIIUM 00be-
MoM Ouoricuiinoro marepuana. Crnenudpuyanocts TTh 10oBosibHO BbICOKA, T.€. MPHU
Hanuuuu B OumonTarte mopdonoruueckoit kaptuasl Ob BepositHoCTh pa3Butus Ob
Benuka. KT-uccnenoBanue MokeT moMoyb 0oJjiee TOYHO OMpPENENUTh JIOKaIU3a-
LU0 ISl BO3MOXKHOM Ouornicuu serkux. PesynapratuBHocTh THB moBklmaercs npu
B3SITUM HECKOJIbKUX OMONTAaTOB, HEKOTOPBIE aBTOPBI PEKOMEHIYIOT OpaTh OT 6 110
12 6uonraroB. Korga o6pa3iibl TKaHU JieTkuX, nojgydeHHbie npu Thb, nenndop-
MAaTUBHBI, TPOBOJSAT OTKPBHITYIO OHOICHIO JIETKUX WM TOPAKOCKOMUYECKYI0 OHO-
ncuro. [lepCrieKTUBHBIM METOIOM PAHHEN TUArHOCTUKHU MOCTTPAHCIIIIaHTAlIMOHHO-
ro Ob sBnserca onpenenenue skcrpeccun antureHa MHC 11 knmacca Ha kneTkax
sanuTeNnus OpoHxuo, nonyyeHHsix npu Thb.

[utonornueckuit ananu3 BAJI mpakTudecku He HeceT Kakou-1ubo uHbOp-
Mauuu npu pa3Butuu Ob, Oosnblliee 3HaYE€HUE MPUIACTCS HCCIIETOBAHUIO HEKJIe-
TOYHBIX KOMIIOHEHTOB (WUJiM pacTBOpUMBIX (akTopoB) BAJI, koTtopblie ABISIOTCA
MOTEHIMAJIbHBIMA MapKepaMy UMMYHOBOCTAIUTENbHBIX ITporieccoB npu Ob. [lpu

noctrpaHciianTaiiuoHHoM Ob m3yuanoch 3HaYeHHE TaKUX PACTBOPUMBIX (PaKToO-
79



poB BAJI, xak peneniropst MJI-2 (S, uurokunsl NJI-6 u dhakTop HEKpo3a OMyX0JH ,
NJI-8. Xots nepeuncieHHbie (HakTopbl MOTYT OTPaXKaTh MPOIECCH HMMYHHOH ak-
TUBaIuu 1 Bocranenus JI1, Hu oauH U3 3TUX MapKepoB HE 00JaaeT JOCTATOUHOM
YyBCTBUTEJIBHOCTHIO, CIEIU(DUIHOCTHIO U MPEICKa3aTeIbHON [IEHHOCTBIO TIPU MO-
HUTOpUpPOBaHUU BocnajeHus npu OBb.

Jleuenue

Ob cuuTaercs 3a0oneBaHMEM C KpailHE MJIOXUM OTBETOM Ha MPOBOJUMYIO
Tepanuio, U, CIe10BaTeIbHO, HEOIAroNpUsITHBIM TPOTHO30M. BBUY TOroO, YTO 3a-
0oJieBaHUE yalle BCEro AUArHOCTUPYETCS Ha CTaJAUM Pa3BUTUS B OPOHXHMOJIAX IPYy-
ObIX (hUOPO3HBIX M3MEHEHUU, HUKAKasl MPOTHUBOBOCHAJIUTENbHAS Tepanus He MO-
KET BbI3BaTh OOPAaTHOTO pa3BUTHUA mpouecca. Llenbio Tepanuu sBisieTcss HE BOC-
CTaHOBJIEHHE HOPMaIbHOr0 MOP(HO(GYHKIIMOHATBEHOTO COCTOSIHUS JIETKHX, a CTa-
OmM3aIus BOCHAIUTENBHOTO U puOponpoaudepaTUBHOIO MPOLECCOB U MPEIOT-
BpallleHle JallbHeWIero nporpeccupoBanus 3aboseBanus. MHorna npu panHein
JIMArHOCTUKE 3a00JIeBaHUs, KOTJa OTCYTCTBYIOT IpyOble (UOpO3HbIE U3MEHEHHS
OpoHxuoi, "arpeccuBHas" Teparnus MO3BOJISIET JOOUTHCS PETPECCUM TATOJIOTHYe-
CKOro0 mporecca.

Tepanueid BbIOOpa SBISIOTCS TIIIOKOKOPTUKOCTEPOUBI: OOBIYHO Ha3HaYa-
I0TCS TPETHU30JI0H per 0s B go3e 1 — 1,5 mr Ha 1Kr Macchl Tena, METUINPETHU30-
JIOH BHYTPUBEHHO — 710 1r/cyTku B TeueHue 3 — 5 nuei. [IpumeHeHue npenHuso-
noHa B 103e 60 — 100 mr B cyTku B TeueHue 6 — 8§ Helleab PEKOMEHI0BAHO MPH MO-
ctunramsiunonHom OBb. [Ipumenenue crepounioB y nereit npu pazsutuu Ob nocne
BUPYCHBIX MH(MEKIUN TOKHO ObITh OIpPaHUYEHO JIMIID TSDKEJIBIMU (opMaMu 3a-
6onesanus. [Ipu PA u nekapctsenHom Ob cTepouisl yaiie Bcero HeahPeKTUBHEI.

OpHako cieayeT y4ecTb, 4YTO HECMOTpPsSI Ha MPOBEIAEHUE B MOCTTPAHCIUIAH-
TAallMOHHOM TIEPHUOJIE UMMYHOCYIIPECCUH IO COBPEMEHHON CXEME C UCTIOIb30BaHU-
€M Tpex mpenaparoB — npeaHu3onona (0,2 Mr/Kr B CyTKH), HUKJIOCTIOpUHAa A (KOH-
neHTpanus B ueabHou kpou 600 — 800 ur/mi) u azatuonpuHa (1 — 2 Mr/kr B cy-
TKH) MPUMEPHO Yy TPETH MallUeHTOB Bce paBHO pa3BuBaercs Ob, To ecTh, maxe
UTOCTaTUYECKHE MpEerapaThl HE TApaHTUPYIOT yCIieXa B JICUCHUH TaKUX OOJIbHBIX.
CyliecTBYIOT €AMHUYHBIE COOOUIEHUS O BO3MOXKHOCTH YCHEIIHOIO MPUMEHEHHS
nukinopocpamuaa npu Ob. TlpumensieTcs ciaeayroomyo cXxeMy: B MepBble 5 qHEH
Ha3HAyalT IUKIopochamMu B A03€¢ 4 MI/KI BHYTPUBEHHO, a 3aTEM IMEPEXOIUIU
Ha JJUTENbHBIN MpUeM Ipenapara per os B A03€ 2 MI/Kr. D()PEeKTUBHOCTh LIUKIIO-
dbochamuna Obuta Takke OTMEUEHa MpHu Tepanuu OosnbHOro ¢ Ob, pa3BuBmIUMCS
1ocJie TPaHCIUIAHTALMK OJJTHOTO JIETKOTO: Ha3HAYeHHUE Ipernaparta BHYTph B g03e 50
— 75 MI/KT B CyTKH K 3-My Mecsity npuBeiio K BocctanoBiennto ODB1 u BeHTH-
JSUMOHHO-TIep(Y3UOHHBIX OTHOILIEHUH B TepecakeHHOM Jierkom. IlepcnexTus-
HbIM HarpaBieHueM tepanuu Ob sBiseTcss MpUMEHEHUE HOBBIX UMMYHOCYIIPEC-
CUBHBIX mpemnapaToB, Takux kak Tacrolimus (FK 506), Mycopheolate Mofetil
(MMF), Sirolimus (Rapamycin). [TonyueHbl nepBble MOJOKUTENBHBIE PE3YIbTATHI
npu ucnosibzoBanuu npenapara FK 506 (konuentpanus B uenbHoil kposu 10 — 20
HT/MT) y 60JIbHBIX ¢ cuHsipoMoM OBb.
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B HEKOTOpPBIX CHUTyalusX OOJIBINOE 3HAYCHHE UMCIOT MHTAISAIIMOHHBIC TITFO-
kokopTukocTepou sl (MI7), 0coOEHHO BRIpa)KEHHOE YIIYUIIICHHE HACTYIAET MPU UX
Ha3HaueHnn 601pHBIM ¢ Ob, pazBuBmUMcs nociie uHTamsAnuu NO2 . [Ipu nepBbIx
cuMnToMax nmocTuHrauoHHOro Ob UI' omKHBI MPUMEHSTHCS C TIEPBBIX JKE Ya-
cOB 3a001eBaHus

[Tpu OB npumeHsieTcs Tak)Ke ¥ CUMIITOMATHYCCKasl TEPAIHs: IPU Pa3BUTHU
TUIIOKCEMUU — KHUCJIOPOJOTeparnus, Npu WHGEKIIMOHHBIX OCIIOKHCHHUSIX — aHTH-
OMOTUKH W TIPOTUBOTPUOKOBBIE MPEIapaThl, YaCTO MPUMCHSIOTCS MHTAISAIIHOHHBIC
CUMITATOMUMETHKH, XOTS UX 3P(HEKTUBHOCTH HEBBICOKA.
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TECTOBBIE 3AIAHUSA
BBIBEPUTE ONH NJIM HECKOJIBKO ITPABWJIBHBIX OTBETOB

1. KAKHE 3ABOJIEBAHUSA OTHOCSATCSA K T'PVIIIIE
I'PAHYJIEMATO3O0B:

1) capkonios

2) aneHomaro3

3) TyOepkyie3

4) anbBEOJIUT

5) KapuMHOMATO3

2. KAKOB MCXOJ1 CAPKOUJTHOI I'PAHYJIEMBI:
1) xazeo3

2) TBOPOXKUCTHIN HEKPO3

3) ubpo3

4) cnOHTaHHOE paccachlBaHUE

3. K JUCCEMUWHHUPOBAHHBIM 3ABOJIEBAHUAM OTHOCATCA:
1) 6ponxoskTaTHueckas 60JIe3Hb
2) rpanyinemato3 Berenepa
3) cunnpom Kaprarenepa
4) napuonatudeckuii GuOPO3UPYIOUTUN aNbBEOIUT

4. IS JJETOYHBIX JTUCCEMHWHAIINI XAPAKTEPEH:
1) 0OCTpYKTUBHBIN TUI HAPYIICHUS! BEHTUJISLUN

2) pEeCTpUKTUBHBIN TUI HAPYIICHUS BEHTUISLIUN

3) oOTypallMOHHBIN TUN HAPYIICHUS BEHTUIISLIUN

5. TP UJUOTIATUYECKOM OUBPO3UPYIOUIEM AJIBBEOJIUTE
OIPEAEJIAKOTCA:
1) napymenus nuddy3un
2) HapyuieHus nepdy3uu
3) HapylIeHUs! BEHTWISILUKA IO OOCTPYKTUBHOMY THUITY
4) HapyllIeHUs BEHTWIALMHA T10 PECTPUKTUBHOMY TUITY

6. IIP11 CAPKOMIO3E IIOPAXKAIOTCAI:
1) HaATIOYCUHUKHI
2) KoXxa
3) KocTH
4) BHYTpUTpYyIHbIE JTUM(POY3IIbI
5) nerkue
7. IOPAKEHUA KOXU ITPU CAPKOUO3E:
1) y3noBast aputrema
2) 03HOOJICHHAS BOJTYaHKa
3) KpanuBHHUIIA
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4) nepMaTut

8. CUHAPOM JIE®I'PEHA, OTO:
1) y3noBas sputema

2) nuxopanaka

3) nonuapTpur

4) nopa>xeHus ria3

5) 2-x cTopoHHsIs TUMQOaIeHONATHS

9. CUHAPOM XEE®OPJA, OTO:
1) 2-x cTopoHHs TUMQoaeHOnaTUs
2) y3110Bas spuTemMa

3) nopa)kxeHue CIIOHHBIX KEJe3

4) nopa>xeHue ria3

5) mopakeHue JIULEBOro HepBa

10. TPAHVYJIEMA I1P1 CAPKOUIO3E:

1) HekazenuIMpPOBaHHAS AMUTEIUOUIHO - KICTOUHAS
2) xazenUIMPOBaHHAS SMUTEITUOUIHO - KICTOUHAS

3) rpanynema c kietkamu bepeszosckoro - llItepmGepra
40 Amodd-Tananaerckas rpanyaeMa

11. JJIA AMATHOCTUKN CAPKOUIO3A ITPUMEHSETCA:
1) mpo6a Koxa

2) npoba MaHnty

3) mpob6a Kgeitma-3unpbaxa

4) npoba Ypbaxa

12. BUMMVYHOI'EHE3E CAPKOUIO3A ITPUHUMAIOT YYHACTHE:
1) B - numdonuTs

2) T — nuMdOUUMTBI, XeTepbl

3) T — numdouuThl, KUIIEPHI

4) T — nuMdOUUTHI, CyIIpeccoOpsbl

13. 1 CTAAUACAPKOUIO3A:

1) nopaxkeHue BHYTPUTPYIHBIX TUM(POY3TI0B U JIETKUX

2) nopa’keHue BHYTPUTPYIHBIX TUM(DOY3TI0B

3) nopaxeHue JErkKux

14. 11 CTAAUS CAPKONIO3A:

1) mopakeHre BHYTPUTPYIHBIX TUM(OY3TI0B M JIETKHUX
2) MOpaKeHUE BHYTPHUTPYIHBIX TUM(DOY3IIOB

3) nopaxeHue JErkKux

15. 111 CTAANA CAPKOUO3A:

1) nopakeHue BHYTPUTPYAHBIX TUM(OY3TIOB U JIETKUX
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2) MopaKeHHUE BHYTPUTPYAHBIX JTUM(POY3II0B
3) nmopakxeHue JErkKux

16. ITPU CAPKOUJIO3E OTMEYAETCA:
1) runepkanbiyeMus

2) runepxoJieCTepuHeMUs

3) runokanbIeMus

4) runoHaTpueMus

17. TIPU CAPKONJO3E OTMEYAETCA:

1) ymeHbIlIeHHE YPOBHS aHTMOTEH3MHIIPEBPALIAIONIEro (pepMeHTa B ChIBO-
POTKE KpOBH

2) NOBBILIEHUE YPOBHS AHTMOTEH3MHIIPEBpAIIAIONIETO (epMEHTa B ChIBO-
POTKE KpOBH

3) noBbIlLIEHNE PEHUHA B CHIBOPOTKE KPOBU

4) NOBBIIIEHUE AHTUOTEH3MHA B CHIBOPOTKE KPOBU

18. BUOIICUA KOXU TTPU CAPKOUJO3E ITOKA3AHA:
1) U3 y4acTKOB y3J10BOM SPUTEMBI

2) U3 y4acTKOB 03HOOJIEHHOI BOJTYAaHKU

3) u3 rpa"yasUMU pyOLIOB

4) U3 HEU3MEHEHHBIX Y4acCTKOB

19.“30JI0TO” CTAHJIAPT JIMATHOCTUKH CAPKOUJIO3A:
1) koMIbroTepHAast TOMOTpadus

2) pentrenorpadus JIerkux

3) mpo6a Kgeiima — 3unnbaxa

4) oTKpbITast OUOTICUSI JIETKUX

20. [TIP CAPKOUIO3E 1 CTAANU [TOKA3AHA:

1) Omomncus KoXu

2) MEIMaCTUHOCKOMUS ¢ OMOTICHEN BHYTPUTPYAHBIX JTUM(OY3TI0B
3) oTKphITast OUOTICHS JIETKOTO

4) TpaHCcOpOHXHANIbHAS OUOTICUS JIETKUX

21. TP CAPKOUIO3E 11 CTAIVU ITOKA3AHA:

1) Omomncus KoXu

2) MEIMaCTUHOCKOMUS ¢ OMOTICHEN BHYTPUTPYAHBIX JTUM(OY3JI0B
3) oTKphITast OUOIICHS JIETKOTO

4) TpaHcOpOHXHANIbHAS OUOTICUS JTETKUX

22. TTIP1 CAPKOUIO3E 111 CTAIANN ITOKA3AHA.:
1) Omomncus KoXu
2) MEeAMaCTUHOCKOIIHS C OMOTICUEH BHYTPUTPYIHBIX TUM(POY3II0B

3) oTKphITast OUOIICHS JIETKOTO
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4) TpaHcOpOHXHUANIbHAS OUOTICUS JIETKUX

23. BJIEHEHUU CAPKOUNJO3A ITPUMEHAKOTCA:
1) KOpTUKOCTEPOUTBI

2) aHTUOMOTHKH

3) HUTOCTATUKH

4) aHTUCENTHUKHU

24. 1O3A KOPTUKOCTEPOUIOB ITPU JIEHEHMU CAPKOUO3A:
1) 0,2 mr /kr Beca B CyTKH
2) 0,5 Mr /kr Beca B CyTKH
3) 1,0 mr /kr Beca B CyTKH
4) 2,0 Mr /kr Beca B CyTKH

25. MUHUMAJIBHAS JJIMTEJIBHOCTH KOPTUKOCTEPOUIHOM
TEPAIINUW BE3 CHIDXEHW A JIO3bI:

1) 1 mecsiny

2) 2 mMecsna

3) 3 mecsma

4) 6 mecAIeB

26. BO3MOXHO ITPUMEHEHMUE 1PN CAPKOUIO3E:
1) Tnocynwdara HaTpus

2) nenaruia

3) aTpoBeHTa

4) runoTtuasujaa

27. IOTEHLUAJIBHBIE DTUOJIOTMYECKUE ®AKTOPEI
CAPKOHNO3A:
1) Tampk
2) TBUIBIIA COCHBI
3) JloManiHss IbLTb
4) snuaepMalibHbIC aJlJIEPTCHBI

28.TYBEPKYJIMHOBBIE ITPOBbI 11PN CAPKOMIO3E:
1) orpuuartenbHbie

2) MOJIOKUTENIbHbIE

3) runepepruyeckue

29. YV 47-JIETHEU BOJIBHOM - PABOPTHHUIIGI [ITUIE®ABPUKU B
INHOCJTEAHUE MECALBI HAPACTAET O/IbIILLIKA

OBBEKTHMBHO:AKPOIIMAHO3, BAPABAHHBLIE [IIAJIBIIBI. 2-X

CTOPOHHSSI KPEIIUTALIMS, AKIIEHT 2 TOHA HA JIETOYHOM

APTEPUN. PEHTTEHOJIOTUHECKHU — CETHATOCTDb U YCUJIEHUE

JIETTOYHOI'O PUCYHKA. KAKOBA ITPUUYNHA ObIIIKMN:
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1) MuTpanbHbIA CTEHO3

2) DK30reHHBIN aJUIEPrUYEeCKU albBEOJIUT

3) XxpoHuueckas OOCTPYKTHBHAas 00JI€3Hb JIETKUX

4) 3acroifHas THEBMOHUS

5) remMaToreHHO-IUCCEeMHUHUPOBAHHBIN TYOEpKYyJIie3 JIETKUX

30. STUOJIOT'MYECKHUE ®AKTOPBI 5K30I'EHHOI'O
AJUIEPTUYECKOI'O AJIBBEOJIMTA:
1) ammuak
2) mapsbl TSXKEIBIX METAIIOB
3) TepMo(HIIbHBIE AKTUHOMULIETHI

31. MOP®OJIOTUYECKHUI CYBCTPAT SK30I'EHHOI'O
AJUIEPTUYECKOI'O AJIBBEOJIMTA:
1) rpanynemato3
2) anbBEOJIUT
3) OpOHXUOTUT
4) BacKyJIuT

32. 11 JUATHOCTUKHM 5K30I'EHHOI'O AJUIEPTMYECKOI'O
AJIbBEOJIUTA HCIIOJIB3YIOTCA:

1) pentrenorpadust Jerkux

2) KoMIIbIOTEpHAs TOMOTrpadust

3) OGpoHXOCKOIHUS

4) sxokapauorpadus

33. K AJUCCEMHWHNPOBAHHbBIM 3ABOJIEBAHUSAM OTHOCATCA:
1) GpoHxuanbHas acTMa
2) ructuonuTo3 X
3) OpoHXOd’KTaTHYECKast O0JIE3Hb
4) ocTpast HHTePCTUITHATbHAS TTHEBMOHUS

34. IIOPA’XKEHUE HOCA U ITA3YX HABJIIOJJAETCA 1TPU:
1) rpanynematose Berenepa
2) PK30T€HHOM aJUIEPTHYECKOM alIbBEOJIUTE
3) oOnuTepUpyIOIEM OPOHXUOJIUTE
4) KapIIMHOMATO3€ JISTKUX

35. CHHJIPOM BPOHXUAJILHOU ACTMbI OTMEUYAETCS IIPU:
1) 5K30T€HHOM aJUIEPTrUYECKOM aJIbBEOJIUTE
2) Tokcu4ecKoM (pruOpO3UpYIOIIEM aabBEOTUTE
3) cunapome Yapx-Ctpocca
4) rucTuonuTose X
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ITAJIOHBI OTBETOB K TECTOBBIM 3AIAHUSAM

Bompoc  Otser

1 1,3
2 3.4
3 2.4
4 2

5 1,4
6 2,345
7 1.2
8 1,2,3,5
9 1,2,4,5
10 1

11 3

12 2

13 2

14 1

15 3

16 1

17 2

18 2.3
19 4

20 2

21 2.3
22 1,3
23 2

24 3

25 1.2
26

27 1

28 1

29 3

30 12,3
31 1.2
32 2.4
33 1
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