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JleK1usA mocBsAIeHa AKTYaJbHOM IPo0IeMe JeTCKO IyJIbMOHOJIOTMY — HHTEPCTUI[HATBHBIM 3a00IeBa-
Huam aderkux (U3JI) y gereii. [IpencraBiaensl cOBpeMeHHbIE CBEIEHU 0 KIacCu(PUKAIMHT, STTUIEeMHO0I0-
THH, KINHIYECKON KapTHHe, IMATHOCTHKE, TePAIIMH M IIPOTHO3€e JTaHHbIX PeAKuX GosesHeil. /leTaabHo
oxapaKTepH30BaHa KOMIbTepPHO-TOoMOrpacduueckas cemmorura. Ocoboe BHuManue ymneaeno U3JI,
BCTPEYAIONIUMCS MPEUMYIIECTBEHHO Y HOBOPOSKIEHHBIX JeTeil M JeTeil MepBhIX 2 JIeT sKM3HH, TAKUM
KaK HacJIe[CTBeHHbIe Te()UIUTHI 0eIKOB CypP(haKTaHTA, HEHPOIHIOKPUHHA S IMIIEPILIA3UA MJIAIEHIEB,
JIETOYHBII NHTEPCTUIUATBHBINH TIIMKOTE€HO3.

Knrouesoe cnosa: uHmepcmuyuaJibHbvLe 3a00/1e6aHUS JIE2KUX, aemu, 6uaznocmurca, mepanus.

The lecture is devoted to the actual problem of pediatric pneumology, interstitial lung diseases
(ILD) in children. The contemporary data regarding the classification, epidemiology, clinical
manifestation, diagnostics, treatment and prognosis of the abovementioned rare diseases is
given. The computed tomographic semiotics is described in detail. Particular attention is paid to
ILD occurring mainly in newborns and infants in their first two years of life, such as hereditary
surfactant protein B (SP-B) deficiency, neuroendocrine hyperplasia in newborns, pulmonary

interstitial glycogenosis.

NuaTepcTunuasbHble 3a00JieBaHUA JIETKUX
(3J1, cunonumsbl: quddysHble 3a00I€BaHUA JIET-
KuX, nu@dysHble TapeHXNMaTO3HbIe 00JIE€3HU JIeT-
KUX) ABJAIOTCSA TeTEPOTeHHOI IpyHIoil GoJie3Hell,
IPU KOTOPBIX B IATOJIOTUYECKUH IIPOIECC B IIEPBYIO
ouepeb BOBJIEKAIOTCA aJIbBEOJIBI U II€PUAJIbBEO-
JIAPHBIN WHTEPCTUIUI, YTO IPUBOAUT K HapyIIe-
HUI0 ra3oo0MeHa, PECTPUKTUBHBIM HAPYIIEHUIM
BEHTUJIAIUOHHON (PYHKIIUY JIeTKUX U TG Gy3HBIM
UHTEPCTUIINATbHBIM N3MEHEHUAM, BBIABISEMBIM
IpU PEHTTeHOJIOTUYEeCKOM HCCJIeJOBAHUN.

WwMmeroTea cyllecTBeHHBIE pa3Inund B popMax,
TeYEeHUHU, TUCTOJOTUUECKUX 0COOEHHOCTAX,, IIPOTHO-
3e U3JI y nmereit u B3pocsbIx. Hampumep, camas
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vyacrada Gopma M3JI y B3POCHBIX — HAMOIIATHUE-
ckuii puobposupyoomuit aaxbeoautr (MPA), uau
uauonatuueckuii (pubpos gerxkux (MDJI), oueHb
PenKo BCTpedaeTcs y JAeTell W TOJBKO B IIOJPOCT-
KOBOM Bo3pacTe. ¥ nereii umerorcsa gopmbl U3JI,
He BCTpeualonirecs y B3POCJbIX, TaKkue KaK Helpo-
SHIOKPUHHAA runepriazus miaagenies (HOT'M) u
JIETOUHBIN MHTEPCTUIINANbHBINA rauKorenos (JIVT),
Iu(d@dysHble HapyIIeHUd DPasBUTUA U pOCTa Jer-
KOT0, ONMMCAaHHBIE B IocjenHme necartuietud [1].
Takue rucTOJIOTUYECKUE TATTEPHBI, KAaK OObIUHAA
WHTEPCTUIINATbHAA THEBMOHUA, XapaKTepPHbIE I
DA, nnu Hecmenupuueckas MHTEPCTUIIUATbHAS
nueBmoHuA (NSIP), oueHb peaKO BCTpPEUAIOTCA Y
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IeTel, a TUCTOJIOrMYeCKas KapTUHA, OINChIBaeMas
KaK «JeCKBaMATWBHAS WHTEPCTUIIMAJIbHAS IITHEB-
moHus» (DIP), cBA3aHHAA y B3POCIBIX C XOPOIIeH
peakmueil Ha CTEPOUAHYIO TEPANUI0 M XOPOIIUM
IPOrHO30M, HMeEeT HeOJATrONPUATHBIA HCXOL Y
Ierei, 0ocOOEHHO paHHEro Bos3pacTa. B oTiinume OT
B3pocabix, upu M3JI y mereii uaille ymaeTcs ycTa-
HOBUTbH 3TUOJIOTHUIO 0OJIe3HMN. ¥ AeTell yalle, yeM y
B3POCJBIX BCTPEUAIOTCA ceMelHble (popMBI 3a00Jie-
BaHMIT, u mIporuos aerckux M3JI B meaom Jydiie,
YeM y B3POCJIbIX.

Pasnuunsg WM3JI y mereit 1 B3POCILIX KacaioTCs
Tak:ke maroreHesa. M3JI mpencraBisioT reTepo-
TEeHHYIO TPYIIy O0oJie3Hell, XapaKTepU3YIOIIUXCs
peMoieIMpPOBaHNEM JIETOYHBIX CTPYKTYP C paspac-
TaHWEM COeINHUTEJIbHON TKAHU B JIETKUX, UTO IIPHU-
BOAUT K YTOJIIIEHUIO AJbBEOJISPHO-KAIUJIAPHON
MeMOpaHbI, MEYKaJbBEOJNAPHBLIX II€PEeropPoIoK,
obJinTepanuy ajabBeoJ WM KAIWIIApoB (Gubpo3HON
TKAHbIO, X CBASAHHBIX C OTUMHU IIPOIleCCAMU HaPy-
IMIeHUAMHU JEeTOYHOTO ra3000MeHa W TUIIOKCEeMUeH.
Y nmereii pamHero Bo3pacTa TH IIPOIIECCHI IIPOMC-
XOIAT B PA3BUBAOIIEMCS JIETKOM, UTO IIPULAET UM
YHHUKaJbHBIE 0OcoOeHHOCTH [2, 3].

Knaccugurayua. Ilocnemmas xaaccudura-
nua U3JI y gereil Oblaa IpenjodKeHa SKCIepTaMU
Awmepukanckoro TopakaiabHoro obmrectBa (ATS) B
2013 r. [4]. CornacHO maHHOI KJaCCUDUKAIIUU
(raba. 1), U3JI y mereit moapasmenaioTcss Ha 3a60-
JieBaHUs, HanboJjiee PaCIPOCTPAHEHHBIE B MJIAIEH-
uecTBe, U 3a00JIeBaHUSA, He CIelu(PUIHBIe IS MJIa-
IEeHIIEB, T.€. BCTPeUAIOIIecs B IIOOOM Bo3pacTe.

Inudemuonozusn. N3J1 aBiaioTCSa pegKo# maTo-
jorueii. VIMeroTcss eIUHUUYHBLIE COOOIEHHUS O pac-
npoctpanennoctu U3JI y mereit. B ucciaenopanuu,
BoInosiHeHHOM B Auryanu ¢ 1995 mo 1998 rr., uacro-
ta UU3JI y mereii B Bodpacte 0—16 jer cocraBumia
3,6 ma 1 000 000, mpu sTOM B HCCJIeJOBAaHHE He
BOILIK OOJIbHBIE CO cIenudpuuecKuMu 3a0ojeBa-
HUAMHU, XaPaKTePHBIMHU [JIs MJAJEHIIEB, TAKUMU
rax HOI'M, JIUT, a raxsxke M3JI, cBasaHHBIE C
medekTamu cuHTe3a 0esKOB cypdakTanTa [5]. aa
OIIEHKU PACIPOCTPAHEHHOCTH U CTPYKTYPhI 00JIb-
HBIX Pa3JIMYHBIMU OP(QaHHBIMU 3a00JI€BAHUSMU, B
T.u. U3JI, IpeasoKeHo UCI0JIb30BATH PETUCTPHI.

YHacrora M3JI TecHo cBsi3aHa C BO3pPAcTOM 00JIb-
HeIX. ITo mamabiM A. Clement u E. Eber, us 185
OOJIbHBIX, JIEUUBIIINXCS B €BPOIEHCKUX MeIUIINH-
ckux meHTpax mo mosoxy M3JI, 31% ObliIu B BO3-
pacre muanimie 2 jer [6]. B CIIIA u Kawmame 3a
5-meruuit mepuox (¢ 1999 mo 2004 rr.) mmuar=os
WN3JI, moaTBep:KAeHHBIN OuOICHel, ObIJI IIOCTABJIECH
187 GosbHBIM B Bo3pacTe [0 2 JeT, u3 Hux y 68%
00JIe3Hb COOTBETCTBOBaJa KJacCU(PUKAIMOHHON
rareropun «M3JI, mpeBanupyloiiue y MJIaJeHIIEB»
[7]. B HacTosaIee Bpems mosaratT, uto M3JI BcTpe-
YalpTCcA B JIIOOOM BO3pacTe, HO y IeTell OHU He MeHee
UeM B ITIOJIOBUHE CJIyYaeB CBA3AaHBI C IIePUOOM HOBO-
POKIEHHOCTH U IIePBLIMU I'OJaMU KUSHMU.

Anamues, cemuomura u KaiuHuweckas oua-
2nocmuka. s OUATHOCTUKY HO30JOTMYECKUX
dopm, orHOocammuxca K WM3JI, Goybllloe 3HAUEHUE
UMEIOT THIaTeJbHBIII cOOpP M OCMBICJIEHHBLIN aHa-
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U3 aHaAaMHECTUYEeCKMX MaHHBIX. Hauajmo 6osiesHu
cpasy IIocJie POKIEHUs C CHUMIITOMOB JbIXaTeJb-
"o HemocraTouHoctu (I[[H), ocobenHo y mereii,
pPOAMBHOINXCA B CPOK, mpeamojaraerT Aud@ysHbie
HapyILIeHUs Pas3BUTUA U pocTa Jerkux, JIUT wian
nedexT O6eakoB cypdarxranta (SP-B mau ABCAS3)
[8]. HemoHotieHHOCTD, BPOKAEHHBIE TIOPOKU CEP-
a U APYrux Opramos, cuHapom [HayHa m mpyrue
XPOMOCOMHBIE AHOMAJIUU ACCOLUUPYIOTCS C ajbBe-
OJIIPHON CcUMILTH(UKAIME 1 HapyIIeHHeM pas-
BUTHS JIETKOT0, KaK IPUYNHON MMEIOIUXC PECIIN-
paTtopublx cumnTomMoB. CoueTaHue IbIXaTEJIbHBIX
HapPYIIEHU B IIePBbIe JHU U HeIeJIN JKU3HU C BPOXK-
IEeHHBIM WU TPAH3UTOPHBIM I'MIIOTUPE030M, OTCTA-
BaHUEeM B (PUBUUYECKOM Pa3BUTUU, CYAOPOIKHBIM
CHUHIPOMOM MOI'YT OBITh CBSI3AHBI C BPOKIEHHBIM
CHUHIPOMOM «MO3T—II[UTOBUAHAS JKejIe3a—JIerKue»,
pesyJIbTaToM Jejenuu uan myrtanuu reaa NKX2.1.
IIpusHaky WHMEKIIMOHHOIO IIOPAKeHWsS B Haya-
Je 00Je3HU TPeOYIOT MCKJIUYeHNA NMHPEKIMOHHON
npuunubl I3JI. CeMeliHbIl aHAMHE3 CMEPTEeH B paH-
HEeM JeTCKOM BO3pacTe, AJUTEJIbHOU IIOTPeOHOCTH
B [JOIOJIHUTEJBHOM KHCJIOPOJe, HaIWdYWe APYruX
geTell MM B3POCJBLIX POACTBEHHHKOB, CTPajaio-
mux V3JI, mo3BOJIAI0T 3aI0J03PUTh FTeHETUUECKYIO
IPUPOAY JIETOYHOIN IIAaTOJOIMU, HAIPUMED AajbBe-
OJIAPHO-KANMMJLIAPHYIO MUCIJIA3UI0 Ui He()eKThI
cunTeda cypdaxrtanra [2]. IlomospuTelbHBIM B
orHoiennu M3JI nmpusHakoM sSIBJIAIOTCS IIOBTOPHBIE
TSJKeJIbIe SIIU30Ibl PECIIMPATOPHBIX HAPYIIEHUH,
TpeOyIoIIie NHTeHCUBHOM Tepalnuy Ipu 0aHaJIbHON
BUpycHOU nHbpernn [9].

Kamnobpl, KOoTOpble IIPEIbABISIOT POIUTEIUN
nmereit ¢c U3JI, MOKHO YCJIOBHO Pa3AenuTh Ha CIIeI[H-
duuecKkme, yKasbIBaOIWe Ha I[IOPaKeHUe Jier-
KUX, U Heclenu(puuecKue, WM KaJ00bI OOIIero
xapakTrepa. [IpuMepoM IOCIeIHUX SABJISETCS MKAJO0-
0a Ha JUXOPAJKy, YTO MOXKET CBHUIETEJIbCTBOBATD
00 mH(pexuonHOH mpupone M3JI, B To Ke Bpemsa
HeoObsACHUMAA JUXOpafKa omucaHa B l/; cayua-
e 1U3JI. HemocraTouHble BeCOBBIE IPUOABKU WU
moTeps Beca xapakTepHbl aaa WM3JI y mereii paH-
HEro BO3pacTa M CBA3AaHLI OOLIYHO C aHOpPEKCHe,
WHTOKCUKAI[el, 3aTPYIHEHUSAMHU IPU KOPMJIEHUHN
BcaenctBue [[H, a Takike ¢ BLICOKMMU d9HEpPTeTHUYe-
CKUMHU 3aTpaTaMu Ha paboTy AbixaHus. Pomurean
MOT'YT KaJIOBATHCS HAa IIOSIBJIEHUE I[MAHO03a U /WU
MOTJIMBOCTHY IIPU KOPMJIEHUY, YACThIE OCTAHOBKH BO
BpeMs cocanud [10].

Kanobwr Ha Kamens umeorea y 40—-75% 60J1b-
HBIX. Kamenb, Kak MOpaBUIO, CyXOii, BO3BHUKAET
B OHEBHOE BpeMs W He MellaeT Pe0eHKY CIIaTb.
BmecTe ¢ Tem Karenp MOMKET MMETb U BJIAYKHBIN
xapakTep. Hepeako 5TO MepPBbIA W €IMHCTBEHHBIN
cuMIIToM 60JIe3HU, KaK y MJIaJeHIeB, TaK U Y JeTen
CcTapIero BO3pacTa B paHHEM IIeproie 3a00/eBaHmI s
[10, 11].

Taxunuos ormeuaerca y 80% OGOJIBHBIX U TAKIKE
MOABJISIETCA IOCTATOYHO PaHO. Bpau moyxeH BHU-
MaTeJbHO OTHOCUTBLCS K JKajobaM poauTe el Ha To,
uyTO pebeHOK «He TaK JBININT». HelepeHoCuMOCTh
OOBIUYHOI (PU3UUECKON HArpy3KM TaKiKe SBJIAETCS
PaHHUM OpOsSBJIeHHEM 00Jie3HH y 0oJee CTapIIinmx
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Tabnruuya 1

IIpennaraemas cxema kiaaccuduranuu U3J y mereit ATS [4]

1. 3a6oaeBanusd, HandoJee pacIpocTpaHEeHHbIE B MJIaJeHUeCTBe:
A. lugpdpy3nole HapyuieHUs PA3BUMUS Le2KUX:
1. AnuHapHas QUCIIa3UA
2. Bpo:xaeHHas aibBEOJIAPHO-KANNJLIAPHAA JUCILIA3UA
3. AJbBEOIAPHO-KaIUJIAPHAA JUCILIa3NU C aHOMAJIBHBIM PACTIOJI0KEHNEM JIETOUHBIX BEH
B. Hapywenusa pocma neeKux:
1. Jlerounasa rumonias3us
2. XpoHnueckoe 3a601eBaHNe JETKUX HOBOPOKIEHHBIX
+ Xpounueckoe 3aboJieBaHIE JIETKUX, ACCOIIMUPOBAHHOE C HEJOHOIIIEHHOCThIO (OPOHXO0JIETOUHAS JUCILIA3UA)
- IIpuo6GpeTeHHOE XPOHUYECKOE 3a00JIeBaHNE JIETKUX Y JOHOIIIEHHBIX MJIaZEHIIEB
3. CTpyKTypHBIE JIeroOuHble NU3MEHEHHs, AaCCOIMUPOBAHHBIE C XPOMOCOMHBIMY HAPYIIIEHUSIMU:
» Tpucomus xpomocomsbr 21
* HOpyrue
4. 3aboJsieBaHM A, aCCOIMUPOBAHHBIE C BPOKAEHHBIMU IIOPOKAMHU Cep/lia y AeTeil 6e3 XpOMOCOMHBIX HAPYITeHUH
C. Cneyuguueckue cOCmoaHusL HeYCMAHOBLeHHOU IMUOJLOZUL:
1. JlerouHsIii HHTEPCTUIIUATIBLHBIA IVIMKOT€HO3
2. HeliposHAOKpUHHASA TUIEPILIA3UA MJIAICHIIEB
D. Jucynrkyuu cucmemvl cyppakmanma:
1. Myranuu resa SFTPB — jierounblii aabBeoApHBIH mpoTenHo3 (PAP) Kak BapuaHT JOMUHAHTHOTO
TUCTOJIOTHYECKOTO ITaTTEPHA
2. Myramnuu resa SFTPC — 1OMUHAHTHBIN I'MCTOJOTUUECKUI IaTTEePH — XPOHUYECKHUH THEBMOHUT MJIaIeHIIEB
(CPI), a Takoke JeckBaMaTUBHASA WHTepcTUINaIbHAasA nHeBMoHMUs (DIP) u Hecnieniudprueckas MHTePCTUIINATbHASA

nueBmoHus (NSIP)
u NSIP

TeHeTuuYecKoe HapyIllleHue
II. 3a6oneBanus, He cnennpUIHBIE JJIA MIAAEHIEB:

1. NadernuonHble 1 TOCTUH(DEKIIMOHHbBIE ITPOIIECCHI
TOKCUYHBIX BEIIECTB

3. CuHApPOM acuupaiuu

4. o3uHOPUIbHAST THEBMOHU I

1. ImmyHHBIE 3a00/I€BaHUA

2. Bose3Hu HaKOIJI€HUS

3. Capkounmos

4. T'uctuonuTos u3 KaeTok Jlanrepranca

5. 3710KauecTBeHHbIE HOBOOOPa3OBaHUA

1. OnnopryHucTUUYecKre nHQEKITuu

TPpaHCIIJIaHTaTa

D. Babonesanus, mackupyroujuecs nod H3JI:
1. AprepuanbHasd TUIEPTOHNUECKAA BACKYJIOTATUAA

3. JlumdaruuecKkre paccTpoiicTBa

3. Myramnunu rena ABCAS3 — noMuHAHTHBIN ructojoruyeckuit marrepn — PAP, a rakskxe CPI, DIP

4. T'ucToJIOTUYECKHU COTJIACYIOII[eecs ¢ PACCTPOMCTBOM 6eIKOB cypdaKTaHTa, HO ellle HeyCTaHOBJIIEHHOe

A. Paccmpoiicmea y auy, ¢ HOpMAJLbHOU UMMYHHOU CUCTeMOlL:

2. PaCC’I‘pOfICTBa, CBsA3aHHBIE C areHTaMu oxpymalomeﬁ CpenbI: I‘PIHepCQHCPITHBHLIﬁ IIHEBMOHUT, MHTaJIAI NN

B. Paccmpofwmea, accoyuuposaHHvle ¢ cucmemHovlmMu 3a00/1e6AHUAMU:

C. 3abonesanus Yy UMMYHOKOMNPOMEMUPOBAHHBLY NAUUCHNO8!

2. 3abosileBaHUs, ACCOIMUPOBAHHBIE C TEPAIIEBTUYECKUMU BO3AECTBUAMU
3. 3abosieBaHU, aCCOIIUUPOBAHHBIE C TPAHCILIAHTAIIMOHHBIM CUHAPOMOM U PeaKIlueil OTTOPIKEeHU A

4. IuddysHoe aIbBeOJAPHOE TOBPEKAEHIE HEN3BECTHOM 9TUOJIOTUN

2. 3acTolHble BACKYJIONATUY, BKJIIOUAIOIIE BEHO-OKKJIIO3NOHHBIE 3200 IeBaHMI S

4. BropuuHbIi BEHO3HBII 3aCTOH Ha (poHE 3a00J€BaHUN cepaiia
II1. Hexmaccudpuunupyempie 3a001eBaHNA BKIOYAIOT 3a00/IeBaHUS HA TEPMUHAJIbHOM CTaTUH,
HeIUATHOCTHPYeMbIe Pe3yIbTAThI OMOIICUM U OHOIICHYU C HEJOCTATOYHBIM KOJIUYECTBOM MaTepHaja

JIeTei, 4acTo 3TOT CHUMIITOM He3aMeTeH [IJIsI POJUTE-
JIeil, ero MOI'yT OTMEUYATh CBEPCTHUKY PeOeHKa IIPHU
COBMECTHBIX urpax. CBuCTsIIee bIXaHne POSUTEN
"HabaogaoT y 50% meteit ¢ U3JI, ipu TIiaTeIbHOM
aHaJIn3e NOKYMEHTHPOBATH 3TOT CHUMIITOM YIAETCs
B 20% cayuaes [9].

IIpu KIMHMYECKOM OCMOTpPe GOJIBHOTO OTCTAaBA-
HUe B ()M3UUYECKOM PA3BUTHUHU U IIOTEPS Beca OTMe-
YeHBl y 1/3 TAI[MEHTOB M OCOOEHHO XapaKTepPHBI
A neTedl paHHero Bospacra [10, 11]. ITuamos
KOJKHBIX TIOKPOBOB U «bapabaHHble MAJOUYKN», KaK
IIPaBUJIO, HAOJIIOLAIOTCS B MO3AHEH cTaguu 6oJies-
Hu. [edopmMainusa IpyoHON KJIETKH, XapaKTepusy-
IOIASACST KAaK «YILIOIIeHNEe», MOYKET ObITh IPU3HA-
KOM T'MIIOILIA3UHN JIETKOTO WJIN CBHUIETEILCTBOBATH
0 IUINTEJHLHOM TeueHun 0oj1e3Hn. BopoHKooOpasHas
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rpygHasd KJeTKa CUUTAETCA UYaCThIM CHUMIITOMOM
upu gedpuniure ABCA3 y nereii [8, 9]. IIpu gaurtesnsb-
HoM TeueHuu M3JI, cOMpPOBOMKAAIONIEMCA THUIEP-
uHQAANUEN, TPyoHAA KJETKa MOMKeT IPUHUMATH
6oukoobpasHyo Gopmy. [HucmHOS OOGBIYHO OoJiee
BBIPA’KEHO y JeTell paHHEro Bo3pacTa M XapakKTe-
pusyeTrcsa BTAKEHUEM YCTYNUUBBIX MECT I'DYIHOM
KJIETKU TIPU OBIXaHUU, YCUJINBAETCA IPU KOpMJIe-
HUU u 6ecriokoiictse [10].

XapakTepHbIM ayCKYJbTATUBHBIM CHUMIITOMOM
miia pereit ¢ U3JI apnatoTca nuddysHble KpemuTa-
U WIN KPETUTUPYIOINE XPUIIHI, HATTOMUHAOIIIE
«TpecK 1esodana», «XpycT CHera» , KOTOPHIE Uarlle
BBICJIYIIIMBAIOTCS B 3aJHe0a3aJbHBIX CETrMeHTax
snerkux. [lomo0HbIE KPEIUTUPYIONINE XPUIBI O0bIU-
HO He BBICJTYIINBAIOTCA IIPU APYTUX JIETOUHBIX 3a00-
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JeBaHUIX, B YACTHOCTU IIPU OPOHXMAJIBHOM acTMe.
Bmecte ¢ Tem muddysHas KpemuTanusa THUIHIHA
IJis ocTporo OpoHxuoauTa. MHOTAA BBISABISAIOTCS
pasHoKasubepHbIe BJAYKHBIE U CYXW€ XPUIIBI, UYTO
CBUIETEJIBCTBYET O COIYTCTBYIOIEM IIOPaKEeHUU
BO3IYXOIIPOBOASAIINX AbIXaTEJbHBIX IyTel [2, 9].

Hmudxr-duaznocmura. PeHTTeHOJIOTHUECKOE
ucciefoBanue OOBIYHO TPOBOAUTCA HA IIEPBBIX
sTamnax MUWArHOCTUKU. TUMUYHBIMU ITPU3HAKAMU
MN3JI cumrarooTcs CUMIITOM «MAaTOBOIO WK TPYH-
TOBOTO CTEKJa», PETUKYJSIPHBbIE, OYaroBble WU
PETUKYJIAPHO-0UaroBble MH(MUIbTPATUBHLIE H3MeE-
HEHUSI U «COTOBOE JIETKOe»; HeCIeln(PUIecKUuM
peHTreHoJOTMYecKuM cumuTomom nupu M3JI B pazge
cIy4yaeB SBJIAETCA IIOBBIIIIEHNE BO3AYIITHOCTHU.
CuMOTOM «MaTOBOTO CTEKJAa» CBUIETEJIhCTBYET 00
OCTPOI cTagmu 00JEe3HU, «COTOBOE JIETKOe» — IIPU-
3HaK pacmpocTpaHeHHOro (pubposa. Hopmanbuas
PEHTTeHOJIOTUUeCcKas KapTUHA He MCKJIYaeT aua-
rao3a U3JI[12].

Kommnbiorepuaa tomorpadpusa (KT) merkux,
ocob0eHHO BBICOKOpasperraomias Trexauka (BPKT),
SABJAETCSA NOCTYIHBIM ¥ HEMHBA3WUBHBIM METOIOM,
TO3BOJIAIOIIUM JeTAJIbHO AUATHOCTHUPOBATH CTPYK-

s TYPHBIE N3MEHEHNS JIETOUYHOM TKAHM, UX BEIPAXKEH-
(=1}

4 HOCTH U PACIPOCTPAHEHHOCTH, M CUMTAETCA OoJjiee
Sl YYBCTBUTEJILHBIM MeTOomoM auarHoctuku M3JI mo

CpaBHEHHIO C O030pPHOU peHTreHorpadueii opra-
HOB rpyaHoi Kiaetku [9, 12]. ¥V mereit ¢ U3JI nmpu
BPKT 00b1uHO 00HApY:KHUBAIOTCSI Pa3HOOOpasHBIE
M3MEHEHUs: YYACTKH IIOBBIIIEHHON BO3AYIIHO-
CTH, MO3aWYHOCTh JIETOUHOM TKAHW, BO3AYIIHAS
JIOBYIIIKA, CHUMIITOM <«MATOBOT'O CTEKJa», JIMHENH-
Hble U PETUKYJISPHbIE 3aTE€HEeHUs, OUYaroBble TEHU,

KucTo3Hble uamenenusa [13]. B rtabu. 2 mpexpcras-
JieHbl Aud@depeHnnalbHO- IMAaTHOCTUUYECKNE KJIN-
HHU4YecKue, peHtrenHosornueckue u KT-mpusnaku
HexoTopbIx M3JI y MmiageHIies.

Huaznocmuueckasn npozpamma. [[marsoctura
M3JI oueHb CIOMKHBII IPOIlECC — AUATHOCTUUECKIIE
MOAXObIl 3aBUCAT OT Bo3pacTa OOJBLHOTO, M-
TEJbHOCTH OO0JIe3HW, MMMYHOJOTUYECKOTO CTaTy-
ca, TAMKECTU CHUMIITOMOB M CEeMENHOTro aHaMHesa.
Kauauyeckoe 3HaueHMe MMeeT TaK Ha3bIBaeMBIN
«mercruiit U3JI-cuHAPOM » , KOTOPBINA BKJIIOUAET CJIe-
OYyIOIre TPU3HAKU:

1) pecimpaTopHBIE CUMOTOMBI (KaIlleJb, ObIIII-
Ka, TaXWUITHOY, HEeIePeHOCUMOCTh (DU3UUYECKOI Ha-
rpy3Kn);

2) 00BbEKTUBHBIE CUMIITOMBI, TaKHe KaK KpPemuTa-
U, 3aTPyAHEHNE ObIXaHUA, BTAKEeHNE YCTYITUYUBBIX
MeCT I'PYLHOM KJIETKU, «0apadaHHbIe ITaJIOUKNI» ;

3) runokceMus npu uccienopanun SatOy;

4) pacupocTpaHeHHbIE PEHTTEHOJIOTUYECKIIE U3~
MeHeHU.

Hanuuwne 3 13 4 rpymnm IpusHaKoOB, IIPU YCJIO-
BUM HMCKJIIOUEHUHN TAaKUX 3a00JieBaHUIl, KAK MYKO-
BUCIIUZ03 U HUMMYHOAe(GUIIUT, AejaeT IUarHo3
N3JI BecbMa BepoATHBIM. VCIOJIb30BAHME 3TOTO
CKPMHUHTA OKAa3aJoCh AOCTATOYHO 3(P(PEeKTHUBHBIM
0co0eHHO y HeTeil paHHero Boadpacrta. Ilo JaHHBIM
R.R. Deterding u coasr., u3 218 cayuaeB moj-
TBep:;KIAeHHBIX Ouorcueir U3JI y mereii B Bo3pacre
mno 2 jget 3 u3 4 ImpeJcTaBJIeHHBLIX IIPU3HAKOB OTMe-
vanuch y 91% narnuenTos [9].

Kiaunnueckue u 1abopaTopHbIe MCCIeJOBaAHNUA,
TeHeTUYeCcKoe TeCTUPOBaHUE, PEHTTeHOJOTUYECKUe
U (QYHKIIMOHAJIbHBIE METOJbI IO3BOJAIOT YyTOU-

Tabruua 2

Huddepennuansaaa guaraoctura gerckux U3JI (amamnr. mo [13])

Hozomorus Rauangeckne Penrtrenosormueckue KT-npusaaxu
IPOABIEHUS IPU3HAKU
CUMIITOMBI «MO3aNYHOM
Mauudecranusa B nepdys3um» 1 BO3LYIITHON
BO3pAacTe IePBHIX 2 JeT Bsaytue rpyzaHoit JIOBYIIIKY, 3aT€HEHU 110
HeiiposHnokpunHas JKU3HU C TAXUITHO?, KJIETKU, KaK TUITy «MaTOBOTO CTEKJIa»
TUIEPILIa3usd OJIBIIIIKY, THUIIOKCHY; IIPU OCTPOM («reorpaduueckas KapTa»
MJIaZIeHIIEB OOBIYHO UMEET pecrnupaTopHOM WUJIU CUMIITOM «TOJIOBKU CHIpa»),
IIPOJIOHTUPOBAHHOE 3a00JIeBAHUY WJIU IIPU HauboJiee 3aMeTHbIE B cpeHe
TeueHUe, He TOANAeTCA OPOHXMOJIUTE JIoJie IIPaBOTo JIETKOTO U
Tepanuy CTepPOn aMu SI3BIYKOBBIX CErMEeHTaX JIEBOTO
JIETKOTO
IIporpeccupyroias WsmeHeHMe CTPOEHUSA JIETOUHOI
TUIEePUHDIATUA U TKaHU B CBA3U C HAPYIIEHUEM
) Pe—— Mauudecramus IIepexoJ OT MeJIKOTO pocTa JIETKUX, PeTUKYJIAPHLIe
. ¢ PIICH B paunnem MHTEPCTUIMATIBHOTO U3MeHeHUdA, OTPaKaroIue
UHTEePCTULNATbHBIH
PHKOIEHO3 HEeOHaTaJIbHOM IIeproze K rpyoomy YTOJIIIIeHe HHTePCTUIU A
MHTEePCTUIUATBEHOMY 0e3 BocrniasieHusd u pubposa;
U aJIbBEOJIAPHOMY 3aTeHEHU 110 TUIY «MaTOBOTO
PUCYHKY CTEeKJIa»
JleranbHOE HapyIlIeHUE,
HuddysHoe 3aTeHeHVE 10 TUITY
BposxaeHHbII Hpg)ﬂBﬂmomeeCH Huddysubie «MAaTOBOTO CTEKJIa», YTOJIIIeHNe
mebunuT Eg pax’re}l))ﬁélg I% TPaHYJIADPHBIE NN MEeKJOJIbKOBOTO MHTEPCTUIINA,
cypdaKTaHTHOTO barru » 063 HeUeTKUe JIerOUHbIe CUMIITOM «CyMAacIIeAInei
nporeuHa B TIEPECAKI TEIKUX 3aTeMHEHUS WCUYEPUEHHOCTU » MU «OYJIBIKHONI
CMepPTH B TEUECHUE o
1-6 mec MOCTOBOI »

PIICH — pecimpaTOpHBIN JUCTPECC-CUHIPOM HOBOPOYKJEHHBIX.
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HUTH JUATHO3, OJHAKO HEPeIKO MJs IPaBUJIbHOTO
JUarLo3a HeoOXonmMa OMOICUSA JIETOYHOM TKAHM.
B uccinemosauuu A. Barbato u coast. y 131 pebenra
B Bo3pacte ot 0,75 mo 17 ser (cpemHuii BO3pacT —
6,5 Jer) wmMcHosb30BaHUE PA3JIUYHBIX CIIOCOOOB
OMOTIICUY TTO3BOJIMJIO OIIPENEJIUThCA C AUATHO30M Y
89% mereii, a NCIOJIBL30BAHNE HEMHBA3UBHBIX METO-
IUK (KJIWHUYECKUUH OCMOTpD, mcciaemoBaHue DPB]I,
KT) umeno guarHoctmueckoe 3HAUEHUE TOJBKO Y
3,8% OospHBIX [14].

Tax rak y mereii U3JI Hepearo umeroT nHPEK-
IMUOHHYIO IIPUYUHY, BUPYCOJIOTUYECKUE U MHKPO-
OMroJIOTUUEeCKUe 1 CEPOJIOTUYECKE METOIUKY BKJTIO-
YaloTCA B AUATHOCTUYECKUU ITOWCK [JIs MCKJI0Ye-
HuA 0aKTepuaabHON, MUKOILJIa3MEeHHON, IPUOKOBOM
U mapasuTapHOU MH(PEKI[UN.

NMMmyHOMIOTUYECKOE HCCIEOBaAaHUE C OIpeje-
JeHueM ypoBHA umMMyHoriaoOyauHOB (Ig), B T.4.
u ypoBeHb IgE um cyOkmaccoB IgG, cmemuduue-
CKUX aHTUTEJ K BAaKI[MHAJIbHLIM aHTUTeHaM, (hpaK-
Uil KOMILJIEMEeHTa, CYOIOmyJAnuii JUM@OIUTOB,
ompejesieHre MapKepoB PeBMATHUUYECKHX 00JIe3Hel
¥ XJIOPUJOB IMOTa HEOOXOAUMO B OTAEIbHBIX CJIyYa-
fAX, B T.4. U JJIs OPOoBeJeHUus TuddepeHnraaibHON
muarmoctTuku WM3JI u apyrux aup@ysHbix 3aboiie-
BaHU# Jerkux [2]. 'eHeTuyeckoe TecTMpPOBaAHUE
HeoOXOAMMO IJisi WCKJIIUEHUs ae@eKTOB CHUHTe-
3a 0esqKOB cypdaxTaHTa, IMPW IPU3HAKAX TAMKE-
JIOTO PEeCcIuPaTOPHOrO AUCTPecca, He CBSIBAHHOTO
¢ MHGEeKIIMOHHLIMY NPUYUHAMU Yy TOHOIIEHHBIX
MJIaJIeHIIeB, V AeTell ¢ «0apabaHHbIMI HAJIOUKaAMET» ,
IuPPy3HbIM CUMITOMOM «MATOBOTO CTeKJa» WJIN
mpusHaKaMu «COTOBOro Jierkoro» npu KT [6, 10].

YabTpasByKOBOE WCCJeIOBaHUE CEepAedYHO-
COCYAMCTOM CHCTEMBI OOJKHO OBLITh BKJIIOUEHO B
KOMILJIeKC 00CJIeJTOBaHUA IIPU MON03PeHUM Ha nud-
dysHoe 3aboJsieBaHMe JerKux. llepcuctupymoiias
JeTouYHasd TUIIEPTEeH3UA y JeTell paHHEero Bo3pacTra
MOKeT ObITh IpHU3HaKOM AU(GGY3HBIX HapPyIIeHUN
pocTa 1 pa3BUTHUA JieTKoro [2].

Jeuwenue. Oupenenennnie popmel M3JI y nereii,
"Hanpumep, HII'M, He TpeOyioT cruenuduuecKoi
Tepanuu, He MMEIOT IIPOTPECcCUPYIOIEro TeueHUsd
¥ 3aKaHUYMBAIOTCS CIIOHTAHHBIM BBI3JIOPOBJIEHUEM.
He cymecTtByeT paHZOMU3WPOBAHHBLIX KJINHUUE-
CKUX MCCJIeOBAHUM, TO3BOJAIOIINX OIEHUTh Tepa-
neBTHYeCKMHe BMemiaTeiabcTBa npu M3JI y gereid,
YTO CBSA3AHO C OTPAHUUYEHHBIM YKCJIOM OOJBbHBIX U
HEBO3MOYKHOCTBHIO IIPOBEIECHUS ILIAIE00KOHTPOIN-
PYEMBIX HCCJIeIOBAHUM MO STUUYECKUM IPUUUHAM.
JleueOHBIE MOAXOABI OCHOBBLIBAIOTCSA HAa JHUYHOM
OITbITE KJIMHUIIMCTOB U UCCJIEJOBAHUAX, BHITIOJTHEH-
HBIX ¥ B3POCJIBIX.

Muaagennam ¢ M3JI mpu BBIIMCKE W3 CTAI[HO-
Hapa o00s3aTeJbHO MOJIJKHA IIPOBOAUTHCA OIEHKA
OOTPeOHOCTH B JOMAIIHEH KIUCJIOPOAOTepaluu U
mesieBoro ypoBHA SatO,. s sToro MoMKeT moTpe-
60BaTHCA IIPOBEJIeHNE ITYJIHCOKCUMETPUY B TeUEHUE
HSA, HOYU, BO BpeMsa (PU3UYECKOI HATPY3KU U/UJIU
BO BpeMs KOpMJeHUuA. B HacTosAIee BpeMsA He CyIie-
CTBYeT UeTKHUX AAaHHBIX O I1eJIeBBIX YPOBHAX SatO, y
mereii ¢ U3JI, ogHaxko cumTaercsa, YTO HEOOXOIMIMO
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nonzep:xuBarh SatO, Gonee 93%, y manmeHTOB C
JIETOYHON rumepTeHsueir — Gomee 94-95% [15].
Heram c tawxenonn [H BcaemcrBue M3JI mHOTrIa
Heo0X0AMMO MPOBeeHe MHBA3UBHON NN HEMHBA-
3UBHOU BeHTUIATINY [4].

Heobxomumo amexBaTHOe HHUTAHNE, C YYETOM
3aTpar Ha paboTy AbIXaHU, NI KOPPEKIIUU IIOTe-
pu Beca. 3aTpynHEeHUSA NPU MUTAHUU, CBI3AHHBIE
C OMBIIIKOI, MOTYT TpebOBaTh 30HIAOBOTO IIHTA-
HUS WJIX TacTPOCTOMBI. BajKHOe 3HAUeHWE WMeeT
npoduIaKTHKa TacTpod3odareajlbHOro pedaroK-
ca W acIupaluu KeJyTOUHOTO COAEPIKUMOTO, UTO
yacto uMeeT MecTo y muazenieB ¢ U3JI [6, 9].
Heobxoquma MUHMMMU3a A BPeSHBIX BO3JEMCTBUMI
OKDYJKaloIleil cpeabl, B YAaCTHOCTU IIACCUBHOTO
KYPEHUS U BO3AYITHBIX TOJIOTAHTOB.

PexomeHayoTCcA BBeleHHEe ITHEBMOKOKKO-
BOW BAKIMHBI, €XKeToJHas BaKIMHAIUA NIPOTUB
TPUIIa, a TaKyKe PYTUHHASA BaKI[MHAIIUA, COTJIAC-
"o HamnuonasmbHOMYy KaJleHIAapio, 3a UCKJIIOUEHUEM
BBEIEHUS JKUBBIX BUPYCHBIX BAKIWMH y HalUeH-
TOB C 0CJIA0JIEHHBIM UMMYHUTETOM. PecriupaTopHO-
cunnutuaidbHbiii Bupyc (PCB) MoikeT yBenumuuTh
3a060JIeBaEMOCTb U CMEPTHOCTH CpeIu MJIAJIEHIIEB
C XPOHUYECKUMU 3a00JIeBAHUAMU JIETKUX, BKJIIO-
yag M3JI. B memaBHeM mcciaeZoBAHUM OBLI BBIAB-
JIeH BBICOKMU PUCK TOCIUTAJIU3AIUU BCJEIACTBUE
PCB-undexnuu y nanueuTos ¢ U3JI [16]. IToaTomy
UMMYHHU3aAIUs MaJIuBU3yMadOM MOKET paccMaTpu-
BaThCA Y HJaHHBIX manueHToB. OciabJIeHHBIM AeTAM
MOKEeT IIPOBOAUTHCA INPOPUIAKTUKA WHPEKIUWU,
BBIBBAaHHOU Pneumocystis jiroveci [4].

T'maBHaa TepameBTUYECKad KOHIENIIUA TIPU
WN3JI y mereii B 11000M BO3pacTe — CYIIPECCUs BOC-
majieHuA W 3aMelJIeHle WJIM OCTaHOBKAa IIPOIIECCOB
¢ubposupoBanus jgerounoir Tkanu. C sTOi IeJabi0
HCIIOJIb3YeTCs ITPOTUBOBOCIAJIUTENbHAA, WUMMY-
HOCYIpecCuBHAsA U aHTU(GUOpPOTHMUECKAs Tepamnusd,
IPOJOJIMKAIOIIASACA B TeUeHHMe MHOTUX MeCSAIeB U
aet [3, 6]. IIpenapaTamu mmepBOro BeIOOPA ITPU 60JIH-
mrEcTBe opM M3JI aBida0TCa KOPTUKOCTEPOUIEI,
KOTOpPBIe UCIOJB3YIOTCA BHYTPHh B HAUAJBHOI J03€
1-2 Mr/Kr/cyT wiu BHYTPUBEHHO B BUE IIYJbC-
Tepanuu B 1o3e 10—30 Mr/Kr/cyTt B TeueHue 3 qHeH
¢ uHTepBajoM B 1 mecsan. [JamTeabHOCTH Tepa-
OHUU COCTaBJsAeT He MeHee 8—12 Hemesb, 3aTeM IIPU
noctusxkeHum ahp(peKTa 103a YMEHbIIIAeTCH, JIeUueHue
OPOMOJINKAETCA AJUTENbHBIN Imepuox. Ilo MHEHUIO
A. Clement 1 coaBT. METHJIIIPEHU30JIOH SABJISIETCS
6osiee dPPEeKTUBHLIM IIPEIapaToM K ero MOXKHO
HCIIOJIB30BAaTh IIPU OTCYTCTBUU d(PdeKTa OT IPYTUX
rKopturkoctepounoB [10]. IIpu orcyreTBUU 3dhdeKTa
OT CTEPOUJOB HCIOJBL3YIOTCSA IPyrue UMMYHOCY-
TIPEecCUBHBIE U ITUTOTOKCUYECKHUE ITpeIrrapaThl — asa-
TUOIIPUH, ITUKJOCIOPUH, METOTpeKcaT. ITU CPej-
CTBa JOCTATOUYHO d(P(EKTUBHBI IIPU J€EUEeHUU ayTO-
MMMYHHBIX IIpoIeccos [6].

HNMvyHOCynpeccuBHasA Tepamus MOMKeT ObITh
s(pexTHBHON B oTAeAbHBIX cayuasax U3JI y gereii,
pellieHue O ee HaUaje JOJKHO IPUHUMATHCA WHIM-
BuUAyanabHO. IIpum sTOM HEOOXOAMMO OIeHHMBATH
TSKeCTh 3a00JieBaHUA, CKOPOCTDL ITPOTPECCUPOBa-
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Tabruua 3

Ouenka Ts:xectu nmpu merckux U3JI[11]

Crynmenu CHMITTOMSBI T'unmokcemus: (Sat02<?0%) BO CHE T'unmokcemus: Jlerounasi
TAKECTH uan npu Gu3HIecKoil HarpysKe (Sat05<90% ) B mokoe THIIEPTEH3U T
1 Her Her Her Her
2 Ha Her Her Her
3 Ha Ha Her Her
4 JIE] Ia Ia Her

5 Ia Ia Ia Ia

HUS, IPOTHO3 HalueHTa 6e3 JeueHUs, COIMYTCTBY-
forue 3aboneBamua. [losiararoT, YTO ecau Bpay
OIPUHUMAET PeIleHre O Hauajle UMMYHOCYIIPECCUB-
HOHI Tepanuu, MOJKEH IIPOBOAUTHCS TIMATeIbHBIA
MOHUTOPUHT COCTOAHWA MaleHTa [IJd PaHHEro
BBISIBJIEHUSA MO00UHBIX 3()PperToB. K Takum mccie-
JOBAHUAM Yy IIaIlM€HTOB, IIOJYUYAIOIIIMX CHCTEM-
HBIEe KOPTUKOCTEPOUABI, OTHOCAT NEHCUTOMETPUIO,
M3MepeHNe POCTOBBIX IOKAalaTeseil B TUHAMUKE U
o(rambmosoruuecKkoe obciemoBaHUe, a y JeTel,
TOJIYYAIUX TUAPOKCUXJIOPOXUH — KJIMHUYECKUHN
aHaJIM3 KPOBU B AUHAMUKE W O(DTATbMOJIOTTUECKOE
obciemoBanme [4].

B HCCJIeJOBAHNM, BBIIIOJTHEHHOM Y B3POCJIBIX
60abHBIX ¢ DIP, oTMeueH TmOIOKUTENbHBIN 3 HEeKT
Tepanmuyu MaKPOJIUIHBIM aHTI/I61/IOTI/IICOM KJjaapu-
TpoMuUIIuHOM. Tepanumsa MaxkpoJUJaMU CUUTAETCA
MHOTO0OOeII[aloIeli, TaK KakK OHH 00JaJaioT IIPO-
TUBOBOCIIQJIUTEJBHBIM U HUMMYHOMOZYJIUPYIOIIUM
sddexTom [10].

ITpu ompegmenenunix ¢Gopmax M3JI y npereii,
TakUX Kak Aud@Pys3Hble HAPYIIeHUSA PA3BUTUA U
pocra, mederTax cuHTe3a 6elKOB cypdakKTaHTa,

e,I[HHCTBeHHOfI BO3MOXHOCTBIO IIPOOJUTH KHU3Hb
0OJIBHBIX B HACTOSIIEe BPeMs SBJISAETCS JIerouHas
TpaHIIaHTanusa [2, 8].

IIpoenos. Ilo pamseiM L.L. Fun m coasrt.,
mabamogasmumu 99 gereit ¢ M3JI Ha mporsixe-
Huu 15 jer, BeIXKHMBaeMocTh B TeueHue 24, 48 u
60 Mec mocJsie Hauyaja CUMIITOMOB OBbLIa COOTBET-
ctBeHHO 83, 73 u 64% . CpegHsasa IPOLOIKUTEIE-
HOCTB JKMB3HU OT HavaJjia 60se3Hu cocTaBuia 47 mec.
Heb6maronpuAaTHBIA 1MCXO0J OBII CBA3aH C HATHUM-
eM ﬂePOqHOﬁ TUIIepTeH3n, 'IMIIOKCEMHUHN B IIOKOE,
rucrojioruueckuMu npudHakamu DIP u serounsim
BacKkyautom [17]. C yueToM HOJYUYEHHBIX TaHHBIX
0 HeOJarONmPUATHBIX HPOTHOCTUYECKUX (haKTopax
M3JI y mereit mpeaaokeHa IIIKajaa OIeHKN TAMKECTH
MTaHHBIX 3a0oaeBaHU (Taba. 3).

ITo mamuepim L.L. Fun u coasr., 60-Mmecaunas
BBIXKMBAE€MOCTD IIAI[MEHTOB, HAXOAAIINXCA Ha 2-1,
3-i1, 4-11 crynmeHax 3abojeBaHUs, cocTaBuaa 6%,
Ha 5-# crymeHu — ToabKO 38% [11]. Takum obGpa-
30M, JIETOUYHAsl TUIEPTEH3Us SIBJseTCS Hebaro-
IPUATHBIM IIPOTHOCTUYECKUM (PAKTOPOM y IeTeii ¢
N3JI.
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