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Pesiome. B cmamve npedcmasaen cogpemenibiii 632450 Ha nPoOAEMY A€20HHO20 UHMEPCMULUANbHO0 2AUKO02e~
HO3a; ONUCAHA XAPAKMEPHAs KAUHUYECKAs U MOPhoaoeu1eckas KapmuHna 3a601e6anusi; OMKpPbIm 6ONPOC Mu-
0402Ul 30001€6aHUS U BO03MOICHOCHU CYUECBOBAHUS 1€204HO20 UHMEPCIMULUANbHO20 2AUK02EHO03A KAK CAMO-
CMOSMENbHOL HO30102UMECKOIll (hopmbL. ABMOPbI 0OC6eMUAU COBPEMEHHbIE MEMOObl OUACHOCMUKU U 1eYeHUs, d
Makoice NepcneKmuebl U3y4eHus COCMOSHUSA 8 MUPOBOM HAYYHOM coobujecmae.

KiioueBble ClI0BA: 1ecoumbLil uHMepCMuyUanbHbli 2AUK02EHO3; MAAOCHYbI; UHMEPCMUUUANbHbIE 3a001e6AHUS

necKkux; oemu

BeeaAeHue

CornacHo Kiaccu(UKALMM MHTEPCTULIMAIBHBIX 3a-
0oJIeBAaHUI JIETKUX, TNPEICTaBICHHON AMepUKaHCKUM
TopakaJlbHbIM 001ecTBOM B 2013 romy, 1ecounsiii unmep-
cmuuyuanvHblil enukoeenos (pulmonary interstitial glycogeno-
sis — PIG) oTHocUTCS K crielMuIecKuM cTaTycaMm Heo-
MpeneseHHON U HeA0CTaTOYHO ONpPeAeIeHHON STUOJOTUI
W TIONpa3nessieTcs] Ha TIEpBUYHBINA M aCCOIMUPOBAHHBIN
C IpYrMMU JIETOYHBIMU COCTOSTHUSIMU. TToka mocToBep-
HO HEW3BECTHO, MOXHO JIM CUWUTATh TIEPBUYHBIN JIETOU-
HBI MHTEPCTULUAIBHBIA [IMKOTEHO3 CaMOCTOSITEJIBHOM
HO30JIOTMUECKOI (DOPMOI, TaK KaK HU TeHETUIECKUE
MapKephl, HU APYTHe STUOJIOTHIeCKre (PAaKTOPHI IOKa He
WM3BECTHBI, a TMAarHO3 yCTaHABIMBAETCS TOJIBKO 10 MOpGhOo-
JIOTMYeCKoi1 KapTuHe. Jpyrue BpoxIeHHbIe 3a001eBaHUs
JIETKUX U ceplila TakKe acCOLMMPOBAHBI C HAKOTUIEHUEM
IJIMKOTeHA B IYJIbMOHATbHOM MHTEPCTULIMH, YTO HABOIUT
Ha MBICJIb O BPOXKICHHbBIX METAO0OJIMIECKIX HAPYLLIEHMUSIX,
XapaKTEPHbBIX JUIS ONPeNeJeHHON KaTeropuy MJIAIEHIIEB.
Tem He MeHee HaKOIIEHWe KIMHUYECKOTO M TaTaHaTo-
MHYECKOT0 MaTepuaia OTKPhIBAET MEPCIIEKTUBY CKOPOTO
BBISIBJIEHYSI IPUIMHBI JAHHOTO COCTOSTHUSI.

[lepeuunnlii ne2ounblil UHMEPCMUYUANBHBLL 2AUKO02e-
HO3 — PEIKOoe MHTEPCTULIMAIEHOE 3a00JIeBaHUe MJIaIeH-
1IeB, XapaKTepHu3ylolleecss aHOMaIbHbBIM HAKOIUICHUEM
IJIMKOTeHa B KJIETKaX MHTEPCTUIIUS JIETKOTO, TTOSIBJICHMU-
€M PecMpaToOpHOTo AUCTPECC-CUHAPOMA Y HOBOPOXKIEH-
HOTO IIOC/Ie Tepuoja OTHOCUTEIBHOIO OJIarororyJusi,
Pa3BUTHEM CTOMKOIO TaXWMITHO? X OTHOCUTENIbHO OJ1aro-
MPUSTHBIM MPOTHO30M 3a00jeBanus [1]. A.M. Canakis u
ero kosuteru B 2002 romy BriepBbie omnvcaad HOBYIO (hop-
MY JIETCKOTO MHTEPCTULIMATBHOTO 3a00JIeBAaHUST JIETKUX Y
CEMU HOBOPOXKJIEHHBIX, UMEBIINX PECIUPATOPHOE pac-
CTPOMCTBO B TICPBBIC THM KM3HU. boe3Hs Obl1a Ha3BaHa
JIETOYHBIM MHTEPCTULIMATEHBIM [JIMKOTEHO30M Ha OCHO-
BaHUU OOHAPYXKEHUSI TJIMKOT€H-Harpy>KeHHBIX ME3¢H-
XMMAJIbHBIX KJIETOK B JISTOYHOM MHTEPCTULIMU. YUCHbIC
MPEATONOXUIN aHOMAJINIO LUTOAUPhEPEHIIMPOBAHUST
KJIETOK JIETOYHOIO WHTEPCTULIMS, BKJIIOYas ME3eHXH-
MasbHbIe K1eTKU [2]. IllecTb u3 cemu HabI0gaeMbIX MJ1a-
JIEHLIEB UMEJIU OJIaronpUsITHBIN ucxo 3aboseBaHus. B 3
CITyJasix Xopolasi BBDKMBa€MOCTb B IIECTUJIETHEM BO3-
pacTe OblTa MPU3HAKOM KJIMHUYECKOTO Y PEHTT€HOJIOTH -
Yyeckoro yaydieHust. OnuH peOeHOK yMep OT OCJIOXKHE-
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HUI, XapaKTepHBIX IS MPEXIEBPEMEHHO POXICHHOTO
pebeHKa U OpOHXO0JIETOYHOM AUCIUIA3UN.

BriocnencTtBruy J€rOYHBIM MHTEPCTULIMATBHBIA TJIU-
KOTEHO3 HaOmonajcss y AeTell ¢ pPecMpaTOpHBIM M-
CTpecc-CUHIPOMOM, CHHIPOMOM acIUpaliid MEKOHUEM
M JIETOYHOU apTepuabHOU TMITEPTEH3MEN, a TAKXKE BPOXK-
JEHHBIMU TIOpasKeHNSIMU JieTKuX [3]. KimmHmaeckas Kap-
THHA BapbUPOBAJIACh OT IIEPCUCTUPYIOIIECTO TAXUITHOS HO-
BOPOXKJICHHBIX JIO peppakTepHO JIETOUHON TMIEePTEH3UN
M JBIXaTeJIbHOM HemocTaTOYHOCTU. Hebosbllioe 4ucio
HaOIONEHUI CBUICTEIBCTBOBAJIO 00 YIyUIIIEHUN COCTO-
STHUSI Ha (DOHE IPUMEHEHUS TIIIOKOKOPTUKOCTEPOUIOB B
HU3KUX 103aX C XOPOIIUM J0JTOCPOYHBIM ITPOTHO30M [4].

HecMoTpst Ha HaKOIJICHHbINM KJIMHUYECKUMA OMbBIT U
onucaHus rnaroMopgosiornyeckoit kKaptunel, PIG ocra-
€TCST TUCTOJIOTMIECKUM HECKPUIITOPOM HEU3BECTHOMN
3THOJIOTHU.

SnuaemMmuonorus

ﬂerO‘IHHﬁ I/IHTepCTI/IHI/IEU'II)HHﬁ TJIMKOTCHO3 — 3a-
6omneBaHme penkoe. OTHAKO C YIETOM €TI0 OTHOCUTETHHO
HeIaBHEro OIMMcaHus U TOro (paKTa, 4YTo JaHHOe 3a00J1e-
BaHUEC TUArHOCTUPYECTCA TOJIBKO IIpU 61/IOHCI/II/I JICTKUX B
TEYCHUEC MEPBLIX HECKOJIBKUX MECALICB 2KN3HU, OHO MO-
2KET 6bITI> HEOOIUArHOCTUPOBAHHbLIM.

JtnonaroreHes

Kak ormeuanoch, mpuuriHa PIG ocTaeTcsl HESICHOM.
JlerouHsblii UHTEPCTULIMATIBHBIN TJIMKOTEHO3 O0YCJIOBICH
aHOMaJIbHBIM HAKOIUIEHWEM TJIMKOTeHa B MHTEPCTUIINN
JIETKOTO, YTO TIPUBOAMT K €TO YTOJIIEHUIO W 3aTPYIHSIET
muddy3nio ra3oB Uepe3 aabBEOJOKAMWIISIPHYIO MEM-
Opany. Hakoruienue mimMkoreHa Takke HaOJOmaeTcst u
MPU APYTUX UHTEPCTUIIUATBHBIX 3a00JIeBaHMSIX JIETKMX,
0COOCHHO aCCOLIMMPOBAHHBIX C AJIbBEOJISIPHON CUMILINA-
dukanmeit (alveolar simplification — AGAs) [5]. B 2017
rofy O0bL10 coob1IeHOo 0 28 ciaydasx PIG, cBSI3aHHBIX CO
CIEKTPOM 3a00JIeBaHUI JIETKUX U CEPACYHO-COCYIUCTOMN
CHCTEMBI, BKJIIOYasi JIETOYHYIO apTepruaabHyI0 TMIIEPTEeH-
3110 ¢ AGAs 1 6e3 Hee (n=9), BpokIeHHbIE TTOPOKU Cep/I-
1a (n = 4), HEHPOIHAOKPUHHYIO TUMNEPIUIA3UI0 MIaIeH-
11eB (n = 5), BPOKIEHHYIO MaTh(hOPMAIIHIO JbIXaTeTbHBIX
MyTel JeTKuX (n = 5), BpOXKIECHHYIO JIOOapHYIO 3M(pu3e-
My (n = 4) u cunapom Hynan (n = 1). Bo Bcex cirygasix
PIG 6b11 moarBepxkaeH Ludd-nonoxurenbHbIM OKpa-
IIMBAaHUEM IMTOILIA3MBbI, IOJOXUTEIBHON MMMYHHOM
peaxkiel Uil BUMEHTMHA 1 TO3UTUBHBIMM JaHHBIMU
3JIEKTPOHHOI MUKpOcKonuu [1], 4To moaTBep:KaaeT Be-
POSITHOCTh aCCOLIMAIIMY JIETOYHOTO MHTEPCTULIUATLHOTO
[JIMKOT€HO3a C IPYTUMU 3200/ BAaHUAMMU.

Boisienenue PIGy 61M3HELIOB 1aeT OCHOBaHUE Mpe/-
oJIaraTh TeHETUIECKYIO MPENPaCTONOXKEeHHOCTb K TaH-
HoMmy 3abosieBaHMIO [1, 4].

KAnHuka

OCHOBHBIMM CUMITTOMAMU  3200JIEBAHUST  SIBIISTIOTCST
pecriuparopHbiil auctpecc-cunapom (PIAC), He ommyaro-
muiicst ot PJIC npu npyrux pecrmpaTOpHbIX pacCTPOMCTBAX
HOBOpOXAEeHHBIX. HekoTopoit 0cOOEHHOCTBIO MOXKHO CUM-
TaTh IOSIBJICHUE PECIIMPATOPHBIX CHMIITOMOB CITyCTs He-

CKOJIbKO YacOB, MHOIJIA — JHEI WJIM HEIeb IOcjIe POXKIe-
Hust. [Tpu ilerouHoM nHTEpCTUIIMATbHOM MituKoreHose PJIC
YaCcTO COIPOBOXKIAETCS JISTOUHOI apTepUaTbHOM TUTIEPTEH-
3Ue 1 TSDKEJOM AbIXaTeIbHOM HEAOCTATOYHOCTHIO [7].

AOMNOAHUTEAbHbIE METOAbI AUAITHOCTUKU
U X HTepnpetauuns

TunuaHble MCcCIeOOBaHMS, IIPOBOAMMBIC IS He-
WHBAa3WBHOM IMArHOCTUKKA WHTEPCTUIIMAIBHOTO 3a00-
JIeBaHUS JICTKUX, a UMEHHO PEeHTTeHorpadusi opraHoB
TPYIHOM KJIETKM, BBICOKOpPA3peIlIaolasi KOMIIbIOTepHast
ToMorpadust JIETKMX U OPOHXOCKOMUYECKOE UCCIIea0Ba-
HUE ¢ OPOHXOATbBEOJISIPHBIM JIaBaXkeM 0ObIYHO MaJIOUH-
(opmatuBHbI. PeHTreHo0rnyeckas KapTuHa BapbUpyeT
OT JIOKaJIbHOI MHMWIBTpALMU JIETKUX 10 BU3YAIU3aLluU
«MaTOBOTO CTEKJIA» IO BCEW IMTOBEPXHOCTH JIETKUX [6].

Buoricng erkux SBISICTCS 30JI0TBIM CTAaHIAPTOM
JIUAarHOCTUKY JIETOYHOTO MHTEPCTULIMAIBEHOTO TIIMKOTE-
HO3a 1 OOBIYHO BBISBNISIET (pokasibHOe win nuddysHoe
paclMpeHre aJbBEOJISIPHBIX TIEPErOpoIoK 3a CYET Be-
PETEeHOOOPA3HBIX KIIETOK C OJeTHON IIUTOILIA3MOM, KO-
TOpPBIE TIPU SJIEKTPOHHON MMKPOCKOITMU TIPEACTABISIIOT
coboit crmadboauddepeHIMpOBaHHbIE ME3eHXUMAaJIbHbIC
KJIETKH, CoAepKallre O0JbIlIoe KOJIMYEeCTBO MOHOIMAp-
TUKYJISIpHOTO IuKoreHa (puc. 1). IuddysHnas skcrpec-
CUsI BUMEHTHHA U (poKaIbHasi aKTUBHOCTb aKTUHA B 3TUX
IAAKOMBIIIEYHBIX KJIeTKaX Jal0T OCHOBaHUE Mperoia-
ratb (OeHOTHUIT TPUMUTUBHBIX (prOpoOIacTOB [4].

AeyeHue

OnTrMabHOE TTMTaHKE TSI 3[IEKBATHOTO POCTA U TIPO-
(bunakTrka pecrMpaTopHBIX MHGMEKINNA WMEIOT BaKHOE
3HAYEHME IS TIPOTHO3a 3a0osieBaHus. Dh(HEeKTUBHBIM
METOJIOM TePaIiU JJETOUHOIO MHTEPCTULIMATIBHOTO TIMKO-
reHO3a SIBJISIETCS peCIIMPaTOpHast MOAIePXKKA IS ITPEIOT-
BpaLLCHMSI OCJIOXHEHMIA TUIIOKCHM. ONTUMATbHBIM SIBJISI-
erca noanepxanue SpO, > 93 %. CreponaHas Tepanus B

PucyHok 1. Mukpornpenapat /1ero4Horo UHTepCcTu-
ums pebeHka 13 gHevi, Nony4eHHblii B pe3ynbrare
UHTpaonepaynoHHoli éuorncuu nerkmx. Ma3ok okpa-
weH pyKCUHOCEPHUCTON kucsoTon (peaktus LLUng-
¢a), ysennyenune x 40 pa3s. 3akso4yeHune: yToseHme
cenTasibHOU rneperopoakn. AKKyMYsiunusl riimkoreHa
B K/leTkax uHtepctuuums. lnneprpodus meauu neroy-
HbIX apTepnii [7]
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JiedyeHnn aeteii ¢ PIG mokasaja MO3UTUBHBIC Pe3yJIbTAThL.
IIpenHn30/10H Ha3HAYAIICS TIEPOPATLHO WIIM BHYTPUBEHHO
B 03¢ 1—2 MI'/KT/CYTKM 10 KIIMHUIYECKOTO YITy4IIeHUSI CO-
CTOSTHHSI, 3aTEM J03a [TOCTENEHHO CHIKaach [1, 6, 7].

MporHo3s

[Mpornos mepsuunoro PIG 6naronpusatHbiit. OOBIYHO
HACTYIAIOT KIMHUYECKOE YJIYUIIIEHUE U TIOJTHOE MCYE3-
HOBEHME CUMIITOMOB /10 6 MecsiLeB xKu3Hu. OmIHaKo clie-
IIyeT TIPOSIBJISITH OCTOPOXKHOCTD Tepel TeM, KaK NeaTh
BBIBOJIBI O MporHo3e PIG, 0ocOOeHHO €CIu OH acCOLUM-
POBaH ¢ aJbBeoJIIpHOI cumItndukamnueii. Kpome toro,
npu PIG, accoyuuposantom ¢ opyeumu coCosHUAMU, K-
HUKY U TeYEHUE OTpeAeIsieT KoMOpOuaHbIii oH [1, 7].

BbiBOAbI

TakuM 00pa3oM, 1e20uHblil UHMEPCMUUUANbHBLLL 2AUKO-
2eH03 — PENIKOe MHTEPCTUIIMATBHOE COCTOSTHUE HOBOPOXK-
JICHHBIX, XapaKTepPU3yIoIeecsl aHOMATbHBIM HAKOTIJICHEM
[JIMKOTE€HA B MHTEPCTUIIMN JIETKOTO, YTO TMPUBOIUT K €r0
VTOJIIEHUIO U 3aTPyaHsIeT Auddy3uto Ta30B uepes3 aibBe-
OJIOKAMMIISIPHYIO MeMOpaHy. HapaBHe ¢ 3TuM 3THONIOTHS
COCTOSIHUSI TTIOKA HEeM3BECTHA, M HE MCKIIOUEHA BO3MOXK-
HOCTb BPOKIEHHBIX META0OIMUYECKIX PACCTPOMCTB, OIpe-
JEJISTIOIIMX aHOMAaJIbHOE HaKoIUIeHUe IuKoreHa. Ilom-
TBEPKICHUEM 3TOMY SIBJISIIOTCS KJIMHUYECKUE OINMUCAHUS
TbBEOJISIPHON CUMITIM(UKALIMM, BPOXKAECHHbBIX 3a001eBa-
HUI JIETKUX U cepiua, accolumupoBaHHbIX ¢ PIG. Pecniupa-
TOPHBII TUCTPECC-CUHIIPOM HOBOPOXKICHHBIX — XapaKTep-
Has KapTWHA MaHMU(eCcTaly COCTOSTHUS, BO3HUKAIOIIAS
Yyepe3 HECKOJTBKO YacoB, THE 1 laxke HellesTh ITOCIe POsKIe-
HUS, 4aCTO COIPOBOXIAIOIIASICS JIESTOYHON apTepUATbHON
runepreH3neid. [IporHo3 MmepBUYHOTrO JISTOYHOTO MHTEP-
CTUITMATIBHOTO TJIMKOTeHO3a OOBIYHO O1aronpusITHEIN. On-
Hako 1ipu PIG, acCOLMMPOBAHHOM C APYTUMU COCTOSTHHUSI-
MM, TeUEHUE OMNpeAeIsieT KOMOPOUIHBIN (hOH.

OTMeTUM, YTO TEePCIEKTHUBBI MCCICAOBAHUI JIerOd-
HOIO MHTEPCTUIIMAILHOIO IJIMKOI€HO3a HaIlpaBJeHbI
Ha MHOTOLIEHTPOBOE COTPYIHMYECTBO [UISl CO3NaHUS pe-
ecTpa MalMeHTOB ¢ PEAKUMU UHTEPCTUIIMATbHBIMU 3a-
GoJIeBAaHUSIMU JIETKHUX, YTO MTO3BOJIUT BpayaM U UCCIIEI0-
BaTeJIsIM UMETh GoJiee IMPOKOe MH(HOPMAIIMOHHOE TTOJIe
JUTSI TIPUHSITUSL PELLEHUIA.

Kondmkr unrepecoB. ABTOpPBHI 3asBISIIOT 00 OTCYT-
CTBUU KaKOTO-TM00 KOH(MIMKTAa UHTEPECOB TMPU MOATO-
TOBKE JJaHHOU CTaTbU.
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A\ereHeBun iHTEPCTULIOABHUI FAIKOT€@HO3: CAMOCTIMHA HO30AOTYHA PpopMa a60 MOPEPOAOTiYHMI NPOSIB
CNeKTPA iHTePCTULLIOABHNX 30XBOPIOBOHb A€r€Hb Y HEMOBAST?

Pesiome. V crarri nogaHuii cydacHMii MOMISA Ha TpodIeMy
JIETEHEBOTO iHTEPCTHUIIIATLHOTO TJIIKOTEHO3Y; OIMMcaHa Xa-
paKkTepHa KJIiHi4Ha i MopdosioriuHa KapThUHa 3aXBOPIOBAHHS;
BiIKpUTE MUTAHHSI €TiOJIOTi1 3aXBOPIOBAHHS i MOXJIMBOCTI Ha-
SIBHOCTI JIETEHEBOTO iIHTEPCTULIIAIbHOTO TJIIKOTEHO3Y SIK CaMO-

CTillHOI HO30JIOTIYHOT (popMU. ABTOPU BUCBITIMIM Cy4yacHi
METOI MiaTHOCTUKU i JIIKyBaHHS, a TAKOX TEPCIEKTUBYU BH-
BUEHHSI CTaHY y CBITOBOMY HAYKOBOMY CITiBTOBAPUCTBI.
Ki104oBi cj10Ba: siereHeBuii iHTepCTULIIANIBHMI TTTIKOTEHO3;
HEMOBJISITA; IHTepCTUIliaIbHI 3aXBOPIOBAHHSI JIETEHb; TiTH
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Pulmonary interstitial glycogenosis: an independent disease or morphological manifestation
of the spectrum of interstitial lung diseases in infants?

Abstract. The article presents a modern view on the problem
of pulmonary interstitial glycogenosis, describes a typical clini-
cal and morphological picture of the disease, and considers the
disease etiology and the possibility of pulmonary interstitial
glycogenosis to be as an independent form. The authors pre-

sented methods of modern diagnostics and treatment, as well as
perspectives of studying this pathological condition in the world
scientific community.

Keywords: pulmonary interstitial glycogenosis; infants; inter-
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