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Pesiome

JlnarHocTuka MHTEpCTULMANBHBIX 3a0oneBanuit gerkux (M3J1) y MianeHneB BbI3bIBACT 3HAUUTEIBHBIC CIOXKHOCTH
BBUAY TOTO, 4TO Au(depeHInanbHbIi psag oxBaTeiBaeT 0onee 200 BapmaHTOB HO30JIOTHH ¢ 00mIeH mpeamonaraeMoit
pacnpocTpaneHHOCThIO0 1,6-46 Ha 100 000, mo nanHbIM psiga ucciaeaoBanuii. Takum o6pazom, U3JI mnaneHiieB BCTpe-
gatores B 10 pas pexe, gem y B3pocibix. Crexrp M3JI MimaneHIeB CyIIeCTBEHHO OTINYACTCS OT CIeKTpa 3aboeBaHui,
Ha0IromaeMoro y JeTel crapiiero Bo3pacTta W B3pocibix. MHTepec k Teme M3JI mianeHueB Bo3poc 3a mociennue 20
JIET, 0 YEM CBHU/IETEIbCTBYIOT OIyOIMKOBAHHBIE PE3yIbTAThl MHOTOUNCIIEHHBIX HCCIIEI0BAaHUH 1 0030POB, CO3MaHbI MYJTb-
TUAUCIUIITHHAPHBIC TPYIIBI U peCIUpaTopHbIe 00IIecTBa, Takue Kak AMEpHKaHCKoe TopakaibHoe obmiecTtBo (ATS),
EBporeiickoe pecrimparopHoe 00IIeCTBO IO COTPYIHUYECTBY B 00JIacTH KIIMHUYeCcKUX uccienosannii nereii ¢ 3JI (ERS
CRC chILD-EU), ®panity3ckuii cripaBo4HbIi HEHTpP peakux 3adoseBannii serkux (RespiRare) u 1. 1. B nannoit nexuuu
00CyJIAI0TCsI TOCIIEIHUE OCTHIKEHUS B N3ydeHnH u quarnoctruke V3JI maaneHies, oco0oe BHUMaHUE YIIEISIETCS PEIKUM
n ynerpapeaxkum tunam M3J1. Kpome Toro, 06Cyk1at0Tcsl BOPOCH 3TANOB INATHOCTUYECKOTO MOMCKA M BO3pacTaroIas
POJIb KOMIIBIOTEPHOIT TOMOTpaduu.

Knrouesvie cnosa: unmepcmuyuanvtsie 3a001e6aHUs le2KUX Maadenyes, oudgysHvle 3abonesanus i1eekux, depuyum
Oenkos cucmemvl cyppakmanma, 8pOHCOeHHAS ANbEEONAPHASA OUCNIA3UA, KOMNBIOMEPHAS THOMOZPAPUSL

Jist nurupoBanus: Mnouna H. A., Ipycaxosa K. B., Anexceesa A. JI. Peoxue unmepcmuyuanvivle 3a601e6anus 1eekux y miadenyes. Pecuonapnoe
Kposoobpawjenue u muxpoyupryiayus. 2024,;23(1):87-99. Doi: 10.24884/1682-6655-2024-23-1-87-99.
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Summary

The diagnosis of interstitial lung disease in infants (chILD) is challenging due to the fact that the differential range
encompasses more than 200 variants of nosologies with an overall estimated prevalence of 1.6—46 per 100,000 according
to several studies. Thus, chILDs are 10 times less common than in adults. The chILD disease spectrum differs significantly
from that seen in older children and adults. Interest in the topic of chILD has increased over the past 20 years, as evidenced
by the published results of numerous studies and reviews. Also, multidisciplinary groups and respiratory societies have
been established, such as the American Thoracic Society (ATS), the European Research Collaboration for Children’s
Interstitial Lung Disease (ERS CRC chILD-EU), the French National Reference Center for Rare Respiratory Diseases in
Children (RESPIRARE), etc. This article discusses recent advances in the study and diagnosis of chILD, with a special
focus on rare and ultra-rare types of chILD. In addition, the stages of the diagnostic search and the increasing role of
computed tomography are discussed

Keywords: infant interstitial lung disease, diffuse lung disease, surfactant system protein deficiency, congenital alveolar
dysplasia, computed tomography
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BeeaeHne

WnrepcrunmansHble 3a007€BaHNs JIETKUX MJIJICHIICB
IIPEACTABIIIOT COOO reTepOreHHy0 IPyIIILy PEIKUX 3a-
OoseBaHuit, BKIItoUarolyto 6osee 200 pa3uuHbIX HO30-
JIOTUH, XapaKTePU3YIOMINXCS OOIBILINM pa3HO00pa3ueM
KJIMHUYECKHUX POSIBICHUH, PEHTI€HOJIOTHYECKUX U T1a-
TOJIOTHYECKHUX 0cobeHHOCTeH 1 ncxomoB [1]. HecMoTps
Ha TO, YTO ITH 3a00JIeBaHUS HA3bIBAIOTCS «MHTEPCTHU-
LIUATBHBIMH 3200JIEBAaHUSMHE JIETKUX», OOJIBLUIMHCTBO U3
HUX HE JEMOHCTPHUPYIOT MOPAKECHUsI UCKIIOUUTEIHHO
HWHTEPCTULMS, U3MEHEHHS TaKKe 3aTParuBaoT ajbBeo-
JIIPHOE TIPOCTPAHCTBO, HAIIPUMED, TPU JIETOYHOM allb-
BeossipHoM riporennose (JIAI), nm nneBpy u cyOruies-
paJIbHYIO IAPEHXUMY JIETKHX, KaK [TPH [UIEBPOIAPEHXH-
Maro3HoM pubdposnacrose ([II1DD), a Tarxke sHIOTEMNI
COCYIOB [2], m03TOMY, BO Bce OOIBIIIEM KOJTHIECTRE ITy-
ONUKaIHif TOCIEHEr0 BpEMEHH UCIIOIb3yeTCsl TEPMUIH
muddysnoro 3adonesanus jerkux (13J1) [3-5].

WuTepcrunmanbHble 3a001€BaHs JIETKUX MIIAICHIIEB
OTHOCSITCS K PEIKUM U TSKETIbIM 3a001eBanusM. O0mast
npeznonaraemas pacrnpoctpaneHHocTs M3J1 mnanenies
cocrasnseT 1,646 na 100 000, mo qaHHBIM psija Uccie-
nosanuii [1, 3, 6-8]. Takum 006pa3om, OHH BCTPEUAIOTCS
npuMepHo B 10 pa3 pexe, ueM y B3pOCIIbIX, IPUYEM He-
KOTOpBbIE U3 HUX SIBISIOTCS YPE3BBIYAHHO TSHKEIBIMH.
PacnipocTpaneHHOCTh U 3a00J1€Ba€MOCTb, BEpOSTHO,
CHJIBHO HEJIOOLIEHEHBI M3-3a OLTMOOYHOTO AUArHo3a, OT-
cyrctBus kona MKB u otcyrcrBust obmiero peructpa.
Kpome Toro, craructuka pacnpocrpaneHHoctu M3JI
MJIa/IEHIIEB MOKET OBITh 3aHMKEHHOH, B CBSI3U C OTCYT-
CTBHEM CHEeIU(UIHOCTH CUMIITOMOB, YETKUX PEKOMEH-
Jamui 1o JUarHOCTUKE JAHHBIX 3a00JIEBAHMIL, a TaKKe
B CBA3M C HEKOTOPBIMHU CIIO)KHOCTSMHU B JIOCTYITHOCTH
TeHEeTHYECKHUX ncciienoBanuii. O0Imas cCMEpTHOCTD TIPU
W31y nereii coctasmsieT okoio 15 % [9, 10], onnako mpu
OTAENBHBIX HO30JIOTHAX, TAKMX KaK BPOXKJCHHAs ajbBe-
onsipHas aucinasus (BA/JI), anpBeonsspHO-KanuIIsIpHAs
JIUCIIIA31sl C aHOMAJIBHBIM PACIIOIOKEHUEM JIETOUHBIX
BeH (AK]I) 1 HEKOTOPBIX TeHETUYECKH 00y CITOBICHHBIX
neUIUTOB OENKOB cyp(akTaHTa, CMEPTHOCTh MOXKET
nocturats 100 % [11].

IToaranublil NOAXOA K 3THOJIOTMYECKOMY JIMATHO3Y
BKJTIOYAET CIelHaIbHbIE UCCIET0BaHMs, TIPOBOIUMBIE B
SKCHEepTHBIX HeHTpax. Co3aaHbl MyIbTHIUCIUITIINHAD-
HBIC TPYMIBI M PECIMPATOPHbIC 00IIecTBa, TaKue Kak
AmepukaHckoe TopakanbHoe obmiecTBo (ATS), EBpo-
nelicKoe pecupaTopHOe 00IIECTBO MO COTPYIHUUECTBY
B 00JIaCTH KJIMHUYECKUX ucclienoBanuil aereid ¢ U3J1
(ERS CRC chILD-EU), ®paniy3ckuii cripaBOYHbIH
LEeHTp peakux 3abonesanmii gerkux (RespiRare) [1, 2, 8,
12]. zyuenne N3JI mnageHiieB BEASTCS ¥ B OTCUECTBCH-
HBIX KJIMHHUKaX 1 Jabopartopusax: HUU nynsMoHOI0THH
B [ICTIOI'MY um. U. I1. [1aBnosa, Cankt-IlerepOypr;
Poccuiickmii yHuBepcHUTET ApYKObI Hapo 0B, MOCKBa;
«JleTckuii ropoICKOi MHOTOITPO(MITBHBIN KIIMHUYECKUH
CHEIMATU3NPOBAHHBIN LIEHTP BBICOKUX MEIUIIUHCKUX
texnomnorui», Cankr-IlerepOypr u npyrue [5, 13, 14].

OTHONOTHYECKUI JMarHo3 y KakJOoro MalfeHTa
JIOJDKEH OBITh YCTAHOBIICH 0€3 JJIUTEIIbHBIX 33JICPIKEK,
MO3TANHO, HAYMHAasi OT UCTOPUH OOJIE3HH, CHMIITOMOB,
71a00paTOPHBIX JAHHBIX M PE3yJIbTAaTOB JIYYEBBIX METO-
JIOB MICCIIEIOBAHUM /10 PACIIUPEHHOTO T€HETUYECKOTO
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aHaJIM3a U CIICIUAIM3UPOBAHHBIX TPOIEYP, BKIIIOYAs
OpOHX0AJIBLBEOJISIPHBIN JIaBaXK U OMOIICHIO, TPHU HEOOXO-
JTIUMOCTH.

HecMotpst Ha coBpeMeHHBIE BO3MOXKHOCTH, OKOJIO
6—12 % WN3J1 mnaneHues, Mo MOACYETaM PA3HBIX aBTO-
poB, octarorcst B kateropuu M3J1 ¢ HeycTaHOBICHHOMN
atuonoruei [7, 15].

Kaaccudpmkaums

B 2004 . Clement et al. [16] npeioxuimm nepByro
knaccugukanuio M3J1 y nereid, OCHOBaHHYIO Ha 3THO-
JIOTHH M (U3HONATOIOTHH, OHA ObUIa TECHO CBS3aHa C
cucremolt kinaccuduxanuu U3J1 y B3pocnbix. JaHHbIH
MOAXON He ObUT YMECTEH [yl MIPUMEHEHHUsS! K KIlacCu-
¢uxaunn MU3J1 y nereii: Hanpumep, TUCTOIOTHYECKAs
KapTHHa OOBIYHOW HMHTEPCTUIUAILHOW ITHEBMOHHH Yy
B3pPOCIIBIX PEJIKO, €CIIM BOOOIIe KOrna-imbo, HaOMro-
JaeTcsl B MIIaJIeHYeCTBE WM B paHHEM JeTcTBe. bosee
TOro, MOp(QOJIOTHYECKHUE 3aKOHOMEPHOCTH, BCTpeda-
fouecss B 00euX BO3pAcTHBIX IPyIIax, 4acTo UMEIOT
Pa3HbIe STHOJOTNUYECKUE U TPOTHOCTHYECKHE 3HAYCHHS.
Takum oOpa3zoM, JUIs eTei He0OXOAUMO OBLIIO CO3/IaTh
a/IalTHPOBaHHbIE K BO3PACTY CUCTEMbI KIIAaCCU(DUKAIIH,
CHaJaja OCHOBAaHHbIC HAa TUCTOJIOTHH, a 3aTE€M C YyUETOM
MYJABTUAUCHUILUIMHAPHOM quarnoctuku [ 17]. B nanbuei-
meM knaccudukanus Oviia pacmmpena Deutsch et al. B
2007 . [ 18] Ha ocHOBaHMH OUOTICHIA JIETKUX, COOPAHHBIX
y nereii o 2 ner. [Tozxe Oblia BBEIeHA OTIOTHUTEIbHAS
noaknaccuukanus, otaenstomas N3J1, cnenuduunyro
JUTSL MITaIeHYECKOTO Bo3pacta, oT U3J1, Berpeuaromumxcst
B JIPYTHX BO3PACTHBIX KaTErOPHsIX, OISITH K€ Ha OCHO-
BE€ 9TUOJIOTUYECKUX U MATONOTHUECKUX Kputepues [19].
B nacrosiee Bpems ucnionbsyercs knaccuguxarms M3J1
y JIeTei, MPeIIoKEeHHAs AMEPUKAHCKUM TOPaKaIbHBIM
obmectBoM B 2013 1. (puc. 1) [20], aganTupoBaHHBIH
nepeBon onyonukosaH E. B. Boriosoi, /. FO. OBcsin-
HUKOBbIM, M. A. bensiosoii [5]. B EBpomnie B Hactos-
iee BpeMs TakKe MCIIOJIb3yeTcs chcTeMa KaTeropusa-
UM MAIMEHTOB ¢ TU(dy3HBIMU 32007€BaHUSIMU JIETKHX
y neteit, npeanoxennas M. Griese, A. Irnstetter et al.
B 2015 [2].

Laenger F., Schwerk u np. B cBoeii HenaBHe# paboTte
oryOnukoBay kinaccudpuranmto nerckux U3J1, mpemio-
xeHHyto cetbio chILD-EU, xoropas Obiia monudunu-
pOBaHa Ha OCHOBE paHee UMEIOIUXCS KilacCu(UKaIi
(tabmn. 1) [21].

KAnHunueckoe npeactaBaeHne o maaseHue ¢ U3A

Tsoxects nposiBnennit U3J1 Becbma BapuabenbHa: oT
JIETKUX HEeCTIENU(PUYECKIUX CUMIITOMOB, PUBOASIINX K
MO3HEH TUarHOCTHUKE, 10 OYCHbB TSHKEION KITHHUYECKOM
KapTuHbl. OOBIYHO YeM paHblIe Havyajo 3a0oieBaHus,
TEM TSDKEJIEe MPOSBIISIOTCS CUMITOMBI [4].

Juarno3 13JI ycranaBnauBaeTcs Mpu HATUYUN Kak
MUHUMYM TpeX U3 CIeIyIoIuX KpuTepuen: 1) pecnu-
paTopHble CUMITOMBI; 2) KIMHUYECKHE MPU3HAKHU JbI-
xarenpHoU HepocTtarouHocTH ([IH); 3) runoxkcemust miu
HU3Kasl caTypaius Kuciaopoaa; 4) nudQysHbie u3MeHe-
HUS B JIETKHUX 110 JAHHBIM KOMITBIOTEPHOU TOMOTpaduu
(KT) rpynnoit kietku [22].

Haunbonee BbIpaKCHHBIE KIMHHUYECKUE MPOSIBIIC-
HUS HAOJTIOAAIOTCS B TIEPUOJ HOBOPOXKICHHOCTH, KOTIA
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A. TnddysHble HapyIICHNS pa3BUTHS JIETKHX:
1. AuuHapHas AUCILIa3Us
2. BpoxxaeHHas aapBeossipHas TUCTIIA3H

B. Hapymenus pocta nerkux:
1. Jlerounas runoruiasus

— Tpucomust xpomocomsr 21
— dpyrue

HapyIlIeHU
1. JIero4HBIM HHTEPCTULMATIBHBIN NIMKOTEHO3
2. HeliposHoKkpHHHAsA THIIEPIIa3us MIIAJCHIIEB

D. AuchyHKumm cucTeMsl cypQakTaHTa:

THUCTOJIOTHYCCKOT'O IMaTTE€pHa

nHesmonus (HCUIT)

TEHETUYECKOE HApYIIICHIE
II. 3aboneBanwsi, He CTICTUGUIHBIC IS MJIaICHIICR:

TOKCHYHBIX BEIIECTB
3. CuHapoM acupanuu
4. D03nHOGUIBHAS THEBMOHUS

1. UmmyHHBIE 3200J1€BaHUs

2. Bone3Hn HaKOIICHAS

3. Capxounjo3

4. I'mctronuTo3 u3 KieTok JlaHrepranca
5. 310KayecTBEHHbIE HOBOOOPA30BaAHUS

1. OnmopryHHUCTHYECKUE HHPEKINN

3. 3aboseBaHus,
TpaHCIUIaHTaTa

D. 3a6oneBanust, mackupyromuecs mox U3JI:

3. JIumdarnueckue paccTpoiicTBa

1. 3aboseBanus, HanboIee pacCIPOCTPAHCHHbBIC B MIIaICHUYCCTBE:

3. AHLBGOJ’IHPHO-K&HI/IJ’IJ’IﬂpHaﬂ AUCTIIa3uA ¢ aHOMAJIbHBIM PACIIOJIOKCHHUEM JICTOYHBIX BEH

2. XpoHndeckoe 3a00JieBaHNE JIETKUX HOBOPOXKJICHHBIX
— Xponudeckoe 3a00eBaHUE JETKNX, ACCOLUMPOBAHHOE ¢ HEJOHOIIECHHOCTHIO (OpOHXOJIETOUHAs JUCTIIA3HSA)
— IIpnobpeTenHOE XpOHUYECKOE 3a00I€BaHHE JIETKHUX Y JOHOIIEHHBIX MIIJICHIIEB

3. CTpyKTypHBIE JIETOUHBIE N3MEHEHUS, ACCOIIMMPOBAHHBIE C XPOMOCOMHBIMHU HAPYIICHUSIMHU:

4. 3aboneBaHMs, acCCOIMMPOBAHHBIE C BPOKACHHBIMH IIOPOKaMH CepAla y JeTed 0e3 XpOMOCOMHBIX

C. Cneunduueckne cOCTOSHUSI HEYCTaHOBJICHHOW 3THOJIOTHU:

1. Myramuu rena SFTPB — nerounsnii aneBeossipabiii nporenHo3 (JIAIT) kak BapuaHT JTOMHHAHTHOTO

2. Mytanuu rera SFTPC — noOMHUHAHTHBINH THCTOMIOTUIECKUH MATTEPH — XPOHUICCKH THEBMOHUT MIIAJICHIICB,
a TaKkKe JCCKBaMaTHWBHAs HHTepcTUIManbHas nHeBMoHMs (IWII) u Hecreruduueckas WHTCPCTHIIHATbHAS

3. Myramuu reaa ABCA3 — noMuHaHTHBINA TECcTONOTHYecKmii martepH — JIATL a raxoke JIUIT u HCUIL

4. THCTOJOTMYECKH COINACyIOIIeecsl C PacCTPOMCTBOM OeNKoB cypdakTaHTa, HO €lle HEYCTaHOBICHHOE

A. PaccTpoiicTBa y 1M1l C HOPMAJIbHON HMMYHHOM CHCTEMOM:
1. UndexunonHble 1 NOCTHH(EKIMOHHBIE MTPOIECCHI
2. PaccTpoiicTBa, CBA3aHHBIE C areHTaMHU OKPYXKAIOIIEH CpeIpl: TMIEPCEHCUTUBHEIN MTHEBMOHUT, WHTAJSIIH

B. PaccTpoiicTBa, acCOIMUPOBAHHBIC C CHCTEMHBIMU 3200JICBAHUSIMHU:

C. 3aboneBaHus y ”IMMYHOKOMITPOMETHPOBAHHBIX MAllEHTOB!

2. 3aboneBaHus, aCCONMUPOBAHHEIE C TEPAIIEBTUIECKUMH BO3/ICHCTBUSIMHI
ACCOIIMMPOBAHHBIE C TPAHCIUIAHTALMOHHBIM CHHIPOMOM W PpEaKLHeld OTTOP)KEHHS

4. TuddysHoe anbpBeoIsipHOE TOBPEXKACHIE HEU3BECTHOH ITHONIOTHH

1. ApTrepuanbHasi THIIEPTOHUYECKas BaCKYIOMATHS
2. 3acToifHbIC BaCKYJIOMATHH, BKIFOYAOIINE BEHO-OKKITIO3HOHHBIE 3a00IeBaHUS

4. Bropu4Hblif BEHO3HBIN 3acToi Ha (hoHE 3a00NeBaHuit cep/ta
III. Heknaccudunupyembie 3a001eBaHKs BKJIIOYAIOT 3a00JIeBaHUS Ha TEPMUHAIBHON CTauH, HEIUarHOCTHPYEMBbIE
pe3yabTaThl OMOTICHH M OMOIICHH C HEJIOCTaTOYHBIM KOJIMYECTBOM MaTepHhasia

Puc. 1. Cxema kinaccuukay HHTEPCTUIIUATBHBIX 3a00JCBaHUI JICTKUX Y IETe, Mitajiie 2 JeT, MPeUIoKEeHHAass AMEPHKAHCKUM TOpa-
kajbHBIM 00mecTBoM (ATS) B 2013 romy [20]

Fig. 1. Classification scheme for interstitial lung disease in children under 2 years old proposed by the American Thoracic Society (ATS) in 2013 [20]

y JIOHOIIEHHOTO pebeHKa HAcTymaeT OCTpas TsKemas
pecrnupaTopHas HenocTaroyHocTh. Yaie Bcero pebde-
HOK POXIAETCS B CPOK, B MEPBBIC YACHI COCTOSIHUE €TO
paciieHuBaeTCs Kak yIO0BIETBOPUTEIHHOE, OTHAKO Yepe3
HECKOJIBbKO YacoB, 0€3 BUIMMOM IPUYHHBI, OH HYKIaeTCs
B HEMENJICHHOW MCKYCCTBEHHOW BEHTHJISIIUHU JICTKUX.

www.microcirc.ru

HenoHonieHHble 1€TH TaKKE€ MOTYT HYXKJIaThbCsl B pe-
CITUPATOPHON TOJACPKKE W HAXOMUTHCS TOI HaOIIo-
JeHuem, rpu 3toM [IH y HelOHOIIEHHBIX JeTel yalie
BCEro OOBSICHSIETCS HE3PEIOCThIO MAPEHXUMbI JICTKUX
M HETOTOBHOCTBIO €€ K ra3000MEeHY, CTCICHb TSHKECTH
TECHO B3aMMOCBSI3aHa CO CTCICHBIO HEJOHOIMICHHOCTH
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Ta6numa 1

Knaccudukanmsa naTepcrunmanbHbIx 3a6oneBanuit nerkux y gereit (chILD-EU network) [21]

Table 1

Classification of children's interstitial lung disease (chILD-EU network) [21]

VI3JI: 6onee pacnpocmpanentvle 6 MaadeHuecmee

Al: puddysHble HapyLIeHNA PasBUTHA IETKUX

AnyHapHas JUCIUTa3ns

ATIbBeO}IHpHO-KaHI/ITITIHpHaH JVCIIIa3nAa ¢ aHOMAaJIbHBIM
PacCIIO/IOKEHMEM JIETOYHBIX BE€H.

BpO)I(,E[eHHaH a/IbBE€OJIAApHAA OUCIUIA3UA

A2: HapyIIeHus poCTa JIETKMX

ATbBEOJIAPHOE YIpOLIeHe

Xpomxmecxoe 3a60/1eBaHME JIETKUX HOBOPOXXAEHHDBIX

CprKTyprIe JIETOYHbIE MUIBMEHEHN, aCCOLVIIPOBaHHbIE
C XpOMOCOMHDBIMI HapyIIEHUAMMI

A3: cenuduyeckye COCTOAHUA HEYCTAaHOB/ICHHOI
STUOIOTUN

JIerouHbpIil MHTEPCTULMATBHBIN ITIMKOTEHO3

Hef/[pOf-)H,E[OKpI/IHHaH TUNEepIuIa3yAa MIageHIeB

A4: Tuchynkuum cuctemsl cypdaKkTaHTa U CBA3aHHbIE
C HYMM HapyleHNA

JlerouHbIN aaneon;{prH?{ IIPOTENHO3

XpOoHMYeCKNII THEBMOHUT MJIaJIcHIIEB

HeCKBaMaTI/IBHaH MHTEpCTUIMATbHAA THEBMOHNA

Hecnenmduaeckast nHTEpCTUIMATbHAS THEBMOHMS

AX: peclIMpaTOPHBII AUCTPECC-CUHAPOM Y IOHOLIEHHOTO
HOBOPOXK/JJEHHOT'O HEACHOM STUOIOT UM

Ay: pecnyipaTOpPHBIIT AUCTPECC-CUHAPOM Y HEJOHOIIEHHOTO
mnagenia (30-36 Hefenpb) HESCHON STIUOIOIUI

W3JT: ne cneyugpuunvie Ons

maadeHuecmea u 0emcmea

B1: VI3J1, cBsA3aHHBIE C CUCTEMHBIMU 3a00/IEBAaHMAMU

boresnp HakoTIEHMS

JIaHrepraHCOK/IETOUHBIN TMCTUOLUTO3

SH,HOI‘eHHa}I JIUTIONIHAA ITHEBMOHUA

AyTOMMMYyHHbIE 3a6071eBaHIIA

B2: I3]1'y nereit ¢ HOpMaIbHBIM UMMYHUTETOM, BCIIEJCTBIE
BO3/IEVICTBUA I3BHE

er'[ep‘IyBCTBI/ITeTIbeIf/I ITHEBMOHUT

Vndeximonnoe sabonesanue

ACHI/IpaLU/IOHHaH ITHEBMOHWA

D03MHOPUIBHBII OPOHXMOMUT

B3: VI3]1y nereii ¢ oclabieHHBIM IMMYHUTETOM

Vndexyonnoe 3aboneBanue

O6/mrepupyromuit 6pOHXMOMNT/PECTPUKTUBHBII ITOCT-
TPAHCIUIAHTALMOHHBII CUHIPOM

B4: VI3JI co CTpyKTypHBIMU COCYAMCTBIMU M3MEHEHMUAMU

Jlerounas TUTIEPTEH3MA

JlerouHast BEHOOKK/TIO3MOHHast 60/Ie3Hb

JlerouHsI KaI'II/ITITIHprIIZ T€MaHTIOMaTO3

Bacxymur

B5: VI3]1, cBsA3aHHbIE C peaKTUBHBIMI TNM(OVIHBIMHA I10-
pakeHUAMI

DO/TUKY/ISIPHBLIL OPOHXNT

HI/IM(i)OLU/ITapHaFI MHTEpCTUIMA/IbHAaA THEBMOHNA

Bx: peciupaTopHbIii AUCTPECC-CUHAPOM HEACHOI 3THO-
JIOTVM Y JIeTel CTaplIero Bo3pacTa

mtaieHna. OJTHAKO 3TO HEe UCKITFOYaeT BO3MOYKHOCTH Pa3-
Butust M3J1 y Takux meTelt, 9To 3HAYUTETLHBIM 00pa3oM
YCIIOXKHSET TUaTHOCTUKY B TIOAOOHBIX cirydasx [20].

B TeueHme mepBBIX NIBYX JIET KHU3HHU KIMHAYECCKHE
nposiBrienus M3J1 y meteit BApbUPYIOTCS OT OTCYTCTBUS
CHMIITOMOB JIO TSDKEIIOTO PECIUpPaTOpHOro JHCTpece-
CHHJPOMa, OOBIYHO BBI3BIBAEMOTO BUPYCHBIMH HH(pEK-
nusvu. B OGonpmmHCTBE cimydaeB mutameHIsl ¢ M3J1
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MMEIOT HecTen(UIeCKHue PeCIpPaTOpHbIE MPHU3HAKU
Y CHMIITOMBI, TaKWe€ KaK OBIIIKA, TAXUITHOD, CyXOH Ka-
IIeITh, CBUCTSIIIEE ABIXaHUE, PEIUIUBUPYIOIINE PECITH-
paTopHbIe HHPEKIINH ¥ HETIEPEHOCUMOCTD (U3HUIECKOM
Harpy3ku [9]. ApyrumMu KIWHUYECKHMH TPU3HAKAMH,
KOTOpBIE MOTYT yKa3biBaTh Ha M3JI, ABIIOTCS KPOBO-
XapKaHbe, HATMYWe JIETOYHON THIIEPTEeH3UH, PEITUINBU-
pyromas TuxopajKa, MopakeH!sT KoKW, HEBPOJIOTHIE-
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CKasi CUMIITOMATHKa, 3a/iepKKa pa3BuTHs u 1p. [7, 23].
Y HOBOPOXKJICHHBIX HEOOBSICHUMAS JbIXaTeibHas He-
JIOCTaTOYHOCTh, OCOOCHHO Y JOHOIIICHHOTO peOeHKa,
JOJI’KHA BBI3BIBATH mono3penue Ha U3J1 [22, 24].

B panbneiimemM y MageHUEB M JAETEW CTapLIEro
BO3pacTa MOTYT HaOJNIOAAThCS TAXWITHOD, THIIOKCHS,
nedopmariys majbleB B BUJe 0apaOaHHBIX MaIo4eK H/
WJIH ITUAHO3 TIPU (PU3UYECKON HArpy3Ke UM B COCTOSIHUU
niokosi. Teuenune M3J1 mitajeHiieB 1ud0 XpoOHUYECKOE U
cTabuIbHOE, MO0 C MPOTPECCUBHBIM YXY/IICHUEM; TPH
3TOM peOCHOK HYXKIAeTCs B IMOCTOSHHOW BEHTHIISAIIUU
JIETKUX C BBICOKUM YPOBHEM COMAEPIKAHUS KUCIOPOAA
WM B MPOBEJICHUH SKCTPAKOPIIOPATHHONH MEeMOpaHHOMH
okcurenanuu (OKMO) [4].

AmnarHocTM4eckmit MOAXOA

3anocneanee necarunerue padouune rpynnsl CILIA n
EBponeiickoro Coro3a mpeyioxkuIn HeKOTOpble JUarHo-
ctrueckue noaxoss [22]. [epeeivu 0bu1u Kurland et al.
[19] B 2013 1. B pamMkax AMEpPUKAaHCKOTO TOPAKAILHOTO
obmectBa (American Thoracic Society), uccnenoBanue
OCHOBBIBAJIOCH Ha TIIATEJILHOM CEMEHHOM CKPUHMHIE
N3JI ¢ nocneayrommm nepexonoM K Oosiee crieruduye-
ckuM uccrnegoBanusiM M3J1, TakuM Kak KOMITbIOTEpHAS
TOMOTpadusi, FCHETUYECKUE TECThI U OUOIICHUS JICTKHX.
B T0 BpeMst KomHueCTBO 3a/1eiiCTBOBaHHBIX T€HOB OBLIO
OTPaHMYCHO T'€HAMH, CBS3aHHBIMH C CYp(aKTaHTOM
(SFTPB, SFTPC, ABCA3 u NKX2-1), reHamMu Jierod-
Horo anbBeossipHoro nporenHosa (CSF2RA u CSF2RB)
u FOXFI. Dta nepsas myOnuKaus okazana OOJIbIIyIO
IIOMOIITb 1 TTO3BOJIMJIA YITYUIIUTh THarHOCTHKY U KJIACCH-
¢ukarmro M3J1y nereid. /Isa roga ciiycrst Bush et al. [22]
ot umenu padoueii rpynmns chILD-EU npenmnoxun apy-
ryro 010k-cxemy auarHoctuku M3J1 mnaieHies, B nep-
BYIO O4Yepe/ib OCHOBAHHYIO Ha JAHHBIX KOMITBIOTEPHOMN
TOMOTpaguy U IPOBEACHUH aHAIN30B KPOBH, 0COOCHHO
TeHeTHYECKOT0 TECTUPOBaHMS, Tiepe]T 6osiee MHBAa3UBHbI-
MU TECTaMHt, TAKUMH KaKk OPOHX0aTbBEOJISIPHBIN JIaBaK
u Ouoricus nerkux. [ eHeTnyeckast 3BONIIOLUS OTpa3uiia
pacmpenre U 0osee MUPOKYIO TOCTYIMHOCTh HOBBIX
MOJIEKYJISIPHBIX METO/I0B, TIO3BOJISIONINX U3Y4aTh [TaHEeb
reHoB (cekBeHHpoBaHue HoBoro mokojeHus (NGS) u
cekBeHupoBanue Bcero sk3oma (WES)) BMecTo ogHOTO
3a IpyruM (cexBeHHpoBaHue o CaHrepy). ITo npuBe-
JI0 K OTKPBITHIO HOBBIX T€HETHUECKUX MYTaIlli, TAKUX
kak MARS u apyrux nuro3onsubix amuHoammi-TPHK-
cunreras (ARS), OAS1 npu neroyHom aabBEOSIPHOM
npoteunose [25], COPAu STINGI1 mpu 1U3J1, csi3aHHBIX
C ayTOBOCIAJUTEILHBIMU paccTpoiicTBamu [26] u MHO-
I'HX JIPYTUX, elle Oolee peJKux, HalpuMmep, MyTalnuu
B reHax FLNA, TBX4, NHLRC2 win ZNFX1 [27, 28].

CemeitHBI aHAMHE3 SIBIISIETCS BAYKHOW YaCTHIO B
muarnoctuke. [To gamaeim N. Nathan, M. Griese et al.,
1m0 20-30 % WU3J1 y maneHieB 00yClIOBICHBI MOHO-
TeHHBIMH 3a00JIeBaHUSIMH, HEKOTOPBIE U3 HUX CBA3AHbI
C BHEJIETOYHBIM NOpakeHneM. Takum o0pa3om, cOop 1H-
(dhopMarmu 0 poJICTBEHHUKAX, OPAThsX U CECTPAX MOXKET
OBITH BeChMa IOJIE3HBIM: KUCIOPOAHAS Teparusi, Heo-
HaTaJIbHBIA PECIUPATOPHBIM JUCTPECC MM BHE3AIHAS
CMEpTh, HEBPOJIOTUYECKUE TIPOSIBIICHUS, TAKUE KaK T'-
NOTOHUS, 3a1epxKa pazButus (NKX2-1), nepedpabHeie
aneBpu3Mbl (FARSA 1 FARSB), runorupeos (NKX2-1).
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WHuTepec MoryT npecTaBiIsTh ayTOUMMYHHBIE 3a001e-
BaHUsI UJTK 001I[e CHMIITOMBI, TaKHe KaK JINX0pa/iKa, Mo-
pakeHUs KOKH, O0JIN B cycTaBax (ayTOBOCIIAIUTEIbHBIE
3a0oseBaHus, 3a00JIeBaHMsI COCIMHHUTEILHON TKaHH),
BO3pacT M MPUYMHA CMEPTH YICHOB CEMbU CTapILIEro
rmokoJieHus [7].

Bospact nauana M3J1 seisiercs BaxxHOH HHPOpMa-
nuei. U3J1 y nereit MOTYT BO3HUKATH B JIFOOOM BO3-
pacTe, OIHaKO HEKOTOpBIE U3 HUX 0oJiee THUITHMYHBI JIJIs
HOBOPOXKJICHHBIX, MJIQJICHLIEB MJN JEeTe cTapliero
Bo3pacTa [4].

AyueBble METOAbI HCCACAOBAHUS

PeHntrenorpamma rpyiHOM KJIETKM SIBJISIETCSI CTaH-
JIApPTHOM YacCThIO HAYAIbHOM JIMATHOCTUYECKOM OIIEHKHU
0000 MITaJICHIIa C PECITUPATOPHBIMU CUMIITOMAaMH, C
TOYKH 3PEHUS] HU3KOH 70361 00Iy4YeHNs, HU3KOH CTOU-
MOCTH, IPOCTOTHI BBITOJHEHUS U A0CTYITHOCTH. OTHAKO
BBISIBJIIEMbIC U3MEHEHHSI HA PEHTI€HOrpaMMaXx rpyIHOM
KIIETKH, TaKHe KaK HEOJHOpPOAHOE IU(Qy3HOE 3aTeM-
HEHHE JICTOUHBIX IOJIEH ¢ JIBYX CTOPOH, C y4acTKaMu
B3J[yTHSI, & TAK)KE THEBMOTOPAKC, HE SIBIISIFOTCS CIEIIU-
¢uueckumu [4, 22].

Psn aBropos, Nadia Nathan et al., Bxoasimux B uc-
clIeZIoBaTeNbCKyo Tpymnmy EBpormeiickoro pecruparop-
noro obmectea ERS CRC chILD-EU, B cBoeM HegaBHO
ommyonmkoBaHHOM 0030pe onpenesitoT poirb MCKT kak
WICCIIEIOBAHMS TIEPBO JIMHUH, TTpH 1tofo3pernu Ha 13J1.
MCKT jnerkux siBjIsieTCSI HEMHBAa3UBHBIM METOJIOM, I10-
3BOJISTIOIINM JIETAJIbHO AUArHOCTUPOBATH CTPYKTYPHBIE
M3MEHEHHS MApEHXHMMBbI JICTKUX, X BBIPAXXCHHOCTh U
pacmpoCcTpaHeHHOCTh, M CHUTAETCS O0Jiee UyBCTBUTEINb-
HBIM METOAOM AWArHOCTUKH paznudasix U3JI [7, 11].

Hcnosp30BaHue BHYTPUBEHHOTO KOHTPACTHPOBAHHS
MTOKa3aHo, eCIIu HeoOXoaNMO Tu(PepeHITUPOBaTh INM-
(doaneHonaTnu, rpyoble CTPYKTYpPHBIC aHOMAJHU HITH
COITyTCTBYIOIINE aHOMAJINU CEPJIIa U COCY/IOB.

[Tpu MCKT 00b19H0 00HAPYKUBAIOTCS pa3HOOOpa3-
HbIC M3MCHCHUS: IByCTOPOHHUE MU(PY3HBIC YUaCTKH
YIUIOTHEHHUSI MTAPEHXUMBI JICTKUX IO THITYy «MaTOBOIO
CTEeKJIa», PETUKYISIPHbIE W3MEHEHHs C YTONIIECHHEM
MEX/IOJIbKOBOTO ¥ BHYTPHIOIBKOBOTO MHTEPCTHUITUS C
T y3HBIM HapyIIEHHEM apXUTEKTOHUKH W MEJKO-
ceTdyaroil Tpancdopmaruet, oOeTHCHHE COCYIHUCTOTO
pHUCYHKa, TUIEBPOITYJIbMOHAIBHBIE CITAWKH W MHOXKE-
CTBEHHBIE YYaCTKH B3IyTHS.

I'pymma aBropoB Laenger F., Schwerk N. 1 ap., B cBoei
HEIaBHO OMyOJIMKOBAaHHOU paboTe mpemararoTr mudde-
PEHITPOBATH MOTyYeHHBIC pe3yapTaTsl MeTogoM MCKT
Ha criemyromye rpynmsl: 1) mHamane W3J1, HamesxHo Kirac-
cudurmpyemoe; 2) nammaue U3J1, He momaromnieecs Ha-
IeKHOM Kitaccudukarmm; 3) manosepostaoe U3JT [21].

B Hexoroprix ciaydasx ¢ moMombioMCKT MoxxHO
MIPENOIOKATh KOHKPETHBIA THArHO3, HalpuMep TH-
MMMYHOE TIOpaKEHUE CPETHEN JOJH CIIpaBa CO CHIDKE-
HHEM ITHEBMATH3aIMH 110 THITY «MaTOBOTO CTEKJIa» MPHU
HEHPOIHAOKPHUHHOU THMepIuTa3uu miianermnes (HOI'M);
MHOYKECTBEHHBIE KHUCTHI U MEIKHE OYaroBble M3MEHe-
HUS C TIpeoOyalaHueM B BEPXHUX JIONSAX JIETKHX, YTO
yKa3bIBaeT Ha TMCTHOIMTO3 M3 KiIeTOK JlaHrepranca u
TUTIUYHBIA BUJT «Crazy paving» MpH JIEr0OYHOM aTbBeO-
nsspHOoM mipotenHo3e (JIAIT). B aTux crmydasx Ouormcus
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Tabnuma 2

[narHocTimyeckas OleHKa MHTEPCTULHANTbHBIX 3a00/I€BaHNII IETKMX Y JAeTeil 10 JaHHBIM KOMIIbIOTEPHOII
tomorpaduu N. Nathan, M. Griese, K. Michel et al. [7]

Table 2

Diagnostic assessment of interstitial lung diseases in children based on computed tomography data

(N. Nathan, M. Griese, K. Michel et al. [7])

KT-marTepHsr

Pacnipenenenne

IIpepmonaraemple A¥arHO3bl

«MartoBoe cTeK1o»

Kommaxkrho, nuddysuo

JuchyHKIuM cucTeMbl CypdaKTaHTa

«MatoBoe cTek10», nepudepudeckue
TPAKI[MOHHbIE KVCTHI

IOuddysno

Iucdynkium cucteMsl cypdakTanTa

«MatoBoe cTeK10», nepudepudeckie
/WY TTapeHXMMAaTO3HbIe TPAKI[MOH-
HbIe KVCTBI, TPAKI[MOHHBIE OPOHXO09K-
Ta3bl, PETUKY/IAPHbIE I3MEHEHNA

IuchyHKIuM crcTeMbl CyppaKTaHTa;
ayTOBOCII/INTe/IbHbIe 3a00/IeBaHs

I dysHble (MHOTA HEYETKO BBIPa-
>KEHHBIE IIeHTPUIOOY/IAPHBIE) Y3e/IKIL,
nnd dy3Hble MSMEHEHVS [0 TUILY
«MaTOBOTO CTEK/Ia» + KOHCOMALVS

HeopHopopnHoe

JuddysHoe ambBeonspHOE KPOBO-
N3INAHNE

«MaToBOE€ CTEK/IO», KUCTBI, PETUKYTIAP-
Hble I3MEHEHMsI C CeTYaToi Tpancdop-

maiuen

[Tepudepuueckie OTaeNbI

3aboeBaHMs COENUHNTENBHOI
TKAHU, CUCTEMHBIE I Ay TOUMMYHHbIE
3a00/1eBaHA

«MaToBoe CTeKI0»

HapaMeHI/IaCTI/IHaTIbeIC OTJEbI,
CpeHHHH TOJIA, A3bIYKOBbBI€ CETMEHTDI
(06b19HO); mpyrue (pemKo)

CroiiKoe TaxXUITHO9 MIaJIeHIIEeB /
HeVIPOSHIOKPVHHAS IUITePIUIA3IIA
MJIafIeHIIEB

«MaToBoe CTeKI0» 1 BO3yLIHbIE

LlenTpunobysapHoe pacrpeeneHne

I‘V[Hep‘IyBCTBI/ITEHbeIIU/I ITHEBMOHUT

JIOBYIIKN

OO6paTHbIT CUMIITOM FaIo

Oprannsyoias THEBMOHNA

PeTI/IKy]'IHprIe M3MEHCHUA

(crazy paving) JOTISAX

HpeoGnananme M3MEHCHIA B HUXKHUX

Jlero4nblii anbBeOJLAPHDL IPOTENHO3

Mernkue ogary, BHYy TPUTPYAHAsT
mMdageHonaTns

IMeprmdarnaeckoe pacipeseneHe

Capkonpo3

IuddysHo

LleHTpunOO6YyIApHLIE Y3ENKI

JIETKUX HE TpeOyeTcs, OMHAKO HEOOXOIUMO MPOBECTH
JIOTIONTHUTENTLHBIC NCCIICIOBAHMS, HATTPUMEP OPOHXOCKO-
nuio ¢ Mukpockonueir mazkoB mipu JIAIIL [29]. Takxke
nmarasie MCKT 1071€3HbI B Kau€CTBE ONPEICIICHUS 30HBI
HauboIee BEIpaXKeHHBIX M3MEHEHNH, /17151 BBIOOpa MecTa
OMOIICHH B JaJILHEHIIIEM.

UccnenoBarenbekas rpymma N. Nathan, M. Griese,
K. Michel et al., B cBoem 0030pe, MOATOTOBICHHOM OT
nMenu EBporretickoro pecrimparoproro obmectsa (ERS
CRC chILD-EU), ony6nukoBaiy TabIUITy THATHOCTH-
YECKOH OIICHKU WHTEPCTUIINATILHBIX 3a00ICBaHUI JIeT-
kux y neteit mo nanabiM MCKT (ta6:. 2) [7], B KoTOpoii
npeacraBuin psii KT-nmarrepHoB ¥ ux coueTaHusi, Ha oc-
HOBAHHUH KOTOPBIX MOYKHO TIPEATIONIOKUTH TUATHO3 HITH
TG depeHITIaTbHBINA P MPEANoIaraéMbIX JHarHO30B.

Wuarepnperanmst manaeix MCKT dame Bcero 3a-
TPyIHEHa 3a CYET COYeTaHWs H3MEHEHHH, XapakTep-
HbIX 11 M3J]1 miajeHIeB U siBJIeHUIH TMIIOBEHTUIIALINH,
JIBIXaTENbHBIX apTe(akToOB M BO3AYIIHBIX JIOBYIICK,
XapaKTepHBIX /IS IeTel, HaXOAINUXCSI B MOMEHT HC-
cnenoBanus Ha VIBJI. B odurmaisHOM pyKOBOICTBE TIO
KIIMHIYECKOM TPaKTHKe AMEPHUKaHCKOTO TOPaKaJIbHOTO
obmiectna, omyonmmkoBanHoM B 2013 1. [19], mpemnoken
meton nposeaeHuss MCKT ¢ koHTponmpyeMoll BEHTH-
nsmueid. MCKT ¢ KoHTpOIupyeMoi BEHTHIIAIHEH — 3TO
METOJ] aHECTE3MOIOTHYECKOTO TTOCOOMS C MCKYCCTBEH-
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I‘V[Hep‘IyBCTBI/ITEHbeIIU/I ITHEBMOHUT

HOM BEHTHJISIIMEN JIETKUX, KOTOPBIN KOHTPOJIUPYET CTe-
MeHb 3aXBaTa BO3IyXa M MPENOTBPAIIAeT MAaCKHUPOBKY
MATOJIOTUYECKUX OTKIIOHEHUH TUTIOBEH THIISIINOHHBIMHU
M3MEHEHUSIMH B YCTpaHsAeT apTeakThl IBHKEHNUS, KOH-
TPONHMPYS KaK JBM)KEHUE, TaK U TIIyOWHY BIOXA.

bpoHXx0aAbBEOASIPHBIA AaBaXK

Ecnmn cocrosHne mammMeHTa TO3BOJISET, CIEAYeT
MIPOBOJUTH THOKYIO OPOHXOCKOIHIO ¢ OpOHXOATLBEO-
nsapasiM JTaBakeM (BAJI) [30]. On mo3BomsieT TIpoBo-
JUTH [IATOJIOTHYECKHUIA 1 MUKPOOHOJIOTHYECKHIA aHAIH3
(6axTepun, BUPYCHI ¥ TPUOBI) aJTEBEOISIPHOMN KUIKOCTH
1 cOOMpaTh CIICAYIONIYI0 HH(pOpMaIHio: 00HEM U BHEIII-
HUH BUJI JKUAKOCTH, KOJIMYECTBO KJIeTOK. OKpalBaHue
Maii-I pronBanba, ['um3a u [ananukomnay A1 KIETOUHON
Mopdomorun, Ilepn3 mas oOHapyKeHHUS TPUCYTCTBUS
00pas3IoB JKeIe30CoNepKANINX KIETOK, OKpaITuBaHHEe
metomom Ilnudda (PAS) mist obHapy)eHUS MToHcaxa-
PHIOB, TAKUX KaK TIMKOTEH, TITMKOTPOTENHBI, TITUKOJIH-
UG ¥ MYIIMHBL, ¥ okpamuBanue Lnp u [pokotT miast
oOHapyKeHHSI MUKOOAKTEpHH 1 TPHOOB COOTBETCTBEHHO.
O6pazern; BAJI coxpansieTcst I JOTIOTHUTEIBHBIX HC-
CJIEZIOBaHUH, B YACTHOCTH UMMYHOTHCTOXHMHH.

[Ipodmns BAJI MokeT TOMOYh B TIOCTAHOBKE JTHA-
THO3a, BO-TIEPBBIX, TI0 €I'0 MAKPOCKOITNIECKOMY aACTIEKTY,
a BO-BTOPBIX, 10 KOJIMYECTBY KJIETOK U CHIENU(HUIESCKOMY
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OKpamuBaHuto. L{utonornueckoe uccieaoBaHue mo3Bo-
JSIeT UCKATh MaTOTEHHbBIE areHThl, BUPYCHBIE BKIIIOYC-
Hus, Makpodaru (HanpuMep, Makpoharu, Harpy>KeHHbIE
reMOCHIEPUHOM U MEHUCThIE MaKpo(daru), ”HOPOIHbIE
TeJa U aHOMAaJIbHbIC MOMYNISAINY KIeTOK [31].

OTH pe3ynbraThl, BMecTe ¢ pesyasraramu KT, mo3so-
JSIFOT TOYHO IMAarHOCTUPOBATH Y JETeH HEKOTOPBIE CO-
CTOSIHUS1, BKJIIOUAsi TUTICPUYBCTBUTEIIBHbIM THEBMOHUT,
JICTOYHBIN aJIbBEOJISIPHBIN IPOTEHHO3, JIETOYHOE KPOBO-
TEUCHHE U HEKOTOpble HH(eKunoHHsle coctosguus [30].

[eHeTnyeckue TecTbl

Haubonee crpeMuTenbHO pa3BUBatOLIasics U HanOo-
Jiee UIHTEHCUBHO n3ydaemas rpynna M3JI manenues —
9TO 3a00JeBaHus, CBA3aHHbIE C TUCYHKINEH CHCTEMBI
cypdakranTa. ITo CBA3aHO C HEAABHUMH JI0CTHKCHUSMH
B F€HETHKE, OCHOBAaHHBIMU Ha METOJ[aX CEKBEHHPOBa-
HUS HOBOTO MOKOJICHHS, YTO MO3BOJIMIIO CO3/1aTh Oosiee
9KOHOMHYECKH 3(PPEKTUBHBIE TPYNIbI TEHETUIECKOTO
TECTHPOBAHMS W3BECTHBHIX 3a00JICBaHUI W BBISBISATH
HOBBIE PacCTPONCTBA C UCIOIB30BAHUEM ITOJTHOIK30M-
HOTO MJIM TIOJTHOI€HOMHOTO CEKBEHHPOBAHMA. Takum
oOpa3oM, noaxoja Kk auarHoctuke M3JI u nmoHMMaHUIO
KOHKPETHBIX 3a00J1€BaHui1, BEPOSITHO, Oy/IET POAOIIKATH
OBICTPO pa3BUBATHCSI.

I'eneTnueckas mpUYKMHA B HACTOSIILIEE BPEMS BBISBIIS-
etcs npuMmepHo y 20 % manuentos ¢ U3JI [9]. CormmacHo
HenaBHemy aHanu3y perucrpa chILD-EU, B 46 % ciyua-
€B MPOBOAMIIOCH TEHETHYECKOE TECTUPOBAHHE, IPUUYEM
B 13 % 13 HUX MOXKHO OBLIO MOCTAaBUTh OKOHYATEIHHBIN
TEHETUYECKUI NHarHo3. I'eHeTuyeckoe TeCTUPOBAHME
BBISIBIISIET CIIEU(HUECKUE TEHETHYECKHE H3MECHEHNS B
90 % ciry4aeB anbBEOISIPHO-KAMUIUIIPHON AUCTIIIA3UHU C
aHOMAaJIbHBIM pacrnojokeHueM JierouHslx BeH (AK/I) u
B 65 % ciyuyaeB allMHAPHON JUCIUIA3UHU U BPOKICHHOM
anpBeossipHoit mucrutazuu (BAD) [21]. 'enetuueckmii
aHaJIN3 PEKOMEH/IYeTCs BCeM MeANaTPUIECKUM MalieH-
Tam ¢ xpounueckumu M3J1, kak cnopaguueckuMu, Tak U
ceMeWHBbIMH, 0e3 yCTaHOBJICHHOW PUUUHBI [32].

VY GonbIIMHCTBA MALMEHTOB, Y KOTOPHIX BBISBICHA
reHeTudeckas aHoMaius, cszanHas ¢ M3JI, nmeercs
MyTalysi B TeHaX, KOAUPYIOUIMX OCIKU MEeTadoIH3Ma
cypdaxranta [33, 34]. Yarie Bcero onpeesiroTcs My-
tauuu B reHax SFTPB u FTPC, xomupyromux 0Ky 1mo-
BEPXHOCTHO-akTHBHOTO BemiecTBa SP-B 1 SP-C, Tpanc-
MOpTEp MOBEPXHOCTHO-aKTUBHOTO BemecTBa ABCA3 u
¢axrop Tpanckpunuun NKX2-1 (umu TTF1) [35, 36].
Myramun SFTPA1 n SFTPA2 (SP-A1 u SP-A2) u FLNA
(punamuH A) oueHb pesiKo y4acTBYIOT B pazButiu 13J1
miazaeHies, yame npu U3J1 y B3pocasix [37, 38]. Ilpu
[TOJIO3PEHUH Ha aJTbBEOJISIPHBINA MPOTEMHO3 HCCIELYIOT
reHbl MARS, a taxxe CSF2RA u CSF2RB (cyObenuHUIIbI
o u B pereniropa) [39].

I'enernyeckue aHoManuy, OTBETCTBEHHBIE 32 ayTO-
BOCIAJIMTENIbHBIE 3a00JIeBaHMsI, TaKXKe ObLITH OIMUCAHBI
y mnaznenues ¢ M3J1, Takue kak cunapom SAVI (STING-
ACCOLMUPOBAHHBIN BAaCKYJIUT MIIQJICHUECTBA), CBSI3aH-
Hel ¢ mytauusmu B TMEM173, u cuaapom COPA,
oOycnopnenHbid MmyTanusimMu COPA (cyObeTMHHILIBI KO-
aToMepHOro OenkoBoro komruiekca) [40, 41].

Pexomenanuu  uccienosarenbekoil cetu chlLD
TOBOPSIT O TOM, YTO HEOOXOIMUMO TPOBEICHUE TeHETHU-
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YeCKOT0 UCCIIEIOBAaHNS BCEM MJIa/ICHIIaM C ITOJI03PEHNEM
na U3JI[1, 7, 29], omHaKko eCTh HEKOTOPBIC OTPaHIUCHHUS,
CBSI3aHHBIE C JUTUTEILHOCTHIO UCCIIEIOBAHNS U UX CTOH-
MOCTBIO. B TakoM ciiyuae octanbHbIe JaHHBIE (AHAMHE3
MAIUeHTa, KIMHUYECKHEe TaHHbIe U Pe3yibTaThl, TOTy-
YEeHHBIE JTy9eBBIMH METOJIaMH HCCIIEIOBAHMSI ) TO3BOJIS-
OT OLIEHUTH ITOKa3aHMsI ISl IPOBEICHNS TeHETHUECKOTO
WCCIIEZIOBAHUS M ONPEACTUTH HaOOp reHOB HHTepeca.

buoncus aerkmx

C pa3BUTHEM reHETUYECKOM JIMarHOCTHKH MOKA3aHUS
K OMOTICHH JIETKUX B HACTOSIIIEE BPeMs YMEHBIIAIOTCSI.
Panee cumTaBmIascs «305I0TBIM CTaHJAPTOM» JHArHO-
ctuxu U3J1, B HacTosIIee BpeMst OUOTICHS JIETKUX CBEp-
raercsi ¢ TpoHa (PaHTACTUIECKUM TIPOIPECCOM MOJIEKY-
NspHON ArarHocTukH [ 19, 22]. bruoricus nerkoro 00br4HO
BBITIOJTHSCTCSl XUPYPTrHUECKIM TOPAKOCKOITUYECKIM HITH
OTKPBITHIM CTIOCOOOM, B 3aBHCHUMOCTH OT OITBITA IIEHTPA
1 Bo3pacTa pedenka. TpancOpoHxuanbHas U TpaHCTOpa-
KaJibHasi OMOTICUS HE pEKOMEHIYETCS ISl TUArHOCTHKHU
N3J1, mockoiabKy MmoydeHHBIE 00pasibl MOTYT OBITh
CIIMIIKOM MalleHbKUMU. TpaHcOpoHXxHnaabHas Onomncus
TaKke orpaHudeHa pasmepoMm ¢pubdbpockoma. OguH 00-
pasell npeHa3HavYeH JUIs TUCTONOTHH, PYTrol (hUKCH-
pyeTcs B TITyTapaibAeTHIHOM Oydepe s 2IEKTPOHHOM
MUKPOCKOIIMH, & 3aMOPOXKEHHBII 00pa3erl MOXKeT OBbITh
WCTIOTIB30BAH IS JANbHEUIIIET0 COMaTHYECKOrO TeHe-
TUYECKOTO aHaIIN3a. MUKpPOCKOTIMYECKOE UCCIIEIOBAHNE
MIPOBOJISAT HA CTAHIAPTHBIX KpPAaCHTENSIX (TeMaTOKCHITHH/
903WH), crienuanbHbIX kKpacutensx (Ilepns, ITACK, I'po-
KOTT, PETUKYJIUH ¥ TPUXpOoM MaccoHa) U UMMYHOOKpa-
muBanud (TTD-1, 0oMOe31H, TOBEPXHOCTHO-aKTHBHBIC
0enKu 1 cocyaucThie Mapkepsl). Tomorpaduto mopaxe-
HU OLIEHUBAIOT ITPU MaJIOM YBEJIMUYCHUHU U CUCTEMATH-
YEeCKH aHAIM3HUPYIOT dIIeMEHTapHbIe rmopaxenus. [1po-
(nIp MopakeHus TOJKEH KOPPEIHpPOBaTh C JAHHBIMH
BH3yaJIu3alnud. DTOT MOP(OIOTHIECCKUN aHATTN3 MOKET
WICHTU(HUITUPOBATH KOHKPETHBIE THCTOIOTHIECKHE TPO-

¢bumm [7].

Aundppy3sHbie HapyweHHs pa3BUTHUS AETKHMX

W3menenus, KOTOpbIE MPEPHIBAIOT PA3BUTHE JIET-
KHUX, MPUBOIAT K AU dHy3HOMY 3a00JICBAaHUIO JIETKUX
Y TOHOIIEHHBIX HOBOPOXKEHHBIX, KIMHUYECKH Xapak-
TEPU3YIOMIEMYCS JIBIXaTeIbHONH HEA0CTaTOYHOCTHIO,
PE3UCTCHTHOW K MEIMKAMCHTO3HOW Tepamuu. OTH
COCTOSIHUS BKITIOYAIOT allMHAPHYIO TUCIUIA3UI0, BPOXK-
JNEHHYIO aJbBEOJIIPHYIO AMCIUIA3UIO W allbBEOJISIPHO-
KaMAJUTIPHYIO TUCIUIA3WI0 CO CMEMIEHHEM JIETOYHBIX
BeH (AKJI) [42].

MacMahon BmepBBIe YIIOMSHYT O «BPOXKICHHOMN
ATBBEOJIIPHON MUCITIA3UU JIETKUX» B 1947 romy, korma
OTIFICaJT COCTOsTHUE, «auddy3HO MopaXkaromee oda Jier-
KHX WIJIA TOJBKO YacTh OIHOW JOJIH», CBSI3aHHOE C aHO-
MaJUsIMU B IpyTHX opranax [43]. OcHOBOMIOIATrafoIIHiA
CITy4ail, mpeacTaBiIeHHBINA Janney u koiuteramMu B 1981
T. [44], oHCBIBAaET MOHOMIEHHOTO HOBOPOXKIECHHOTO, Y
KOTOPOT'O Pa3BUIICS TSKEJIBIA PECTUPATOPHBIN IUCTpecC-
cuaapoM (P/1C) wepes 12 gacos mocie poxkaenws. bosee
90 % OonmpHBIX eTell poXxmatoTcs B CpoK [45], u Goree
yeMm B 60 % ciydaes 1imano3 v J|H mosBistoTes B TeueHne
48 gacoB mocie poxkaeHus [46].
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Tabnuna 3

OcHOBHbIE TeHbI U 0eKH, B HACTOsAIee BpeMsl YIaCTBYIOLIVE B TPYIIIAX MHTEPCTULUANBHBIX 3a00/IeBaHIIT TETKUX
y MIafieHIIeB, IIyTH UX Iepefaqn i cBsa3anubie ¢ HuMn ¢penorunsi (Nadia Nathan, Matthias Griese et al.) [7]

Table 3

Main genes and proteins currently implicated in the infant interstitial lung disease (chILD) groups, their modes
of transmission and the associated phenotypes (Nadia Nathan, Matthias Griese et al.)[7]

Ten (6emok) Tun "Hacneno- DeHoTUIb
BaHMUA
HacnedcmeserHuie HapyueHus 6enxkos cypdpaxmanma
SFTPA1, SFTPA2 AD Ouenb penxo V3JI mranennes, V131 y B3pOC/IbIX M aieHOKaPLTHOMA JIETKOTO
SFTPB AR HeoHnaranbHbIi pecIMpaTOPHbIIl AYICTPECC M/WM 1IeTOYHAs TUIIepTEH3 A
SFTPC AD HeonaTanbHblll pecivpaTopHblit gucTpecc; VI3JI y mogpoCcTKOB 1 B3POCIBIX
ABCA3 AR HeoHaranbHbI pecnypaTopHblit guctpecc; VI3J1 y mogpocTKOB 1 B3pOCIbIX
NKX2-1 AD CHHAPOM MO3T — JIeTKIe — IIUTOBUAHAA XKee3a
Jle20unbLii anv6e0NAPHYLLL NPOMEUHO3
MARS AR JIATL; remaToMeranus ¢ X0/lI€CTa3oM, aHeMMel, HeBPOTIOTMYeCKMMI HapyIIeHUAMU
CSF2RA, CSF2RB GRand AR JIAII (MiageHLbl, ZeTH, B3pOCIbIe)
GATA2 AR Bropuansit JIAIT; nMMyHOAeDUIINT C MIETOAVCIIIA3UEN
Aymosocnanumenvivie 3a0071e6aHUS
TMEM173 AD MitageHIbl ¢ ay TOMMMYHHBIMI VI BOCIIAIATENbHBIMY 320071 BaHVSIMU
COPA AD W3JT mnapentes v JAT ¢ ayTOMMMYHHBIMY 1 BOCTIA/INTEIbHBIMY 3a00/I€BAHsI-
MM 1/VUIN IOpaYKeHNe CYCTaBOB Y II0YeK
ZNFX1 VI3JI MafieH1ieB C TsKETbIMYU BUPYCHBIMYU MHPEKLMAMY, HeBPOTIOTMIECKO
CUMIITOMATUKOM, TPOMOOTIYECKOI MUKPOAHTUOIIATHEN
OAS1 AD JIAII mpy iMmyHOzePUIMTE U Ay TOBOCIATIEHNN
Lpyeue V3JI mnadenyes
FLNA GA and GD M3JI mnapieH1eB ¢ aMu3eMOli; aHOMa/IUN CepfiLia, HEBPOIOIMYeCKIe HapyIIeHs;
Ie€BOYKI>MaTbuYMKI
NHLRC2 AR ¢ubpos, HellpozereHepanys 1 LiepebparIbHbI AHTMOMATO3
Jugdysrole anomanuu paseumust n1ezKux
FOXF1 AD M3JI mnapentes c JII; anbBeonsapHO-KanMUIApHasA JUCIUIA3NA + CMelleHue
JIETOYHBIX BeH
TBX4, FGFR2 AD and AR U3JI mnapennes c JII; anyHapHas oyCcIasus
EIF2AK4 AR M3J1 mnapenues c JIT; 1erouyHpii TeMaHTMOMAaTO3; BEHOOKK/IIO3MOHHAA 60/Ie3Hb

IIpumeuvanue: AR - ayrocomHo-peneccusHblil; AD — ayTocoMHO-OMMHAHTHBIL; GR - roHOCOMHO-peliecCHBHBIN;
GD - ronocomHo-foMuHaHTHB; JIT — nerouynas runeprensusi; JIAIL — merouHslii anpBeosspHbLi poTenHos; JATL — nud-

¢ysHOe anbBeoNAPHOE KPOBOUSTUAHNE.

[Ipu atHapHO# AUCIIIA3UU ATOJIOTHS] COOTBETCTBY-
€T OCTaHOBKE CO3PEBaHUS JIETKUX Ha MCEBI0KEIC3UCTOM
Y KaHAJIMKYJISIPHOH (ha3e pa3BUTHS JIETKHX, C OTCYTCTBH-
€M WU HEOOJIBIIINM KOJIMYECTBOM allUHAPHBIX CTPYKTYP
1 OTCYTCTBUEM aJIbBEOJ. DTUX HOBOPOKICHHBIX TPYIHO
MOAJEPKUBATH JaKe MPU MAKCUMAaJIbHOU MEAUKAMEH-
TO3HOW Tepamnuu, U AUAarHO3 OOBIYHO CTAaBUTCS Ha ay-
tonicuu. [Ipu BpoKIEHHOW anbBEOJSPHON AMCILIAZUU
OCTAHOBKA PAa3BUTHUS JIETKUX MPOUCXOAUT HECKOJBKO
MO3Ke, Ha MO3HEH KaHAIMKYISPHO-CAKKYIIpHOU (a3ze
pa3BuTus nerkux [47]. Jlerkue Takux HOBOPOKICHHBIX
HE cIIOCOOHBI B TIOJIHOM MEpE OCYILIECTBIATh Ta3000MEH,
JlaXKe B YCJIOBUSX UCKYCCTBEHHON BEHTUJISIUU JICTKUX
U BBICOKOM KOHLEHTpanuu Kuciopona. IIpomomxu-
TEJIBHOCTh JKU3HU TAKUX HOBOPOXKIECHHBIX UYTh JOJb-
1€, YeM Y HOBOPOXK/ICHHBIX C allMHAPHOW JUCILIA3UCH,
OJTHAKO OHA BCE PaBHO OOBIYHO HE MPEBBIMIACT OJHOTO
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WJIM HECKONIBKHUX MecseB. CylecTByeT Malo omyoIu-
KOBAaHHBIX UCCIICIOBAaHUI BPOXKICHHOHN albBEOJSPHOMN
JUCIIIA3UH, YaCTOTa HAPYIIICHUH Pa3BUTHS HEU3BECTHA.

HMeroTcss MHOTOYHCIICHHBIE COOOIIEHHUS O CEMEHHBIX
CIydasx allMHApHOM JUCIUIa3uu, YOSIUTEIBHO YKa3bl-
BAOIIMX Ha JISKAIUE B €¢ OCHOBE NCHETHUYCCKHE Me-
xaHu3Mbl. OTIeNbHBIC CIIyYal B COUSTAHHUH C APYTUMU
(heHOTUTITYECKUMHU JTAHHBIMU OBLIN CBSI3aHBI C My TallH-
simu B FGFR2 v TBX4 [48, 49].

AHOMaITLHOE PACIIONIOKEHUE JISTOYHBIX BEH COYeTa-
€TCsl C YMCHBIIICHHEM KOJIMYECTBA JICTOYHBIX apTepHid,
YMEPEHHON TUIepTPOPUEH CTEHOK JIETOYHBIX apTepuil
Y apTEepHUOJI, @ TAKIKE YMCHBIIICHHEM ILIOTHOCTH KaTlwJI-
JISPHOM CETH M TUIOXUM HX IMPUCOCAMHEHUEM K aJIbBEO-
JISPHOMY DIMTEIIHIO B COYCTAHUH C HAPYIICHUEM Pa3BH-
TUs JToNeK. Takasi TMCTONOTHYEeCKasi KAPTUHA CUUTACTCS
JIMarHOCTHUYECKUM KPUTEPUEM JIJIsI AlIbBEOJIIPHO-KAITUII-
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Puc. 2. PenTreHorpaMma opraHoB IpyAHOH KJIETKH, eBouKa 4 MecsreB ¢ MmyTarweit SFTPC: muddy3Hoe CHIDKEHHE THEBMAaTH3AIUH 110 THITY
«maroBoro creknay (@); MCKT opranoB rpyIHo# HOJIOCTH B KOPOHAIBHOH MPOEKIHH, AeBoUKa 4 Mecsues ¢ Mytauueid SFTPC: nupdysHoe
CHIDKECHHE [THEBMATH3aIINH JIETKHX 10 TUITY «MaTOBOTO CTEKJIa», PETUKYIISIPHbIC M3MEHEHHS B BUJIE YTOJIIEHHS MEK/I0IBKOBOTO HHTEPCTH-

s (0); MukpogoTorpadus (OKpac reMaTOKCHINH, 3031H, X400): o0IIIpHast THIIePIIIa3ysl THEBMOIUTOB 2-TO THIA, yBETMIEHNE KOJTHIECTBA

BHYTPUAIBBEOSIPHBIX MaKpO(aroB, 4TO MPEACTABISACT COOOM IeCKBaMAaTUBHYIO HHTEPCTUILIHATBHYIO THEBMOHHMIO (6) [3]

Fig. 2. Chest X-ray, 4-month-old girl with SFTPC mutation. Frontal chest radiograph shows diffuse decrease in pneumatization accord-
ing to the ground-glass pattern in both lungs [3] (a); coronal MSCT of the thoracic cavity organs, 4-month-old girl with SFTPC mutation:
diffuse decrease in pneumatization according to the ground-glass pattern in both lungs and reticular changes in the form of peripheral
interstitial thickening, but no cysts, in keeping with surfactant deficiency [3] (6); microphotograph (H and E, X400) of biopsy specimen
obtained at age 4 months shows extensive type 2 pneumocyte hyperplasia and markedly increased number of intra-alveolar and airway
luminal macrophages, constituting desquamative interstitial pneumonialike pattern [3] (6) [3]

Puc. 3. MCKT opraHoB rpyaHOM TOJIOCTH, aKCHaTIbHAs TIPOCKIUS: TBYCTOpOHHEE NP PYy3HOE CHIKEHIE THEBMATH3AIINH 10 THITY «Ma-
TOBOT'O CTEKJIa», PETHKY/ISIPHBIC H3MEHEHUsSI B BU/E YTOJIICHHUS MEXKIOIbKOBBIX IIEPEropOa0K, HECKOJIBKO HEOONBIINX KUCT B 0a3aIbHBIX
OTJIeTIax JICTKUX, YTO COOTBETCTBYET aHAMHE3Y IMAIMCHTa C BPOXKJICHHBIM JIC(HUIIUTOM OCIKOB CHCTEMbI cypdakTanTa, mytamus ABCA3
(a); xorTponbHast MCKT opraHoB rpyaHOI TOJIOCTH, aKCHaIbHAS TIPOCKIIUS: OXKHIAeMOE MTPOTPECCUPOBAaHIE XPOHIMUESCKIX H3MEHECHUH,
CBsI3aHHBIX ¢ MyTarmeit ABCA3, 0 4eM CBUICTENBCTBYET YBEIMUCHHE PETUKYSIPHBIX N3MEHEHHH, CTOMKOE CHIDKEHHE THEBMATH3ALMHU 110
THIY «MaTOBOTO CTEKJIay», a TAKXKE YBEIMYCHUE pa3Mepa 1 KonvecTBa KUucT (0) [3]

Fig. 3. Axial MSCT of thoracic cavity organs, at the age of 11 weeks shows bilateral diffuse decrease in pneumatization according to the ground-
glass pattern in lungs, reticular changes in the form of septal thickening, and several small cysts in the basal parts of the lungs, consistent with
patient’s history of congenital surfactant deficiency syndrome, ABCA3 mutation [3] (@); follow-up axial MSCT of thoracic cavity organs, ob-

tained at the age of 13 months, shows expected progression of chronic changes related to ABCA3 mutation, as evidenced by increased reticular
changes, persistent decrease in pneumatization according to the ground-glass pattern as well as increased size and number of cysts [3] (6) [3]

HHpHOﬁ JUCTIIasu C aHOMAaJIbHBIM PACIIOJIOKCHUEM
JIETOYHBIX BeH. MyTarus B reae FOXF I MoxeT ObITh
obOHapyxena y 40-72 % nereit ¢ AK/] [50].

B cBs13u ¢ TSDKECTBIO cOCTOSIHUS MiTaeHIeB ¢ BA ]
u AK/I, imyueBble METO/bI MCCIIEIOBAHUS TIPU JAHHOMN
MaTOJIOTUX TIPEACTaBICHBl B OCHOBHOM PEHTTEHOJIO-
THYECKUM HCCeIoBaHneM. |laTorHOMOHMYHBIX W3-
MEHEHHI Ha peHTTeHOrpaMMax IMPH dTUX MaTONOTHIX
B HACTOSIIMIA MOMEHT HE OIHCAHO, a B PSAE CIy4yaeB
PEHTTEHOTPaMMBI ¥ BOBCE MOTYT HE BBISIBIIATH HUKAKHX
MTaTOJIOTHICCKUX U3MEHEHUH [3, 42].

B kiumHHUYecKoW MpakTUKE NPeIpUHUMAIOTCS I0-
MIBITKY CTaOWIIM3aiy 1 TedeHus narpeHToB ¢ AK/] ¢ mo-
MOIIIHIO IKCTPAKOPIIOPATEHON MeMOpaHHOUW OKCHTEHa-
1 (OKMO), HHTASAIIMOHHON Tepanfei OKCHIOM a30Ta
Y 9K30TE€HHBIM Cyp(haKTaHTOM H C TIOMOIIBIO TIEPECATKI
JIETKUX, OJHAKO KPAaTKOBPEMEHHOE YITydIleHHe ToCcIe
VHTAJISAIIUOHHON TONIEPKKHA OKCHIIOM a30Ta, a TaKKe
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nporenypa DKMO He mpUBOAAT K JOJITOBPEMEHHOM
BebkuBaeMoctu ipu AK/I. HecMoTpst Ha coBpeMeHHbIE
BO3MOYXHOCTH BBIXQ)XHBAHUSA B OT/ACICHHUAX pPEaHUMa-
IIUY HOBOPOXKJICHHBIX, 3TH MITIa/ICHIIB yMUpatoT. OTHAKO
OITyOJTMKOBAHBI KIIMHUYECKHE TIPUMEPHI 00 aTHITHIHBIX
¥ OTCPOUYEHHBIX KIMHNYEeCKHX TposBieHnsx AK/] w/mmm
Ooree MIUTETFHOM BBDKHBAHWW MIIAJICHIIEB, TIEpEHEC-
[IKUX TPAHCIIAHTAIMIO JIETKUX B Bo3pacte 4—20 mecsiieB
[51]. UccnemoBanus B HAMpaBICHUH TPaHCIIAaHTAITIH
nerkux y nerei ¢ AKJI emie BeqyTces v oka UMEIOT He-
OJTHO3HAYHBIEC PE3yIBTaTHI.

AncyHkums cuctembl 6eAkoB cyppakTaHTa

MyTaruu B TeHaX, KOTUPYIOIMUX OelKr, He00X0H-
MbIC JJIsl TIPOAYKIWH, (PyHKIIMOHUPOBAHUS U MeTabo-
JU3Ma JIMIUIO0B ¥ OJIKOB JIETOYHOTO CypdaKTaHTa, co-
ctaBisttoT okosio 20 % N3JI mnanennes. Yare Bcero aTo
JIOHOLIEHHbIE HOBOpOKAeHHbIE ¢ 131, y KOTOpBIX €CTh
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Puc. 4. MCKT oprazoB rpyaHo IOJIOCTH, aKCHAIbHAsL IPOEKLUL.
Maupauk 9 MecsIeB ¢ TaXUIHO? U Aecarypanueil. Kaptuna nerod-
HOT'O aJIbBEOJIIPHOTO MPOTenHO3a: Au(dy3HOE CHIDKEHHE ITHEeBMa-
TH3aIUH IO TUITYy «MaTOBOTO CTEKJIA», yTONIIEHHE MEKT0IBKOBBIX
meperopoaok (crazy paving). [Ipu Ouoncun B Bozpacte 9 mecsues
THCTOJIOTHS [TOKa3ajia JICrOYHbII aﬂbBeOJ’lﬂprIﬁ IPOTEUHO3.
ITozxe y manmsanka oOHapyxuu MyTario rena NPC2 [56]

Fig. 4. Axial MSCT of thoracic cavity organs. A 9-month-old boy
with tachypnoea and desaturation. Scan shows pulmonary alveolar
proteinosis: diffuse decrease in pneumatization according to the
ground-glass pattern and interlobular septal thickening, which when
occurring together are known as crazy paving. In biopsy at the age
of 9 months, histology showed pulmonary alveolar proteinosis.
Later, the boy was found to have an NPC2 gene mutation [56]

KIIMHUYECKHE M PEHTTCHOIIOTHYECKUE MTPOSBICHUS pe-
CITUPATOPHOTO TUCTPECC-CHHAPOMA. 3a00IeBaHUE TAKKE
BCTpeUaeTcs y JIeTe cTapliero Bo3pacra U JIeTeu, He
MMEIOIIMX B aHAMHE3€ HEOHATAILHBIX 3200JIeBaHui JieT-
kux [33-35, 37]. Ha cerogasmamii 1eHb UACHTHPUITN-
POBaHBI HECKOJIBKO T€HOB, MYTaIlUH KOTOPBIX IPUBOJISAT
K 3a00J1eBaHUIO JeTKuX (Tabm. 3).

Anomanuu SFTPB, SFTPCwu ABCA3 cBsi3anbl ¢ 25 %
KJIMHAYECKH ¥ MOP(HOJIOTHYECKH BapraOeIbHBIX, B OC-
HOBHOM Tskensix hopm U3JL. Myrammm SFTPC sBns-
[0TCsl Han0oJee YaCTHIMH TeHeTHIECKIMHY aHOMAITHSIMHU,
koTopsle HaOmonatores y 10,7 % Bcex nanmenTtos ¢ M3JL
CpenHuil BO3pacT Ha MOMEHT MOCTAaHOBKH JIMarHo3a
cocrasmsieT 6 mecsues [1, 8, 11]. benku cypdakranTa,
ocobenHo SP-B u SP-C, mpenoTBpamaroT aabBEOSIPHBIN
KOJUTATlC B KOHIIE BBIZIOXA 334 CUET CHIDKEHHS TTOBEpX-
HOCTHOTO HaTsKEHUS Ha TPAHUIIE Pa3/iesia BO3IyX—Boja
B asibBeosax Jjerkux [11]. IIpouecc cunTesa, cekpenuun
W Jerpajialiiil 3TUX OEJKOB CTPOTO PEerylupyeTcs:
TPAHCKPUIIIHS TeHa cyp(daKkTaHTa 3aBUCUT OT daKTopa
TPAHCKPUIIIUH MUTOBUAHOH kene3bl (NKX2-1), a mo-
cleyrolee BHYTPUKIETOYHOE XpaHEHUE U TPAHCIIOPT
perymupyetcs 6enxkom ABCA3, Torna kak o0padoTka u
nerpafanus cyphakranTa MakpodaraMu ocymecTBiseT-
Cs1 TTOJ] ICMCTBHEM TPaHyIIOIUTapHO-MaKpO(arairbHOTO
konoHuectTuMyimpytomiero ¢pakropa ('M-KC®D). Takum
00pa3om, I3MEHEHUS JTFOO0TO0 U3 3THX TeHOB MOTYT CIIO-
coOcTBOBaTh nuchyHKmn cypdakranTa [11].

Myrauuu SFTPB u ABCA3 HacnenyrooTcs 1O ayTo-
COMHO-PEIIECCUBHOMY THILY, ¥ Y OOJIBIITHHCTBA OOIEHBIX
JieTeli pa3BUBAETCs IbIXaTeNbHast HEIOCTaTOYHOCTh B He-
OHATAJIBFHOM TEPHOJIE C OBICTPBIM MTPOTPECCUPOBAHIEM
3a00JIeBaHMs U CMEPTHIO B Bo3pacte 3—6 mecsines [9, 34].
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VY aTux Aereit TpaHCIIaHTALMA JIETKUX ABJISIETCS €IMH-
cTBeHHBIM BapuanToMm jeuenus. [Ipu MCKT onpenensi-
eTcs TuQQy3HOe CHIDKCHWE MHEBMAaTHU3alUH 110 THITY
«MaTOBOTO CTEKJIa» W/UITH PETUKYIISIPHBIC I3MEHEHUSI 110
TUMy crazy paving (puc. 2, 3) [3, 13].

[To nanubiM, onyonukoBanHbiM Carolin Kroner et al.,
B cly4asX yacTMYHOU skcnpeccun SFTPB win onpe-
neseHHoro Habopa myraruit ABCA3 nabironanuck 60-
nee nerkue TeueHus [52]. Tunm HaciaenoBaHus MyTarui
SFTPC siBRsieTcs ayTOCOMHO-TOMUHAHTHBIM, TPHUMEPHO
MOJIOBHHA MYTaIlMi BO3HUKAET de novo. OHM HIMEIOT pas-
JIUYHYIO IEHETPAHTHOCTh U TSKECTb, C MPOSIBICHUIMHU
OT TSDKEJIOTO PECIIMPATOPHOTO JUCTpEcca y MIIaJICHIIEB
JI0 UIMOTIATHYECKOTO JIerouHoro prdpo3a y Aereii crap-
IIIeT0 BO3pacTa U B3POCIbIX.

Aero4HbIit aAbBEOASIPHBIN MPOTEUHO3

JIAIl ompenensiercss BHYTPHAJIbBEOJISIPHBIM — Ha-
KOIUIGHHEM cyp(hakTaHTa, BbI3BAHHBIM HapyIICHUEM
romMeocrasza cyppakTaHTa C MOBBILICHHON JKCIPECCH-
eil Genka, CHHIKEHHEM Jerpajanuu Oellka WK TeM U
apyrum [53]. Mopdonornuecku THIHYHO BHYTpHAIIb-
BEOJIIPHOE OTIIOKEHHUE 303UHO(PHILHOTO, CKOpee Oec-
KJIETOYHOTO MEJIKO3EPHUCTOTO MaTepuaa, KpoMe Toro,
MOXET OOHapYKMBAaThCSl TUIEPIUIA3Usl ITHEBMOIUTOB
2-ro TMNa, KCAaHTOMAaTO3HbIX MakpodaroB u HEHTpO-
(UIIOB, YTO YaCTO KOPPEIUPYET C JITUTEIBHOCTHIO 3a-
OoneBanus. HTEpcTULIME OOBIYHO 0€3 0COOCHHOCTEH;
WHOTIa MOYKHO YBHJIETh HEOOJIBIION BOCIIATUTENBHBIN
uHmIsTpar [21].

Ecmu JIAIl Bo3HMKaeT B NEpHHATAIbHOM MEpUO-
Jie, TpeolIasalT reHeTnyeckue usMeHeHus SFTPB,
SFTPC, ABCA3 wiu TTF1 [53, 54]. Hanpotus, JIAII,
MaHU(ECTUPYIOMUI y eTeil cTapiero Bo3pacra, Bbl-
3BaH myTarusiMu CSF2RA, CSF2RB wiu OAS1, meta-
0OJTMUECKUMH HAPYIICHUSIMU, HHPEKIHSIMU (IIUTOMETa-
JIOBUPYC, pECIIUPATOPHO-CHHIUTHAIILHBIN BUPYC), AyTO-
anturernamMu K GM-CSF (kak B 60IBITHHCTBE B3POCIIBIX
dbopm) [54, 55].

MCKT opraHoB rpyaHO#l KJIETKH SBISETCS OCHOB-
HbIM MeTogoM auarHoctuku JIAIL. MCKT-kaptuna ve
SIBIISIETCS] TTATOTHOMOHWYHOM, OHAKO B COYETAHWUHU C
OCTaJILHBIMH TAaHHBIMU MOYKHO IPETONIOKUTE HAJTNYHE
JIAIL Ipu MCKT onpenenstorcs nudy3Hble yaoTHe-
HUS TI0 THITY «MaTOBOTO CTEKJIa», CHMIITOM «JIOCKYTHOTO
ofestay (crazy paving) ¢ reorpauuIecKuM pacrpenene-
HueM (puc. 4) [54]. Pacripenenenue mo 30HaM 0OBIYHO
HE sBJSCTCs crienn(UIHbIM, OfHaKko B 22 % ciydacs
npeoOamaeT BOBICUCHNE HIDKHEH nomu [1, 8, 52, 53].

3akAloueHue

N3JI mmaneHIeB MpeaCcTaBIsAIOT COO0HM pemKue 3a-
0oJIeBaHus C PA3IMYHON 3THOJOTUEH U OOJIBIINM KOJIH-
YeCTBOM HO30JIOTHH. J[MarHocTrKa Takux 3a00J1eBaHII
JI0 HACTOSIIEr0 BPEMEHHU IPECTABIACT COOOH 3HAUH-
TCJIbHBIC CJIO)KHOCTU BBUAY OTCYTCTBUS CHCHI/I(i)I/I'—IeCKI/IX
cuMnToMOB. OZTHAKO B CBSI3U C PACTYIIMM MHTEPECOM
K JaHHBIM 3a6OHeBaHI/I$IM, YBCIMYCHUEM KOJIHUYECCTBA
TCHETHYCCKUX I/ICCJIC)IOBaHI/Iﬁ " JOCTYITHOCTHU JIYUCBBIX
METOJIOB, B HACTOSIIEE BPEMS CUUTACTCS, YTO PacIpo-
CTpaHEHHOCTH U 3aboneBaemoctsh M3J1 Mianenies, Be-
POSITHO, CHUTBHO HETOOTICHCHBI.
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buoncus nerkux, paHee CUMTaBIIAACA «30JOTHIM
crannaprom» auarfoctuku M3JI, B HacTosee BpeMs
CBepraercs ¢ TpoHa GaHTaCTUIECKUM MPOrPECCOM B 00-
JIaCTH TEHETUYECKUX MCCIIEOBAaHUI, a TakkKe B CBSI3U
C BO3pAacCTAaloILeil pObi0 KOMIBIOTEPHON TOMOTpaduu.

MCKT nerkux B HacToslliee BpeMs ONpeneisercs
Kak HCCIIeIOBaHUE MEPBOI IMHUU U TIO3BOJISIET IETATIBHO
JMarHOCTHUPOBATh CTPYKTYPHbIC N3MEHEHUS ITAPEHXUMBI
JIETKUX, UX BBIPAKEHHOCTh M PAaCIpPOCTPAHEHHOCTb.

Buorcus nerkux 0ObIYHO MCIIONB3YETCS AJIS TOCTa-
HOBKHU KOHKpeTHoro auarxHosza M3JI mmanenues, korga
pe3yabTaThl MPEABIAYIINX UCCIEA0BAaHUI HESICHBI, UITH
JUIs YTOYHEHUS! OBICTPO MPOTPECCUPYIOIINX JICTOYHBIX
CHUMIITOMOB.
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