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2.1. Idiopathic pulmonary fibrosis

Sergey N. Avdeev

[MocnenHue nBa DECITIICTHS] OTMEUCHBI 3HAYNTEIIEHBIM
MIPOTrPeCcCOM B TOHUMAaHWU IIPUINH U MEXaHU3MOB, JIe-
JKaIllX B OCHOBE MAMONATUICCKOTO JIETOTHOTO (hHUOpO-
3a (MJI®D). DroTt mporpecc oT4acTu CTajl pe3yabTaToOM
MEXKIUCIUTIIMHAPHBIX YCUIIMKA IO CTaHIapTU3alIuN
KJTacCcu(UKAIINYA 1 ONpPEACICHUIO UINOMAaTHIeCKIX
nHTepCTULIMATBHBIX THeBMoHUi (M) u npyrux nH-
TepCTUIINAIBHBIX 3a0oneBanuit terkux (MU3J1) [1, 2].
B atux pamkax MJID 6bu1 onipenesyieH Kak crienuduae-
ckas (popma M3JI ¢ peHTreHOIOTNIEeCKOM 1/ MTN TUCTO-
JIOTUYECKOI KapTUHOM OOBIYHOW MHTEPCTULIMATILHOM
mHeBMoHUY (OUIT) iprt oTCcyTCTBMM BIMSTHMS (PaKTOPOB
OKpYKaroIIei cpeabl, aCCOLMUPOBAHHBIX CUCTEMHBIX
3a00JIeBAHUI COEIUHUTENbHON TKAaH! U IPYTUX U3BECT-
Hbeix puunH U 3J1 [3, 4]. DTo onpeneneHre MMO3BOJIMIO
nomo0paTh OMHOPOIHBIC TTOMYJISIIIMN TTAIIMEHTOB IS
KIMHAYECKMX UCTTBITAHUI 1 TIPETOCTABUIIO BaXKHYIO MH-
opMarnmro 7151 TOHMMAaHUS TeYeHUST 00JIe3HN 1 3 PeK-
TUBHOCTHU JIeueOHBIX BMEILIATeIbCTB [5—7].

NJI® nipeacraisgeT coboii mporpeccupymooniee Gu-
OpoTHUYecKOe 3a00JIeBaHME JISTKMX, XapaKTePU3YIOIIeeCsT
HapacTaHWEM PECITUPATOPHBIX CUMITTOMOB M (DYHKIIHO-
HaJIBHBIX HApYIICHWI. DTO Mporpeccupyloiiee hruodopo-
THYECKOE TCUCHNUE HE SIBISICTCS YHUKAIBHBIM 11t MJID
¥ MOKET TaKKe HAOJII0MAaThCS B OOJIBIION U TeTePOreH-
Hoii rpyrme npyrux M3J1. HemaBHuUe nccienoBaHus Ipo-
JIEMOHCTPHUPOBAJIM, YTO MEXaHU3MBI, JICXKAIIIEe B OCHOBE
NJI®, Takke 3aaeiicTBOBaHbI U pu Apyrux tuiax M3J1
[8]. UccnenoBanmst reHeTUYECKUX (haKTOPOB (PUOPOTH-
yecknx M3JI moka3pIBarOT, YTO T€HBI, CBSI3aHHBIC C TT0-
BBIIICHHBIM prcKoM MJI®, Takke CBSI3aHBI C PUCKOM
npyrux ¢uopormyeckux M3JI [9]. B aTom KOHTEKCTE
NJI® Bce yare nMpu3HaOT MIPOTOTUTIOM OoJiee IMPOKOI
TPYIIIBI 3a00JIeBaHU JIETKUX, KOTOPHIC MMEIOT IIPO-
rpeccupyiomniee GUOPOTUIECKOEe TeUCHNE, HECMOTPS
Ha pa3InIHyIo 3THOI0rMI0. HecMoTpst Ha 3T0, HemaBHee,
BHHUMAaHME K CXOICTBY MEXKIy BceMH (PMOPOTUICCKUMM
N3J1, ntudpdepenumnanus UMD ot apyrux ¢opm mpo-
TPECCUPYIOIIETO JISTOYHOTO (hOpP03a OCTACTCS KpUTHIC-
cku BaxkHoii [10]. Inartno3 UJI®D nmeeT crienmdudeckre
TOCIICACTBUS [JIST JICUCHUSI U CBSI3aH C BHICOKOM 00JIe3-
HEHHOCTBIO, JICTAJIbHOCTBIO ¥ 3aMETHBIM YBEITMICHUEM
MCIIOJIb30BaHUSI MeIULUMHCKUX yeayr [11]. Lens naHHOM
IJIaBBl — TIPEIOCTaBUTh OOHOBICHHYIO MH(OPMAIIIIO
0 IVMarHOCTUKE, SIMUACMUOJIOTUH, TCUCHUN U TepaIliu

NJI® B KOHTEKCTEe HOBBIX 3HAHUI U MMOCIEIHUX PEKO-
MeHJauWii o nuarHoctrke u jjedennio MJI® [10—12].

JwnarHocTtuka

TunuuHEBI TTaleHT ¢ TTopo3peHneM Ha UJID —
B Bo3pacTte > 60 JIeT ¢ peCIMpaTOpPHbIMU CUMIITTOMAMU,
KapTUHOM 2-CTOPOHHETO JIETOYHOro (hrbpo3a Ha PEHT-
reHorpamMMe M KoMIbloTepHoii Tomorpaduu (KT)
IPYOIHON KJIETKU, ¢ 2-CTOPOHHEN MHCHUPATOPHOU
KpenuTamueii mpu aycKyapraiu. CUMITOMBI OOBIYHO
pPa3BUBAIOTCS HE3aMETHO W BKITIOYAIOT B CEOST OIBIIIKY
pu (pU3NIECKOM Harpy3Ke U/Min Kameab. [TarmeHTs
YacTO UMEIOT B aHAMHE3¢ CTaxX KypeHUS U MOTYT MMETh
IPYTUe OTHATICHHBIC BO3ACUCTBUS MPOheCcCHOHATBHBIX
WM BHEITHeCpeIoBbIX (hakTopoB [14]. dakTopsl, Mo-
BBIIIIAIOIINE BEPOSITHOCTH pa3Butust 1D, BkirogaroT
TTOKIJION BO3PACT, MYXKCKOM IOJI U KypEeHHE, B TO BPEMSI
KaK BO3IeCTBYEC aHTUTCHOB, BBI3BIBAIOIINX IUIICPUIYB-
CTBUTEJIPHBIN ITHEBMOHUT, M HAIMYKNE ayTOMMMYHHBIX
MPU3HAKOB CHIKAIOT BeposiTHOCTh MJID [15].

Anroputm quarHoctuku MJI® Obl1 0OHOBJIEH B ITO-
cJIeMHEM PYKOBOICTBE AMEPHKAHCKOIO TOPAKaJIbHOTO,
EBpomeiickoro pecrmmpaTopHOro, SIImoHCKOTO pecIm-
paTopHOro oomecTB u JJaTHHOAMEpUKAaHCKON Topa-
KaibHOU acconuauuu (American Thoracic Society —
ATS; European Respiratory Society — ERS; Japanese
Respiratory Society — JRS; Latin American Thoracic
Association — ALAT), orryonukoBanHoM B 2022 1. [10]
(puc. 1).

Hwuarno3 UJI® TpeOyeT MCKITIOUEeHUST CUCTEMHBIX
COCTOSTHUI MK (haKTOPOB, KOTOPHIE, KaK M3BECTHO,
BoI3bIBatOT M3J1: ccTeMHBIX 3a00JIeBaHUI COCTMHU -
teabHO# TKaHU (C3CT), mekapCcTBEeHHBIX IIpermapaToB
1 BO3ICHCTBUS OKPYKAOIIEH cpenbl Ha paboTe 1 1oMa
[4, 13]. [TepBoHavaabHas OLIEHKA MAIIMEHTOB C MOJ0-
3peHreM Ha MJI® mipoBomuTCs IS BRISIBICHUST 3THX
n3BeCTHBIX TpuIrH M 3J1, 9T0 MOXET IIPUBECTH K A1a-
rHoctuke M3JI, cBa3annbix ¢ C3CT, rurepyyBCTBU-
TEJIbHOTO ITHEBMOHUTA, THEBMOKOHMO3a, JICKapPCTBEH-
HO-WHIYIIUPOBAHHOM IMTHeBMoIIaTuu 1im apyrux N3J1.
B MexXXmyHapoIHBIX COBMECTHBIX pyKoBoacTBax ATS,
ERS, JRS n ALAT 110 KJIMHNYECKOI TTpaKTUKe, OCHO-
BaHHBIX Ha (PAaKTUICCKUX TAHHBIX U OIMyOJMKOBAaHHBIX
B 2011 1 2018 ., mogquepKMBaeTcs BaXKHOCTL COOpa MO~
pPOOHOTO aHAMHE3a, B T. 4. CEMEHOTO, TAHHBIX O TIpeI-
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Puc. 1. Anroput™ gnarHocTUKM uamonartuyeckoro pubposa nerkux (mo Raghu G. et al., 2022 [10])
Mpumeyanme: KTBP — KoMnbloTepHaa ToMorpadua Beicokoro paspeLuenus; OUM — obbluHaA HTepCTMLManbHaa nHeBMoHKA; MM — Mynstuamncum-
nnuHapHana aucryccus; bAJT — bpoHxoanbBeonsApHbIi naBar; TBKb — TpaHcbpoHxuanbHas Kpuobuoncus; UIO — ngronatyeckuin neroyHbI prbpos.

IIECTBYIOIIEM TIpHEMe JICKApCTB M BO3ACUCTBUM (haK-
TOpPOB puUCKa JoMa 1 Ha pabote [4, 13]. Takke ciemyeT
MPOBECTHU TIIATeIbHOE (PU3MKAIBHOE OOCIeIOBaHUE
nanueHTa ¢ 0coObIM BHMMaHueM K nipu3Hakam C3CT.
CoBpeMeHHbBIE PYKOBOIICTBA PEKOMEHIYIOT CEPOJIOTH -
YeCKOe TeCTUPOBAHNUE, TTO3BOJISIONICE ITIOMOYD B MCKITIO-
yenuu C3CT. bazoBoe cepoiiornyeckoe odciieoBaHne
MOXET BKJIIOUATh B ceOs OOIINIT CKPUHUHT MapKepoB
ayTOMMMYHHUTETa W BOoCHajieHUs (aHTUHYKJICapHBIC
aaTuTena, C-peakTUBHBIN OCJIOK M CKOPOCTh OCEIaHUs
SPUTPOIINTOB), ayTOAHTUTE, CBSI3aHHBIX C PEBMATOM]I-
HBIM apTPUTOM (LIMKJIMYECKUI ITUTPY/UTMHOBBIH TTETTTH
¥ peBMaTOMIHBIN (PAKTOP) M MBIIIIEUYHBIX (DEPMEHTOB TSI
CKPUHUHTA TTOJIMMHUO3MTa (KpeaTUHKMHA3a, aTbaoja3a
1 MHOTJIOOWH). bojee o61mmpHoOe TeCTUpOBaHME TOJIK-
HO OBITb BBIITOJIHEHO, €CJIU CYLIECTBYET OIpPENEIeHHAs
BEPOSITHOCTDH TMarHo3a, oTiimaHoro ot UJIMD (t. e. 60-
Jiee MOJIONIOI BO3pacT, aTUIIMIHbBIC (haKTOPHI PHCKa,
ocobeHHocTU obcenoBaHusl U KaptuHa KT nerkux),
1 OOHApYKEHBI ayTOAHTHUTENIA, CBSI3aHHBIC C TTOJIMMMU-
03UTOM, CKiIepomaepmueii, cuaapomoM lllerpeHa umm
BackysmToM [13]. HampaBiieHne K peBMaTOI0Ty MOXET
OBITH PACCMOTPEHO, €CIIN KIIMHUYECKasT KapTUHA W/ WITH

CEpOJIOTHSI BBI3BIBAIOT TTOJ03PEHIE HA ayTOMMMYHHOE
3aboneBanue [13].

Bcem manmenTam ¢ mogo3penneM Ha MJI® crienyer
npoBectu KT Bricokoro paspemenus (KTBP) rpyn-
HOM KJIETKM C MCITOJIb30BaHNEM YCTAaHOBJICHHBIX TEX-
HUYECKUX ITapaMeTPOB IS TIOJYICHMS U PEKOHCTPYK-
mun n3obpaxenuii [10, 13]. MoxXHO ¢ yBEepeHHOCTBIO
nuarHoctupoBath MJID, korna KTBP nemonctpupyet
oIpeneIeHHBIN WK BeposTHbIN marrepH OUII, u nanb-
Helilree MTHBA3UBHOE TECTHUPOBAHUE IUTS TTOATBEPKICHIUS
rucroiorndeckoro marrepHa OMII mpu cooTBeTCTBY-
IoIIel KIMHUYECKOI KapTuHe He TpedyeTcs [4, 10, 13].
Onpenenennsbiii mattepd OUIT mpu KTBP Bkimiouaer
cyOruieBpasbHbIM 1 0a3aIbHbIN TPeo0IaJaoInii JIerou-
HBII (hOPO3 ¢ HEOMHOPOTHBIM pacIipeneacHreM (0ba-
CTU HOPMAJIBHOTO JIETKOTO YepenytoTcst ¢ (PuOpo3HbIMU
U3MEHEHUSIMU), «COTOBBIC» M3MEHEHUSI C TPAKIIMOHHBI-
MM OPOHXO- 1 OPOHXMOJIO3KTAa3aMU WK 6e3 HUX (puc. 2,
3); B HEKOTOPHIX CITyJasiX MOTYT OBITH BOBJICUCHBI BEPX-
HME TOJIM JIETKUX, M KpaHUOKAyIAIbHOE pacIIpeIe/ICHIe
MOKET OBITH O0s1ee paBHOMepHBIM [ 10, 13]. B mocmegnnx
PEKOMEHIAINSIX TIOMYEPKUBACTCS, YTO «COTOBBIC» M3-
MEHEHUS 1 TPaKIIMOHHBIEC OPOHXO- 1 OPOHXMOJIOIKTA3bI
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SIBIISIIOTCSI DJIEMEHTAMU OTHOTO KOHTUHYYMa U «COTO-
Bble» udMeHeHus pu KTBP umeroT cunbHyo Koppesi-
LU0 C TUCTOJIOTMYECKUMH TIpU3HAKaMU OPOHXO03KTa30B
[10]. Y onpeneneHHBIN, 1 BeposATHBIM naTtTepHbl OUII,
ycraHoBJIeHHbIe 110 naHHbIM KTBP, cBsi3aHbI ¢ BbICO-
KOl BepOSITHOCTHIO Mopdotornueckoit KapTuHel O UTT
[10]. ¥ manmenToB ¢ MJIM 1oBOIBHO YaCcTO BCTpEeUYaeTCs
YBEIMUEHNE MEINACTHHATBHBIX TUM(PaTUICCKUX Y3TIO0B,
YTO MOXKET OBITh COMPSIKEHO C XyAITUMU UCXOTaMU 3a-
oosreBanms [16].

B coBpeMeHHBIX pEeKOMEHIALIMSIX TTOTICPKUBACT-
¢Sl BAXKHOCTh MEXKIUCHMIIMHAPHOTO OOCYKICHUS TSI
noctaHoBku auarHo3a WMJI®. Bbeiio mokaszaHo, 4TO
MEXIUCIUTIIMHAPHOE 00CYXKIeHNE, 0ObEIMHSIOIIEE
KJIMHUYECKUE, PEHTTCHOJIIOTNIeCKIE U, TIPU HAJTUINH,
TUCTOITATOJIOTMYECKIE JaHHBIS, TTOBBIIIAET TOCTOBEP-
HocTh mrarHo3a MJI® 1 mo3BoIsieT N3BMEHUTD TePaIInio
y 3HAYMUTEIbHOM noym mauneHToB [13]. Tlepen mo00bIM

Puc. 2. «CotoBoe nerxkoe» Npu TUMUYHOM KapTUHE 06bIYHOW UHTEPCTM-
LManbHOM MHEBMOHMK: A — Ha aKcuanbHoM cpese; b — npu pedopmMaumm
BO (POHTaNbHOM MNOCKOCTH; B — npy pedopMaumm B carmtTanbHom nio-
CKOCTH

WHBAa3MBHBIM TECTUPOBAHUEM TaKKe CICMyeT 3aIlpalii-
BaTh MHCHHE MEXKIUCIUTUIMHAPHON KOMUCCUH, a TIOCTIe
IIPOBEICHNS MHBA3MBHOTIO TECTUPOBAHMSI CIICAYET I10-
BTOPHO ITPOBOINUTH MEXKIUCITUTIMHAPHOE OOCYKICHNE.

Korma KTBP He no3BossieT 10CTOBEpPHO MOATBEP-
nuth OWII unu mpenmnmonaraet arbTepHATUBHBIN q1a-
THO3, JaJibHEMIIIee TMarHOCTUIECKOe 00CIeIOBaHNE
MOKET BKJIFOYATh KJICTOYHBIN aHAIN3 KUIKOCTH OPOH-
xoaJbBeossipHoro taBaxka (BAJI), xupyprudyeckyto o6u-
OTICHIO MJIN TPAaHCOPOHXMAIbHYIO KPUOOHUOIICHIO JICTKO-
ro. OTH MPOLIEAYPHI CACAYET BHIITOIHSITDH y MAlIMCHTOB
C IpUEeMJICMBIM YPOBHEM PHCKa OCIOXHEHUI U B TeX
cIyJasx, KOTa OXMIAeTCs, YTO TOJIyIeHHBIC TaHHbBIC
MMOBJIVSIOT Ha TAKTUKY JieueHMsI. KieTouHbIi aHanmm3
BAJI MoxeT moMoub cy3uTh tuddepeHINATbHYIO A1~
arHOCTUKY (pUOPOTHUYECKOTO TUTIEPIYBCTBUTEIBHOTO
mHeBMoHuTa [13]. CoBpeMeHHBIe PYKOBOJICTBA TIPe/-
JIaraioT MCITOJIb30BaHNe TPaHCOPOHXUAIBHOI KpHOOM-
OIICHHM JICTKOTO B Ka4eCTBE ITPUEMIIEMOI aIbTePHATUBEI
XUPYPIrUIECKOI OMOTICHH JICTKOTO IS TTOTy4YeHUST MOP-
domormueckoro nuarHoza OUII, ocHOBBIBasICh Ha pa-
CTYIIIEeM KOJMYECTBE MOKA3aTeIbCTB, TMOAICPKIBAIO-
IIAX 3TOT MOAXOA B MEIUIIMHCKNX LIEHTPaX C OIBITOM
BBITIOJIHEHUS U UHTEPIIPETALIMU TPAHCOPOHXUATBHOM
kpuobuoricuu nerkoro [10]. Takke pacTeT ONBIT UC-
ITOJIb30BaHMSI TCHOMHOTO KJjlaccuduKaTopa ¢ Moj-
JEPKKOM MAIIMHHOTO OOYYEHUS C IEIbIO BBISIBICHMUS
OMUII B TpaHCOpOHXMAJBHBIX OMONTATAX, YTO MOXKET
VIYYIIUTh TUATHOCTUIECKYIO TOCTOBEPHOCTh M PEKO-
MeHmanuu 1o jJedeHuto NJID B onpenereHHBIX KIIMHU-
yecknx cueHapusx [17]. OnHako nmociiegHuii METOI ele
HE ITOJTyYMJI IIMPOKOTO PacIpOCTpaHeHNs, M HeaBHee
PYKOBOIICTBO HE COACPKUT PEKOMEHIAITNI 32 MJIU TIPO-
TUB ero ucnonab3oBanus [10].
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Puc. 3. TpaKLIMOHHbIE 6p0HX03KTa3bI B KOPTUKaNbHbIX 0TAENax Nerknx npu TUNUYHON KapTuHe 06bI4HOM VIHTEpCTVILIMBHbHOVI MHEBMOHUM: A — Ha pe-

¢00pMaLlVIVI B Kocoi nnockocTy; b — Ha akcuanbHoM cpese

3nupeMuonorus

3aboneBaeMOCTh U pactpocTpaHeHHOCTs MJID Ba-
PBUPYIOT B 3aBUCHUMOCTHU OT CTPaHbI / TeorpamIecKoro
permoHa u aeMorpadruIecKrx XapakKTepruCTUK Hacele-
Hus [14, 18—23]. Oba nmokasarest pe3Ko yBeJIU4nBa-
foTcs ¢ Bo3pactoMm. [1o cpemHMM olieHKaM, IiTo0aabHast
3aboneBaeMocTh MJID konebnercs B mpeaenax 1—13 :
100 000 gesr. HaceneHUsI, a PaCIIPOCTPAHEHHOCTb — B IIpe-
nemax 3—45 : 100 000 ge., mpryeM caMble BBICOKHUE TT10-
Kazatenu 3apeructpuponanbl B FOxnoit Kopee, Kanane
u CIIIA [19]. Tem He MeHee CyIIeCTByeT 3HAUMTEIbHAS
HEOTHOPOTHOCTH B OTYETHOCTH, OMPEACIICHNN CITyJacB
1 METOIOJIOTHSIX MccienoBaHmst. Kpome Toro, 3HaUNTE b~
HO OrpaHWYECHBI TaHHBIC TT0 cTpaHaM Adpuku 1 FOxHO
Awmepuku. Bo MHOTHX HCClIeq0OBaHUSIX COOOILIAETCS O PO-
cTe 3a00JIeBaeMOCTH M/ paciipocTpaHeHHOCTH NJID
C TeYCHMEM BPEMEHH, TIPU 3TOM B OJTHOM MCCIICTOBAHUM
MPUBEICHBI JTaHHBIC 00 YBEIMYCHUU PAaCIIPOCTPaHCH-
Hoctn UJID B 2 paza 3a 2000—2012 rr. [14]. D1 TeHneH-
IIMM TI0KA He OBbITH TTOJTHOCTHIO OOBSICHEHBI YBETMICHUEM
BO3pacTa Wik APYTUMU AeMorpapnIecKuMH (paKTopaMu
1 MOTYT OTpaxaTb U3MeHeHMSI B onpeneseHnn U1,
6osee mmpokoe ucnonb3zoBanue KT m/umu 6osee BBI-
cokue nokasatenu guarHoctuku [20, 21]. Oxunaercd,
yTo riodabHoe opeMst MJIM rmpomomKuT pacTy 1o Mepe
TOTO, KaK YBEIMUMBAIOTCS BO3PACT HACEJICHMS BO BCEM
MHpE, PaCTIPOCTPAaHEHHOCTh HEKOTOPBIX (haKTOPOB pH-
cKa (TaKux Kak 3arps3HeHNE BO3IyXa) M MOBHIIIACTCS
OCBEIOMJICHHOCTD O KIIMHUYECKMX TTposiBieHnsIX 1D,

dakTopbl pucka

Hecmotpg Ha 10, uTo MJIM cunrtaercs 3a60jieBaHEM
HEU3BECTHOM ATUOJIOTHUM, B €r0 NTaTOT€HE3 BHOCST BKJIal
MHOTOYMCJICHHBIE TeHeTUIeCKIEe (DAaKTOPHI M (DAaKTOPHI
oKkpyxatouieii cpeabl. CeMeiiHbIIT aHaAMHE3 JIETOYHOTO
Gubpo3a IBISICTCS CUIILHBIM (PaKTOPOM pHICKa Pa3BUTHS
3a00JIeBaHUS 1 HEOJIATOIIPUATHBIX MCXOAO0B [24]. UneHbl

CEeMbHU B CEMEMHBIX KOTOPTaX MOTYT MMETh pa3HbIe PeHT-
TeHOJIOTMYECKIE, KIIMHUIECKUE 1 TUCTOIATOJIOTMUECKIE
MIpU3HAK1, KOTOPhIEC HEe BCEra COOTBETCTBYIOT KpUTE-
pusim NJI®D. TepMuH «ceMeWHBIN JIETOYHBIN (GrOPO3»
HCTIONIB3YETCS ISl ONMCAHMSI CTIIeKTpa (DMOPO3HBIX 3a-
0oJIeBaHMI JICTKMX, BOSHUKAIOIINX B pe3yJbTaTe Ha-
CIIeICTBEHHBIX (pakTOpOB [25].

Kak penkwme, Tak 1 pactipocTpaHeHHBIC TCHETHYC-
CKHM€ BapMaHTBI CITOCOOCTBYIOT MIPEAPACIIONOKECHHOCTH
K MJI®D. Penkue BapraHThl ObUIM IEPBOHAYAITBLHO WICH-
TUUIIMPOBAHBI B KOTOPTaX CEMEITHBIX 3a00JIeBaHNUA,
HO TaK:ke ObUTM BOBJICUCHBI M B CITOpagndecKre (hopMbI
WNJI® [26]. Cuuraercst, 4T0 3TV BapUaHThI 00JIAIai0T BbI-
COKOI TICHETPAHTHOCTHIO M CUJIBHO BIIVSIIOT HA MHIWBHU-
nyanbHbINA prck U@ [27]. Ha ob1ime BapuaHThI TPUXO-
IATcs 6osbiasg gojs pucka MJI® B monynsgumnm, oqHaKo
OHU MEHBILLE BJIUAIOT HA UHAUBUAYAJIbHYIO BOCIIPUMM-
qyuBOCTb [27, 28]. Hanbonee moimHO oxapakTepru3oBaH
BapMaHT ¢ ycuJIeHHeM (byHKIIUM B TIPOMOTOPHOM 00J1a-
ctu MUCS5B (rs35705950), KOTOpPBIit TPUBOIUT K OOJIb-
1LIei AKcrpeccuu 06eaka MyLiiHa 5B 1 HapylIeHUIo My-
KolumapHoro kiaupeHca [29]. Ipyrue pacnpoctpaHeH-
HBIC BApUAHTHI, CBSI3aHHBIC C TIPEIPACIIOI0XKEHHOCTHIO
K NJI®, BKITI0YAIOT IMTOIMMOPMOU3MBI PSIIOM C 3aTKOPH -
BatouM 6esikoM 13 A-kuHasbl (AKAP13; 1s62025270)
1 HECKOJIbKO BapMaHTOB OeJIKa, B3aUMOIEHCTBYIOIIETO
¢ Toll (TOLLIP) [30]. I'enotun TT rs3750920 B TOL-
LIP, o6HapyxXeHHBbI y ~ 25% nauuenToB ¢ U1, 6611
CBSI3aH C yiyudneHueM 3(P(HeKTUBHOCTY TEPAITUHA Y JINIL,
nosrydaBimmx N-auetwinuctend [31].

HereHetnueckme akTophl prcKa, CBI3aHHBIC
¢ MJI®, BKiIoYaloT MOXWION BO3PaCT, MYKCKOI TTOJ,
KypEHHE, BO3ICCTBIE OKPYXKAIOIIEH Cpeabl U Ipodec-
croHasbHOe (pakTopHl [14]. B HECKOIBLKMX MCCIeT0Ba-
HUSIX KOMOPOMIHBIC COCTOSIHUS ObUTH CBS3aHBI C PU-
ckoMm MJI® u/vimm mporpeccupoBaHus 3a00JIeBaHUS,
XOTS MIPUYMHHAS POJIb 3TUX (PAKTOPOB HE YCTAaHOBJICHA
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[32]. YkopoueHue Tenomep JIeHKOLUTOB nepudepude-
CKO1 KpOBM TaKXKe CBSI3aHO C ITOBBIIICHHBIM PUCKOM
NJID, 6onee OGBICTPBLIM ITpOrpecCUpoBaHrEM 3a00JIe-
BaHUS 1 CHIDKEHUEM BBIKMBACMOCTH JTaXKe IIPH OTCYT-
CTBUHM MU3BECTHBIX TCHHBIX MYTAIINii, CBSI3aHHBIX C Te-
nomepamu [33]. KopoTkue TeToMephl MOTYT OTpaXKaTh
TEHETUYECKYIO TIPEAPACTIONIOKECHHOCTD M3-3a MyTallul
elle He OIIPeNeICHHBIX TEHOB MM OBITh MapKepaMu
KJIETOYHOTO CTapeHMUSI, BOSHUKAIOIIETO B Pe3ybTaTe
00111er0 YCKOPEHHOTO CTApEHMST ¥ COITYTCTBYIOIIETO BO3-
NIeICTBUS OKpYKalOIIel cpeabl U MOBPEXXAeHMIA [34].

PaHHee BbisiBieHUe U CKPUHWHT

HemaBHue nccnenoBaHMsI MOKa3aa, YTO TOBOJIBHO
YacTo CYIIECTBYET JUITMTEIbHAsT OeccMMITTOMHAas (a3a,
npexae yeM y nanuueHToB ¢ MJIMD pa3oBbIOTCS KIMHU-
yeckue U (hyHKIIMOHAJIbHBIC HapyIneHus. ['ncromaro-
JIOTUYIECKME M3MEHEHMSI MOTYT OBITh OOHAPYXKEHBI Y JIUII
C BBICOKMM PUCKOM 3a TOJIBI 0 TTOSIBJICHUSI CHMIITOMOB
WJIN PEHTTCHOJIOTMIECKUX N3MEHEHMI, a aHOMAJIbHBIE
KT-uzobpaxkeHust MOTyT IMPUCYTCTBOBATh 32 HECKOJIBKO
JIET M0 AMAaTHOCTUKM KIMHUYEeCKH onpeneacHHoi N3J1
[28]. Bonee mmpokoe ucnonb3oBanue KT-ckpuHuHTa
IUISI pAHHETO BBISIBJICHMS paKa JITKOTO U IPYTUX KITH-
HUYECKUX COCTOSTHUI IIPUBEJIO K 60JIee 9aCTOMY BBISIB-
JICHUIO MHTEPCTUILINATBHBIX aHoMamii Jerkux (MAJT),
KOTOpBIC MPEACTABISIOT COOOM CllyJaliHbIe HAXOIKH
Ha KT, morenumanbsHo coBMectTuMble ¢ U3J1 [35]. UAJT
0OHapyXuBarTCsA y 2—9% J1il, KOTOPBIM ITPOBOAUTCS
KT g ckprHUHTA paka JIeTKUX WU 110 IPYTUM ITOKa3a-
HusaM [35]. Hekoropeie MAJI, BeposiTHO, TIpEACTaBISIOT
paaHo0 OUII n/unu HeBpisiBneHHbIe M3J1, HO moka
HesICHO, Y Kakoro nauueHTta MAJI OyayTt nmporpeccu-
poBath 10 KInHUYeckn 3HaUMMbIX M3J1. Pentrenosno-
ruyeckoe nporpeccuposanue MAJl moctaTouHo pac-
MPOCTPAHEHO, HO CKOPOCTh TIPOTPECCUPOBAHMST CUITh-
HO Bapbupyercs — oT 20% B TedeHue 2 JIeT [0 MOYTU
50% B TeueHue 4—6 JIeT — U He 00s13aTeJIbHO IIPUBOIUT
K CUMITTOMATHYeCKOMY 3a00JIeBaHUIO M/ MIN (DYHKIIU-
OHaJILHBIM HapyuieHusMm [35]. Hanuuwme mpusHakoB
¢ubpo3a Ha KT, a Takke TTOKMION BO3pacT, KypeHUe
1 HEKOTOPBIC TCHETUYECKIE (haKTOPHI PUCKA, CBSI3aHHBIC
C TIpeApacIonoXeHHOCThI0 K MJIMD, TToBRIIIIAIOT pucK
nporpeccupoBanud [35]. Jluua ¢ MAJI u nmpusHakamu
BBICOKOTO PMCKA IOJIKHBI OBITH 00CICIOBAHBI HA Ha-
JIMYYe KITMHUYeCKH 3HaYuMoro M 3J1 u HaxoauThCst 1o
TIIATEILHBIM HAOIOICHNEM Ha IIPEIMET IIPOTPeCCUpo-
BaHu [35]. HeoOXoamMbI TOTTOTHUTENIBHBIE MCCIIeA0BA-
HUS ¥ peKOMEHAAINHY IIJIST OTIPEACIICHNS ONITUMAIBHOTO
MoHuUTOpuHTra nareHToB ¢ MAJI u tex, komy Oyner no-
JIe3HO paHHee JeUeHNe aHTU(DUOPOTUKAMMU.

bmxaiiime poacTBEeHHUKY HMAIIMEHTOB C CEMEITHBIM
JICTOYHBIM (pOPO30M MOIBEPKEHBI BEICOKOMY PUCKY
pazsutus UJI® u npyrux ¢dopm jerouHoro ¢ubposa,
W CKPMHUHT 3TOU ITOMYJISIIMUA BCE Yallle TIPOBOIUTCS
B KJIIMHUYECKMX ycaoBusx [36]. TectupoBanue GyHKIIMT
nerkux u KTBP nomkHbI ObITH BHIIIOJIHEHBI Y JIULI C JIIO-
OBIMM PeCIIMPATOPHBIMU CUMITTOMAMU WJIM OTKJIOHEHU -
SIMHM OT (PYHKIIMOHATIBHO HOPMBI TIPU MEAUITMHCKOM

00cIemoBaHNY M PACCMOTPEHBI TS BCEX JIMII ¢ (haKTopa-
MU pucka. 1o kpaiineit mepe 1 uccienoBaHue mokasaio,
YTO YJIEHBI CeMelt JINII co criopaandeckoii opmoit UJID
HMMEIOT TaKOM XK€ TMOBBIIICHHBIN prcK pa3BuTus UJIOD,
KaK ¥ JIMIa C CEMEHHBIM JIETOUHBIM (propo3om [37].
IToka He ornpeaeaeHbl MPOrpaMMbl CKPUHUHTA JJ151 BbI-
siaeHust MAJI u panHero jgerouHoro ¢pudpo3sa B ceMeii-
HBIX MU HECEMEWMHBIX YCIOBUSIX, a TAKXKE POJIb TeHETUYE-
CKOI'O CKPMHUWHTA B pyTUHHOM KJIIMHUYECKOM MPaKTHUKeE.

TeyeHune

MJI® npencraBiasgeT co00i XpOHUUECKOE MTPOTpec-
cupylolee 3aboieBaHNE, XapaKTepU3yroIeecs MocTe-
IICHHBIM CHIDKeHUEM (DYHKIIMHU JIETKUX, YXYAIICHUEM
pPeCTUPATOPHBIX CUMIITOMOB 1 BO3MOXHOM CMEPTHIO
MMaIeHTa U3-3a Pa3BUTHS IbIXaTEIbHON HEIOCTATOUHO-
CTH WM COMYTCTBYIOIINX 3a0oneBanmii [38]. HecmoTps
Ha HEM3MEHHO IIporpeccupymoliee TeueHne 3adoeBa-
HUSI, TCYCHUE U CKOPOCTh 3TOTO IIpollecca Hempe-
CKa3yeMBbl M1 HEOTHOPOIHHKI. JIaHHBIC TIaIle00-TPYIIT
KJIMHAYECKUX UCIBITAHUI TTOKA3bIBAIOT, YTO CPEIHE-
TrOJI0BOE CHIKECHME (POPCUPOBAHHON KM3HEHHON eM-
koctu ierkux (P2KEJT) cpeny maineHTOB C JIETKUM WIIN
YMEpEeHHBIM HapylIeHrueM (PYHKIIMH JICTKIX COCTaBIISICT
150—200 mut B rox [39]. Ckopocts cHIKeHUsT P2KEJT
3aMeUISIETCS Y TTAlIMEHTOB, TOJIyYaloIInX aHTUDUOPO-
THYECKHUE TIperapathl (MupOeHUI0H WM HUHTSIAHUO )
[6, 7]. OnHako OBICTPOE / YCKOPEHHOE IIPOIPECCUPO-
BaHME 3200JICBAHUST MOXET IIPOMCXOIUTH, HECMOTPSI
Ha aHTU(DUOPOTUIECKOE JICUCHUE, a TAKKE Y ITAIIICHTOB,
KOTOpHIE B TE€YCHME HECKOIBKUX JICT OBLINA CTAOMIBHBI
6e3 hapmakoaornyeckoi repanuu [40].

XOopoII0 3aT0KYMEHTUPOBAHBI 3HAYNTEILHBIC 3a-
IEePKKN BO BPEMEHU MEXIY Pa3BUTHUEM CHUMIITOMOB
n muartozoM MJIMD, co cpennnm cpokoM B 1—2 rona [41].
Y 3HaUMTEIBHOI YaCTH MAIIMEHTOB PECITMPATOPHBIC CUM-
IITOMBI BO3HUKAIOT 32 HECKOJIBKO JIET 0 TTOCTAHOBKH AHa-
rHosa [42, 43]. Ha panHux cTagusix 3a001eBaHUs OJIbIIIKA
mpu (pU3MIECKON HArpy3Ke WM CHIDKCHUE TOJICPaHT-
HOCTH K HEIf MOTYT OBITh € IMHCTBEHHBIMU CUMITTOMaMH,
KOTOPBIC 3aYaCTyIO OIITMOOYHO CBSI3BIBAIOT C BO3PACTOM
[42]. YunuTbiBasgt, 4TO 3T CUMIITOMBI HeCIIELIM(DUUHEI,
y TALIMEHTOB MOTYT OBITh HETIPABWJIBHO TUATHOCTHPO-
BaHBI Ipyrue 3a00JIEBaHNs CEpALA 1 JIETKUX, TaKNe KaK
OpoHXMaJIbHas aCTMa, XpOHUYEeCcKasl 00CTPYKTHUBHasI 00-
ne3Hb Jerkux (XOBJI) mm xpoHndeckas cepacuyHast He-
JIOCTAaTOYHOCTH [41, 42]. UccnemoBaHms ITOKa3bIBAIOT, UYTO
3¢ p>KKU ITOCTAHOBKH TMAarHO3a MOTYT OBITh COKPAIIICHEI
32 CUET CBOCBPEMEHHOTI'O HaIIpaBIeHUS marreHToB Ha KT
WY K Y3KOMY CIICIIUAJIACTY (ITyJIBMOHOJIOTY) [44].

06ocTpeHue UJD

O6octpenue MJID onpenensieTcsl Kak OCTpoOe, KIIHU-
HUYECKHU 3HAYNMOE PECITMPATOPHOE YXYIIICHNE, XapaK-
TepU3YIoIIeecs MPU3HAKAMK HOBBIX PACIIPOCTPAHEHHBIX
aJIbBEOJISIPHBIX M3MeHeHuit [45, 46]. KTBP-npusHakn,
YKa3bIBaIOIINE Ha 000CTpEeHNE, BKIIFOYAIOT HOBBIC M3-
MEHEHMS 10 TUITY «MaTOBOTO CTEeKJIa» U/WJIN YIIOTHE-
HUS Ha (DOHE OMpeIe/ICHHOTO WX BEPOSITHOTO ITaTTepHA
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OUII (puc. 4) [47]. DT HaXOIKKN KOPPEIUPYIOT C TU-
CTOJIOTMYECKOM KapTUHOM 1 dy3HOTO aTbBEOISIPHOTO
TTOBPEKICHUS WM, peXe, OpTaHU3YIOIIeiics THEBMOHUHI
B 30HAX OTHOCHUTEILHO COXPAaHHOM JISTOYHOM TKAHM BlIa-
JI OT Hambostee puOPO3HBIX obJacreii [46].

M cToprdecKu CI0KMIOCH TaK, YTO OTIPEIACIICHMS OT-
JIMYAJIM OCTPOE PECITMPATOPHOE YXYIIIICHNE, BRI3BAHHOE
HEYCTaHOBJICHHOM MIPUYMHOM (T. €. NIMOIIaTHICCKIE
000CTpeHMsI), OT COOBITH, BRI3BAHHBIX BUPYCHOM MIIN
OaxkTepHaJbHOM pecrMpaTOpHO MH@eKInei, acim-
panueil U IpyruMu UACHTU(PUIIMPYEMBIMH TTIPUINHA -
MU; TIOCJIEMHNUE HE OBLIM BKJIIOUCHBI B IIPEIBIIYIIINAC
onpeaeneHus ooocrpenniit UJID [4, 46]. Tem He MeHee
HMCXOIBI TIOCJIE TMAarHOCTUPOBAHHBIX MINOIATHYCCKIX
000CTpEeHNMIA aHATTOTUIHBI TAKOBBIM TTOCIIE APYTUX (hOPM
OCTPOTO PECITMPATOPHOIO YXYAIICHUS, M Y HEKOTOPBIX
nanyeHToB ¢ oboctpeHusMu UJIMD coobianock o CKphI-
TOM peciiparopHoit nuHdexkunu [48]. [Tanzemust Kopo-
HaBupycHoii 6oje3Hu 2019 1. (COVID-19) enie 60mbI11e
MIPOSIBUJIA BIMSTHYE BUPYCHBIX TPUITEPOB HA Pa3BUTHE
oboctpenuit UJI® [49]. Takum obpazoM, muddepeH-
YAl UIMONATUYECKUX U «IIPUYUHHBIX» 000CTPEHUIA
MNJI® Bo MHOTHUX CIIydasix MOXET OBITh 3aTPyIHEHA.

JaHHBIe TUTae00-TpynIl KITMHAYECKUX UCTIBITAHUI
CBUICTEIBCTBYIOT O TOM, UTO O0OCTPEHUSI BOZHUKAIOT
OTHOCHUTENIbHO peako — y 5—10% nauueHTOB B Teye-
Hue 1-ro roma [45, 46]. OnHako B psiie UCCeI0BaHMIA
yacroTta oboctpennit MJID nocrurana 20% B rox [50].
OO0ocTpeHHs Yallle BO3HUKAIOT B 3UMHHE M BECCHHUE
MECSIIBI, 9YTO MOXET OTPaKaTh BIMSTHIEC MH(PEKITMOHHBIX
Tpurrepos [50]. ApyruMu IMOoTeHUIMAILHBIMU TPUTTE-
paMM SIBIISIIOTCSI MUKPOACIIMPAIINSI, MEIUKAMEHTO3HOE
JieyeHue 1 TopakKanbHas xupyprus [51]. BAJI panee yrio-
MHHAJICS KaK TPUTTEP 00OCTPEHUI, OMHAKO HEIaBHUIM
OOIIMPHBIN MPOCTICKTUBHBIN aHAIN3 TIOATBEPXKIacT Oe3-
orracHocTh BAJI y maumenToB ¢ UJID [52]. daxkTops! na-
IIMEHTA, CBSI3aHHBIC C TTOBHIIIICHHBIM PHCKOM 000CTpe-
Hus, BkmovaoT Hu3Kyto MKEJ, Huskyo auddysn-
OHHYIO CITOCOOHOCTH JIETKMX TT0 MOHOOKCHIY yIJIepoaa
(DL,), Majioe paccTosHKE B 6-MMHYTHOM ILIATOBOM Te-
cre (6-MIIT), nerouHyio runepTeH3uI0, TUIIOKCEMUIO,
BBIPAXXEHHYIO OJIBIIKY 1 HenaBHee cHukeHre MAKEJT

Spin: -0
Tilt: -90

[45]. MenuaHa BeXKMBaeMOCTH TTociie odoctpenns 1M
cocraBisieT 3—4 mec. [50], rocnuTanbHas J€TaIbHOCTD
ripu o6octpennu UMD — okoio 50% [43].

ConyTcTBylowme 3aboneaHus

¥ nmammenToB ¢ MJI® pacnipocTpaHeHbI pecrpaTop-
HBIC ¥ HEpECITMPATOPHBIE COMYTCTBYIONINE 3a00JICBaHNs,
KOTOPBIC MOTYT YBEJIMUUTH TSIKECTb CUMIITOMOB U TI0-
BJIMSITH HA BEDKUBAaeMoCTh [54]. B oqHOM McciienoBaHun
O4JIBIIIEE KOIMYECTBO COITYTCTBYIOIINX 3a00JIeBaHMI CHU-
2KaJ10 MeAaHy BEDKUBAEMOCTH cpenr narmeHToB ¢ 1M
¢ 66 Mec. [T TTAalMEHTOB Oe3 COITYyTCTBYIOIINX 3a00JIeBa-
HUI 10 35 Mec. Ut TAllMEHTOB ¢ 4—7 COIyTCTBYIOIIUMU
3a0oieBaHusIMU [55]. Bbicokast pacmpocTpaHeHHOCTh
HEKOTOPBIX COITYTCTBYIOIIMX 3a00JICBaHUI, TAKUX KaK
cepneaHo-cocynuctoie, XOBJI 1 pak Jerkux, 4aCTUIHO
00BSICHSIETCS 00IIMMU (haKTOopaMu prcKa (KypeHue, To-
JKIJIOM BO3pacT M reHeTnKa). Dmbuszema u/mwim XOBbJI
ObLIM 3aperucTpupoBaHbl y 6—67% nauuenton ¢ 1D
B 3aBUCHMOCTH OT MCXOIHBIX XapaKTEPUCTUK UCCIICIye-
Moii rioryJisiuuu, y ~ 30% GOIbHBIX ObUIN BBISIBJICHBI M-
(duzemarosubie nameHeHus gerkux rmpu KTBP [56]. Kowm-
OMHMPOBAHHBII JIETOUHBII (Dropo3 1 smbuzeMa (KJID3)
OBLT OIpeIesIeH KaK OTICbHBIN CHHIPOM, KOTOPBIIT OXBa-
THIBACT PA3IMYHBIC TUIIBI JIESTOYHOTO (prOP03a, BKITFOUAsT
NJID, cocymiecTByromue ¢ smpusemoii [57]. HesicHo,
TIPOSIBIISIETCS JIN Y TTAITUEHTOB C paHEee CYIIeCTBOBABIIICH
sMdu3eMoii, cBsI3aHHOI ¢ KypeHueM, rmartepH OUIT Tak
XKe, Kak y naureHToB ¢ UJI® 6e3 smbuzemsl. [1pu uc-
cienoBaHUM (PYHKIINN JIETKUX ManyeHTs! ¢ KJIDD nmeror
IMapagoKCcaaIbHO COXpPaHHBIC JIETOYHBIC 00BEMbI 1/
KOMOMHMPOBAHHBIC OOCTPYKTUBHBIC / pECTPUKTUBHBIC
BEHTWJISILIMOHHBIC Ae(DEKTHI C BRIPAXKCHHBIM HapylIlle-
HueM DL . DTo coCTOsSIHKE YaCTO CBA3aHO C JIETOYHOIA
ruriepteHsuei [57]. Hanmuue amduszembl oka3biBaeT He-
TaTUBHOE BJIMSTHHE HA UCXOMBI y IMaleHToB ¢ KIIDD: ipn
JTAaHHOM cTeneHu (prubdpo3a CMepTHOCTDL OoJiee BEICOKAST
[58]. Takum o6pa3oM, obmIyIo cTenieHb n3mMeHeHnit Ha KT
(kak pubpos, Tak u smpusemy) u DL cnenyer paccma-
TPUBATh KaK MapKephI TSLKECTH 3a00JIeBaHUS.

JlerouHast TuriepTeH3Us ObLIa 3apeTUCTPUpPOBaHA
y 14% nauuenroB UJID ¢ nerkumMu U yMepeHHBIMU

Puc. 4. KapTuHa 060cTpeHms MaMonaTmMyeckoro Nero4Horo Gprbposa Npu KOMMbIOTEPHOM ToMorpacdum BbICOKOTO paspeLueHus: A — UcXoaHo; b — vepe3s

10 Mec. Bo BpeMA pa3BuTMA 060CTpeHMA
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PECTPUKTUBHBIMU HAPYIICHUSIMU (DYHKIIUM JICTKUX U Y
30—50% mnauueHToB ¢ 6oJiee BhIpaXKEHHBIMU HAPYILIe-
HUSIMU JieTouHoM dyHkuuu [59, 60]. Hanuuue nerou-
HO TUIIEPTEH3UHN CBSI3aHO C TUIOXOM BRIKMBAEMOCTHIO
nanueHToB ¢ UJID [61]. B 1 uccienoBaHuu MeauaHa
BBDKMBAEeMOCTH TTaiueHTOB ¢ MJI® u cucTommuecKnum
IaBJICHUEM B JIETOUYHOU apTepuu > 50 MM pT. cT. (110
MaHHBIM TpaHCTOpPaKaIbHOI 3XoKapauorpapuum) co-
craBmia Bcero 0,7 rona [61]. HeckobKO KIIMHUYECKUX
HCCIICIOBAaHUI He TTOKA3aJIM TTOJIOKUTEIBHOTO 3(hdekTa
JICYCHMST AaHTATOHUCTaMU SHIOTCIMHOBBIX PEIICIITOPOB
(aMOpu3eHTaHOM, O03€HTAaHOM M MALIUTEHTAHOM) U pU-
OLIMTYaTOM Y 3TO MOMYJISIIUM TMariieHToB [59]. dak-
TUYECKU Tepalrs aMOpH3eHTaHOM acCOIIMUPOBATIOCH
C YCKOPEHMEM CHIDKCHUST (DYHKITNU JIETKUX Y OOJIBHBIX
WNJI® ¢ nerouHoit runepreH3neii unu 6e3 Hee [59]. ITo-
TeHIMAJIbHBIE TepaneBThnYecKre 3PdeKThl craeHadmia
OB ITPOIECMOHCTPUPOBAHBI TTO BTOPUIHBIM KOHCUHBIM
TOYKaM KIMHUYECKUX UCIIBITAHUI, HO eT0 3 (PEKTUB-
HOCTPH He ObLJIa ITOKa3aHa I10 TIePBUYHBIM KOHECYHBIM
Toukam [62]. [IpogeMOHCTPUPOBAHO, YTO JICUEHUE UH-
TAISIIMOHHBIM TPEITPOCTUHIIIOM YIyJIIaeT IIepeHOCH -
MOCTBH (PM3MYECKUX HATPY30K Y MALIMEHTOB C JISTOYHOM
runieprensueit Beaencrsue U3J1, B 1. u. MJID [63].

B HecKOMBKIX MCCIeT0BAaHUSIX COOOIIACTCS O TTOBbI-
IIEHHO# 3200JIeBaéMOCTH PAKOM JICTKMX CPEIU MaIlieH-
TOB ¢ JIMD, 9TO MOKET OBITH CBSI3aHO C OOIIMMHU (PaKTO-
paMu prcKa 1/WJIN aKTUBAILINEH OMOJIOTUICCKUX ITyTei,
CITOCOOCTBYIOIMX PA3BUTHIO PaKa JIeTKux [56]. Jleuenune
paka JIErkoro B 3TOW MOMYJISILIMU SBJISIETCS CJIOXKHOM 3a1a-
yeit. Xupyprudeckasi pe3eKis 1 JIydeBast Teparust MOTyT
0Ka3aThCsI HEBO3MOXKHBIMU MPU HAIMINU OOLIMPHOTO
¢ubpo3za [64]. Xupypruyeckoe 1 MeAMKaMEHTO3HOE JIe-
YeHME TaKKe MOXET CITPOBOLIMpoBaTh oboctpeHre NJId
[65]. [TpoTuBOOITYXOJIE€BBIE TIPEIApaThl I HOBBIE OMOJIOTH-
YeCK1e METOBI JICUCHHST, KOTOPBIC IIPOU3BEIN PEBOIIIO-
LIMIO B JICYCHNHM paKa JIETKOTO, TAKXKe OBUTH CBSI3aHBI C T10-
BBIIIIEHHBIM PUCKOM JICKaPCTBEHHO-MHAYIINPOBAHHOMN
M13J1 1 nporpeccupoBaHneM JerouHoro gpuoposa [66].
JnarHo3 paka jierkoro y mmamyeHToB ¢ MJI® okasbiBaeT
CYIIIECTBEHHOE HETAaTMBHOE BIIMSHIE Ha BEDKMBACMOCTD:
CMEPTHOCTh YBEJIMYMBAETCs 10 5 pas [67].

Hpyrre comyTCTBYIOIINE 3a00¢BaHNUs BKIIIOYAIOT
OOCTPYKTHMBHOE aIlTHOD BO CHE, CEPICUHO-COCYIUCTHIC
3a00JIeBaHMs, JISTOYHBIC SMOOIMK U TacTpo33odare-
aJbHbBIN pedutrokc [56]. JleueHne 3TUX COMYTCTBYIOLINX
3a00JIeBaHMI MOXET TOJIOKUTEIbHO TTOBIUSITH Ha Ka-
YeCTBO XM3HM M BEDKMBAEMOCTh MAIIMEHTOB, HO HE00-
XOIMMBI HOBBIE HccienoBaHms. Taxske marmeHTs UJID
YacTO COODIIMAIOT O ACTIPECCUN U TPEBOTE, KOTOPHIC MO-
I'YT 3HAYNUTETHHO BIUATH Ha KAYECTBO XM3HM [68]. BHu-
MaHME K 3TUM U APYTUM COIYTCTBYIOLIUM 3a00JIEBAHUSIM
TOJKHO OBITh YaCThIO KOMILICKCHOM OLICHKH U JICYCHUS
nareHToB ¢ UJI1O.

Tepanusa

Crannmaptsl JedeHus MJI® 3HaYNTETIPHO U3MEHM -
JINCH 3a TTOCIeHee aecsaTmieTre. s yIoBIeTBOpEHUS
notpedbHocTel manueHToB ¢ MJI® HeoOXoaUMBI MYJIb-

TUMOIAJIbHBIC TIOAXOMHI K JIeueHn10. MMeloTcs BecKue
JIOKa3aTeIbCTBA TIPOTUB MCITOIL30BAHMS TIIOKOKOP-
tukocreponnos (I'KC) u npyrux uMMyHOCYIIpecCHB-
HBIX TIpeIiapaToB, YUUTHIBas JaHHBIC MCCIIEIOBAHMUS
PANTHER, B KoTOpOM XyAIINe pe3yabTaThl TOJTy4YEHBI
y TIAIIMEHTOB, MOJYyYaBIINX KOMOMHUPOBAHHYIO UMMY-
HOCYIIPECCHUBHYIO Teparuio, 10 CPaBHEHUIO C TIaleb0
[5]. B HacTostimee Bpems s neuenus NJID omodpe-
HBI 2 aHTUGUOPOTUYECKUX TIpernapara: MMp(peHNI0H
n HuHTenanuo [6, 7]. [IpoBeneHHbBIE MCCIIENOBAHUS
yOeauTeIbHO JOKA3aJI, YTO 00a TperapaTta 3aMeUISIIOT
nageHue GyHKUUK JIerKux y nauueHTos ¢ UJID [6, 7].
Bo BTOpyyHOM 1 00BbEIMHEHHOM aHaIU3€e ObLIO TTOKa-
3aHO, YTO 00a IperapaTa yIydllaT KIMHIISCKUE UC-
XOJIBI, BKJTIOYAsI YaCTOTY TOCIIMTATIN3ALINI 1 JICTAIbHOCTD
[69, 70]. OnHako He ObIIO MOKAa3aHO, YTO JaHHBIE TIpe-
raparthl BIUSIOT Ha CUMITTOMBI nalneHToB, 1 20—30%
OOJBHBIX B KIIMHUUYECKNX MCIBITAHUSAX U PeabHBIX
PETUCTpax HE CITOCOOHBI TIEPEHOCUTD 3T JIEKApPCTBEH-
HBIE CPEICTBa B TCUCHME JUIMTEILHOIO BPEMEHHU M3-3a
MMOOOYHBIX 3(D(HEKTOB, B IIEPBYIO 0YePEIb CO CTOPOHBI
KEJITYOIOYHO-KUIIIEYHOTO TpaKTa. DTO MOTIESPKUBACT
HEOOXOIMMOCTh TToucKa 0ojiee 3(OEKTUBHBIX IIpE-
ITapaToB C JyYIIei TTepeHOCUMOCTBIO, a TAKXKE HOBBIX
HCCJICIOBAaHNI TeparieBTUUECKUX arTeHTOB, B KOTOPBIX
OTBET Ha JICUCHUE OLICHUBACTCS C UCTIOJb30BaHNEM KITH-
HUYECKU 3HAUMMBIX MCXOIOB, OTJIMIHBIX OT U3MECHEHUI
®XKEJI, — HanpuMep, KOMOMHUPOBAHHBIX KOHEUHBIX
TOUEK roCIUTaaIn3aluu u cmeptu [71].

[Ipu3HaBas ypoBeHb JOKA3aTeJILCTB OYCHb HIU3KOTO
KauyecTBa, B IIOCIICIHEM PYKOBOICTBE TIpeyIaracTcs He Jie-
quTh NanreHToB ¢ MJIMP aHTaummHBIMU TIperapaTaMu
1 HE HaIIPaBIISITh TAKMX OOJIBHBIX HA aHTUPEDIIOKCHYIO
OIIepalnio C IeIbI0 YIIYUIICHUST PECIUPATOPHBIX UC-
xo10B [10]. AHTaIMOHbBIE TIpETapaThl MOTYT UCITOJIb30-
BaThCS IS JISUCHUST TacTpoa3odareabHO pedIrrokce-
HOI 00JIC3HU W CBSI3aHHBIX C HEM CUMIITOMOB, OTHAKO
CHCTeMAaTHYCCKMIT 0030p M MeTaaHAJIN3 ITOKA3aJId, YTO
TaKWe JIeKapCTBEHHBIC CPEICTBA HE OKA3bIBAIOT CYIIIE-
CTBEHHOTO BJIMSTHUS Ha nporpeccupoBanue UMD [72].
Ha cerogHsimHMIT AeHB OBUIO TIPOBEICHO JIUIIL OTHO
PaHIOMU3UPOBAHHOE KOHTPOIMPYEMOE UCCIICIOBAaHIE
(PKH) mamapockormaeckoii aHTUpeIIOKCHOM XUPYpPIun
y mammeHToB ¢ MJI® 1 3a10KyMeHTHPOBaHHBIM aHOMAJTh-
HBIM KUCJIOTHBIM KEJTYIOYHO-ITUIIIEBOIHBIM PEhIIOKCOM
[73]. B aT0ii HEOOMBIIION paboTe TTOKAa3aHO, YTO OTEpaIIsT
Oe3oITacHa TSl JAHHOM TTOIYJISIIIAY TTallMeHTOB, HO He
IIPOAEMOHCTPUPOBAHO CTATUCTUYECKN 3HAYMMOE TIpe-
HAMYIIIECTBO B OTHOIIICHNH TIPOTPECCUPOBAHUS 3a00JTe-
BaHUSI, TOCITUTAIN3ALIMI ITO TIOBOAY PECIIMPATOPHBIX 3a-
OoneBaHuii U cMepTeit. HeoOXxoaumbl JOMOIHUTEIbHbIS
JMAHHBIC O POJIA AaHTUPEMIIIOKCHON XUPYPTUU U APYTUX
aHTUPEeDIIIOKCHBIX MEeTONOB JedeHus mpu NJ1D.

Hpyrue BMeIIaTesIbCTBa, KOTOPHIE CIEAyeT paccMa-
TPUBATh UTSI BCEX MALIMEHTOB C MIPOTPECCUPYIONINM 3a-
OoJieBaHNEM, BKIIIOUAIOT MCITOJIH30BAaHKE KINCIOPOIOTE-
parmu, IETOUHYI0 peadbINTAIINIO, KOHTPOJIb MAacChI TeJla
U TIMTaHMSI, & TAKXKE OLIEHKY BO3MOXKHOCTH TTPOBEACHMST
TpaHCIUIAHTALIMU JIETKUX [74]. bblto moka3aHo, 4To Je-
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TOYHas peadWInTAILMS YIyqIlaeT KIMHUICCKIE UCXO0-
Il y manueHToB ¢ MJI®, BKiIrogast CHIKeHUE OIBIIITKI
U TIOBBILIEHUE KayecTBa Xu3HU [75]. Kputepuu mist
TPaHCIIAHTAIIMHY JIETKUX Pa3IMYAOTCS B 3aBUCUMOCTH
OT LIEHTpa, OMHAKO BO MHOTHUX LIEHTPaX HET abCOJIIOT-
HOTO BO3PACTHOTO MOpOTa, W TPaHCIUIAHTAIIMS JISTKIX
BCe yallle BbIIOJIHSIETCS MallMeHTaM B Bo3pacte > 60 jieT
[76]. BpL1o MOKa3aHo, YTO MPUBJICYECHUE MTAINATUB-
HO¥ TTOMOIIM TaKXXe TOJIE3HO ST O0JIeTYCHUST OpeMe-
HU cuMnToMoB y naumeHToB UJIMD [77]. [Ipaktnuecku
BceMm nanmeHTaM MJI® mokazaHa BaKIIMHALIMS IIPOTUB
ITHEBMOKOKKOBOM MH(EKIINHY 1 TPUIIIIA.

IMomxomsl K JIeYeHUIO OOOCTPEHUI BCE €IIIe OCTAIOTCS
HeompeaeIeHHBIMU, TTOCKOJIBKY OTCYTCTBYIOT MCCIIEIO-
BaHUS, IEMOHCTPUPYIOIINE YIYIIIICHUE PE3YIbTaTOB
pu KaKoM-JIn06o MeTozde Tepanuu. [1pu nedeHun 060-
cTpeHnii 00braHO npuMeHsI0T 'KC, x0T peKoMeH-
Ay, TIpuBeIeHHBIC B pyKoBoacTBe 2011 r., umenun
c1a0bIit ypOBEHB TOKA3aTEIBHOCTH, a TO3MPOBKA, BBEIC-
HHE ¥ TIPOIOJDKUTEIBHOCTD TAKUX IIPEIiapaToB He OBLIN
yCTaHOBJEHBI [4]. B peTpoCcneKTUBHBIX UCCIIeIOBAaHUIX
neyerre 'K C acconmmpoBaaoch O CHIDKEHUEM BBIKH-
BaeMOoCTH cpenn nareHToB ¢ MJIM, Ho moTeHIIMaTbHBIe
CHCTeMaTUYECKIE OIIMOKN OTPaHNYMBAIOT JIFOOBIC BHI-
Bonbl [78]. Heooxomnmer PKU o mpumenenuo 'KC
U/VJIU IPYTUM TepareBTUUECKUM BMEIIATeIbCTBAM TTPU
oboctpenun NJI®. HemaBHee KIMHUYECKOE MCCIIEIO-
BaHMe 3-ii (ha3bl MPOIEMOHCTPUPOBAJIO TTOBHIIIICHHYIO
3-MecsTYHYI0 CMEPTHOCTD Y MAIITUEHTOB C 000CTPEHUEM
NJI®D, moayyaBmIMX BHYTPUBEHHBIN LIMKII0(pochamMu
B nonojHeHre K 'KC; 210 cBUIETEILCTBYET, YTO TTOI00-
HOTO JICUCHMS clleayeT u3oerats [79]. Ipyroe KinmHu4Ie-
CKOe rcciemoBaHue 3-it (ha3bl IToKas3ano 001ee HU3KYIO
BBDKMBAEMOCTD CPENIM TTAIIMEeHTOB ¢ obocTpeHnem UJID,
TOJIyYaBIINX TPOMOOMOIYJIVH ajbda, 0 CpaBHEHUIO
¢ mane6o [80]. CaemyeT MpOBOAUTD TIIATEILHBIN MO~
HCK TPUITEPOB OCTPOTO 000CTpeHMUS (T. €. MH(MEKIINH,
acMupaluu U 1Ip.) U JIEUUTh JIOObIe COMYTCTBYIOIIUE
3a001eBaHMs. YUUTHIBAsI BHICOKYIO 3a00JI€eBA€MOCTh
1 CMEPTHOCTb, CBSI3aHHBIX ¢ obocTpeHneM UJID, 60b-
IIIo¢ 3HaYeHNE UMEIOT paHHEee Havaslo MaJUIMaTUBHOMU
TIOMOIITN ¥ IIPeABAPUTEIBbHOE TIJIAaHNPOBAHKE JICUCHUS.

MOHMTOPMHF nporpeccupoBaHus 3aboneBaHus

MonwuTtopuHr nporpeccupoBanus MJI® odeHn Ba-
JKEH, He3aBUCHMO OT IPOBOIMMOTO JICUCHUSI, OMHAKO
TMOAXOMSIIIIAI MHTEPBAJI IUTSI TIOCTICAYIOIEro Hab o Ie-
HUS U KIMHAYECKOTO 00CIeI0BaHNS BapbUpyeTCs B 3a-
BUCHUMOCTH OT YCIIOBUIA TTPAKTUKHU, TOCTYITHBIX MECTHBIX
peCcypcoB, a TakKe mpeanodreHnit mamueHTa. [Iporpec-
CHpOBaHNE MOXHO OLICHMBATh Pa3TMIHBIMU CIIOCOOAMH,
YTO TTOTEHIINAIBLHO ITOBBIIIACT BEPOSITHOCTD BHISIBIICHUS
HEOOJIBIIOTr0, HO KIIMHUYECKN 3HAYNMOTO YXYAIICHUS.
MOHUTOPUHT Yepe3 PeTyIsIpHBIC IIPOMEXKYTKHA BPEMEHU
IJIST OLICHKU YXYAIICHUSI CUMITTOMOB, (DYHKIIMOHAJb-
HbIX apameTposB (T. €. cHuxenus @KEJI u/umm DL )
W/WIY pEHTTEHOJIOTMYECKIX IIPU3HAKOB MOXET IIOMOYb
B JICUCHNH, BKJTIOUAST OBICTPOE BBISIBJICHUE OCITOXKHEHUIM
U COMYTCTBYIOIINX 3a00JIeBaHNUI, KOTOPBIC TPEOYIOT HO-

MOJIHUTEJbHBIX METOIOB U CBOEBPEMEHHOTO HaIpaBJie-
HMS TAllMeHTa Ha KITMHUYECKUEe 00CIeTOBaHMS M TPAaHC-
IUIAHTAIINIO JICTKMX.

OmneHKa ¢ MHTepBaJIoOM B 3—4 MecC. ¢ ITOMOIIBIO
cnupoMeTpun u DL, ucnonb3oBasach B HEIaBHO
IIPOBENCHHBIX KITMHUYCCKUX UCCACIOBAHUSIX MIJIST BBI-
SIBIICHUSI TIPOTPECCUPOBAHUS 3a00JICBaHUS U IITUPOKO
MPaKTUKYETCSI B 9KCIIEPTHHIX LIeHTpax [6, 7]. YacTora
MoHuTOopHrHra ¢ nomoubio KTBP nomkHa nonbupatbest
WHINBHUIYaJIbHO HA OCHOBAaHNM KIMHUYECKUX U (DYHK-
LIMOHAIBHBIX TaHHBIX. [1py 3HAUMTETEHOM YIIyJIIeHUN
WY YXYOIICHUH (DYHKIIMH JICTKUX CJICIYeT pacCMOTPETh
BOIIPOC O MEePEOLIEHKE AMarHo3a WM MOHUTOPUHTE OC-
JIOKHEHU# (HaIlpuMep, JISKApCTBEHHON TOKCUYHOCTHU
1 000CTpeHMit) cOOTBeTCTBeHHO. HekoTophiM manu-
eHTaM MOXeT norpeboBartbcs nmpoeneHue KTBP 6e3
KOHTpacTa ¢ MHTEPBaJIOM B 12 Mec., 0COOCHHO TP Ha-
JIMYUY TOTIOJTHUTENIBHBIX (PaKTOPOB prCKa paKa JIETKOTO.

BuoMapkepbl

M3yyanachk posib pa3IUyHBIX OMOMapKepOB KPOBU
npu NJI®, cnocoOHBIX TTOMOYL B OlLIEHKE AMarHo3a,
IIPOTHO3a U OTBETAa Ha JICUCHNE, OMHAKO B HACTOSIIICE
BpeMsI HA OIMH M3 HUX He MHTETPUPOBAH B IIPOIIECC
MIPUHATUSA KINHUICCKUX pEIICHUI. Y MallMeHTOB
¢ NJI® mioBeIIIeHB HUPKYIUPYIOIINE YPOBHU MapKe-
POB TIOBPEKICHMS AIbBEOISIPHOTO STUTENNS (OCIIKOB
cypdaxranTta SP-A, SP-D u anturena Kpebca ¢on nen
Jlynrena 6 [KL-6]), a Takxke peMoIeInpOBaHUs BHE-
KJIETOYHOTO MaTpUKca (MAaTPUKCHON METaJJIONIPOTEH -
Ha3pl-7 (MMP-7), meproctHa 1 OCTeOITIOHTHHA) [81,
82]. ¥ 6onbHBIX TIporpeccupyommum MJI® noseieHO
cogepxanue SP-D, MMP-7, oryxoneBbIX aHTUTEHOB
CA19-9 u CA-125, MOJIeKyJI MEXKJIETOUYHON aare3nu
1-ro tTuma (ICAM-1), mepnoctHa 1 hparMeHTa -
tokepatuHa-19 (CYFRA 21-1) [83, 85]. Heckonbko
HCCIIeI0BAaHUI TTPOIEMOHCTPUPOBAJIN, YTO HEKOTOPHIC
13 3TUX OMOMapKEPOB, TI0 OTACIHPHOCTH WIIA B BUIEC KOM-
OMHUPOBAHHOTO ITOKAa3aTeIsl, MOTYT MMETh 3HAUCHUE
B IIPOTHO3UPOBAHUH KPAaTKOCPOTHOTO M OOIIETO prcKa
MpOrpeccUpoBaHus 3a00JIeBaHUS 1 cMepTHOCTH [81, 85].
OnHako He YCTAaHOBJICHO MOMOJHUTEILHOE 3HAYCHUE
OGUOMapKEPOB MO OTHOLIEHUIO K IPYTUM KIIMHUYECKAM
ImapaMeTpam (BO3pacTy, oIy, U3MEHEHUSIM (DU3HOJIO-
TUYSCKUM M TIPU UMHIK-AUarHocTuke). KoamaecTBo
MOHOIIMTOB MepudepuIecKoil KpOBU HETAaBHO CTAJIO
MHOTOOOCIIAIOITNAM U JIETKO ITOIIAIOITNMCS N3MEPECHUIO
MMPOTHOCTUYECKUM OrMoMapKepoM y naureHToB ¢ MJID,
IIPY 3TOM HECKOJIbKO MCCIIEMOBAHUI ITOKa3aau, 9YTO
91CcII0 MOHOIMTOB > 0,6 X 10°/1 TECHO CBA3aHO C MPO-
rpeccupoBaHMEeM 3a00JIeBaHUSI 1 CMEPTHOCTBIO OT BCEX
npryuH, a > 0,95 X 10°/1 yKa3bIBaeT HAa OYEHDb BBHICO-
KA pUCK HeOIaronpusTHBIX McxonoB [86]. Hu ogun
13 M3YYCHHBIX OMOMapKepOB HE TIPOIEMOHCTPHUPOBAIT
ITOJIC3HOCTH IJIST OLICHKU OTBETa Ha aHTHU(MUOpOTUYE-
cKylto Teparnuio [87]. OqHako B peTpOCIIEKTUBHOM aHa-
nu3e ucciegoBanuss PANTHER 0Obu10 ycTaHOBIIEHO,
YTO CKOPPEKTHPOBAHHASI II0 BO3PACTY IJIMHA TEJIOMEP
JIEUKOLIMTOB KPOBU HIKE 10-TO MPOLIEHTWIISI OT HOPMBI
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ObLIa CBsI3aHA ¢ HEOJArONPUSITHBIMU UCXOAAMU CPEIU
MaLKUEeHTOB, MOJYYaBIIMX UMMYHOCYIIPECCUBHYIO Tepa-
o [88]. DTu pe3yabTaThl OBIJIA TTOBTOPEHBI B IPYTUX
KOTropTax ITallieHTOB 1 J100aBJIeHBI K COBOKYITHOCTH
JAHHBIX O JJIMHE TeJIOMED B KAYeCTBE IIPOrHOCTUYECKOTO
OroMapkepa ¢ IOTeHLMATIbHOM IT0I€3HOCTBIO /IS OLICH -
KM OTBeTa Ha jedeHue ripu ¢puopornyecknx M3JT [33].

3aboneBaeMoCTb U CMEPTHOCTb

MennaHa BbDKMBA€MOCTH TALIMEHTOB C TMATHO30M
NJI® uctopnyecku cocTabiisiia 3—5 JieT mocJe rmocTa-
HOBKHM nuarHo3a [89]. Cpenn aMeprKaHCKIX ITAIIICHTOB
¢ WD crapiue 65 et B nepuon 2001—2011 rr. meau-
aHa MPOJOJLKUTEILHOCTY XU3HU cocTaBuia 3,8 roma
[22]. B uccnenoBanuu, nmpoeneHHoM B Kanane ¢ 2007
mo 2011 r., 4-netHuii puck cMept coctaBmi 41% [21].
Bpewms BekuBanms ipu MJIM cokpaiaeTcs ¢ yBenmye-
HUeM BO3pacTa 1 Y JINI My>KCKoro Toj1a [22]. B mHoro-
YHCJICHHBIX UCCIICMIOBAHUSIX COOOIIaeTCsI 00 YAyIIIeHUN
BBDKMBAEMOCTH 3a nocyeqHue 20 JIeT, YTO MOKHO 00b-
SICHUTD OoJiee paHHEH, 4eM Tpexae, TMarHOCTUKOM,
COKpallleHNEM UCIIOJIb30BaHNSI NMMYHOIETIPECCAHTOB
W yIIydiieHueM cxeM jedenus [22, 23]. B 1 uccienona-
HUHU COOOIIAIOCHh O CHIKEHUH CTaHIAPTU3NPOBAHHBIX
10 BO3pacTy Imokazarejeit cmeptHocty oT M3J1 Bo MHO-
TUX CTpaHax EBpoITbI; MOXXHO TIPEATIONOXUTE, YTO STOMY
CHOCOOCTBYIOT YJIyYLIEHUS B TMAarHOCTUKE U JICUEHUN
M3J1 [23]. Heckonbko PKH, a Takke o0beqUHEHHBIE
naHHble PKU nponeMoHCTpUpoOBaiv yaydllIeHUE BbI-
>KMBAeMOCTH TIPH MCITOIb30BAaHUM aHTU(DUOPOTUIECKOM
teparuu [90]. OmHAKO COXPaHSIOTCST 3HAYUTETbHBIC Pa3-
JIMYUS B pe3yJIbTaTax JICUCHUS TTalIMEHTOB M3-3a pachl /
STHUYECKOM MPUHAMICKHOCTH 1 COLIMATIBHO-3KOHOMU-
yeckoro craryca [91].

Yucno cmepteii ot MJID Bo BceM MuUpe pacTeT, He-
CMOTpS Ha MTaHHBIC, CBUICTEIHCTBYIOIINE OO TTOBHI-
IIEHUW BBDKMBAEMOCTH CPEIN TaKUX MAIMeHTOB [92].
CornmacHo 0a3e MTaHHBIX CMEPTHOCTH BceMmpHOit op-
TaHU3allMU 3IPaBOOXPAaHEHUS, CPEIHSISI CMEPTHOCTD
ot MJI® B EBpore cocraBuna 3,75 : 100 000 HaceneHust
m1st myxanH 1 1,50 : 100 000 HaceaeHUST MIsT KSHIIMH
B 2011—2013 rr. [92]. B CIIIA ypoBeHb CMEPTHOCTH,
CKOPPEKTUPOBAHHBIN IO BO3pacTy, mpu OoJiee Iu-
POKOM OIIpeIeICHUN JICTOIHOTO (hrdpo3a cocTaBUI
B 2017 1. 26,7 : 100 000 HaceneHust i My>KuuH 1 16,3
: 100 000 HaceneHusa A XXKEHIIMH CO 3HAYUTEIbHOMN
BapuabeIbHOCTBIO B 3aBUCHUMOCTHU OT pachl / STHUYE-
ckoii mpuHamiexxHocTu [93]. KoadhduimeHTs cMepT-
HOCTH C TTOTIPaBKOM Ha BO3PacT, O JAaHHBIM CBHUIIC-
TenbCTB 0 cMepTH, B 2010 1. Bappuposanu ot 4,6 : 100 000
B lIBermmu 1o 9,9 : 100 000 B SAmoHuM; BEICOKME TTOKA-
3aTeJIM TaKKe 3apeTUCTPUPOBaHbI B BenmnkoOpuTaHum
(8,5 : 100 000 HacemeHnust B AHTIIMU 1 Yanbce U 9,7 :
100 000 nacenenwus B LlloTnmannum), a 6oee HU3KUE —
B Ucrmanuu n Hooit 3enanaum (5,3 u 5,6 : 100 000 Ha-
cesieHust cooTBeTcTBeHHO) [94]. B mepron 2000—2012 rr.
BO BCEX CTpaHaX, IO KOTOPBIM OBLIM TOCTYITHBI JaH-
HbIC, HAOTIONAIOCH €XKETOTHOE YBEIIMUCHIE CMEPTHOCTH
Ha 2—3% [94]. B CILLA c 1999 o 2017 T. cMepTHOCTb

C TMOMpaBKOM Ha BO3pacT BeIpocia B cpeaHeM Ha 0,7%
B rox [95]. HemaBHUe McclieqoBaHUS ITOKA3bIBAIOT, YTO
~ 5500 gen. B Bemukoopurtanum u 1o 17 000 uen. 8 CIIIA
exxeromHo ymupaiot ot MJID [94]. Hanboiee gacThI-
MU IPUYMHAMU CMEPTU nauueHToB ¢ WD apisiorcs
IIPOrpeccupoBaHue 3a00J1eBaHUsI JIETKMX, YACTO IIPUBO-
Jsiiee K 000CTPEHMIO, U OCTpasi AbIXaTeIbHasl HeI0CTa-
TOYHOCTD (y 60—70% 60JbHBIX) [96]. Apyrue npuurHbI
BKJIIOYAIOT UILIEMMYECKYIO 00JIe3Hb Cep/Lia, PaK JIETKUX,
IMTHEBMOHUIO, JierouHyto amoosuio 1 XOBJI [95, 96].

3aknioyeHue

HecMoTps Ha 3HAUNTETLHBII ITPOTPecC B IOHMMaHUT
u neueHun WMJI®, mOCTUTHYTHIN 3a OCIeIHEE BpeMsI,
y TIOMABJISTIONIETO OOJIBIITMHCTBA MALIMEHTOB 3TO 3200-
JIEBAHUE OCTACTCSI XPOHUYCCKUM, TIPOTPECCUPYIOIINM
1 daTaabHbIM. HemaBHMe nccaenoBaHus M KITMHIYECKIE
UCTIBITAaHMS BBISIBUIIN cXoacTBO Mexkny MJID u gpyrumu
dopMamMu pOrpecCUpyIONINX JIETOYHBIX (propo3oB. Cra-
HOBUTCS Bce Ooee oueBUAHBIM, uTo MJID otnmuaercs
ot npyrux tunoB M3J1 He Hammumem pubpo3a Win ero
«UIAONATIIECKOL» TIPUPOIOIA, a CKopee TeM (DaKToM, 4TO
OH HEeM30eXKHO MPOTrPECCUPYET, a TAKXKE MMEET OIpe/ie-
JICHHBIC TIPOTHOCTUYCCKHE U TEPATICBTUUCCKIE TTOCIIC -
cTBUs. EcTh Hamexma, 4To TeKyIe U OymyIe UCCiaeao-
BaHUS C IPUMEHECHNEM MOJICKYJISIPHOTO 30HINPOBAHUS
1 MCKYCCTBEHHOTO MHTEJUIEKTA TTO3BOJISIT 00JIee TOUHO
nnarnoctuposath MJI® u npyrue pubdpotnueckue 3a60-
JIEBaHUSI JIETKUX C MCHBIITMM KOJIMYECTBOM MHBAa3UBHBIX
MIPOLIETyp ¥ BMEIIATEIbCTB. [{OCTyITHBIC B HACTOSIIICE
BpeMsT aHTU(DUOpoTHIECKEe TIperapathl (MUpheHUI0H
1 HUHTEIAHMO) 3aMeIJIsSTIOT IIpoTrpeccupoBaHe 3a00-
JieBaHMs y 6oabIHCTBa nauueHToB MJIM, criocoOHbIX
IIepEHOCUTD 3TU JICKAPCTBEHHBIC CPENCTBa. 3agayda 3a-
KJTFOYAeTCST B CO3MAaHMM HOBBIX METOMIOB JICYCHUSI, KOTO-
phIe MOTYT ellle OoJbIle n3MeHUTh TedeHne NJIM, mibdo
CcTabMIM3Mpys (pruOPO3HLINL ITpoliecc, MO0 0dpaIlast ero
BCIIsITh. KpaiiHe HeOOXOMMMBI CTPaTeTUH JICUCHHSI, KOTO-
pBIe YITyJIIIAIOT UCXOIBI, O KOTOPHIX COOOIIAIOT MAIIMEHTHI
1 KOTOPBIE SIBJISTIOTCS] 3HAYMMBIMU IIJIST OOJTHHBIX.
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