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Pesome

BpoxneHHast anbpBeosnsipHas auctiiasust (BAJl) u anbBeossipHO-KaUIsipHast AUCTUIAa3Ksl C aHOMATTbHBIM PACIIONIOKeHUEM JIeToUHBIX BeH (AK/T /
APJIB) — penkue reHeTUYeCKH NeTePMUHUPOBAHHbIE MHTEPCTULIMATbHBIC 3200JIeBaHUs JIETKUX Y MJaJeHLeB, MaHU(eCTUpYIOLIe B MepBbIe
yachl / CyTKU Mocsie poxaeHus. [laromorust xapakTepusyeTcs JeTaTbHBIM UCXOIOM U OOBIYHO TUATHOCTUPYIOTCS Tipu ayTtoricuu. Lleasio paboTs
SIBUWJIOCH PACCMOTPEHME KIMHUYECKUX MPOsiBIieHU U matoMopdonorndeckoit kaptuabl BAJl u AK]l / APJIB Ha ocHOBaHMM KIIMHUYECKUX
HaOJII0IEHU T HOBOPOXIEHHBIX, MOJYYaBIINX UCKYCCTBEHHYIO BeHTWIsILMIO JierkuX (VIBJI), Tepanuio B CBSI3U ¢ BBICOKOI JIETOYHOI TMIIEPTEH3M -
eit (JIT), akcTpakopriopaibHyo MeMOpaHHyto okcureHauuio (DKMO). IpuBeneHa KIMHUKO-aHAMHECTUUYECKAs! XapaKTepUCTUKA MallMeHTOB.
PaccmoTpeHbl pe3ynbTaThl MPUMXKU3HEHHBIX METOIOB BU3YaJIM3alliM, ayTONCUMHOTO MCCIENOBAaHUSI C IPUMEHEHHUEM CBETOBOW MUKPOCKOMUU
U PyTUHHBIX METOJOB OKPACKU MUKPOTIPETapaToB, UMMYHOTUCTOXMMHMUYECKUX METOIOB. [1py OlleHKe TaHHBIX TUCTOIOTUYECKOTO UCCIIeNOBAHMS
MOIPOOHO OMMcaHbl MOP(MOIOTNYecKe U3MEHEHUS B JIETKUX, XapaktepHble 1ist BAJI u AK/I / APJIB. 3akmouenue. /laHHbIE MTaTOJIOTOAHATOMM-
YeCKOro MCCJIEIOBaHUS UTPAIOT pellarolnyto pojib npu auarHoctuke BAL u AKJ/T / APJIB, koTopble HEOOXOAMMO 3aMOA03PUTh Y HOBOPOXKICH -
HBIX C JIBIXaTeIbHOW HEI0CTaTOYHOCTHIO, Tsikesoit JIT B ciyyae HeaddektuBHocT MBJI, nHransauuit okcuaa azora u DKMO.

KnioueBble cioBa: BpOXAECHHAs abBEOJISIPHAS AUCIIIA3MS, aJIbBEOJISIPHO-KAMWUISIpHAsT JUCTUIA3Usl ¢ aHOMaJIbHBIM PACIOI0XEHUEM JIETOUHBIX
BeH, nuddy3Hble HapyLIeHWsT PAa3BUTHS JIETKUX, JIETOYHAsI TUTIEPTEH3UsI, HOBOPOX/IEHHBIE, TTATOJIOTUYeCKast aHATOMUSI.
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Congenital alveolar dysplasia and alveolar capillary dysplasia
with misalignment of the pulmonary veins: clinical
and anatomical comparisons
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Abstract

Congenital alveolar dysplasia (CAD) and alveolar capillary dysplasia with misalignment of the pulmonary veins (ACD/MPV) are rare genetically
determined interstitial lung diseases in infants that manifest in the first hours to days after birth, have fatal outcome and are usually diagnosed at
autopsy. The aim of this work was to consider the clinical manifestations and pathomorphologic picture of CAD and ACD/MPYV based on clinical
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3ametku u3 npaktuku « Clinical cases

observations of newborns who were on a ventilator, received therapy for high pulmonary hypertension and extracorporeal membrane oxygenation
(ECMO). The clinical characteristics and medical history of the patients are described. The results of lifetime imaging methods, autopsy
examinations with light microscopy and the use of routine staining methods of micro-preparations as well as immunohistochemical methods are
considered. Morphologic changes in the lungs characteristic of CAD and ACD/MPYV are described in detail in the analysis of histologic examination
data. Conclusion. The pathoanatomical examination data are of crucial importance for the diagnosis of CAD and ACD/MPV, which must be
suspected in newborns with respiratory insufficiency and severe pulmonary hypertension when ventilation, inhalation of nitric oxide and ECMO are
ineffective.
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pulmonary hypertension, newborns, pathological anatomy.
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CornacHo coBpeMeHHOI Kjaaccu@UuKaluuu, B MOHSTHE
«trhy3HBIC HAPYIIEHUS pa3BUTHS JICTKUX» BKITIOUCHBI
TaKWe MaTOJIOTMH, KaK BPOXICHHAsI aJIbBEOJISIpHAST THC-
miasus (BAJI), anbBeoasipHO-KaMWJIIIpHAs TUCTLIa3us
C aHOMAaJIbHBIM PACIOJIOXeHUEM JierouHbix BeH (AKII /
APJIB), uim BpoxaeHHas abBeOISIPHO-KaVILISIpHAsI
nucruiasust (BAKJD). YkazanHble 3a001eBaHUS CIICIIM -
¢uuHbl 11 geTckoro Bo3pacta [1]. Ux dopmupoBaHue
CBSI3aHO C HapyIIeHWEM ITePBUIHBIX MOJICKYIISIPHBIX Me-
XaHW3MOB JIETOYHOTO 1 / WJIN COCYaUCTOro pa3Butus. [1pu
AKII / APJIB BBISIBIISICTCST TIEPCUCTEHITNS MaKpoharon
¢ peuenropamu anrunos3tTuHoB TIE2 B npocBeTe anbBe-
0JI. DTO OOBSICHSIETCSI TEM, UTO TUTTOKCUST TKAHU JIETKOTO
aktuBupyeT TIE2-perienTopbl 9HAOTEIMATbHBIX KJIETOK,
NPUBOZA K aAre3UN UMPKYIMPYIOLINX MaKpo(daros, 1, Kak
CJIEICTBUE, UX NATBHEUIIIE MUTPALIMA U3 aJIbBEOJISPHBIX
TeperoposioK B MPOCBET ajibBeoJ1. [Ipoiiecc akTuBauu
PELIETITOPOB, aATE3MN MaKpoharoB 1 X MUTPAIIUH OITOC-
pPEeIOBaHHO 3aITyCKAeT MHBarMHAIIMOHHBII aHTUOTeHE3 —
13 OIHOTO COCY/a TPU MHBarMHaIuy ero CTeHKU oopasy-
eTcsl BTopoii cocy, (opMUPYs TeM caMbIM a00epaHTHBI
TUII KpOBOCHA0OXeHus |2, 3].

KnuHuyecku maHHbBIE MATOJOTUYECKUE COCTOSTHUS
MPOSIBJISIIOTCS TSIXKEJIBIM PECIUPATOPHBIM AUCTPECC-
CHHIPOMOM Y JOHOIIEHHBIX HOBOPOXKICHHBIX B IIEPBBIC
Yachl XXKU3HU, COTTPOBOXKIAIOIINMCS BHICOKOI JIETOUHOM
runieprensueit (JII') / merouHoii aprepraibHOM TUIIEP-
teHsueit (JIAT'), yacTto coyeTaroTCs ¢ BPOXIEHHBIMU
nopokamu pa3sutusi (BITP), pedpakTepHsbl K T100bIM
TeparneBTUYECKIM BMEIIaTeIbcTBaM. PeHTreHomornue-
CKHM ormpenensiercss nuddy3Hoe CHIDKeHUE TTPOo3pavHo-
CTHU JIETOYHOM TKAaHU, CBOMCTBEHHOE PECIIMPATOPHOMY
JIUCTpecc-cuHapomy [4].

IIpu BAJI o gaHHBIM KOMITLIOTEPHOI ToMoOrpaduu
(KT) opranos rpynHoii kinetku (OI'K) BeIsIBIISIIOTCS TPY-
0oe HapyllIeHUe apXUTEKTOHUKU JIETOYHOU MapeHXUMBI,
Irddy3HbIe peTUKYISIPHbIE U3MEHEHUSI, OTpaskKarollne
HepaBHOMEPHOE YTOIIIEHNE MEXKIO0IHPKOBOTO MHTEPCTH -
LU C KUCTO3HOM MEPECTPONKOMN MMapeHXNUMBbI JIETKOTO.
VY nereit ¢ AKJT / APJIB npu KT 00b14HO 0OHapy:XuUBaroT-
¢Sl pa3HOOOpa3HbIe UBMEHEHMUSI: IBYCTOPOHHME TUhy3-
HBIE YIACTKH YIUIOTHEHUST TTAPEHXUMBI JIETKUX T10 TUITY
«MaTOBOTO CTeKJIa», U Py3HOEe HapylIeHUE apXUTEKTO-
HUKU JIETKUX C MEJIKOCEeTUaToi aedopmanneit u rpyobIMu

VIUIOTHEHUSIMU TTEPUOPOHXMAILHOTO, TIEPUBACKYJISIPHOTO
1 MEXIO0JIEBOTO MHTEPCTUIINS, OOCTHEHNE COCYIUCTOTO
PUCYHKa, TUIEBPOIYJIbMOHAIBHBIC CITAIKA M MHOXKECT-
BEHHBIE YYaCTKU B3AyTUS [5].

JInarHo3 MoATBEPKAaeTCsl JaHHbIMU OMOMNICUU WU
aytoricuu [6]. ITpu BAJ] o pesysibprataM THCTOJOTH-
YeCKOTro MCCAeA0BAHUS OTIPEACIISICTCS, IO BRIPAXKEHUIO
H.E.MacMahon, BriepBbie OIUCABIIETO JaHHYIO MaTOJIO-
ruto B 1947 r., «... o4eHb MaJjio ajibBe0J U 0YeHb MHOTO
WHTEPCTULIMATbHOU TKaHW» [7]. HeMHOrouncaeHHble
anbBeosibl ipu BAJL nmeroT 6oJbliie pa3Mephl, ajibBeO-
JISIPHBIE MIEPErOPOIKM YTOJILIEHBI U COMEPKAT MIPUMM--
TUBHYIO ME3EHXUMY 0e3 3peJiblX KOJJIareHOBbIX BOJIO-
KOH, OTMEYaeTcsT O0MIe KPOBEHOCHBIX COCYIOB, TP
3TOM OPOHXMAJIbHBIN 3MUTENINIA X0po1no nuddepeHIn-
pOBaH, aJIbBEOJIbI 1e(OPMUPOBAHBI 32 CYET YTOJIILIECHMUS
U GuOdpo3MpoOBaHUS MeXKaTbBEOJSIPHBIX MEPETOPOIOK,
BbICTJIAaHbI aabBeojouuTamu 11 Tuna |35, 6]. MopdoJio-
rudeckue nameHeHus ipu AKJI / APJIB BxkirrogaroT Tos-
CTOCTEHHBIE aJIbBEOJISIPHBIC MEPETOPOIKU, HAPYILIEHUE
aHTMOTeHe3a MUKPOLMPKYISITOPHOTO pyciia, TMIepTpo-
(U0 MBIIIEYHOTO CJ1081 ¢ GUOPO30OM MENTKUX U CPEAHUX
JIETOUHBIX apTepuii [2, 3]. TUNMUYHBIMU TTpU3HAKAMU
AK]Jl / APJIB aBasioTcst HapylieHue pa3BUTHUS JIeroY-
HOMI 10JIbKU (OCTaHOBKA BHYTPUYTPOOHOTO Pa3BUTUS
Ha MO3JHEW KaHAJTUKYJISIPHOUW WJIM PAHHEWN CaAKKYJISIP-
HO CTanusIX) 1 MU3MEHEHME TTOJIOKEHUS JISTOYHBIX BEH
(BeHBI pacmoiaraloTcs rnapaaieJbHO BETBSIM JIETOUHOM
apTepuu, oObeAMHEHBI 001el afBEeHTULIME, BCTpe-
YaloTCsI aHACTOMO3bI) [4, 5]. «CMelleHHbIe JIerOYHbIE
BEHBI» TIPEICTABIISIIOT COOOM MpeallMHapHbBIE IITyHTH -
pylolIe cocyabl MEXIy CUCTEMHBIMU U JIETOYHBIMU
cocymamu [8]. ¥ maumenToB ¢ AKJI / APJIB BO3MOXHEI
YYaCTKHU JIETKOTO C HOPMaJIbHOU KAITMJUISIPHOM CEThIO,
YTO CO3Ja€T AUArHOCTUYECKUE TPYAHOCTU MPU TUCTO-
JIOTUYECKOM MCCJIeIOBAaHUHU, ONIPEeIsieT BO3MOXHOCTh
pa3BUTHUS MEHee TSKeI0, MHOTIa OTCPOYEHHOI Mociie
poxneHusi, MmaHudecranuu 3abdoneBanusa [9]. Cpas-
HUTeJbHAs XapaKTepPUCTUKA BapuaHTOB AUMY3HBIX
HapylIeHU pa3BUTHSI JIETKUX MIPEICTaBIeHa B TaOIUIIE.
st 6oee TOUHOM AMAarHOCTUKU AU hY3HBIX Hapyllie-
HUI pa3BUTHS JIETKUX 1IeJIeCO00Pa3HO MUCIIOIb30BaTh
MmoJHoreHoMHoe cekBeHupoBaHue [10]. Bmecrte ¢ Tem
OTpHUIIATEIbHBIN Pe3yabTaT TeHETUUECKOTO MCCilel0Ba-
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Tabauua

Kaunuueckue, eucmoaoeuneckue u eenemuveckue ocooennocmu oughghyznvix napyuwenuii pazeumus aezxux [10]

Mokasarenu

Koa no MKB-10
Koa no MKB-11

3BYP nnoga
lecTauMoHHbIN Bo3pacT
ManudecTaums cumnTomoB
Ucxop 3abonesatus
Tmnokcemms
PecnupatopHblii auugos
NAT

leH

Tun HacnepoBaHus

®a3a pa3BuTMA nerkoro
AnbBeonbl

AupHapHbIe CTPYKTYpbI
CmeLleHue neroyHbIX BeH

JlumdpaHrnoakrasus

BAL AKL/ APTIB
Q33.6 Q33.6
LA75.2 CB04.0

Knunnyeckue ocobeHHoCTH
+
[TloHoweHHble 50 %
24-48 4

CmepTb B NepBbIe HeAeNM, HeKOTOpbIE BLIKMBALOT

YmepeHHas

+
leHeTM4eckme 0CoOBEHHOCTH
TBX4, FGF10
AyTOCOMHO-PELIeCCUBHbIN
McTonoruyeckue 0cobeHHOCTH
KananwukynsipHas | paHHsis cakkynsipHas
He Ao KkoHUa cchopMMpoBaHbI
Cumnnudmkaums, CHUKEHO KONNYecTBO
Penko

BHenero4Hble Nopoku pa3suTus

[loHoweHHble > 90 %
24-48 4
CMepTb B nepBble Yachkl / AHKU
PedpakrepHas
+

+

FOXF1

AyTOCOMHO-AOMNHAHTHBIN

KaHanuKynﬂpHaﬂ
+
+

+

Table

Clinical, histological and genetic features of diffuse disorders of lung development [10]

KenynouHo-KkuLLEYHbII TPaKT
Moyenonogas cuctema
CeppeyHo-cocyancTas cuctema
KocTHo-MbiwweyHas cuctema
JIOP-opraHbI

Koxa

TueBoi aucmoptnsm

+

+

+

Mpumevanme: BALl - BpoxaeHHas anbeonspras aucnnasus; AKL / APTIB - anbBeonsipHo-kanunisipHas aucnnasvs ¢ aHoManbHbIM pacronoxexnem nero4Hsix Bex; MKB — MexayHapoaas knac-
cvcmkaums GonesHeit; 3BYP - sanepika BHyTpryTpoBHOrO pocTa, JIAT — nerouHas apTepuanbHas runepTexaus.

HUS He MCKJTIOYaeT JUarHo3a Mpyu HaTWIU THCTOTIATO-
JIOTUYECKUX UBMEHEHU.

ITpouenypa akcTpakopropajbHOI MeMOpPaHHOM OK-
cureHanuu (DKMO), Kak 1 UCITOJb30BaHUE UHTAJISILIV -
oHHOTO oKcuaa a3ora (iNO), He IPUBOISIT K IOJITOBpe-
MEHHOI BBIKMBAEMOCTU TIPU O PY3HBIX HAPYIIEHUSX
pPa3BUTHS JIETKUX, XOTSI TIPU 00eCTIeYeHU U BEHTUIISILIU-
oHHoI monaepxku 1 DKMO npoaoKUTeIbHOCTb XU3-
HU MOXXET JOCTHTATh HECKOJIBKUX Heleb, peIKO — Me-
csueB. IMeroTcst enmHUYHBIE HAOMIOMEHUS aTUITUIHOMN
WM OTCPOYEHHON KiMHUYeckoi MmaHudectauuu AKJI /
APJIB, BKMBaHUSI MJIaJICHLIEB C JAHHBIM 3a00J1eBaHU -
eM, MepeHecIInX TpaHCIUIaHTALUIO JIETKKUX B BO3pacTe
4-20 mec. [11, 12].

[IpencrapieHbl KIMHUYECKUE HAOIIONSHMS 3a Malu-
entamu (n = 2) ¢ BAJI u AKJI / APJIB, nonyyaBimmu
DKMO, y KOTOPBIX HACTYIWJI JeTAIbHBIN NCXOI B HEO-
HaTajabHOM nepuoie. JuarHo3 BepuuuMpoBaH Mpu
ayTOICUU.

KnuHuyeckoe HabntogeHmne No 1

[Mauuent M. ponuics 28.03.23. PebeHok oT 11-ii 6epemeH-
HOCTHU, 3 U3 KOTOPBIX 3aKOHYWJIMCh BBIKMIBILIAMU HA PaHHEM
cpoke (10 5 Hel. recTaluuu, MOJI AeTeil Heu3BecTeH), 1 — aH-
TEHaTaJbHOW TMOesbio Toaa (ManpuuK) Ha 20-i1 Henene, 7 —
pomamu (B 2006 1. pomuiics MaabuuK, poabl Ha 27-i1 Heaele
recraniuu, MHoxecTBeHHBIe BITP; B 2008 1. ponuiicsa MaabuuK,
ponbl CPOUHBIE, JIeTaTbHbII Mcxoa Ha 2-¢ cyTku; B 2009, 2011,
2017 r. poIMJIMCH AEBOYKHU, POJbI CPOUHBIE, NETU 300POBHI;
B 2019 r. poauscst MaJIbuUK, poAbl CpouHble, Ha 10-i1 MUHYTe
TOCJIe POKICHUS TTPON30IIIa OCTAHOBKA IBIXaHMSI, HAXOIMIICS
ITUTEILHO B OTIEJICHUU peaHUMAalMY 1 THTCHCUBHOM Teparun
HoBopoxneHHbIX (OPUTH), Ha naHHBIII MOMEHT XX1B, pa3B1Ba-
€TCsI TI0 BO3PACTY, XPOHUYECKOM MaTOJIOTMU OPraHOB AbIXaHUS
He oTMeueHo; B 2023 r. — obciienyeMblii maMeHT M.).
Martepu 41 ron, 6epeMeHHOCTh U POJbl MPOTEKaIu Oe3
maTtojiornu. PeGeHOK JOHOIIEHHBI, Macca TeJia TIpU poXKIe-
Hun — 3 610 1, uMHA Teaa — 53 ¢M, OILEHKa I10 IIKajxe All-
rap — 7 / 7 6annoB. Ha 8-if MUHyTe XXMU3HM BO3HUK IIMAHO3,
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Puc. 1. KommbioTepHast TOoMOrpaMma OpraHoOB IPYIHOM KJIETKU C BHYT-
PUBEHHBIM KOHTPACTHBIM yCUJIeHHEM NauueHTa M. OTMmevaeTtcs npa-
KTUYECKU TOJTHOE OTCYTCTBUE BO3MYIIHBIX YUACTKOB JIETOUHOI TKAHU

Figure 1. Computer tomogram scan of the thoracic cavity organs with
intravenous contrast enhancement, patient M. Air spaces are almost
absent in the lung tissue.

HapacTaJja JbIXxaTeJbHasl HeTOCTaTOYHOCTh; PeOCHOK TIepeBeIeH
Ha MCKYCCTBeHHYI0 BeHTWIsiuIo Jerkux (MBJT) B OPUTH,
3areM (29.03.23) — B 610K MHTEHCUBHOU Tepanuy OTAETCHUS
3KCTPEHHOU KapAUOXUPYPIUU U UHTEPBEHIIMOHHOW KapInO-
sioruu ['ocynapcTBeHHOTO OIOIKETHOTO YUPEXKIECHUS 3ApPaBO-
oxpaHeHus1 ropoaa MockBbl «MOpO30BcKasi IeTCKasi TOPOJI -
cKasl KIIMHU4YecKast 0oabHMIA JlenapTaMeHTa 31paBOOXpaHEHMS
ropojga MockBbl». ¥ pebeHKa HapacTajia cepleuHO-JIeroyHast
HEI0CTaTOYHOCTh C pa3BUTUEM JlaKTaT-aluao3a, Tsekeaoi JIT,
CHCTOJIMYECKOE MaBJICHNE B JIETOYHOM apTepUM 110 TaHHBIM 3XO-
kapauorpadun (DxoKI'), orileHeHHOE 110 CKOPOCTU TPUKYCTIH -
IAJIbHOM peryprurauuu, cocraBuio 60 MM pt. cr. [IpoBeneHa
KomruiekcHas tepanus iNO, cunneHaduiom, 603eHTaHOM — 6e3
addexra. [To nanHbIM DX0KI Takke IMarHOCTUPOBAHbI OTKPbI-
TBI apTepUaibHbII MPOTOK, MEXIPEACEPIHOE COODIIECHHE.
Boeinmonnena KT OI'K ¢ koHTpacTupoBaHUEM, 110 TaHHBIM KO-
TOPOI BBISIBJIEHO MPAKTUUECKU IMOJTHOE OTCYTCTBHME BO3MYLITHBIX
Y4YaCTKOB JIETOYHOM TKaHU, TIPY 3TOM HckimoueHbl BITP tpaxen
u 6poHxoB (puc. 1).

JlabopaTopHBIX TaHHBIX (HOPMaJIbHBIN YPOBEHbB JIEMKOIIM-
TOB, HeliTpoduioB, C-peakTUBHOTO OeJiKa, OTpULIaTeIbHbIE pe-
3yJbTAThI TIOCEBOB, CEPOJIOTMYECKUX TECTOB), TTOATBEPXKAAIOIINX
BPOKIIEHHYIO ITHEBMOHUIO U MHYIO TTEPUHATATBHYIO MH(EKIINIO,
He TosrydeHo. 29.03.23 mpoBeneHOo MOAKII0YEHNE BEHOAPTEePH -
anpHOit DKMO 1orynsipabIM noctyroMm. [TposiBneHust cepaedHoit
HEIOCTaTOYHOCTY HOCUJIM BTOPMUHBIM XapakTep Ha (hOHE BbI-
pa>keHHOM T'MIOKCEMUM, TUTIEPKAITHUY U pePpaKTepHOIt K Te-
panuu JIT. ITposenenne DKMO oca0XXHUIOCH ITpepeHaTbHOMN
aHypUEH, OCTPOUN MOYEUYHOU U OCTPOU MEUYEHOYHOU HeaocTa-
TOYHOCTHIO. COCTOSTHUE OCTaBaJOCh KpaiiHe TSKEIbIM, TTPO-
rpeccupoBaja cepaeqHO-JIerouHast HeIOCTaTOYHOCTh, KOTOpast
U SIBUJIACh HEMOCPEACTBEHHOW MPUYMHON CMEPTHU B BO3pacTe
18 cyTok.

ITo pe3synbraTam ayTorncuu ycTaHOBJIEH nuarHo3 BAJL.
CremneHb 3peIOCTH JIETKUX He COOTBETCTBOBAJIa BO3PACTY.
MexxanbBeoJisIpHbIe Meperopoaku ot Aud@y3HO yTOI-
IIEHBI, OTMEUEHO HaJIMIMe OOJIBIIOTO KOJIMIEeCTBA ME3EH-
XUMBI, KOTOPYIO COIPOBOXIAIN MHOTOYHCIICHHBIE Ka-
msuisipel (CD31), Takske ObLIM oIpenesieHbl HadadbHbIe
Mpu3HaKu ¢GuOpo3upoBaHus (MPU OKpacKe Ha TPUXPOM
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no MaccoHy). B mpocBeTe HEKOTOPBIX aibBeOJ U OPOH-
XOB OTMEUYEHO HEeOOJIbIIIOe KOJUUECTBO TMOJIMMOP(HO-
SIIEPHBIX JICHKOIIUTOB U IeCKBAMUPOBAHHBIIN SITUTEITHIA.
AJTbBEOISIPHO-PaIUaNIbHBIN CUeT COCTaBUII 3—4 aJIbBEOJIBI
JIO pecrupaTopHoii OpoHxHoabl. Onpeaeasyiuch sMpu-
3eMaTO3HO paclIMPEHHbIE aJTbBEOJIbI, PACIIPOCTPAHEH -
HBIC YYaCTKM aTesieKTa30oB. ['McToornueckast KapTuHa
JIETKUX OBbl1a CPaBHUTEJIBHO OMHOPOIHA, OOJBIIMHCTBO
ToJjieil 3peHus 3aHUMaJTY MPeaTbBEOIIPHbIE MPOCTPAHCT-
Ba C TOJICTOCTEHHBIMU TTEPETOPOIKAMHU, TBOMHBIM CJIOEM
KaImUISIpoB, 0e3 (hopMUPOBAHUST aJTbBEOJIOKATTMIIISIPHBIX
MeMOpaH, 4To ObUTO BepubUIIUPOBAHO HA OCHOBAHUU
skcnpeccun CD31 (puc. 2A). B HeMHOTOYMCIEHHBIX TTO-
JISIX 3pEHUS BU3YATM3MPOBAINCH TOHKOCTEHHBIE TTEPETO-
POIKU C OTHUM CIIOEM KaITJUISIpoB 1o 3Kcmpeccnu CD31
(cMm. puc. 2B). IuddepeHIMpoBaHHBIC aIbBEOTOIIUTHI
I Tuna HauboJsiee pacrpocTpaHeHbl B CyOIIeBpaabHbIX
00J1acTsIX, B TOJIIE JIETOYHOU TKaHU nuddepeHIInpoBKa
ObLIa HAapyIIeHa COTJIACHO 3KCITPECCUM IIMTOKEepaTUHA-7
(CK7, cm. puc. 2C, D). OTnmuuTtebHO 4epToit TaHHOTO
HabIoaeHUs aBuiach audQy3Hast 3KCIpeccust Harcu-
Ha A (mo 10 % nipu HOpMe 1—2 %), BU3yaIu3UpyrOIIast
0OJIBIIOE KOJMYECTBO CYp(haKTaHT-TIPOXYLIUPYIOITNX
kieTok (cM. puc. 2E, F).

BeposiTHO, Takast peakiiusl SIBJSIETCSI KOMITIEHCATOPHO-
MPUCTIOCOOUTENBHOM. OTCYTCTBOBAJ XPSIIIEBOI KapKac
OPOHXOB CpeaHero Kaanbpa, MOpdoIoTHIeCKIe N3MEHe-
HUSI CTEHOK MEJIKUX JISTOUHBIX apTEPUI COOTBETCTBOBAIN
1—2-i1 craguu no kinaccudpukauuu Xura—33asapaca [13].

MopdoaornuecKUM HaXOAKAMHU SIBHJIACH TaKKe
IIIPOKO OTKPBITHII apTepraIbHbIi mpoTok (0,8 cM), oT-
KpbITOE oBaibHOE OKHO (0,6 cM), pacnipocTpaHeHHbIE
aresieKTasbl U SM(pU3eMa JIETKUX, TUTIePTpod st MMOKapaa
MPaBOTO U JIEBOTO XEJYIO0UYKOB cepjila, CyoToTaabHasI
9HI1edaToMasILus, OCTPbIA MaHKpeaTuT, Gpuodpo3 u xXo-
Jiectas IeYeHM, o0I1ee BEeHO3HOE TTIOJTHOKPOBHE, aHACAP-
Ka, aCIUT, OTeK MSITKMX MO3TOBBIX 000JI0UEK U BeIlleCTBa
TOJIOBHOTO MO3Ta.

Knunnyeckoe HabnropeHue Ne 2

JeBouka C., moHomIeHHasi, OT 1-i1 6epeMeHHOCTH, Macca Tesia
ripu poxxaeHnn — 3 800 T, TMHA Tema — 52 ¢M, pozbl AOMAITHUE.
Marepu 18 sieT, B )KEHCKOU KOHCYJIbTAllMM HE HA0JII01a1ach.
Ha 1-e cyrku xu3uu 23.07.23 rocnuranusupoBada B OPUTH
locynapcTBeHHOTO OIOMKETHOTO YUPEKACHUS 3IpaBOOXpaHe-
Hus Topona MockBbI «MOPO30BCKasT IETCKAasi TOPOICKAsT KIIH-
HUYecKasi 6oibHUIIA JlerapTaMeHTa 31paBoOOXpaHeHNsT TOpoIa
MOCKBBI» C MOCJIEAYIOLIUM MEPEBOAOM B 0JIOK MHTEHCUBHOM
Tepanuy OTAeNIeHUST SKCTPEHHO! KapIMOXUPYPTUU U MHTEPBEH-
LIMOHHOU KapINOJIOTUY B KpaliHe TSKEJIOM HeCTaOMITbHOM CO-
CTOSTHUU B CBSI3M C BBIpAXKEHHOM apTepraJbHON TUTTOKCEMUEH,
MOM03pEeHNEM Ha LIMAaHOTUYECKMIA BPOXKIEHHBIN IMTOPOK cepalia
(BIIC). BIIC no nanubiM Dx0KI" ObLT MCKITIOUEH.

[Mpu ocmoTpe obpariany Ha ce6s BHUMaHUE TTPU3HAKY JbI-
XaTeJIbHOM M CepIeYHOI HeOCTaTOUHOCTH Ha (hoHe Bbicokoii JIT'
(cucTONMYeCcKOe NaBjieHKe B JIETOYHOM apTepuu — 65 MM PT. CT.),
runepompyornHemMun. [1o TaHHBIM ITyJIbCOKCUMETPUN — Jeca-
typaiusi 10 30—40 %, HeCMOTpPSI Ha arpeCCUBHYIO PECITUPaTOP-
HYIO TIO[IEPKKY, Kuciaopoaotepanuio, JIAI-cnenupudeckyto
tepanuio (iNO, cunnenacpui, 6o3eHran). [To faHHBIM 0030pHOI
pentreHorpammbl OT'K BhIIBIIEHO 00eTHEHWE JIETOYHOTO pU-
CyHKa B TiepudepruecKkux otaenax (puc. 3).
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Puc. 2. A — yyacTKu ¢ yTOJILEHHBIMU MEPErOPOIKAMU, TBOMHBIM cjioeM KanuuisipoB, CD31; X 5; B — y4acTKu ¢ TOHKMMU MePEropoiKaMu,
TUCTOAPXUTEKTYPOI KalMJUISIPOB, COOTBETCTBYIOIIEH HopMe, CD31; X 5; C — yToJIIeHHbIe MePErOPOIKHI ¢ HEIOCTATOYHBIM KOJUIECTBOM allb-
BeosiouutoB I Tuna, CK7; X 5; D — yyacTKu ¢ KOJIM4eCTBOM ajibBeosounToB | Tumna, coorsercrByoimnm Hopme, CK7; X 5; E — yyacTku ¢ yTos-
IIEHHBIMU TIePETOPOIKAMU, THITepIUia3ueit aibBeojounToB 11 Tuma, HancuH A; X 5; F — y4acTKM ¢ TOHKMMHM TIeperopoaKaMu, rurepIuiasueit
anbBeosounToB 11 Thna, HarcuH A; X 5

Figure 2. A, areas with thickened septa, with a double layer of capillaries, CD31; X 5; areas with thin septa with capillary histoarchitecture that are
considered normal, CD31; x 5; C, thickened septa with insufficient number of type I alveolocytes, CK7; x 5; D, sites with the number of type I
alveolocytes that are considered normal, CK7; X 5; E, areas with thickened septa, with type II alveolocyte hyperplasia, napsin A; X 5; F, areas with

thin septa, with type II alveolocyte hyperplasia, Napsin A; X 5

C yueToM pedpakTepHoii K Teparu JIT' 24.07.23 BBITTOIHEHO
TMOIKIIIoUeHNe BeHoapTepranbHoit DKMO, KoTopyio 1eBouKa
rnoJjiydyasia B TeueHue 16 CyTOK 10 MOMEHTA HACTYIUICHUS Jie-
TaJIbHOTO KCXO/IA.

MexaHuueckast oIepKKa KpoOBOOOpallleH s M0~
3BOJIMJIA BBIMTPATh BPEMSI U UCKITIOUUTh, KaK U B KJTU-
HUYecKoM HabmoneHun Ne 1, BpoxkneHHBIe MH(PEKIINN,
HeoHaTalbHYI0 THeBMOHMIO, BITP ropranu, tpaxeu
u OponxoB. [Ipu mpoBeneHUM aHTUOTYJIbMOHOTpaduu
3aperucTPUPOBAHO OTCYTCTBUE KANMJISAPHON (has3bl
KOHTPACTUPOBAHUS, MasITHUKOOOpa3HOE IBUXKECHUE
KOHTpACTa, BLICOKOE COMPOTUBJICHUE COCYI0B MaJIOro
Kpyra KpoBooOpaieHus. [IporpeccuBHOE yxXynlieHue

pecnupaTopHOIo cTaTyca, HECMOTpPSI Ha aKTUBHYIO Te-
panuio, He TTO3BOJIMJIO TPoBecTH oTayYeHre oT DKMO,
ouorncuio Jerkux. Pe6eHoK rmorud ot BTOpUYHbIX OCIO0XK-
HeHUI (ITe4yeHOUYHass HeJOCTaATOYHOCTh, OCTPOE TO-
yeuHoe noBpexaeHue I11 cragum mo kimaccupukaumumn
WHUIMaTUBBI 110 YIYYLICHUIO I100ajJbHBIX UCXOM0B
3aboseBanuit mouek (Kidney Disease: Improving Global
Outcomes — KDIGO), HecMOTpsI Ha TIPOBEICHNE CEaHCOB
nJIa3M000MeHa, 3aMeCTUTEJIbHOM TTOUYeYHOM Teparun,
MEePUTOHEAIbHOIO JUaIn3a.

[Tpu MopdoornyeckoM MCcieIOBaHNN YCTaHOBJICH
muarHo3 AKJI / APJIB, BITP HIDKHUX ObIXaTeTbHBIX ITyTei
(BposKIeHHAasT KMCTO3HAsI aleHOMAaTO3Hasi MaTbopMaliis
serkux) Il Tuna. [IpumeyaTebHOCTH MATOTUCTONOTUYE-
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Puc. 3. PeHTreHorpamMmma OpraHoB TpyAHON KJIeTKM mnaiueHTKu C.
ITpusHaku oGeHEHUS JIETOYHOTO KPOBOTOKA

Figure 3. Chest X-ray of patient C. Signs of depletion of pulmonary
blood flow

CKMX M3MEHEHU B JITKMX Y MAIlMEHTKH 3aKJI0yaiach
B MoJuMopdu3Me U3MEHEHU B Mpeneax OMHOTro Jier-
KOTO, a 3a4aCTyIO M OJHOTO MTPeIMETHOTO cTekIIa. Busya-
JIM3UPOBAIMCH YIACTKH C BHYTPUATBBEOJISIPHBIM OTEKOM,
HEKpPO3aMHM, aTeJIEKTa30M, 30HBI C TOJICTOCTEHHBIMH Me-
JKaJIbBEOJIIPHBIMU TTeperopoakaMu 1 30HbI ¢ BITP Hik-
HUX ObIxaTeabHbIX TyTel 11 Tuna. OOHapyKuBajloCh OT-
CYTCTBHE XPSIIIIEBOTO Kapkaca OPOHXOB CPEIHETO Kaino-
pa, ¥X IpoCBeT ObLT 1e(OPMUPOBAH, CaMU OPOHXHM UMETU
HeTpaBWIbHYIO MPOI0JITroBaTyo (hopMy, OpOHXUATbHbII
SIUTEINN — MIPU3HAKY TNIOCKOKJIETOYHOM MeTaruIa3nu.
OtMmeuanuch maroranoMmoHnnaHblie 11t AK/T / APJIB Ton-
CTOCTEHHBIC apTepUATbHBIE COCYIUCThIC CTPYKTYPHI, CBSI-
3aHHbBIE C COCeAHEll BEHO3HOI CTPYKTYpOil, UMEIoIIne
eIHYI0 aNBEeHTULIMIO (puc. 4A), a TaKxKe aBaCKyJISIpHbIe
30HEHI (cM. puc. 4B).

3ametku u3 npaktuku « Clinical cases

Menkue JeroyHble apTepruu — ¢ HayaJbHBIMU TIPU-
3HaKaMu (hrOpP03a 1 TUTIEPTUIA3MK MBIILIEYHOTO CJI0ST, YTO
COOTBETCTBOBAJIO, KaK U B KJIMHUYECKOM HAOJIIONEHUN
Ne 1, 1—2-1 cragum no xiaccudukanmum Xura—3aBapaca
[13]. ITpu AOMOJHUTENBHBIX UCCIEAOBAHUSX (IKCITPECCHUS
CD31 Ha sHIOTENUM COCYI0B) JOCTOBEPHO MOATBEPXKIEH
JNIBOMHOW CJIOW KaNMWJUISIPOB B YTOJIIEHHBIX TIEPETOPO/I-
Kax, 06e3 (popMUpOBaHUS aJTbBEOTOKATTMIUISIPHBIX MEM-
opan (puc. 5A). Cyaga no skcnpeccuu CD31, kapTuHa
aTtejiekTasa c(popMUpoOBaHa yYaCTKAMM C TOHKUMU TIepe-
TOPOJIKaMU C OIHUM CJIOEM KalWLISIPOB ¥ 00pa3oBaHUEeM
aJIbBEOJIOKATIJIISIPHBIX MEMOpaH.

BeposiTHee Bcero, 3Ty 30HBI SBASAUCH Haubosee
(GYHKIMOHABHBIMY TIPH KU3HKU peOeHKa, a UX U3Me-
HEeHUsI, 00yCIOBIEHHBIE OCToXHeHUsIMU oT DKMO,
MIPUBEJIN K MPOTPECCUPOBAHMIO NBIXaTeJIbHON HEMO-
cTaToyHoCTU U cMepTu. [Ipu npoBeaeHUM UMMYHO-
rucroxumuueckoit peakuuu ¢ CD31 Busyanuszupona-
JINCHh OECCOCYMUCThIE 30HBl — YTOJIIIEHHBIE MEXaTb-
BEOJIIPHBIE TIEPETOPOIKU, B KOTOPBIX OTCYTCTBOBAIMN
COCYIbl MUKPOLMPKYJISITOPHOTO pyciia. DKCIpeccuei
CK7 u HarncuHa A Takxke MOATBEPXKIAeTCsl TUMOTe3a
0 HEpaBHOMEPHOCTU MOphOoTeHe3a JIeTOYHOW TKaHU.
B 30Hax aTesekTasa BU3yaJau3MpPOBAIOCh JOCTATOYHOE
KoauuecTBo anbBeosiouToB I u Il mopsiaka, Torma Kak
B YTOJIIIIEHHBIX TTeperopoakax auddepeHInpoBKa ajib-
BEOJIOLIUTOB ObLIa HApYIlIeHa, BU3yaTu3UPOBATTUCh HEM -
HOTOUYMCIIEHHBIE TUddepeHIINPOBaHHbBIC ATBBEOJIOIIUTHI
I mopsinka (CK 7; cm. puc. 5B) 1 equHUYHBIE aJIbBEOIO-
uutsl 11 mopsinka.

B aTom ciryyae oTMeueHa BbIpaxKeHHas! IepCUCTEHITUS
MakpodaroB KaK B TOJIIIIE MEXaIbBEOJSIPHBIX ITePETo-
POIOK, TaK U B aJIbBeOJIIpHBIX ITpocTpaHcTBax (CD163).
KpomMme Toro, mipu ayroricu 0OHapYKEHBI TTPOSIBJICHUS
reMOpparn4eckoro CUHApoMa (BHyTPUMO3TOBOE TTapeH -
XMMAaTO3HOE CYOKOPTUKAIbHOE KPOBOM3IMSHUE B JICBOM
TEMEHHO-3aTbIJIOYHOI 00JaCTH, pacpoCTpaHEHHbIE
MeJIKUe cybapaxHouIalbHbie KPOBOU3IUSIHUS, PACTIPO-
CTpaHEHHBIE KPOBOUIUSHUS B JIETKUX, TIOUKAX; CyOIHIO-
KapauaJgbHble KPOBOM3IUSHUS B MUOKAP] C IBICHUSIMU
OpraHM3alu; O4aroBble KPOBOM3IUSHUS B OpbIKeiiKe
TOHKOH ¥ TOJICTOM KUK ; KPOBOM3IUSIHUS B CIIM3UCTYIO
000JI0YKY TOHKOI U TOJICTOI KUIIKW; O4aroBble KPOBO-

Puc. 4. A — mopdonornueckoe rcciaeaoBaHne TKaHU Jerkux nanueHTku C.; Tpuxpom no MaccoH; X 10 — komruiekc «aprepusi (1) — BeHa (2)»;
B — mopdosiornueckoe uccienoBanue Tkanu jierkux rnamueHTku C., CD 31; X 3,5 — aBackyJisipHasi 30Ha

Figure 4. A, Morphological examination of lung tissue of patient S., trichrome by Masson; X 10 — complex “artery (1) — vein (2)”; B, Morphological

examination of lung tissue of patient S., CD 31, X 3.5 — avascular zone
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Puc. 5. A — yToJ11eHHbIE MeXaJIbBEOJIIPHbBIE TIEPETOPOJIKU C IBOMHBIM ciioeM KanuuisipoB, CD31; X 20; B — yrosieHHbIe MEXabBEOISIpHbIE
TIEPErOPOIKH C HEJOCTATOYHBIM KOJIMYeCTBOM anbBeosnonuToB | tuna, CK 7; x 20

Figure 5. A, thickened interalveolar septa with a double layer of capillaries, CD31; X 20; B, thickened interalveolar septa with insufficient number

of type I alveolocytes, CK 7; x 20

U3JUSIHUS B TAPEHXUMY CeJIe3eHKU 1 MO3TOBOE BEILIECTBO
HaIITIOYeYHUKOB; pacIIpOCTpaHEHHBIE HEKPO3bI ¥ KPOBO-
U3USTHUS B TApEHXUME TIeYeHU), pacIpOCTpaHEHHBIC
HEKpO3bl KOPKOBOT'O X MO3TOBOTO BEIECTBA MOYEK, YTO
MOXKHO pacleHuBaTh Kak ocioxxHeHrne DKMO [14]; xen-
TyXa KOXHOTO MOKPOBa, CIM3UCTBIX 000J0YEK, MSITKUX
TKaHel, ”HTUMBI COCYIOB BHYTPEHHUX OPTAaHOB.

O6cyxaeHue

BAJl u AKJI / APJIB siBastIoTCSI Upe3BbIYAiiHO PEIKU-
MM JIeTAJIbHBIMUA UHTEPCTULIMATIbHBIMU 3200J1€BaHUSIMU
JIETKUX Yy MJIaZIeHLIeB, KOTOpPbI€, BOBMOXHO, pexke auar-
HOCTHPYIOTCSI, YeM BCTpeuarTcs. B mocTymHoi murepa-
Type OOHapy>XeHbI BCETo S cIy4yaeB JaHHBIX 3a00JieBaHUI
B Poccuu, HM OJIMH U3 MaLMEHTOB He TMoayJall Tepanuo
¢ nomoiupio DKMO [5, 15, 16].

TpynHocTH NpuXU3HEHHOU nuarHocTuku BAJL
u AKJI / APJIB cBsi3aHBI ¢ OBICTPBIM HACTYTUICHUEM Jie-
TaJbHOTO UcXoda, pedpakKTepHOCThIO MPU OOBIYHO pac-
MIPOCTPaHEHHBIX MOPMOJTOTHUECKIX NU3MEHEHUSIX K IPO-
BOIMMOI pecniupaTopHolt Tepanuu, JIAI-cneuunduye-
ckoii reparmu 1 gaxxe DKMO, 4To TpoIeMOHCTPUPOBAHO
B MIPUBEACHHBIX KIMHUYECKUX HaOIoaeHusIX. B 0boux
clydasix 3a00JieBaHUsI Pa3BUJIMCh Y JOHOILIEHHBIX JeTei
0e3 MH(hEKIMOHHbIX 3a00JIeBaHN, MaHU(ECTUPYS B BUIE
PECIIMPATOPHOTO TUCTPECC-CUHAPOMA, TICPCUCTUPYIOIICH
JIErouHo rurepreH3un HoBopoxkneHHbIX (ITJITH) B mep-
BbIe MUHYTHI / 4achl XKku3HU. HeoO0X0aMMO OTMETUTB, YTO
B COOTBEeTCTBUH ¢ [TaHAMCKOI1 KiaccuuKaiei rurep-
TEH3WOHHOI coCcyarcTol 60e3HM terkux y pereid (2011)
JIT', cBs13aHHas1 ¢ peTaabHBIMU HAPYILLIEHUSIMU Pa3BUTHS
COCYIOB JIETKUX, K KOTOPbIM OTHOCSITCSI, B YaCTHOCTH,
BAII u AKII / APJIB, BkiTtoueHa B 1-10 KaTeropHio Ipu-
YUH TUNIEPTEH3MOHHOM COCYIMCTOIM OOJIE3HU JIETKUX,
B To Bpems Kak [1JITH — Bo 2-10 kateropuio, 4To MMe-
eT BaXKHOe MpaKTUUYEeCKOe 3HauUeHue, HalleJaBasl Bpaua
Ha HeoOXoaUMOCTh AuddepeHInaIbHON TMarHOCTUKU
JIAaHHBIX cOCTOsIHUIA [17].

B ncTopruueckom acrekTe MOXHO MPEanoa0XKUTh,
YTO HEKOTOpbIE Clyyau, MepBoHavYalbHO pacleHuBae-
Mble Kak uauonatuyeckas [JITH, ¢pakTuyecku sBiasiiich
HEeIMarHOCTUPOBAaHHBIMU MU (GY3HBIMU HAPYIIICHUSIMU
Da3BUTUSI JIETKHUX.

Kusznecnacarmas npoueaypa DKMO, nHuLM-
WpOBaHHAA C 1-X CYTOK XU3HHU, MTO3BOJIMJIA TTALIMEHTAM
IOXUTB 10 18 1 17 CyTOK COOTBETCTBEHHO, a IeTaJIbHOE
MopdoIOrnYecKoe ucciaenoBaHue — MOCMepPTHO Bepudu-
upoBarth nuarto3. Ciaenyer OTMETUTh, YTO B OTCYTCTBUE
OKMO neranbhblit cxon ipu 1 dy3HBIX HAPYIIEHUSIX
pocTa JIETKMX HACTYIIAaeT yKe B IMIePBbIC YaChl / CYTKM XKH13-
HU, KaK OTMEYEHO Y CMOCOB mnarueHTa M. (KIIMH1uYecKoe
HabmoneHue No 1).

B nutepartype obcyxkaanach 1eaecoo0pa3HoCTb Mpo-
BeneHuss DKMO, koTopas paciieHnBaIach Kak 0eCcCMBbI-
cileHHas, y nauueHtoB ¢ BAK]I B ciyyae npoBeneHus
ouoricuu nerkux [18]. Bmecte ¢ Tem nipu 6uorncuu jier-
kux nuarHo3 BAK]JI yctaHaBauBaeTcs He OoJiee ueM
B 10 % cnyyaeB [19]. Cpeau ocoGeHHOCTEN MPeCcTaB-
JICHHBIX TTALIMEHTOB BBIAESIOTCS, BEPOSITHO, ACCOLIMM -
POBaHHBIN C MOJIOM TUTl HACJEOBaHUS, OTCYTCTBUE 3a-
Iep>KKIA BHYTPUYTPOOHOTO pocTa T1ona, Haauare BITC
(OTKPBITBIN apTepHabHBIN ITPOTOK, OTKPBITOE OBAJIbHOE
okHO) y mauueHTta M. ¢ BA/l (kiinmHnueckoe HabmoaeHe
Ne 1); orcyrcTBue BHenerouHbix BITP y manmentku C.
rpu couetannu AKJI / APJIB ¢ BITP HikHUX obIxaTelb-
ubix myteii Il Tuna (knnHudeckoe HabmoneHue No 2);
OTCYTCTBUE Xpsillla B OpOHXaX CpenHero Kajiuopa, Haau-
yue ocaoxHeHuit DKMO, B T. 4. Ha ayTomncuu, y 000ux
MMalMEHTOB.

3aknioyeHue

BAI 1 AK]/I / APJIB aBastfoTcst oueHb peIKUMU TTPUIH-
HaMU IbIXaTeIbHON HEMOCTATOUHOCTH HOBOPOXKICHHBIX,
BTOPUYHOI MO OTHOIIEHUIO K TsiKeoi JIT, koTopas He-
BOCITPMMMYMBA K CTAHAAPTHBIM METOJAaM JICUCHUSI, TAKIUM
kak MBJI, iNO u DKMO, 4T0 NMpoaeMOHCTPUPOBAHO
B IIPUBEICHHBIX KIIMHUYECKUX HaOmoneHusiX. [Togasmisi-
toiee 6oabHCTBO ciyyaeB BAI u AKJT / APJIB mo-
MpeXHEMY TUArHOCTUPYETCS Ha ayTOIICUM Ojiaromapst
XapaKTepHOI THUCTOJIOTUICCKOM KapTuHe. JlaHHbIe 3200~
JIeBaHUST HEOOXOIMMO 3aIOJ03PUTh ITPU HeA(P(HEKTUBHO-
ctu JIAT -cneuuduueckoit repanuu [TJITH u Headdek-
tuBHOCTH DKMO. BeaeHue naliueHTOB U yCTaHOBJIEHUE
JIarHO3a BO3MOKHEI B pAMKaX MYJIbTUINCIUTIMHAPHOTO
IMOIX0Aa U TIIATeJIbHOTO MOP(MOIOTrMIECKOTO NCCIEIO-
BaHUSI.
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Cnucok cokpaLyeHui

AK]I / APJIB — anbBeoispHO-KaNMJUISIpHAST TUCTIIA3UST
C aHOMAaJIBHBIM PACTIOJIOKEHUEM JISTOUHBIX BEH

BAIIl — BpoxkneHHas aJibBeoJIsipHasi AMCTUIa3ust

BAKJI — BpoxaeHHast aJlbBEOISIPHO-KaNWJUISIpHAs JUC-
TUTa3Ust

BIIP — BpoxaeHHBIe TOPOKU pa3BUTHUS

BIIC — BpokaeHHBII MOPOK cepalia

3BYP — 3anepxka BHyTpUYTPOOHOTO pocTa

MBJI — uckyccTtBeHHast BEHTUJISILIMS JIETKUX

KT — xommbloTepHas Tomorpadpus

JIAT — nerouyHast aprepuanbHasi TUTIEPTEH3US

JIT — nerouHast runepTeH3us

MKDbB — MexayHapoaHas kiaaccudukauus 6ose3Hein
OTI'K — opranbl rpyaHOi# KJIeTKH

OPUTH — otnenenne peaHuMali 1 UHTEHCUBHOM Te-
paIrmuy HOBOPOXKIEHHBIX

ITIJITH — nepcuctupytoiias JierouyHasi rurnepTeH3us1 Ho-
BOPOXKIEHHBIX

OKMO — skcTpakopriopajibHasi MeMOpaHHas OKCUTe-
Hauus

DxoKTI — sxokapauorpadus

iNO — MHTaISIIMOHHBIN OKCUII a30Ta

KDIGO (Kidney Disease: Improving Global Outcomes) —
MHuumaTtrBa Mo yjayJylleHUo [100aTbHbIX UCXOI0B 3a-
OosieBaHMI TTOYEK
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