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BBEJIEHUWE

AKTYaJIbHOCTH NIPO0JIeMbI

WNuTtepctunmanpabie (qud@ys3Hbie, MapeHXUMaTO3HbIE) 3a00JICBaHUS JIETKUX —
ATO TETEPOreHHasl TPymIa XPOHWYECKHX 3a00JeBAaHUM JIETKUX, XapaKTEPU3YIOIIHUXCS
MOPAKCHUEM HHTEPCTHUIMS U JPYTUX KOMIOHEHTOB Jjerkux [3]. MHTepcTHimambHbIe
3a00€BaHusl JIETKUX OTHOCATCS K peAKUM (OppaHHBIM) OOJNE3HAM M BCTPEUYAIOTCS C
qacToTON BO B3pocion momyssiuu 9,4-83,6 va 100 Teicsy Hacenenus [86] u y merei
0,36 na 100 teIcsy Hacenenus [/7, 81]. CormacHo kmaccupukanuu AMEPHUKAHCKOTO
TopakaibHOro  obOmectBa  (amrn—  American  Thoracic  Society, ATS),
WHTEPCTUITHATBHBIC 3a00JICBaHUS JICTKUX Yy JIETCH MOAPA3ACISIOTCS HA TPU TPYIIIIHL:
3a0oneBaHusi, He creuuduyHble JJIs  MJAJEHIEB; 3a0oyieBaHus, HauOoJiee
pacnpocTpaHEHHBIC B MIIAJICHUECTBE M HEKJIaccuUIMpyemMbie 3a00JeBaHUs, KOTOPHIC
BKJTIOYAIOT 3200JI€BaHUs HAa TEPMUHAJIBHOM CTaJuH, HEIUArHOCTHPYEMBIC PE3yJIbTaThl
Oouorcuu, U OUOICUM ¢ HEAOCTATOYHBIM KosimuecTBoM MaTepuaia [50]. Ocoboe MecTo B
rpynmne 3aboneBaHuii, Hawboyiee pPAaCIPOCTPAHCHHBIX B MIIAJICHYSCTBE, 3aHUMAET
HEHUPOPHIOKPUHHAS  KJICTOYHAsl  TUMEpIUia3vs  MJIQJICHIEB,  OTHOCAMIAsCS K
3a0o0seBaHUsIM Hen3BeCTHOM THosiorun. Briepseie otkpsitas B 2001 1. B CIIIA [138], ¢
MOMEHTa CBOETO OIMWCAHUS HEWPOIHJIOKPUHHAS KJICTOYHAs THUMEPIUIa3us MIIAJICHIIEB
MIPUKOBBIBAET MHTEpPEC HccienoBarenell Bo BceM mupe. M3yudenbl maTtomopdosorus
[83], xnmHMueckas kaptuHa [127], KOMIBIOTEpHO-TOMOTpadHUecKas CEMHOTHKA
HEHPOIHIOKPUHHOW KiIeTouHOH THmepruiazun mianeHrneB [130], paspabareiBarorcs
nonxo el K Tepanuu [79, 140, 153], npomosrkaroT HaKaruIMBaThCS TaHHBIE O KaTaMHE3e
nanuentos [100, 120, 132].

HetiposHmokpuHHass KIETOYHAS THMEPIUIA3us MIIAJCHIICB MOXKET UMHUTHPOBATH
apyrue, OoJjiee pacmpoCTpaHCHHbIE 3a00J€BaHUS HWKHUX JbIXaTEIbHBIX ITyTEH,
HallpUMeEpP, OCTPHI OpPOHXUONHT, TakKe KaK W HEHPOIHIOKPUHHAS KJICTOYHAS
TUNepIvia3us MJIAJACHIEB, CONpoBOXAaromuiics kpenurauueit [157]. IlpoGnemoit
SBIISICTCS W TIO3[HSS JUArHOCTHKA HEHPOAHIOKPUHHOW KJIETOYHON THIIePILIa3uu

MIIaA€HIICB, OT MOMCHTA MaHI/I(l)GCTaHI/II/I 3a00JIeBaHUS J0 IIOCTAHOBKH JHArHo3a B



cpeqnem mpoxoaut 4,5 wmecsueB [132], u Bce 3TO BpeMs MAlUCHTBHl C
HEUPOIHJIOKPMHHON KIIETOYHOW THNEPIUIA3UEN MIIAJICHLEB MOTYT IOJIY4YaTh TEPAIIHIO
OT Jpyrux 3a00JeBaHUM, XapaKTEPU3YIOMIMXCS  TMOJOOHBIMH  KIMHUYECKUMU
cumnTomamu. Takum oOpa3oMm, HEHPOIHIOKPUHHAS KJIETOYHAS THUNEPIUIa3us

MJIAACHIICB ABJISICTCA aKTyaJIbHbIM, MAJION3Y4YCHHBIM 3a00J1€BaHUEM JIETKHX y I[eTeﬁ.

Crenenb pa3padoOTAHHOCTH TEMbI

BenymuMm wuccnenoBatenem 3aboneBanus B mupe spisgercs R.R. Deterding,
Briepsbie onucaniias ero B 2001 r. B CIIIA. B ee nocnenyromux paboTax COBMECTHO €
KoJuteraMy OBLITM TIPEICTABICHBI Cepuu HaAOMIOMCHUN TarMeHToB [75, 127], ommucanbl
OroMapKephl KUJIKOCTH OpOHX0aTbBEOISIPHOTO JaBaxka MalMEHTOB c
HEHPOIHIOKPUHHOW KJICTOUHOM rumnepruia3ud miajaeHies [76]. B paborax 3apy0OeHbIX
UCCle0BaTeNieil MPOBOJAWIMCH COINOCTABJICHUSI PpE3yJbTAaTOB OWONCUN JIETKUX U
KOMITBIOTEPHOU TOMorpaduu OpPraHOB TPYAHOM TMOJIOCTHU, MO PE3yJbTaTaM KOTOPHIX
OblJla yCTAaHOBJIEHA BbICOYAMIIasg IUAarHOCTHYECKass HHOOPMATUBHOCTh KOMIBIOTEPHOM
TomMorpadud OpraHOB TpPYJHOM TMOJOCTH B JIMArHOCTUKE HEHPOIHIOKPUHHOM
KiaeTouHoi rumepruiazuu  mianeniteB [130]. HauGombinas cepus HaOI0aeHUMN
ManueHToB, BKIovaBmmas 199 nerelt, Obuta omyonukoBana B CIIIA B 2020 1. B pamkax
NPOBE/ICHUS MHOTOIIGHTPOBBIX HccieaoBanuii [127]. ComoctaBisisi 3TH JaHHbBIE C
HacenienneM CIIA u Poccuiickoit @enepaunn, Kotopble cocTaBisatoT 334,6 u 146 mun
YeJIOBEK COOTBETCTBEHHO, MOXKHO OTMETHTh, YTO KOJUYECTBO OOJIBHBIX C
HEUPOIHJIOKPUHHON KIIETOYHOW THUIMEPIUIa3ue MIIAJICHIEB B HAalleW CTpaHe, MpHU
aHATOTMYHOW TTOMYJISIIMOHHON YaCcTOTEe, MOXET JIOCTHTaTh 86 00JBbHBIX [164].

IIepBoe yrnoMuHaHKHe 0 HEUPOIHAOKPUHHOM KJIETOYHOM TMIEPIIA3UU MIIAJCHIICB
(mepcuctpyroliee TaXUIMHOD MIIAJICHIIEB) B PYCCKOS3BIUHON JIUTEPATYPE MPUHAIICHKUT
B.K. Tarouenxo [39]. [lepBoe omucanue manueHTa ¢ HEHPOIHIOKPUHHON KIETOYHOMN
THIIEPIUIa3ueii MITaJICHIICB B Halllei cTpaHe ObUIo omyOsmkoBaHo B 2013 r. [28], nanee
ObUIM OMyOJMKOBaHBI CEPUM HAOIIOJCHUWNM MAlMEHTOB B paMKaX OJHO- U
MHOTOIICHTPOBBIX HCCIEIOBAHUM, BKJIIOYAs MAllMEHTOB, KOTOPBIM ISl BepUDUKALIUU

JMarHo3a MPoBOIMIN Ouorcuto jerkux [17, 21, 36]. beuta ycraHoBieHa 10151 OOJIBHBIX



HEUPOIHJTOKPUHHOUN KIIETOUHOU TMIEPIUIa3uel MIAJEHIIEB B CTPYKTYPE IETEN IBYX JIET

KM3HHM C MHTEPCTUIIMAILHBIMU 3a00JIeBaHUAMU JieTkux [37].

Heapb ucciaenoBaHus
Pa3paboTka METO/IOB MUAarHOCTHKU W JICYCHUS HEUPOIHJIOKPUHHOW KIETOYHOM
TUIIEPIUIA3UM MIIQJICHIIEB HA OCHOBAHWU HW3YyYE€HUs KIMHUYECKOW U KOMIIBIOTEPHO-

TOMOTpapUYECKON XapaKTEePUCTUKH U TE€UCHUSI 3a00JI€BaHMUS.

3agayu uccie10BaHusA

1. Onpenenuts A0J10 OOJBHBIX C HEMPOIHIOKPUHHON KJIETOYHOM rumepruiazuen
MJIAJCHLIEB B CTPYKType [JE€Te€l TIpyJHOro BO3pacTta C HMHTEPCTULHAIBHBIMHU
3a00J1€BaHUSIMUA JIETKUX, U B CTPYKTYyp€ MAllMEHTOB, HYXXJAIOLIMXCS B MNPOBEICHUU
JUTUTENBHON JOMAIIHEN KHCIOPOIOTEPAIUH.

2.  llpencraBuTh  KIMHMKO-aHAMHECTHYECKYI0 U WHCTPYMEHTAJIbHYIO
XapaKTepUCTUKY MAalHUEHTOB C HCMOJb30BAHUEM KIMHUYECKOM WIKaJIbl JUArHOCTUKH
HEUPOAHAOKPUHHOM  KIIETOYHOM THUNEPIUIa3uM  MJAJCHLEB, IIKaIbl  TAKECTH
MHTEPCTUIUATBHBIX 3a00JIEBaHUM JIETKUX, YCTAHOBUTH YaCTOTY OCIIOKHEHHUM U ONUCATh
Tepanuto 3a00J1eBaHus.

3.  VYcTaHOBUTH NPEAUKTOPHl M CO3JaTh  MATEMaTHYECKYyI0  MOJEIb
IPOrHO3UPOBAHUSI ~ MOTPEOHOCTM B MPOBEAECHUM  JUIMTEIBHOM  JlOMallHed
KUCJIOPOJOTEPANIMA MAUMEHTOB € HEUPOIHAOKPUHHOM KIETOYHOM THIIEPIUIA3UEH
MJIAJICHLIEB.

4. OueHUTh JUArHOCTUYECKOE 3HAYEHUE KIMHUYECKOM HIKajdbl JIHATHOCTUKU
HEUPOSHJOKPMHHON  KJIETOYHOM TUNEPIUIA3UM  MIIQJEHLEB  JUISL  [POBENCHUS
auddepeHnInaIbHON JMATHOCTUKH ¢ MH(EKIMEeH HUKHUX AbIXaTeIbHBIX MyTEeH.

5. Oxapakrepu3oBaTh TEUEHHWE M KaTaMHE3 IALMEHTOB C HEWPOIHIOKPUHHOM
KJIETOYHOM THUIlepIUIa3ueid MIIaJICHLIEB, BKIIOYas OOJIbHBIX, MEPEHECIIUX HOBYIO
KopoHaBupycHyto uHdpeknuto COVID-19.

6. Pa3paboTarh airopuTM MOCTAaHOBKM JHWAarHo3a M IMporpaMMmy oOCIeIOBaHUs

MAILMEHTOB C HEUPOIHJTOKPUHHOM KIIETOUYHOM TUIIEPILIA3UEH MIIAICHIIEB.



HayuyHnast HOBU3HA

Bnepseie B Poccuiickoit ~ ®Denepanuu  ompeneneHa  J0JisE  OOJBHBIX
HEHUPOSHJIOKPUHHONW KJIETOYHOM TUIIEPIUIA3UEd MIIAJICHIEB B CTPYKTYpe JETEl
TPYAHOTO BO3pacTa C WHTEPCTUIATBHBIMU 3a00JICBAaHUSIMU JIETKHX U B CTPYKTYpe
MALMEHTOB, HYKJAIOIIUXCS B TPOBEICHUY JUIUTEIIbHON JOMAIIHEN KUCIOPOAOTEPAIIHH.

Onucana ojHa W3 CaMbIX KPYMHBIX Cepuil HAOIIONCHWA TAIMEHTOB C
HEUPOIHAOKPUHHOMN KJIIETOYHOM THIIEPIIA3UEN MIIAJICHIIEB B MUDE.

Bnepseie B Hamen cTpaHe ONMMCaHa BCTPEYAEMOCTh KIIMHUYECKAX CUMIITOMOB y
MAILMEHTOB C HEUPOIHAOKPUHHOM KIIETOYHOW TUIIEPILIA3UEN MIIAJECHIIEB HA OCHOBAHUH
WCIIONB30BaHUs  IIKAJIBl  KIMHAYECKOM  JMarHOCTUKM M OXapaKTepHU30BaHA
KOMITbIOTEPHO-TOMOTpauyeckas CeMHOTHKA 3a00JI€BaHHUS.

Bnepsele B Mupe onpeneneHsl  INPEIUKTOPHl  JUIMTEIBHOM  JOMAIIHEU
KUCJIOPOJOTEPANIMA Y TALIMEHTOB C HEHPOIHAOKPUHHOM KJIETOYHOM TUIEpILIa3ueu
MJIQJICHLIEB, OINpPEIEIEHO JHATHOCTUYECKOE 3HAYEHUE  KIMHUYECKOM  IIIKaJIbI
JAArHOCTUKU  HEUPOIHAOKPMHHOM  KJIETOYHOM TUIEPIUIA3UEN  MIIAJICHLUEB  JUIA
npoBeneHus U depeHIuanbHON TUarHOCTUKH ¢ UHPEKUUAMH HIKHUX JBIXaTEIbHBIX
IIyTE€ Ha OCHOBAHUHU IIOBTOPHOM OLIEHKH CUMIITOMOB 4€pe3 TPU HEJEIIU.

Bnepsble co3maHa IpeIMKTHBHAs  BalliJHAsd  MaTeMaruyecKas  MOJEIb,
MO3BOJISIIONIAS Ha OCHOBAaHWU KIIMHUYECKHX CHUMIITOMOB IPEACKa3aTh MOTPEOHOCTh B
[IPOBEJICHUH JUIUTEIBbHON JTOMAIIHEN KUCIOPOIOTEPANUHU Y AETEU C HEUPOIHTOKPUHHOU
KJIETOYHOM TUIIEPILIa3uei MJIaJICHIEB

BnepBrie ommcano TedeHue HOBOM KopoHaBupycHoW uHpexnmu COVID-19 y

MAILMEHTOB C HEUPOIHJTOKPUHHOM KIIETOYHOU TUIIEPILIA3UEN MJIAICHIIEB.

TeopeTnueckas M NpaKTHYECKasi 3HAYMMOCTD
[IpenyioxkeHbl PEKOMEHJALMU 10 TAKTUKE BEIEHHUS M Tepanuu, 00OCHOBaHbI
MOKa3aHWs JUIsl Ha3HAYEHUs KHUCJIOPOJOTEpANHMM MNalUeHTaM ¢ HEHUpOIHAOKPHHHOU
KJIETOYHOM TUIEPILIa3uei MIaJCHIICB.
Pa3paboransl Marematuueckue Moaenu auddepeHunanbHOl  AHUarHOCTUKA

HeﬁPOSHHOKpHHHOﬁ KJI€TOYHOU TUICPIIA3uK MIIAJICHICB C I/IH(l)eKI_II/ISIMI/I HHKHHX



JBIXaTEIbHBIX MyTeH M MPOTHO3MPOBAHUSA MOTPEOHOCTH B TMPOBEICHHUM JJIUTEIbHOU
JOMAIlIHEN KUCIIOPOJAOTEpANlMA Y IAUMEHTOB C HEUPOIHIOKPUHHOM KIIETOUYHOU
TUIIEPILIA3UEN MJIAJICHIIEB.

Hcnonp3oBaHue  pe3yibTaTOB  IMPOBEACHHOTO  HMCCIENOBaHUS  IMO3BOJISET
neauaTpaM, HEOHATOJOoraM, MyJIbMOHOJIOTaM — 3alof03pUTh  HEUPOIHIOKPUHHYIO
KJIETOYHYIO TUIEPIUIA3UI0 MIIAJICHIIEB MPU MOMOIIM OLICHKH MO KIMHUYECKOW IIKaje
JUAarHOCTUKH, a C TOMOIIbI0 pa3pabOTaHHOW JMArHOCTUYECKON MpOTrpaMMbl
OMpeeNIUTh 00BEM HEOOXOAUMOT0 00CIEIOBAHUSI U JICUCHHUS.

Onpenenena mo0yis OONbHBIX HEUPOIHJOKPUHHOM KIETOYHON THUMEpIUIa3uen
MJIAJICHIIEB, HYXIAIOUIUXCSl B TPOBEACHUU JTUTEILHON JJOMAITHEN KUCIOPOA0TEpAIuH,
YCTAHOBJICHBl MPEIUKTOPHI KHUCIOPOJI03aBUCUMOCTH Yy JETed C HEUPOIHIOKPUHHOU

KJIETOYHOW TUIIEPIIA3UeU MJIaJICHLIEB.

BHenpenue pe3yJbTaToB HccCJIeI0BAHUSA

[Tony4yeHHbI€ B X0J1€ TUCCEPTAIMOHHOTO MCCIEOBAaHUS JAHHbBIE UCIIOJIB3YIOTCS B
MpPaKTUKE MYJIbMOHOJOIMYECKOTO M KOHCYJbTAaTUBHO-IUArHOCTUYECKOIO OTACIICHUN
['ocynapcTBeHHOTO OIOKETHOTO YUPEXKACHUS 3JIpaBOOXpaHEHUsi ropoja MOCKBBI
«Mopo3oBckas  JeTckas TropojcKas  KIWHUWYeckass OonbHHIla JlemaprameHTa
31paBOOXPaHEHUS ropozaa MoOCKBBI, Kapu0-1yJIbMOHOJIOTUYECKOTO u
KOHCYJIbTaTUBHO-IMAarHOCTHYECKOr0  oTheneHuil ['ocyaapcTBeHHOro OrOKETHOTO
YUpeXJEHUsT  3ApaBooXpaHeHus ropojga MockBel  "Jlerckas — MH(pEKIMOHHAS
kiuHu4yeckass oonpHUIA Ne 6 Jlemapramenta 3npaBooxpaHeHus ropona MockBbl", Ha
0a3e KOTOPHIX BBIIOJIHEHA padoTa.

[TonyueHHble pe3yJbTaThl JUCCEPTALMOHHOTO MCCIEAOBAaHUS WHTETPUPOBAHBI B
JIEKIIMOHHBIN MaTepuan Kadeaphl, a Takke 00CYKTAIOTCS Ha MPAKTUYCCKUX 3aHITHSIX
CO CTyJAEHTaMH, acnupaHTaMd, OpPAUHATOPAMH U CIYIIATEISIMU HENPEPHIBHOTO
MEJIUIIMHCKOTO 00pa30oBaHMs, MPOBOJUMMBIX Ha Kadeape mNeauaTpuyd MEIUIIMHCKOTO
uHctutyta DenepanbHOro rocyJapCTBEHHOTO aBTOHOMHOIO — 0Opa3oBaTelbHOIO
YUpEKJICHUST BbIclIero oOpazoBaHus «PoccHilCKMil yHUBEPCUTET NpPYKObl HAPOIOBY

MuHucTepcTBa HayKu U Bbiciiero oopa3zoBanus Poccuiickoit denepanuu.



OcHOBHbBIE N0JI0’KEHH S, BBIHOCMMbIE HA 3aIUTY

1. HeliposHioKprHHAs KJIETOYHAs TUIEPILIa3us MIIAJICHIIEB MIPEACTaBIsIET OO0
caMO€ 4acToe MHTEPCTUIIMAIbHOE 3a00JIeBaHUE JIETKUX Yy JIETe TPyIHOrO BO3pacCTa,
MaHu(decTupyomee B BHUAC MEPCUCTUPYIONIETO TAaXWUITHOD, HE COOTBETCTBYIOIIETO
ypoBHIO CHIKEeHHS SPO2, KpemuTaIiuu, OCIOKHSIONEeCs HEAOCTaATOYHOCTRIO TTUTAHUS,
XPOHUYECKOMN ABIXaTEIbHON HEAOCTATOYHOCTBIO.

2. JlmarHOCTMKa HEWPOIHJOKPUHHOM KIETOYHOW THIEPIUIa3UU MJIa/ICHIICB
OCHOBaHa Ha BBISBJIICHHE MEPCUCTUPYIOMINX (OoJiee 3 Helenb) MPU3HAKOB 3a00JICBaHus,
BXOASIIUX B KIMHUYECKYIO IIKAITY JTUArHOCTUKHU 3a00JE€BaHUS U B TUIMHYHBIX CIydasiX
Y4aCTKOB YIUIOTHEHHMS TI0 THUIy «MaTOBOrO CTEKJa» C MPEeUMYLIECTBEHHOMN
JIOKalu3alue B CpeHel J10J1€, BBISABISEMBIX M0 IAHHBIM KOMIIBIOTEPHOUN ToMOTpaduu
OPTraHOB I'PYIHOM IMOJIOCTH.

3. OOs3arenbHble  JUArHOCTUYECKHE  METOIbl  JJIsi  Bepudukauuu
HEUPOAHJOKPUHHON KIJIETOUYHOW THUMEPIUIa3ud MJIAJICHIIEB BKIIIOYAIOT OIICHKY IO
KJIMHAYECKON IIIKaJe TUArHOCTUKH, KOMIIBIOTEPHYIO TOMOTpaduio OpraHoOB TpyIHOMN
IIOJIOCTH, ITYJIbCOKCUMETPHIO.

4. Tepanusi HEUPOIHIOKPUHHON KJIETOYHOM TMIEPIUIA3UNA MIIAJICHIIEB BKJIIOYAET
MIPOBEJCHUE KUCIOPOIOTEPAIINH MIPU SMU304aX JIecaTypaluy BO BpEMs peCIUPaTOPHBIX
uH(DEKIuH, UIMTETbHYI0 JOMAIIHIOK  KHUCIOPOAOTEpANUi0 TMPU  XPOHUYECKOUN
IbIXAaTEeIbHOM HEIOCTATOYHOCTH, TMIEPKATIOPUITHOE MUTAHUE MPU HEJOCTATOYHOCTH

IIMTaHUs.

Anpodauus pe3yjibTaTOB
OcCHOBHbBIE TIOJIOKEHUSI JAUCCEpPTAllMd JOJOXKEHbl U 00CyxkJeHbl Ha 30-M
HammonanpHOM KOHTpecce 1o Oone3HsM opranoB apixanusi (MockBa, 2020),
Bcepoccuiickoli HayqHOUM KOH(PEPEHIINN ¢ MEKIyHAPOAHBIM ydacTueM «KimHu4deckne
U TEOpeTUYECKue acmhekTbl coBpeMeHHoW memuuuabl — 2020» (Mocksa, 2020), 1V
HayuHno-npaktuueckoil KOH(MEpPEHIIMU C MEXIyHApOJIHbIM ydacTueM «MeauiuHckas
oOpa3oBaTenbHass Henmens: Hayka u mnpaktuka - 2020» (Mocksa, 2020), V

O6mepoccuiickoit  onnaitH-koHpepeHunn «FLORES VITAE. TlonuknuHuueckas
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neguatpusi» (Mocksa, 2020), XXIII Konrpecce nenuarpoB Poccun ¢ MexayHapoIHbIM
ydqactueM «AKTyalibHble Mpobsembl neauarpum» (Mocksa, 2021), HammonamsHOM
KOHTPECcCe ¢ MK TyHapOIHBIM y4acTHEM «3710pOBbIe NeTh — Oyayiee cTpanbh» (CaHKT-
[TerepOypr, 2021), VII Obmepoccuiickoit KoHGEPEHITUU ¢ MEKIYHAPOIHBIM yUaCTHEM
«IleprHaranpHass MEIWLMHA: OT MPErpaBUJAPHOM TOATOTOBKM K  3I0POBOMY
matepuHcTBy u  gerctBy» (Cankr-IlerepOypr, 2021), VI O6mepoccuiickoi
koHpepenuuu «FLORES VITAE. Ilenuatpuss u nHeonarosorusi» (Mocksa, 2021),
Hayuyno-npaktnueckoin mkone «lleguatpus: oT cMHApPOMAa K AWArHO3y M JICYEHHUIO»
(Mocksa, 2021), VII OOmepoccuiickoit koHbpepenuuun «FLORES VITAE»:
nonukiuHuueckas  neauatpus  (MockBa, 2021), Bcepoccuiickoii — Hay4HOM
KOH(epeHnH ¢ MeXAYHApOIHbIM yyacThueM «KIMHUYeCcKre U TEOPEeTHUECKUE aCIEeKThI
coBpeMeHHo wMeauiuubl — 2021» (MockBa, 2021), «CoBpeMeHHBIE BOIPOCHI
neguatpun» (Mocksa, 2021), XIX cwe3ne neauatpoB Poccum ¢ MexayHApOAHBIM

ydqacTueM «AKTyalibHbIe poosiemMbl neauarpun» (Mocksa, 2022).

JIMYHBIN BKJIAJ COUCKATEJIA B Pa3paboTKy TeMbl
ABTOpOM OBUI TpoBelneH 0030p JIMTEPATypHbIX JaHHBIX 1O  TeMe
JTUCCEPTAIIMOHHOTO HCCIEA0BaHus, pa3paboTaH JU3aiiH TUIAHUPYEMOTO MCCIIEeI0BaHMUS,
[IPOAHAIM3UPOBAHBI AHaMHECTUYECKHUE, KIIMHUYECKHUE, n1abopaTopHbIe 151
WHCTPYMEHTAJIbHBIC JaHHBIC MallMeHTOB. ABTOPOM ObliIa BBITIOJIHEHA CTATUCTUYECKas
00paboTKa MOMYYEHHBIX JAHHBIX C MX TOCIEAYIONIeH WHTeprnperanueit. PesymbTaTs
JTUCCEPTAIIMOHHOTO  HMCCIIEIOBAaHUsA OBLIM  OOCYXXIEHbI aBTOPOM B  HAYYHBIX

HY6J'II/II(aI_[I/I$IX " JOKJIagaX, BHCAPCHLI B KIIMHUYCCKYIO IIPAKTUKY.

Iyonukanuu
ABTpoM Ob110 omyOnmkoBaHo 10 meyaTHBIX pabOT MO MCCIIE0BATEILCKON TeME,
U3 KOTOpbIX 6O crareii B BEIyIIHUX pELUECH3UPYEMBIX HAy4YHBIX IKypHaJax,
pekomennoBaHHbIX BAK. Martepuansl nuccepranuuy Takke OTpakeHsl B riase 4.11 Bo 2
TOME ydyeOHHKa MO MEeAHATPUu MOJA pedakluen ToKTopa MeauuuHckux. Hayk /[, FO.

OscsanukoBa (PYIH, 2022).
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CTpyKTypa n 00b€M JUCCEPTANNH
Pabora cocrout u3 3 1i1aB, BBEJACHUS, OCHOBHOM YacTH, 3aKIIOUCHHS, BHIBOJIOB,
MPaKTUYECKUX  PEKOMCHJAIMK, yKa3aTels JuTepaTypbl, BKIodJaromero 124
3apyOeXHbIX M 41 OTeYeCTBEHHBIX MCTOYHUKOB, H3J0KeHAa Ha 124 crpaHumax

MaITMHOMMCHOTO TEKCTA, MILTIOCTpUpoBaHa 26 Tabmuiiamu, U 24 pucyHKaMu.
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IJIABA 1. COBPEMEHHOE MPEJCTABJEHME O HEMPOOHIOKPUHHOM
KJETOYHOM T'IIEPILIAZUN MJIATEHIIEB (0630p JuTepaTyphbi)

1.1. OnpeaesieHue v dNUAEMHUOJIOTHSI

Hetiposunokpunnas kierounas runepruiazus wuagenues (HOKIM) — srto
UHTepCTHIHANbHOE 3a00sieBanue Jierkux (M3J1) HeycTaHOBICHHOM 3THOJIOTHH, KOTOPOE
MaHu(DeCcTHpPYeT y IeTel MepBOro rojia )KU3HU U XapaKTepu3yeTcs HATMYUEM CHHIPOMA
MEePCUCTUPYIONIETO TAXHUITHOD MIIAJICHIIEB M HECNEeIU(PUIECKUX HU3MEHEHUN TMpu
MPOBEICHUH OWOTNICUU JIETKUX B BUJE TUIEPIUIa3ud  OOMOE3MH-TIO3UTHUBHBIX
HelposHaokpuHHBIX KieTok (HOK) nmepudepudeckux meixarenpabix myteid (1) [75,
127]. Haunoe 3aboneanue Obu10 omucado B 2001 r. R.R. Deterding ¢ xomr. B CIILIA
KaK TIEPCUCTHUPYIOIIee TaXWITHOD MiajaeHieB, a B 2005 r. 3TumMu ke aBTOopaMu Oblia
IpeIIoKEeHa TepBast cepys HaOI0AcHUH, BKIrodaromas 15 manuenros ¢ HOKI'M [75].

Pacnpoctpanennocts HOKI'M He ycTaHOBIIEHA, B Pa3HBIX CTPAHAX OMKMCAHBI KaK
cepun HaOoneHnH, Brovaromue 15 [75], 23 [130], 9 [128], 12 [79], 13 [45], 37 [47],
8 [63], 42 [132], 199 [127], 35 [140], 42 [66] namueHTOB, TaKk W CIUHUYHBIC
KIMHUYeckre HaOmonenus [17, 28, 36, 85, 118, 119, 123, 129, 146]. Bcero B mupe
onucano okojgo 500 cnydaeB gaHHoro 3a0oneBaHusi. B MexayHapoaHou
kinaccudukanuu Oones3nerr 10-ro mepecmorpa HOKI'M oTHOCAT K pazneny «Ipyrue
00JIe3HU JBIXATEJbHBIX MyTeH, TPEUMYIIECTBEHHO MOPaXKAIOIMMNX WHTEPCTULINI, KOJ
J84.841 [109]. Ilo kmaccudukanuu nerckux W3JI, mpemnokeHHONH AMEpHKaHCKAM
TopakasibHBIM 001ecTBOM B 2013 1., HOKI'M BKIIOYEHA B TPYIIITY HHTEPCTUIIMATIBHBIX
3a0oneBaHui, HamOoJiee pacnpocTpaHeHHbIX B miajgeHyectBe [50]. B opurunanbHoi
koHueniuu A. Bush c¢ xomn. (2019) HOKI'M otHocsat, Hapsay ¢ apyrumu M3J1
MJIQICHIIEB HEW3BECTHOM JTHUOJIOTMH, TAKUM KAaK JIETOYHBIM WHTEPCTUIAAIbHBIN
[JIMKOT€HO3, BPOXAEHHAs allMHapHas JHCIUIa3us W aJlbBEOJISIpHAs TUIIOIUIA3HS,
albBEOJISIPHO-KAMWIIISAPHAST JTUCIUIA3Usl, K MPOSIBJICHUAM HAPYUIEHHOIO CO3pEBaHUs

nerkux [84].
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1.2. DTHonorus, naToreHes, natromopgoaorus

Otunonorus HOKI'M no koHua He n3ydeHa. Jlo cux mop He yAalnoch yCTAaHOBUTb,
apigercss 11 HOKI'M pe3ynbraToM Te€HETHUECKOW aHOMaIHMH, JMOO BO3HHUKAET O]
BIIMSTHUEM XPOHHYECKOW THITOKCMU WM (aKTOpPOB OKpykaromed cpenbl [84, 157].
Muorue marnuentsl ¢ HOKI'M mepeHocuinm pecnupatopHyr0 HHPEKIIHIO B BO3pPACTe
TUMTMYHON KIMHWUYECKOW MaHu(ucTHAIMN 3a001€BaHMs, B CBS3H C YEM HCCIICIOBATEIH
noJiarajiv, 4YT0 pecnupaTopHble HH(EKIINHU BRICTYNAIOT B poiu Tpurrepa [83], omHako
70 KOHLA HESICHO, SIBISIETCA JIM pecnpHaTopHas MHQPEKUHs NPUUMHOW KIMHUYECKON
MaHupecramn HOKI'M, wmu Ha ¢one wuHdexunn cumnrombl HOKIM  nume
YCUJIMBAIOTCS, IPUBJIEKast K ce0€ BHUMAaHUE POAUTENECH.

B paszutun HOKI'M wMmoryt wurparbs ONpEAENEHHYIO POJIb UM T€HETHUYECKHE
MEXaHU3MBbI, O YEM CBHUJIETEJIbCTBYIOT CEMEUHbIE CIyyau JJaHHOTo 3a0oneBanus. Tak, y
oaHoro mnanueHta ¢ noarBepxaecHHOM HOKI'M u y yerbipex B3pOCIHBIX YJIEHOB €ro
ceMbu Obuta OOHapyeHa rerepo3urotHas mytanus reHa NKX2.1, komupyrormiero
TUPEOUIHBIA TpaHCKpUMIHMOHHBIN (akTop 1 [45]. MyTtauuu [AaHHOTO TeHa,
OTBETCTBEHHBIE 32 PAa3BUTHE CHHAPOMA «MO3T-JIETKUE-IIUTOBUIHAS  JKEJe3a»
(CMUJILLX), conpoBoxknaromierocss U3JI B 13,3% ciyuaes [14], ObUTn BBISIBIICHBI €1IIE€ B
HecKoJMbKHX HeceMelHbix ciydasx HOKI'M, [104]. Takxke Obl1 omnmcaH ciaydai
HOKI'M y pebeHka ¢ yMCTBEHHON OTCTaJIOCTHIO, aCCOIMUPOBAHHON C MyTalleil TeHa
FOXP1, conpoBosxaarorieics psjaoM Apyrux aHomanui [94].

ITatorenes HOKI'M 1o konma He siceH. Ilomararor, uro pasButue HOKI'M
CBfA3aHO Cc  rumnepmiasuei  jerounbix ~ HOK,  mpenacraBmsirommx — coboi
CHEUHAIMU3UPOBAHHBIE KJETKU JIBIXaTEIbHOTO S3MUTENHS, ACCOLMUPOBAHHBIX C
HEPBHBIMHU BOJIOKHAMH, CTIOCOOHBIX YJIABIMBATh U3MEHEHHS ra30BOI0 COCTaBa BO3AyXa
B Jerkux [84, 157]. JlaHHBIE KIETKH MPOUCXOSAT W3 DHTOIEPMBI MEPEAHECH KUIIKH H
ABIAIOTCS AUPHEPEHIUPYEMBIMU JITOYHBIMH KJIETKaMHU, KOTOPbIE OOHApYKHBAIOTCS
HaunHas ¢ 10 Hexenmu BHyTpUyTpoOHOTO pazsutus miona [11]. Ilepoe ynmomuHaHue o
HOK mpunamnexut H. K. Kynpunnkomy, KOTOpBIM BIEPBBIE ONKCAN JAHHBIE KJIETKU B
snuTenuu kumedyHnka B KoHue XIX B. B cepennne XX B. HOK Obuin oOHapykeHbI B

SMUTEINN OpOoHXHMOJ U anbBeon [4]. Kiuerku pacronaraioTcss OAMHOYHO WM B BHIE
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CKOHHCHHﬁ, N COBMCCTHO C OIIHUTCIINAJIbHBIMH CTBOJIOBBIMH KJIICTKaMH 06’I)CILI/IH$IIOTC$I B

Herposnurenuanpaeie Tenbiia (HOT) (puc. 1.1.) [157]. B cBsiz3u co CIOXKHOCTBIO

I/II[eHTI/I(l)PIKaIII/II/I OIIUTCIMAJIbHBIX CTBOJIOBBIX KJIICTOK IIpH IIOMOIIHU CBETOBOM

MHKPOCKONMHU, JaHHBIE KIETKH OINKCBHIBAIIUCh B JUTEpaType mno-pasHomy: «Kirapa-

M0JI00HBIE», «KIYOOBUIHBIE», «CeKpeTopHbIe» KieTku [115, 116]. [Ipexne Bcero, oHu

Obutn BhIZICTCHBI B coctaBe HOT y kposukos, a 3arem 1o Hamuuuto Oeika UPK3A,

XapaKTCPHOr'o Il SIUTCINAIbHBIX CTBOJIOBBIX KIICTOK, BepI/I(l)I/II_[I/IpOBaHBI U B JCI'KHUX

yenmoBeka [131].

HpO CBCT ABIXATC/IbHBIX ITY TeH

cTEMyJIAnHA b cTHMy Ianusa b
l l l CTHMY/ISALIHA A l l l

b

114
»

Pucynok 1.1. Cxema HOT. Cekpenust HOK (Bbl€neHbI )K€ATHIM LIBETOM)

OMOJIOTMYECKH aKTHBHBIX BCIICCTB B OTBCT HA XUMHNYCCKYIO (CTI/IMy.]'IHI_II/Iﬂ A) u

MEXaHHYECKYIO CTUMYJISAIHIO (cTuMysisiiust b) [67].

1 - suTenmanpHas CTBOJIOBAS KJICTKA, 2 - TJIaAKOMBIIIICYHAA KICTKA, 3- KpOBGHOCHBIfI

COCY/I.
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[To cBoemy crpoennto HOK mnogpaznendrorcs Ha KIETKH «OTKPBITOTO THMA» WU
«3akpbiToro tuna». HOK «OTKpbeITOro THma» MMEIT anuKalibHble OTpocTkH, a HOK
«3aKpBITOr0 THUIA» alHMKaJIbHBIX OTPOCTKOB HE HUMEIOT. KIIETKHM «OTKPBITOrO THIA,
pacronarasicb B TOJIIE JIOUTEIUS, MOCPEACTBOM  alMKAJIbHBIX  OTPOCTKOB
(GYHKIUOHUPYIOT KaK XEMOPEUENTOPhI, pearupys Ha THIIOKCHIO, THUIIEPKAITHUIO,
ypoBeHb HUKOTHHa B mpocBere Il [56, 69, 75, 126, 157]. Xemopenemnius
oOecrieunBaercs, Onarogapst XxopouieMy aocTyny anukanbHo yactu HOK k mpocsety
NI, B cBs3u ¢ HanmmuneMm okpyxkaromux HOK snurTenmanpHBIX CTBOJIOBBIX KIIETOK.
KileTkn «OTKpBITOrO» M «3aKpBITOTO» THIIA TaKKe MOTYT (PYHKIMOHMPOBATH Kak
MEXaHOPEIECTITOPbl M pearupoBaTh Ha JBHMXKCHHE XKUIKOCTH B mpoceete J(I1 [68, 144].
Ha xumunueckuit u Mexanmueckuid ctumyn HOK cexkpernpyrorT aMuHBI, Takue Kak
CEPOTOHMH U S5-TUJPOKCUTPUINITAMUH, U HEUPOIIENITU/IbI, TAKUE KAK MENTHU/, CBI3aHHBIM
¢ renoM kanbiuToHuHa ([ICT'K), cyocranuus P, 6omOe3uH, XxpoMorpanuH A, racTpuH-
BBICBOOOXKIAIONINM TIeTITHJI, Ba30aKTUBHBIM HMHTECTHHANBHBIA mosmnentuyn (BUII),
ramma amuHomacisHas kuciora (ITAMK), mnpeacraBmsisi coOoOi XMMHUYECKH U
MeTa0OoIMYeCKH aKTHBHBIC KiieTku [53, 135].

Tonyc rnagkux  MbImn — OpOHXOB — PEryjupyercss  XOJMHEPrUYECKUMH
OpOHXOKOHCTPUKTOPAMH, aApeHEePruIeCKUMU OpOHXOJTUTHUKAMHU U HE
aJIpCHEePTrUUYECKUMH, HE XOJIMHEpruueckuMu HepBHbIME BojokHaMu (HAHX), koTopeie
MOryT ObITh TOpMO3HBIMU (T-HAHX) mnu Bo3Oyxknaromumu (B-HAHX) [112, 160]. B-
HAHX-onocpenoBannasi OpOHXOKOHCTPHUKIIHS 00YCIIOBJIEHA ceKperuen cyocTaniuu P,
2h(dEeKT KOTOpOW yCWIMBAETCS TPU TIOMOIIM TapakpuHHOW cekperuu  HOK,
npeuMyIecTBeHHo Oombe3nna. BUII  sBisercs OpOHXONMMTHKOM, aHTaroOHHCTOM
cyocraniuu P w Oombe3una. bponxomutuueckum 3ddekTom o0mamaetr U
HOpAJIPEHAINH, WHTUOUPYSI BBICBOOOXKICHHE ONYKIAIOMUM HEPBOM alleTUIXOJIUHA
(puc. 1.2) [157]. Buonoruuecku akTUBHBIC BemlecTBa, cekperupyembie HOK, moryt
UIpaTh HEMAJIOBAXHYIO pPOJb B OpPOHXOKOHCTPUKLUMH, a TaKK€ YYaCTBYIOT B
nudpepeHIUPOBKE SIMUTEIHAIBHBIX U TJAJKUX MBIIICYHBIX KJIECTOK B 3MOPHOTEHE3e

nerkux MccnenoBanusiMu Ha MbIlIax ObBUIO YCTaHOBJIEHO, UTO cekperupyembii HOK
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[ICT'K mnoBbIIIAa€T MPOHULIAEMOCTh 3HJOTEIUS COCYIOB JIETKHUX, YTO IMPUBOJIUT K

MOSBJIEHUIO XKUJIKOCTU B ipocseT JI1 u pa3BuTHio pecnupaTopHOM TUIIOKCUU.

[
XonuHeprude cKue :
3¢ epeHTHEIE BOTOKHA :«_ " A
I
AJpeHepruuecKme : AddepeHTHEIE BOJTOKHA
3¢ pepeHTHEIE BOTOKHA :
1

B-HAHX Bo10OKHA

CoxkpaieHue
IaJIKOH MYCKY.IaTypBl

DIHTeTHH
JbIXaTeIbHBIX ITyTeH

Pucynok 1.2. Perymsiiusi COKpaIieHus IIagKkoi MycKyiaaTypsl OporxosB [157].
[Mpumeuanue: IICI'K — menTua, cBg3aHHbIi ¢ reHoM KanbuuToHuHa (auri. — CGRP);
HA — Hopanpenanun; AX — anerunxoyivid; BUIT — Ba30akTUBHBINA UHTECTUHAIBHBIN

nonunentu; T-HAHX — TopMO3HbBIE HE aIpeHEPTrUYECKUE, HE XOJTUHEPTUUECKHE
HepBHBIE BoJOKHA; B-HAHX — Bo30Oyxmaromue He aipeHepruiecKue, He

XOJMHCPIUICCKHUC HCPBHBIC BOJIOKHA.

[Ipu wucciaenoBanwu 0Opa3IOB JIETOYHONM TKAaHW TMAIMEHTOB C HOBOWU
kopoHaBupycHoit mH(pekmuerr COVID-19 (COVID-19) ¢ octphiM pecrnupaTopHBIM
auctpecc-cuaapomMoMm (OPJIC) Ttaxke OBLIO BBISIBICHO YBEIMYEHHE KOHIICHTPAIUH
[ICT'K, yTo mo3BOJsI€T NPEANOI0XKUTh EUHBINA MEXaHU3M BOSHUKHOBEHUS U30bITOYHOM
xwuakoctu B ipocsete JIT y mermieid n yenoreka [88].

[Ipr GMOXUMHUYECKOM HCCIICIOBAaHUH KHUAKOCTH OPOHXOAIBBEOJSIPHOTO JIaBaXa

(OKBAJI) y maruentoB ¢ HOKI'™™ ObL10 BBISIBIICHO MOBBIIIEHUE YPOBHS KaTecrnicuHa H,
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pesuctuna u DDL4-6enka [76]. Katecnicun H ¢pyHKIMOHUpPYET Kak aMUHOMENITHIAa3a B
CEKPETOPHBIX BE3UKyJaxX JUIsl MPOU3BOJCTBA HEHPOTPAHCMUTTEPOB SHKehaIuHA H
nentua rajaduHa [62]. Pe3ucTun sBisieTcs aaunoKUuHOM M MOIYJIUPYET TOTpeOIeHue
MU U PACcXOJ DHEPTUU, BIMSIST Ha META0OJU3M CHUKEHHUEM CHHTE3a anTaMEPHBIX
0eIKOB 6-pocdormokoHaTICTHIPOTreHA3BI u TJIMICPATBICTH/T-3-
dbocharaeruaporeHassl B MEUYCHU W BEAYIIETO MyTH METa0OJIHW3Ma YIIIEBOJIOB. DTOT
OmoxuMu4eckui (hakT MOXKET OOBSICHITh BO3HUKHOBEHHE AedUIIMTAa MAacChl Tela Y
naruenToB ¢ HOKI'M [132]. DLL4-6enox y4actByer B aHruoreHnese. Hecmorpst Ha
ITOJIyYEHHBIE TAHHBIE, 10 CUX ITOP HEU3BECTHO, ABIAOTC i1 HOK Mapkepamu HOKI'M
WIM Y4YacTBYIOT B TIaTOTE€He3e 3a0oJyieBaHMs. Takke B JaHHOM HCCIECIOBAHUU I10
oenkoBoMy coctaBy JKBAJI ObI0 yCTaHOBIEHO JBa pPa3IUYHBIX HE HMEIOIINX
KIIMHUYecKuX paznuuuid s3uaotuna HOI'KM, 4to BeposiTHO 00YCIOBIEHO pa3iMYHbIM
reHe3oM 3aboseBanus [76].

Komuuecteo HOK y mimoga 3HauumTenbHO OOJble, 4YeM Yy  B3POCIOrO.
MakcumanbHoe konudectBo HOK nabmromaercss B cepennHe GepeMeHHOCTH, a Tociie
POXKICHHS UX YHCJIO CTPEMHUTENIbHO cHIKaercs [43, 56, 68, 69, 96, 126, 142]. ITomumo
OpOHXOKOHCTPUKIIMHM, ITH HEUPOTPAHCMUTTEPHI MOTYT BbI3BIBATH CEKPELHUIO CIU3H,
JTUIATaI0 OpOHXHUANIBHBIX apTepUid, MPOIIECCHl, Ha3bIBAEMbIE «HEUPOTEHHBIM OTEKOM
nerkux» [/71, 151, 160]. C yyerom Bo3zeiicTBus mnpoaykroB HOK, B uwactHocTh
o6omOe3una, Ha Tonyc JII u aprepuii, 00OCyk/1aeTcs BO3MOKHOCTh HECOOTBETCTBUS
BEHTWISAIMK M JICTOYHOW mepdy3ur MpH THIEpIUIa3ud JaHHBIX KieTtok [126, 157].
Bwmecte ¢ Tem dynkmus HOK n HOT B mpomeccax HeoHATaIbHOM amanTaiuud U TpH

XPOHUYECKUX 3a00JIEBaHMAX JISTKUX OKOHYATEIHbHO HE BhIscHeHa [48, 161, 165].

1.3. KauHuuyeckasi KaApTHHA
Juis HOKI'M xapakTepHO NOSIBI€HHE MEPBBIX KIMHUYECKUX CHUMITOMOB Ha
nepBoM ToAy ku3Hu. CpenHuil Bo3pacT MaHU(ECTAlMH IO JaHHBIM 3apyOe’KHBIX
ucciaenosanuii cocrasiser 3 [132], 3,8 [75] u 4 [127] mecsaua. 3aboiieBaHue 4Yaiie
BO3HHMKACT y MainbuukoB [75, 127, 132]. Ha ¢oHe moaHOro OJaromnoiydust Wi IMpH

AMHU30/I€ pecnupaTopHOd HHGPEKIMU Yy peOeHKa MOSBISIIOTCS TaxXWUITHO?, BTSKECHHE
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YCTYIMYUBBIX MECT TIPYIHOW KIETKH, MHPH ayCKYJbTALIMU JIETKUX BBICIYIIMBAIOTCS
BIIQYKHBIE XPUIIbI, IO JTAHHBIM IyJIbCOKCUMETPUHU ONPENEAETCS TUIOKCEMHUsI. TaxumHoa
saBisgeTcsa ocTosHHBIM cuMirToMoM HOKI'M u moxer nocturars 80-100 apIxareabHBIX
JBIDKCHUN B MHUHYTY, COITPOBOXKIAsCh OJBIIIKONM CMEIIaHHOTO Xapaktepa [61, 75, 132,
133, 138, 140]. Kamenp, cBucTsmme Xpumbl (aHri. - Wheezing) sl manueHToB ¢
HOKI'M ne xapaktepubl [79]. BreisBiasembie y mamumentoB ¢ HOKI'M cBuctsmme
XpHUIIBl Yallle BCEro acCOLMUPOBAHBI C pecnuparopHoil uHpexuumend HwkHUX JI1
(UHAID). V nereit ¢ HOKI'M oTMeuaroTcs 4YacTble S3MOU30/bl  PECIUPATOPHOM
MH(EKIKN, HU3KHE NMPUOAaBKU MACChI TeJla, BO3MOXXHO BO3HUKHOBEHUE JEKOMIICHCAIUU
neixarenbHol HemoctarouHocTy (/IH) nHa ¢QoHe pecnupaTtopHOil HHPEKIUU ¢
HEO0OXO0IMMOCTHIO MIPOBEACHUS JOTIOJIHUTEJIHLHOM OKCUTEHAIINU [132].
HenocraroyHOCTh MUTAHUS 1O JAHHBIM Pa3HBIX HMCCIIEIOBAHUMN BBIABIISIETCS Y JIETEH C
HOKI'M B 20-89% cnyugaes [75, 79, 126, 128, 132]. V naHHBIX MalWEHTOB
AHEpro3aTpaThl YBEJIMUYUBAIOTCS BCJICIACTBUEC MHTECHCHUBHOM pPalbOThI JOMOJIHUTEIHHOMN
JBIXaTEIbHON MYCKYJIAaTyphl, TAXUITHOD, HE KOPPUTUPYEMON XPOHUUECKOU THIIOKCEMUU
[10]. Takke mo JaHHBIM, MOJIYYCHHBIM B IOCACAHHME TOABI, y mamueHToB ¢ HOKI'M

OTMEYaeTCs YBEJIUUCHHE TIepeHEe3aqHero pa3Mepa rpyaHou kietku [121, 127, 132].

1.4, JuarHoctuka u q1uddepeHumaibHas THATHOCTHKA

[lo [aHHBIM HCCIIEIOBAHUN OTMEUYAeTCsl TUIMOAUATHOCTUKA W TO3JHSA
muarmoctuka HOKI'M. R.J. Nevel ¢ komn. (2018) cooOmarT 0 3aaepKKe CpPOKOB
noctaHoBku auardoza HOKI'M B cpegnem Ha 5,5 mecsrieB, Ipu 3TOM CPEHUM BO3pacT
YCTaHOBJICHHS JuarHo3a coctaBuwi 8,5 (5,3-12,7) mecsueB [132]. Ha amarnoctuky
HOKI'M Ttakxe Okas3plBaeT BIMSHHE OTHOCHTENIbHAs HOBH3HA JAHHOTO 3a00JICBaHMUS.
[ToBTOpHOE oOmUcaHue pe3yabTaToB KommbioTepHoi Tomorpaduu (KT) opranos
rpyaaoit mosoctr (OI'TI) manmueHTOB C TEPCUCTUPYIONIMM TaXWITHOD B aHAMHE3E
MIO3BOJIFIIU PETPOCIIEKTHBHO YCTAHOBUTH AUarHo3 [63].

Jns nmanmentoB ¢ HOKI'M xapakrepHo Hammume «uaerckoro W3JI-cuHapomay
(«ChILD-syndromey), KOTOpBIi ycTaHABIMBACTCS HAa OCHOBAaHWHW BBIABICHHUS 3 U3 4

MPU3HAKOB B cooTBeTcTBUU ¢ KputepusiMu R.R. Deterding ¢ xomn. (2010), B koTopbie
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BXOJISIT PECMUPATOPHBIE CHUMITOMBI, OOBEKTUBHBIE CHUMITOMBI, THIIOKCEMHUS U
nuddy3HbIe U3MEHEHHS 110 JaHHbIM peHTreHorpaduu u/uaun KT OI'TI [74, 77]. Taxxke
D.R. Liptzin ¢ kot (2020) Obiia omyOJMKOBaHAa KIMHMYECKAs IIKada TUATHOCTUKU
HOKI'M, kortopas BximouaeT 10 kpurepues. Hanuurie oqHOTO KpUTepusi OIIEHUBAETCS B
1 Ganmn, mpu HAIMYUK CYMMBI 0aJIoB > 7 MUMeeT MeCTO KiuHudeckuid nuarno3 HOKI'M
[127]. ImarHo3 mOATBEpKIACTCS HATMYUEM XapaKTePHBIX CUMIITOMOB IO JaHHBIM KT
OI'TI [130] 1 B HEKOTOPBIX Cay4asX pe3ysibTaraMd MOP(HOIOTHYSCKOTO HCCIIST0OBAHMUS
OWonTaToB NpH  TPOBEJACHWU  TPAHCTOpPAKAIbHOW  Oworcum  jerkoro  [79].
UyBCTBUATENBHOCTh KIMHUYECKON IIKabl auarHocTuku HOKI'M nipu conocrasnenuu ¢
JTAaHHBIMU OMOTICUH JIETKUX cocTaBiisieT 87% [127].

VY namuentoB ¢ HOKI'M no pannesiM pentrenorpadguu OI'TI cnenuduueckue
U3MEHEeHHs BbIsBICHBI He ObutH [75]. Xapakrepubim npusznakom HOKI'M no naHHBIM
KT OI'TI sBnsitoTCsl YIJIOTHEHUS MO TUITY «MAaTOBOI'O CTEKJIa», HauboJiee 3aMETHBIE B
CpEeHEeH /0Je MPaBOro JIETKOTO W SI3bIYKOBBIX CETMEHTAaxX JIEBOTO JIETKOro, a TaKkKe
CUMIITOM «MO3aU4HOW IUIOTHOCTH», - YEpEJOBAHHE YYaCTKOB OOEIHEHHUS JIETOYHOIO
pucynka [130]. Ilpu HajauuuMy BBIMICONUCAHHBIX M3MeHeHHH 1o gaHHbiM KT OI'TI
ropopat o Haauyuu TunuyHoi KT-kaptuner HOKI'M (puc. 1.3.). UyBCTBUTEIBHOCTD
NAHHBIX pEHTreHoJorndeckux mnpuzHakoB maiu1 HOKI'M npu comocraBieHuu cC
JAHHBIMU OWoricum Jierkux coctaBiser 78—83%, a cnemuduunocts - 100% [130]. B
nanHoMm uccienoBanuu A.S. Brody c¢ xomn. (2010) nBa He3aBUCHMBIX PEHTTEHOJIOTA
aHANMM3UpoBaAIM KommbloTepHbie TOMOrpammbl OI'TI 23 ngereit ¢ Mopdomoruuecku
noaTeepxaeHHOM HOKI'M, oOHapyXuB Takue HaXOJKH, KaK YIUIOTHEHHS IO THUILY
«MaTOBOTO CTEKJIa», «BO3AYIIHBIE JIOBYIIKW», KOHCONHWAAIMUSA, JMHEWHbIC WU
PETHUKYJISIpHBbIE YIJIOTHEHUS, YTOJIIEHHE CTEHKH OpOHXOB, OPOHXOIKTa3bl, Y3EJKH,
«COTOBOE» JIETKOE, YTOJIIEHHE MEX10IbKOBbIX neperopoaok [130]. KT OI'TI moxHO
cuuTaTh BBICOKOCTIEIU(PpUUHBIM MeTofoM auarHoctuku HOKI'M, u mo 3axmoueHuto
MOJABJISIIONIET0  OOJILIIMHCTBA  WCCIEAOBATENCl, TMpPU HAIMYUM  KIACCHYECKHUX

KIIMHUYCCKHUX W PCHTICHOJIOTUYCCKUX CHMIITOMOB, IIPOBCIACHHC OHMOIICHU JIETKHX HE

sBIisgeTcs o0s3arenbHbIM [54, 73, 130, 139, 143].
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E
Pucynok 1.3. Pesynpratel KT OI'TI Tpexnerneii neBouku ¢ HOKI'M [130].

A-B: KOMIIBIOTCPHBIC TOMOTPAMMBbI, BBIIIOJIHCHHBIC HAa BJJOXE, HA KOTOPBIX OTMCHYAKOTCS
YIUIOTHCHUS 110 TUITY «MAaTOBOT'O CTCKJIa» BAOJIb I'PaHUIL] CPCAOCTCHUA B CpGI[HCfI J0JIC
IMpaBoro JETKOro u sA3bIYKOBBIX CCIMCHTAX (YKaSaHBI 3B€3I[O'-IKaMI/I).

F-E, KOMIIBIOTCPHBIC TOMOT'PAMMBbI, BBIIIOJJHCHHBIC HAa BBIJIOXE, HA KOTOPBIX
OTMCYAIOTCA BO3AYINHBIC JIOBYIIKH, 3aTPAaruBarOminue y4aCTKH YIDIOTHCHUSA 110 TUITY

«MAaTOBOTI'0 CTCKJIa» U HCU3MCHCHHYIO JICTOUYHYIO ITAPCHXUMY.

I[Ipu orcyrctBUM MOP(OIOTHYECKOTO TOATBEPKACHUS PEKOMEHI0BAIOCH
Ha3bIBaTh JaHHOe 3abojeBanue «cuHApoM HOKI'M» [59], ogHako mo pesyibraram
JUIATEIbHOTO KinHu4eckoro Haomoaenus [140], uccnenoanus JKBAJI [76] manureHToB
¢ HOKI'M ¢ mopdonorudeckoii Bepudukaiueii u 6e3 Hee, CTAaTUCTUYECKUA 3HAUMMbIE
pa3nuyus B KJIMHUYECKOW KapTHUHE, TAKTUKE BEJACHMS W JICYCHUS JAHHBIX IMAI[UECHTOB
BBISIBJICHBI HEe ObUIH. B CBSI3M ¢ 3TUM HcHonb3oBaHue ABYX auar€o3oB «HOKI'M» (¢
Mopdomnornueckor Bepudukanueir) u «cuaapom HIKI'M» (6e3 mopdomornyeckoi
Bepu(UKAIMK) HE UMEET MPAKTUYSCKOTO 3HAUYCHHS.

B T1o xe Bpemss L. Berteloot ¢ xomn. (2016) ObutM OmMMICaHBI KIMHUYCCKHUE

Ha6J'IIOI[eHI/I}I ABYX ,ueTeﬁ 6 MCCALICB U 2 JABYX JICT, UMCIOINNC KIIMHUYCCKHUC CUMITTOMBI



21

«nerckoro U3JI-cungpoma» u tunnunyro KT-kaptuny HOKI'M, xotd no pe3ynbTatam
OWorcuu JIETKUX Yy KOTOPBIX Oblla OOHapy>KeHa KapTUHA JIeCKBaMaTUBHOMN
uHTepcTuimanbHoii nHeBMonnn ([AUII) ©6e3 runmepmmasum HOK. VYkazanubie
MopdoJornyeckre HaXO KU MOCTABUIIN O] COMHeHHE crnerupuaHocTs KT-npuznakon
HOKI'M [55]. B »aToli CBSI3M MOXHO MPEANOIOXKUTh, UYTO KIMHUYECKas IIIKajia
«aerckoro UN3JI-cunapoma» uUMEET BBICOKYIO YYBCTBUTEJIBHOCTh, HO HHU3KYIO
cnerupuaHocTh 1O oTHOomeHnto k HOKI'M [73, 127]. CnemoBarenbHO, IUarHo3
HOKI'M Henb3st yCTaHOBUTH TOJBKO 1O HaJmunio TUHYHBIX KT-cumnromoB HOKI'M,
TAKXK€ KAK M HEJb3s UCKIIOYUTH 3TOT JIMArHo3 MpHU UX OTCYTCTBUMH. B nanbHeumeMm y
OIMMCAaHHOTO 6-MeCSYHOTO peOeHKa OblIa BhIsiBIeHa MyTanus B 6enke ABCA3 [55].

[Ipy HanmMuMu CONMyTCTBYIOIIMX HapyumeHud auarHoctuka HOKI'M  moxker
BbI3BaTh 3aTpyaHeHus, U Hamune MH/II y nanmenta ¢ HOKI'M MoxeT npuBoauTh K
BO3HUKHOBEHHUIO ATUIIMYHOM PEHTreHOJIOrndeckor KapTuHbl 1o ganHeiM KT OITI
[130]. Atunmunas KT-xkapTuHa B COYETaHMU C TUIMHYHOW KIMHHYCCKOW KApPTHHOM
ABJIIETCS TOKA3aHUEM JIJIsl POBEACHUS MOATBEPKIAAIOIIEH TpaHCTOpaKaJIbHON OHONCUA
nerkux [58, 100, 139].

B Hacrosiee Bpemsi OpOHXOCKOINHSI HE SABISETCS CHEHU(PUYECKUM METOJA0M
muarHoctuku HOKI'M: B )KBAJI y nmarmmentoB ¢ HOKI'M mpeobnagator makpodaru, a
TAKXKe OMPENEISIOTCs 00Jiee HU3KUE YPOBHH MPOBOCHAIUTENILHBIX IIUTOKKHOB [59, 74].
Opnako uccnenoBanue KBAJI mpu momomu MyiIbTUILNIEKCUPOBAHHOM MPOTEOMHOMN
TEXHOJOTMM Ha OCHOBE amramepa g OOHapyXeHHs OMOMapKepoB, CIOCOOHOM
OJTHOBPEMEHHO M3MEpPATh YPOBEHb ThHICAYM OEIKOB U3 HEOOJBIIUX O0BEMOB
oOpa3ioB [52], mo3BosmiIa He TOJIBKO UACHTU(UIIMPOBATh OenkoBbIi coctaB JKBAJI y
nanreHToB ¢ HOKI'M, yctanoButh nBa paznuunbix 3aa0Tina HOKI'M, HO u nipoBectu
auddepeHInaIbHyo JarHOCTUKY c T€HETUYECKUMHU 3a00JIeBaHUSIMH,
aCCOLIMMPOBAHHBIMH C MyTAIMsIMH T€HOB, KOJUpPYIOMUX cypdakrantHsie Oenku (SP-C,
ABCA3) [76]. Bo3moxHo, nanbHeiimee wu3ydeHue OenkoBoro cocrtaBa JKBAJI
MAalMEHTOB C HamuuueMm  «uerckoro U3JI-cunapoma»  MO3BOJHUT  HPOBOAUTH
nuddepeHnnanbHy0 TMarHOCTUKY, He puderas K MOpQOoJOruyeCKUM U T€HETHYECKIM

HCCIICTOBAHUSIM.
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Topakockonuueckass OHONCHUS JIETKUX CUMTAETCS «30JIOTBIM CTaHAapTOMY
muarHoctuku HOKI'M [79]. Tlpu npoBeaeHnn OUOTICHUU JETKUX PEKOMEHIyeTCsl OpaTh
OMoNTaT U3 HECKOJIBKUX Pa3HBIX MECT. JTO CBS3aHO C IIUPOKOW BapUaOEIbHOCTHIO
grcna HOK, xotopast He mMoxeT ObITh mpeiackasana mo jganabiM KT OITI [45, 46].
['ucTonaronornyeckass KapTUHA JIOJKHA OBITh HMHTEPOPETHPOBAHA B KOHTEKCTE
KIIMHAYECKUX M PEHTICHOJOTHUYECKHUX JaHHbIX. [Ipu Mopdonornaeckom nccieoBaHuu
ApXUTEKTOHUKA JIETKUX OOBIYHO  HOpPMalibHasi, BO3MOXHBI  HE3HAYUTEIIbHbBIC
Hecnelu(pUUeCKue U3MEHEHHUsI, BKIIOYAIOIIME YMEPEHHYIO TUIMEPIUIa3uI0 TIaIKOM
Myckynatypsl Il u ymepeHHoe yBeIWYEHUE UYKclia alIbBEOJISIPHBIX Makpodaros, B TO
BpeMsl KaK TMOpPaKEHUE U BOCHAJCHUE HWHTEPCTUIIMS TMPAKTUYECKH OTCYTCTBYIOT.
NMMyHOTHCTOXMMHYECKas olleHKa TpeOyeT anekBaTHOM Ouoricuu u3 10-15 oTaensHbBIX
yuactkoB JII. Moxer morpedoBarbcsi MophoMeTpuueckass KOJIMYECTBEHHAs OIEHKa
nyTeM ompeaeieHuss  OomOe3uHa  [56].  AOcomroTHBIMH  MOP(HOIOTHYSCKUMU
kputepusimu HOKI'M sBnsitores: onpenenenne HOK B Oonee uem 75% OuorncuitHOro
Marepuaina JII1; kommuectBo HOK >10% oT 06111ero uncna anuTeauaibHbiX kieTok JI1
XoTs OBl B OQHOM OpoHxuoisie; yBenuueHue uucina wu/wim  pasmepa HOIT;
UCKJTFOUCHUEIPYTHX COYCTAHHBIX MMAaTOJOTHUSCKUX TporieccoB [83].

Hna manuentoB ¢ HOKI'M 1o AaHHBIM THCTOJIOTHYECKOrO HCCIICAO0BaHUS
YYaCTKOB JIETOYHON TKAHU XapaKTEPHO YBEJIMYEHUE YKciia O0OMOE3MH-TIOI0KUTEIbHBIX
kietok JII1 B konmuectBe Oosee 5% OT Bcex SMUTEIHANIBHBIX KIIeTOK (puc. 1.4.) [75, 83,
84]. Onnako Hanuuue runeprutazun HOK He sBisieTcst cneruuyuHbIM MPU3HAKOM IS
pa3zsutust HOKI'M. VBennuenue unucina HOK B JIII Takke xapakTepHO JJIsl MALIUEHTOB C
oponxosterounoir qucrurazueit (BJI/I) [113], 9To MOXeT OBITH CBSI3aHO C MPOBEACHUEM
uckycctBeHHOW BeHTwnuu Jjerkux (MBJI) [112]. Tloeimenue xommdectBa HOK
TaKXe CBS3bIBAIOT C MPOKUBAHUEM B BBHICOKOTOPHBIX pallOHAX, C BO3JEHCTBUEM JIbIMA
[114] m cuagpomMom BHe3amHoW wmianeHdeckord cmeptu [137]. KommyectBo HOK

YBEIMYHUBACTCS | NIPH ApYyTuX 3adoneBanusx [49, 97, 108, 112].



Pucynok 1.4. I'uctonioruueckoe ucciieloBanue Jierkux y nauueHtos ¢ HOKI'M
(ummyHOTHCTOXUMUSA ). OTIpeieNiIeTCsl MOBBIIIIEHHOE KOTUYECTBO OOMOE3HH-

no3utuBHbIX HOK B anutenuu 1T [110].

[To maHHBIM TATOMOPGOJIIOTHYECKOTO HCccheAoBaHus 43 nmereld, 5 W3 KOTOPBIX
ObutH ¢ moaTBepikaeHHBIM auarHozoM HOKI'M, 21 - ¢ pasaumuneimu U3J1 u 17 -
HEJIOHOIIIEHHBIE JIETH Pa3HOr0 reCTallMOHOr0 BO3pAacTa, yBenandueHrue konmuectBa HOK
OBLJIO YCTAHOBJIEHO BO BCEX CllydasiX, HO CTENEHb yBelIuueHus u pacnpeaenenune HOT
obuto paznmmunbiM [161]. HOK y mammentoB ¢ HOKI'M ompenensimuce B 95%
ouoncuitnoro marepuana AIl, HOT — B 5,8%. ¥V nauuentoB ¢ apyrumu M3JI HOK
onpenensunch B 30% OwuoncuitnHoro marepuana, HOT — B 2,9%. B Tperbeit rpynmne
ucciuenoanus koimuectso HOK u HOT 3aBuceno ot Bo3pacra: 89% HOK u 2,9% HOT
ObUTH BepUDUIIMPOBAHBI y JETEH ¢ TeCTallMOHHBIM Bo3pacToM 10 37 Heaenb, 70% HOK
u 1,6 % HOT B Bo3pacre 37-40 nenmenp rectaumu u 52% HOK u 0,05% HOT B
MOCTHATAJILHOM Bo3pacTe oT 4 aHel 10 6 mecsieB [161]. Takum oOpa3oM moJararor,
yro HOKI'M npencrasisier co6oil He TOIBKO HapyIlleHue Mpoiiecca GU3n0I0rHIECKOTrO

perpecca, HO W THUIepIUIa3ud 3TuxX Kietok [84, 161]. Ilo maHHBIM JApYrUx
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uccienoBanuii, yactora BeiiBaecHuss HOT mpu HOKI'M cocraBuna 6,5% [75], 5,4%
[126] u 6,6% [56].

[To pe3ynbpraraM peTpOCIEKTHBHOIO HCCieq0BaHus, mpoBeaennoro Miraftabi c
kot (2022), 54 manuentoB ¢ M3JI, koTopsiM Oblja BHITIOJIHEHA TPaHCTOpaKadbHAs
ouorncus nerkux, y 11 manuentos ¢ tunuyHod kiauHUueckoi u KT xaptunoit HOKI'M
TUCTOJIOTUYECKOE MCCJIEOBAHUE HE BBIABWIO MATOJOTHMH, YTO MOCIYKWJIO TPUYUHON
COMHEHHM B HAJIMYMM TATOTCHETUYECKOW CBA3W Mexay runepruiasuern HOK wu
pa3BUTHEM CHHIpPOMA TMEepCcUCTHpyromero taxumuod [136]. OmHako wuccliexyeMbIM
JETSIM HE MPOBOAMIACH OLIEHKA MO KJIMHWYECKOW mikane auarHoctukn HOKI'M, uto
CTaBUT IIOJ] COMHEHUE «TUIUYHOCTBY» KIMHMYEeCKOM KapThHbl HOI'KM, a Takxke He
YTOUHSAIOTCS OCOOCHHOCTH MPOBEACHUS OMOICHUHU JIETKUX, KOTOPYIO CIEIYyET TPOBOJUTH
u3 10-15 ornenbHbix yuactkos JIT [56].

VY B3pocCHBIX Takke MOXeET BcTpeuarbes runepriazus HOK nerkmx, Tak
Ha3blBaemas uauvonaruyeckas nuddysnas runepruiazus HOK. lannoe 3aboneBanue
NPOSIBJISICTCS JUTUTEILHBIM KallsIeM M OJBIIIKOW mpu (usmueckoir Harpyske [57].
Huddysnas wunuonaruueckas rumnepruiazus HOK  Moxer ObITh  cBsizaHa ¢
BO3HMKHOBEHHEM HEWPOIHIOKPHHHBIX omyxouei [12]. [Tocnennue kmaccupuuupyroTcs
no creneHn auddepeHIUpoBKH Ha  BbICOKOAU(PGEPEHIIMPOBAHHBIE, YMEPEHHO
muddepeHupoBaHHbIC U HU3K0 1P PEepeHITMPOBAHHBIE.
BricokonuddepeHirpoBaHible  HEHPOIHIOKPUHHBIE OMYXOJM MOTYT CEKPETHpPOBAThH
OMOJIOTMYECKH aKTHBHBIE BEIIECTBAa, TaKUE Kak XPOMOTpaHMH A, TacTpHH,
comaroctatuH, 6omoe3un u ap. [38]. Ces3p HOKI'M ¢ pa3BuTreM 3T0Or0 3a00JIeBaHUS
He Obuta ycranosimeHna [60, 127]. Mopdomnormueckum otauumem HOKI'M ot
runepruiazu HOK B3pocibix u 001uTepupyromero OpoHXHoInTa BIsSeTCsl OTCyTCTBHE
¢dubpo3za [21].

L.R. Young c xomn. (2011) Gputa ycTaHOBIEHA CBS3h MEXy KommdecTBoM HOK
u crenenpto ooctpyknuu wmenkux J[IT [130]. MccmemoBanue (yHKIIMM BHEITHETO
aeixanus (OBJ]) npu HOKI'M y gereli 1eMOHCTPUPYIOT TOBBIIIEHUE COOTHOIICHHUSI

octaTouHbli 00beM Jerkux (OOJI)/o6mas emrocth jerkux (OEJI), cHuxenue oobeMa
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dopcupoBannoro Beioxa 3a 0,5 cexyHapl (O®Bos) u HOpManbHOE COOTHOIIECHUE
O®dBo 5 /bopcupoBanHas sxku3HeHHas eMKOCTh Jerkux (OXKEJ) [117].

Hns uccnenoBanuss ®BJ[ y mianennieB Obul mpejyioxkeH MeTon (roymerpuun
cnokoitHoro neixanus (PCJ). Jauneiii meton wucciemnoBanust DBJl sddexTuBHO
MPUMEHSIETCA Yy TMAlMEHTOB PAHHEro BO3pacTa C€ HU3KOW KOMIUIAEHTHOCTHIO.
[IpeumymectBom @DCJ] sBasieTcsi HEMHBA3MBHOCTh M BO3MOXKHOCTH IPOBOJIUTH
HCCJIEIOBAaHUSI B COCTOSIHUM €CTECTBEHHOro cHa. JlanHeli wmeton oueHku OB/
WCIIOJIb30BaJIM Y TAIIMCHTOB ¢ OpoHxoyeroyHol aucriasuei (BJIJI) [41].

P.R. Hounin ¢ xomn. (2015) ycranoBwi, 4uro mpu oboctpenun HIOKI'M
OTMEYaeTCs CHUkKEHUE (OPCUPOBAHHOMN KU3HEHHON €MKOCTHU JIETKUX, PETUCTPUPYIOTCS
«BO3ITyIIHBIC JTOBYIIKK» [107].

ITo pesynbratam wuccienoBanuss 481 pebGenka, 15 U3 KOTOpBIX OBUIM C
Mopdosiornyeckn noaTBepxkaeHHON HOKI'M, 292 — co CBUCTAIIMMHU XpUIIAMH B
aerkux (aHri. - wheezing), u 128 OblIH HEOHOIIEHHBIMH JIETbMU aBTOPHI YCTaHOBHIIH,
yro mnoBeilienne DOOEJI > 150% mno pgaHHBIM [JIeTU3MOrpaguu  sIBIsETCA
oTiuuTeNbHOM uepToil marmeHToB ¢ HOKI'M (p < 0,001). JlanHbIi KpUTEpU MOXKHO
MCIIOJB30BaTh Kak [Js1 ycTtaHoBieHHs auarHo3a HOKI'M, Tak u ero uckiroyeHus, TaK
KaK YyBCTBUTEJIBHOCTh JIAHHOTO METOJa JHUAarHOCTUKU cocTaBiger 86,7%, a
cnenupuarocth 95,5% [154]. Tlpu ananmuze pesynbraroB ®CJI y mamuentoB ¢ bJIJ]
OBLJI0O YCTAHOBJIEHO, YTO OTHOCHUTEIIbHOE BpEMSI MUKOBOTO IMOTOKAa Ha BbIIOXE B %
(tPTEF%tE) < 20% MOXeT paccMaTpuBaThbCsAd KaK JAMAarHOCTHYCCKUH Mapkep
OpOHX00OCTPYKTUBHBIX M3MeHeHu# npu BJIJ] [41].

[Tpu mpoBeaenuun s3xokapauorpadudeckoro uccienoanus (OxoKI') manHbIX 32
BpokJIeHHbIN Topok cepana (BIIC), neroynyro runepTeH3uio He ObUIO TOTYyYeHO HU Y
onHoro pebenka ¢ HOKI'M [127], mostromy npu onenke Tsoxectn HOKI'M no mikane
L.L. Fan ¢ kot (1998) [90], npennoxxeHHo# 1 XapakTepucTuku manueHTos ¢ U3J1, y
oosnpimHCcTBa Aereld ¢ HOKI'M ona coorBetcTBOBajia 1-2 cr. [5].

[IpomomxaroTcss moucku Oosee O€30MacHbIX W MAJOMHBA3UBHBIX METOJIOB
nuarHoctuku HOKI'M. Ilo manneim E. Urbankowska ¢ xoma. (2020), B 1uarHocTuke

HOKI'M MOXHO UCHNOJIB30BaTh YJIbTpa3BykoBoe wuccienoBanue (Y3U) nerkux,
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OLICHMBAaHMUS KOJMYECTBO M IUIOTHOCTh B-nmuHuWii, a Taxxke ToamuHy meBpsl. [lo
pesynbraram uccienopanus 20 gereit ¢ HOKI'M OblmM mOJIydeHBI CTaTUCTHYCCKH
3HAQYMMBIE Pa3Inuvsg MO JAHHBIM KPUTEPUSM B CPABHEHUU C KOHTPOJIBHOM TpYyHION
3I0POBBIX  JIeTE€W, OJHAKO JaHHBII METOJl JUAarHOCTUKHM HMEET  BBICOKYIO
YyBCTBUTEIBHOCTh, HO HM3KYIO crneuupuuHocts B oTHomeHnu k HOKI'M, B cBsi3u ¢
yeM muddepeHranbpHas JTUarHOCTUKA c JIPYTUMHU 3200JICBaHUSIMH,
XapaKTEPU3YIOIMMHACSI CUHAPOMOM IEPCUCTUPYIOWIETO TaXWMIIHOY, Ipu nomomm Y 3U
JICTKHMX Ha JTaHHBI MOMEHT HeBO3MOXKHa [122].

HOKI'M cnenyer nuddepenuupoBars ¢ HWHJII, mnpexnae Bcero ocTpbiM
OpOHXHMOMUTOM U BHeOOJbHMYHOW mHeBMoHuew (BII) — cambiMu yacThiMu
HaIlpaBUTEIbHBIMHU JUarHo3amMu npu rocnutanuzauuu naueHtoB ¢ HOKI'M [Nevel
R.J., Garnett E.T., 2018]. Taxxke nuddepeHUHaIbHYIO AHUArHOCTUKY CIHEAYET
npoBOaUTh ¢ OponxuanbHOM actMoil (BA), anomanusimu passutus Jll, acnupanueit
BCJEACTBUE ractpo33odareanbHOro pedmiokca, acnupanueid HHOPOJHBIX — Ted,
MYKOBHUCLII030M, IIEPBUYHOMN UHUJITMAPHON JTIMCKUHE3UEN (ITLL ),
UMMYHOJIE(UIIMTHBIMU COCTOSIHUSIMU M CepAedyHOM HegoctarouHocThio npu BIIC u
apyrux 3aboneBanusax cepama [87, 149]. Kpome Toro, B psje ciydaeB HEOOXOIUMO
BKJIFOYUTh B JMArHOCTHYECKUM MOUCK Apyrue nerckue W3JI, Hampumep, JETOUYHYIO
TUMOIJIA3HMI0, JIETOYHBIA HMHTEPCTULIMANIBHBIN TJIUKOT€HO3, BPOXKICHHBIA JAehUIIUAT
cypdakTaHTHBIX TpoTeruHOB [7, 15, 44, 149 152], a taxxe BJI/] [25].

CBoeBpeMennyto amarHoctuky HOKI'M  wmoker 3arpynHsTh KOMOpOWIHAsS
natosiorusi. B uccnenoBanuu D.R. Liptzin ¢ komt. (2020) y 6omsubix ¢ HOKI'M 651101
JTMArHOCTUPOBAHBI TacTpod3odareanbHas pedurokcHas 6one3nb (I'OPB) (y 50% u3 98
nereit), acrmmpanus (y tpern u3 103 mamuenTtoB), y 8 u3 117 obcieioBaHHBIX ObLTa
BBISIBJICHA  TUIOTaMMAarjiioOyJIMHEMHUs, BO3MOXHO  SBJISIIOIIASICS  TPaH3UTOPHOU

MJTaJICHYCCKOM THUIIOraMMarjio0yInHeMHUeH teTckoro Bo3pacra [95, 127].

1.5. Jleuyenue
Crerupuyeckoro neuenuss HOKI'M wer. B cepun nabmronenuii V.C. Gomes C

kot (2013) y nmereit ¢ TtsokensiM TedyeHueM HOKI'M mpuMmeHsuin cucTeMHBIE
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rimokokoptukocTteponasl (I'KC), ogHako KIMHUYECKHM 3HAYUMOTO MOJIOKUTEIBHOIO
s¢dekTa mociae MpUMEHEHHs JaHHBIX MpernapaToB oTMeueHo He Obuto [79]. B cepumn
naomoaenuit H. Marczak. ¢ ko, (2021) manuentst ¢ HOKI'M nmonydanu B TeueHue 6
MmecsieB Oporxoaminaratopsl u uaransnuonnasie ['KC (MI'KC), B pe3ynbrate dero Ob1u10
OTMEUEHO Yy TAIMEeHTOB YJydIlleHWe TOJEPAaHTHOCTH K (PHU3WYECKOi Harpyske,
YMEHBIIICHUE CTENEHU BBIPAXKEHHOCTU BTSXKEHHM YCTYMUYUBBIX MECT IPYJIHOWU KIIETKH.
B cBsA3M ¢ OTCyTCTBHUEM KOHTPOJIBHOM rpymmsl B uccinenoBanusax V.C. Gomes ¢ KO
(2013) u H. Marczak. ¢ komn. (2021), mo 3asBAEHUSM aBTOPOB, YTBEPXKIATh IPO
s dexT Tepanuu, a HE TPO YIYUIIEHUE COCTOSIHUS C TEUCHHEM BPEMEHU HEBO3MOXKHO
[153].

B am6ucnextuBHoM ucciegoBanuu 31 manuenta ¢ HOKI'M B Bo3pacte crapiie 5
net B TedeHue 3,94 roga (amanaszon 0,28-6,32) netu AIUTENBHO MOJyYald JICUCHHE
NTI'KC (6/31), makponunamu (4/31), ruapokcuxsiopoxuom (2/31) - Hu oguH npenapar
HE OKa3aJl SIBHOTO BIHWsAHHUA Ha kiumHudeckoe Teuenne HOKI'M [140].B nacrosiiee
Bpemsi, JokazarenscTB dddextuBHocTH Tepanuu HOKI'M  cucremMHbIMH  WIH
unramsauonasiMu ['KC, O6ponxoaunatatopamu Het [70, 73, 75, 79, 91, 128, 140].
Jlannbie mpemnapaTbl MOTYT ObITh 3¢ ¢dekTuBHbl y nanueHtoB ¢ HOKI'M Ttonbko mpu
AMU30J[aX PECHUPATOPHON HHGEKIMH WIM COIYTCTBYIOIIEH Marojoruu B Buie BA
[127]. Benecnue u JjeueHHWe 3aKJIOYacTCs B HA3HAYCHHHM TPH  HEOOXOJUMOCTH
JUTMTENIbHON nomariHel kucnopoporepanuu (JJIK), rumepkanopuitHoro mnuTaHus,
tepanuu ['OPb [75], [79].

[IpenmnonoxxeHusi 0 MaTOreHEeTUYECKOM 3HAUYEHUM MENTUAA, CBI3aHHOTO C TEHOM
kannbuToHnHa (IICI'K) B pasButum knunHumyeckoil kaptuHbl HOKI'M mno3Bossiior
paccmoTpeTh mnpumeHeHue antaroHuctoB IICI'K g ynydineHus JbIxaTeabHOU
byakun y mamueHtToB ¢ HOKI'M, Ho nmnst aToro TpeOyercst AOMOJHUTENbHBIC

uccienoBanus [88].

1.6. IIporno3
Otnanennsie nocneacteuss HOKI'M He ycTaHoBieHbl. 3a Bpemsi HAOJIOJAEHUS B

teuenue 20 ner 3a nmaumeHtamMu ¢ HOKI'M He ObLI0 3aperucTpupoBaHO HH OJHOTO
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CMEPTEIIbHOIO0 HUCXOJla, MOTPEOHOCTH B TMPOBEACHUU TPAHCIUIAHTAIIUU JIETKUX,
ces3anHbIx ¢ HOKI'M [127]. PecnupaTopHple CHMITOMBI OOBIYHO YJIYYIIIAIOTCS CO
BpEMEHEM, HO MOTYT COXPaHSTHCSI B TEUCHHE HECKOJIBKUX JIET, TeUeHHUE 00JIE3HU HOCUT
BOJTHOOOPA3HBIN XapaKTep, KUCIOPOI03aBUCUMOCTh MOXKET COXPAHSATHCS B TECUCHUE
HecKoabKkux JieT [21, 47, 75, 80, 128, 132]. U3 42 namuentoB ¢ HOKI'M, BKItOYEHHBIX
B ucciuenoBanue R.J. Nevel ¢ xomn. (2018), xorma-mubo Hy»XKAaiuch B MPOBEICHUU
kuciopoaorepanuu 98%. Cpenu Hux Menuana (Me) IpoIOIKUTENHLHOCTH MMOCTOSHHOM
kuciaoponotepanuu coctaBuia 30,1 (95% nosepurenbubiii uaTepBai (JJN) — 21,1-39,2)
Mecsia, a Me mpoobKUTENIbHOCTH KUCIOPOJA0TEpai BO BpeMsi HOUHOro cHa — 41
(95% JIN — 35,4-55,2) mecst. Cpeau TaHHBIX MAMEHTOB Y 75% oTMedasach 3a7epiKKa
¢dusnyeckoro pasputus [132]. ITo nanneim D.R.Spielberg ¢ xomn. (2019) manueHTsI ¢
HOKI'M, nonywatomme JIJAK  kpyriocyrouHo, wumenu  OOJBIIYI0  CTENEHb
BBIPAQKEHHOCTH YIUIOTHEHUM MO THUITYy «MaToOBOro ctekyiay mo jgaHHeiM KT, B oTiuume
or Tex, kro wmcronb3oBan JJIK Tombko Bo Bpems cHa [100]. BeposTHO, cTemneHb
BBIPAKEHHOCTHU YIUIOTHEHUH 10 TUITY «MAaTOBOI'O CTEKJIa» B IallbHEUILIEM MOXHO OyAeT
UCII0JIb30BaTh KaK MPEIUKTOP KUCIOPOA03aBUCUMOCTH y nanureHToB ¢ HOKI'M.

VY OoNbIIMHCTBA MAllMEHTOB MOCTENEHHO PErpecCUpYIOT BCE CHUMIITOMBI, HO Y
HEKOTOPBIX JETeH MOXKET COXPaHAThCA HU3Kas TOJIEPAHTHOCTh K (DU3UYECKON Harpyske
WM MOTYT BO3HHMKaTh cuMmntoMbl /IH Bo BpeMs pecnupatopHoil MHGEKINH, BKItOUYas
nexomneHcanuto JIH co cHmwkenuem SpO2 u pa3BUTHEM KHCIOpo03aBucuMoctu [42].
[lomarator, 4TO BHE3aITHOE HApaCTaHHWE PECIUPATOPHBIX CHUMITOMOB Y OOJBHBIX
HOKI'M moxeT ObITh CBsSI3aHO Takke ¢ (OPMHUPOBAHUEM «BO3AYIIHBIX JIOBYIIEK,
BO3HHMKATh U TPU OTCYTCTBUU siBHOW pecrmmparopHor mHpekuuu [107]. Tlo manapIM
amOucniekTuBHOTO HaOmrofeHust 3a 35 manuentamu ¢ HOKI'M B Bo3pacte 5 jer u
cTapmie u oreHke mo mkaie Tsokectn M3J1 mo L.L.Fan ¢ xomn. [90], y 74% manueHTOB
He OBbLIO HUKaKMX CUMIITOMOB, U 3a BpeMsl Ha0JtoieHus (B cpeaHeM 3,9 rona, AuanazoH
0,3-6,3) cumnromel HOKI'M ne nosiBisuinck. B Bo3pacte okomno 10 et Hu y ogHOTO U3
JIeTel CUMIITOMBI, TaKHUE€ KaK OJIbIIIKA, TaXUITHO?, KpenuTamus, 1euiuT mMaccel Tena,
0oJibllle HE HAOIIOJATUCh KaK B COCTOSIHUU TIOKOS, TaK U MpHU (PU3HUYECKON Harpyske

[140]. dynkmoHaNbHBIC IPOOKI JETKUX M YaCTOTA JBIXaHUs OBLIH B MIPEIEIax HOPMBI.
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[To mamueiM HaOmomenus D.R. Liptzin ¢ xomr (2018) 3a 77 nammeHTamu C
HOKI'M, 14 u3 Hux Oblia BBINOIHEHA MOJUCOMHOTpadus, o pe3yiabTaTaM KOTOpOil §
JIeTEell COOTBETCTBOBAJIM KPUTEPHUSIM CHHIpOMa OOCTPYKTUBHOI'O amHOd CHa, a 3
COOTBETCTBOBAJIM KPUTEPHUSAM CHHIPOMA IIEHTPAITLHOTO armHod cHa [120].

[To pesymbraram wmcciemosanusi H. Lukkarinen ¢ xomn. (2013), y mectu u3
nesstu aereir ¢ HOKI'M Obut omnpeniesieH peHOTUI, COOTBETCTBYIOIINN HEATOMUYECKOM
OponxuanpHOU acT™Mbl [128]. M3menenus B nerkux mnpu nposeaeHnn KT perpeccupyror
C BO3PacTOM I10 Mepe perpecca KIMHUIECKIX CUMIITOMOB 3a0oieBanus [15, 21, 45, 79].

HOKI'M He sBisieTCs NPOTUBOIOKA3aHUEM JUIA IPOBEICHUS BaKLIWHALMH.
[Nanpentram ¢ HOKI'M pexomenayercs o00s3aT€IbHO MPOBOAUTH  €KETOJHYIO
BAKIMHALIMIO TPOTHWB  TpUIINA, HauuHasg ¢  6-MECSIYHOro  BO3pacra, W
MIPOTHBOITHEBMOKOKKOBYIO BakituHaruio [ 106, 154].

Takum  00pa3oMm, TpUBEIEHHbIE B  JIMTEpAaTypHOM  0030pe  JaHHbBIC
CBUJIETEJILCTBYIOT O 3HAYUTEIBLHOM NPOTPECCE B MPOBEACHUU PAHHEN IHArHOCTHUKH,
BeJlcHUH U JieueHnH naureHToB ¢ HOKI'M, ogHako octaercs psii BOIPOCOB, PELIEHUE
KOTOPBIX MMEET MPUHLMINAIBHOE 3HAYCHHUE JJISI ONTUMU3AIMU [TOMOIIM MMAallEHTaM C
JaHHBIM 3200JIEBaHUEM:

- kakoBa paoisa nereit ¢ HOKI'M B crpykrype nereit rpynnoro Bo3pacta ¢ M3JI u B
CTPYKTYp€ NalUEeHTOB, Hyaaromuxcs B JIJIK;
- KaKo€ JUarHoCTHYECKOE 3HaUEHUE KINHUYECKON mKanbl guarnoctuku HOKI'M
- cymecTBYIOT Ju npeaukropsl JJIK y nmammentoB ¢ HOKI'M;
- KaKOBBI BO3MOKHEIE ncxoasl HOKI'M
- kak nporekaer COVID-19 y nereit c HOKI'M
[louck OTBETOB Ha NOCTABJIECHHBIE BOIPOCHI OIPEACIUIN HEOOXOIUMOCTb

IMPOBCACHUS, LHCJIb U 3aa491 JaHHOT'O JUCCCPTAIMMOHHOI'O NCCIICAOBAHM.



30

I')TABA 2. TAIIMEHTBI U METO/IbI

2.1.JIn3aiiH uccie10BaHUsA, NAIUEHTHI, BepPUPUKAIUSA THATHO30B U HIKAJbI,
Tepanus

Marepuaiibl TUCCEPTAIIMOHHOTO MCCJICIOBAHMS TMOJY4YeHBI B XOJI€ MPOBEACHUS
KIIMHUYECKUX HAOJI0JICHUN U 00CIe0BaHUM MAIlMEHTOB B nepuoj ¢ ceHtsaops 2020 .
o Mapt 2022 r., BKJIIOYasl aHAJIU3 apXUBHBIX JJAHHBIX, MOJYYCHHBIX, HAUMHAS C STHBApsI
2012 r., na xadeape neauarpun (3aBenyromuid kapenpoit — 1.M.H. J[.FO. OBCSIHHUKOB)
MEJUIIMHCKOTO HMHCTUTYyTa (qupekrop — A.M.H.,, mpodeccop A.FO. Aobpamos)
@denepadbHOrO0 TOCYJIapCTBEHHOTO AaBTOHOMHOTO 00pPa30BaTEIbHOTO  YUPEKIACHUS
BhICIIEr0 oOpa3zoBanus «Poccuiickuii yHUBEpCUTET APy Obl HApo/10B» MuHuUCTEpPCTBA
HAayKd W BbIcuiero obOpa3oBanus P® (pekrop — na.3.H., A.10.H., mpodeccop O.A.
SctpeboB). [larmenTsl HAOMIOATUCH B CIEIYIONUX MEIUIIMHCKUX YUPEKICHUAX:

— rOCYJIapCTBEHHOE OIOKETHOE YUPEXKIICHHUE 3PaBOOXPAHECHHS TOpo1a MOCKBBI
«Mopo3oBckass  feTckas TropojcKas KIWHAYeckas OonbHHIIA JlemaprameHTa
3npaBooxpaHeHus ropojaa Mockse» (MJII'KB) (rnaBnslii Bpau — k.M.H. B.B. ['opeB);

— rOCYJapCTBEHHOE OIOKETHOE YUPEXKICHUE 3APABOOXPaHEHHS TOpoja MOCKBbI
"Jlerckass ~ wH(GEKIWOHHAs  KIMHWYecKas OompHuMma Ne 6 JlemaprameHta
3apaBooxpanenust ropojga Mocksbl" (JIUKBNe6) (rnmaBubiii Bpau — k.M.H. O.W.
Knanosa);

— TOCYJapCTBEHHOE OIOKETHOE YUPEXKICHHUE 3APaBOOXpaHEHUs Topoja MOCKBbI
"Ilerckas ropoackas kiauHudeckas OonbHuma Ne 9 wum. [ H. Cnepanckoro
JlenaprameHTa 31paBooxpaHeHusi ropoja Mocksel" (r1aBHBIA Bpau — J.M.H.,
npodeccop A.A. KopcyHckuil);

— @enepanbHOE TOCYJapCTBEHHOE aBTOHOMHOE YyupexkJaeHne MuHucTepcTBa
3apaBooxpaneHuss  Poccuiickori  @enepaunn  «HanuoHanbHBIM — MEOUIMHCKUUN
HCCIIeIOBATENIbCKUM 1eHTp 310poBbs aeteity (HMUWUL3M) (mupektop - a.m.H. A.IL

DuCceHko);
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— TOCYJapCTBEHHOE OIO/DKETHOE YupekieHHue 3apaBooxpaHeHus «l'opozackas
KiIuHu4Yeckass OonpHUa Ne24 JlemaprameHTta 37paBoOXpaHeHHs] Topojga MockBay —
«IlepunaranbHelil IeHTP» (3aBenytonuii punuanom - A.C. Onenen);

— @enepanbHOE rocyAapcTBEHHOE OI0pKeTHOE yupexaeHue «DenepanbHbli
HAaYYHO-KJIMHUYECKUN LEHTP neTen u MOJIPOCTKOB denepaabHOTO
meaukoouonornueckoro arearcray OHKI[ ®MBA (rnaBubiii Bpau — k.M.H. H.JL
Bonnapenko);

— TOCYJIapCTBEHHOE OIOJKETHOE YUpEeXKICHHE 3[paBoOXpaHeHUuss MOCKOBCKOMI
ob0nactu "llenkoBckuil mnepuHaTanbHbId LEeHTP" (TmaBHbIA Bpady — K.M.H. A.IO.
[lacTapHak);

— TOCYJapCTBEHHOE OIOJKETHOTO YUPEXKACHHs 3/IpaBoOXpaHeHUs: MOCKOBCKOM
obnactu "Koponesckas ropojckas 6onpauia" (rmaBueiii Bpad — .M. [lnwistackuit);

—  Cankr-lIlerepOyprckoe  rocyiapcTBeHHOE — OIOPKETHOE  YUpexkIACHUE
3npaBooxpaHeHus: "Jlerckuil ropoAcKod MHOTronpoQUIbHBIN KIMHUYECKUN LIEHTP
BBICOKMX MeAuIMHCKUX TexHoioru uM. K.A. Payxdyca" (rmaBueiii Bpau — B.IO.
JleTkoB);

—  Cankr-lIlerepOyprckoe  rocyaapcTBeHHOE  OIOJDKETHOE  YUpEekKIACHHUE
3npaBooxpaHeHust "Jlerckas ropozackas 6onpHuna CBsiTol Onbru" (IJIaBHBIA Bpay —
T.A. Haunnkuna);

— TOCYJapCTBEHHOE OIO/PKETHOE KIMHUYECKOE YUPEXKJICHHE 3PABOOXPAHCHHUS
SpocnaBckoit obmactu "lleHTpanpHas ropoackas OoibHMIA"  (MCTIOTHSIOIINAN
o0s13aHHOCTH r1aBHOTO Bpada — E.B. KopoTosa);

— TOCYyAapCTBEHHOE OIOMKETHOE YupekieHue 3apaBooxpaHeHust Kamyxkckoi
oonmactu "Kamyxckas oOmacTHas KiIuHU4YecKass OonpHUIA" (TJIaBHBIA Bpad —
E.B.Pa3zymeeBa).

J{u3aiiH uccJe0BaHUsA 3aBUCEN OT ATAIOB UccienoBanus. Pabora mpoBoauiach

B 5 3tanos (puc. 2.1., Tadin. 2.1.).
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| — maruenTsl, noryuasmue J[JIK B Bo3pacte ot 3 Mecsnes a0 18 i1et, n=267

I sTan
2 — nmanueHTsl ¢ 113JI B Bo3pacte 0-12 mecsieB xu3HH, n=129
II sTam 3 — manmpeHTsl ¢ HOKI'M, n=83
T T
v | i I T
3A — mamments: ¢ HOKIM, 3B — namuentsl ¢ HOKI'M, He 3C — marmmentsr ¢ HOKI'M,
noxydasmue J[JIK, onenenssie mo 10 | _ nony4asmme JUIK, _, | oueHenHsle mo menee yem 10
KPHTEPHSAM KIHHHYECKON IKAMEl | «— | OHCHEHHBICTI0 10 KPHTEPHAM ||  KpHTepHSIM KIHHHYECKOI
muargoctukn HOKI'M, n=17 KITHHHYE CKOH IIKa/Tk! ITKAJIBl THATHO CTHKH
III sTam muarHoctuka HOKT'M, n=40 HAKI'M, n=26
I

I . I .
Omnpenenenue npeaukropoB /1K, co3ganne BaTuaHO MaTeMaTHde CKOH MOJIe/IH IPOTrHO3HPOBAHHA

norpedHocTH B mpoBeeHuH J[JIK y mammuentoB ¢ HOKIT'M

|
o SN - e LT o e, e
|

3
V stan 3K — marmmenTtsl ¢ HOKI'M, HabmogaBmmsecs B KaraMHese, n=27
\ J
|

Pa:zpa60TKa aJropurMa JHAarHOCTHKH H THATHOCTHYC CKOH IIporpaMMEI

Pucynok 2.1. JIuzaiid uccieaoBaHus: TPYIIIbI U TOATPYIIIBI

[Tpumeuanue: JIJIK — nnmurenbHas qomanrdss kuciopoaorepanus; U3J1 — uaTepcTuninansubie 3aboneBanus jgerkux; HOKI'M —

HEHWPOIHIOKPUHHAS KJIeTOuHas rurepruiazus miaaeHnes; MH/I — nadexnms HIKHUX IbIXaTeIbHBIX MyTEH.
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Tabmuma 2.1.
Jln3aliH uccnenoBaHus

['pymnmst

Oran XapakTepuCcTrUKa
(unciio 6OJIbHBIX)

Onpenenenne gomu O6onmpHBIX ¢ HOKI'M B
CTPYKType mamueHToB, monydaromux JI/JIK B 1 (n=267),
I BOo3pacTe OT 3 mecsneB 10 18 jer, a Takxke B 2 (n=129)
CTpyKType naereii B Bo3pacte 0-12 mecsies
wu3Hu ¢ M3J1

Knmauko-anaMHecTHYECKasl,

I WHCTPYMEHTAIIbHAS XapaKTePUCTHKA u 3 (n=83)
Xxapakrepuctuka tepanuu naiueHTos ¢ HOKI'M
CpaBHUTEIbHAST XapaKTEPUCTHUKA IAIIMEHTOB C 3A (n=17),
"I HOKI'M, mnosdy4amommx W HE MOJydYarolnux 3B (n=40),
JUJIK 3C (n=26)
Y CpaBHUTEIIbHAS XapaKTCPUCTUKA IAIUECHTOB C 3 (n=83),
HOKI'M u manuento ¢ UHATT 4 (n=83)
v Katamuectuueckoe HaOJII0IEHNE 3a 3K (n=27)

narpenramu ¢ HOKI'M

2.1.1. IlepBblii 3TAN HCCIIETOBAHUS

[TepBbIM 3Tanom HCCIEIOBaHUS SIBISUIOCH MPOBEICHUE MHOTOLEHTPOBOTO
HaOII0/IaTeILHOTO TOMEPEYHOTO MCCIIEIOBaHUs, KOTOPOE COCTOSIO M3 JIBYX
yacteil. IlepBoii 4acThl0 JTAHHOTO ATana MCCIEAOBAHUS SIBJSJIOCH OIPEICICHUE
noiu 6onbHBIX ¢ HOKI'M B cTpykType aereld, monydaronmx JJJIK (rpymma 1).

Kputepnu BriIOYeHusi: norpedHocTh B nposeaeHuu JJIK ¢ momomibio
KOHILIEHTPATOPOB KUCIOPOAA.

Kpurtepuu uckjarouyeHusi: oTCyTCTBUE MOTpeOdHOCTH B TipoBeaeHuu /K.

[long w=HaOmomeHWEeM HAaXOIUIUCh JETH C TaKUMH YCTaHOBJIECHHBIMU
nuarHozamu, kak BJIJ[, Ob, renaronyibMOHaIbHBIA CHUHAPOM, OPraHU3YHOLIASCS
naesmonust (OII), BIIC, cungpom OxaBapjica, BpOXKICHHbIM MOPOK pPa3BUTHS
JeTKuX, AepuiuT QriaMuaa A, MyKOJIHIHUI03, TOpakoachukTudeckas TucTpodus
(cunnpom Kena), XpOHUYECKHM MHEBMOHHUT MJIAJCHIIEB, JE€CKBaMaTHUBHBIN
WHTECTUIINATHHBIMITHEBMOHHNT, AJITIEPTUIECKAN OPOHXOJIETOYHBIN acriepruiies, bA,
reMorjaoOuHonaTus, ructuonuTo3 w3 kiertok Jlanrepranca (I'KJI), aedwunur

cypdakrantHoro nporeuHa C, nuadparMaibHas TpeDKa, MyKOMoJucaxapuno3 4
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TUMA, Hecnenuduyeckass HMHTEPCTUIMATIbHAS TTHEBMOHUS, TMepBHYas JEroyHas
runieprensus, I[ILJI, cuHapoM acnupamum MEKOHMEM, CUHIpPOM BuibsMmca-
Kom0Onma, cunapom Bunbcona-MUKUTH, XOHIAPOIUCILIA3US, YCTAaHOBJICHHBIE Ha
OCHOBAaHUHU KPUTEPUEB COOTBETCTBYIOIINUX HO30JIOTUYECKUX €ITMHULI.

Jwuarno3 BJI/] yctaHaBIMBAJICS NPHU HAJWYUM AHAMHECTUYECKUX JAHHBIX O
MPOBEAECHUU UCKYCCTBEHHOUM BeHTWAmMu jerkux (MBJI) y nereii B nepBbie cemMb
JHEW KU3HU W/WIM MOTPEOHOCTh B MPOBEJACHUU PECHUPATOPHOU TEpamuu C
MIOCTOSHHBIM TOJOXKUTENbHBIM JaBieHueM B [[II dyepe3 HOCOBBIE KaTeTEpPhI
(NCPAP); tepamuu KUCIOpOIOM B KOHIeHTpamuu cBbiiie 21% B Bo3pacte 28
nuer u crapiie; JJH, OpoHXOOOCTpYKTUBHOTO CHUHIpOMa B Bo3pacTe 28 nHEH u
CTapule; UHTEPCTULHAIBHOM OTEKE, YEPEAYIOIIErocss C y4aCTKaMU ITOBBIIIEHHON
IPO3PAavyHOCTH JIETOYHOM TKaHH, (pulOpo3e, JIEHTOOOpa3HBIX YIUIOTHEHUSX IpHU
penrrenorpaduu OI'TI [27].

OB [MarHOCTHPOBAJICS MPU HAIUYUU OCTPOro OPOHXMOJUTA B aHAMHE3E,
OJIBIIIIKH, MAJOMPOTYKTUBHOTO Kaluisl, (PU3UKAIbHBIX U3MEHEHUH B JIETKUX B BUJIE
KpENnuTallud ¥ MEJKOIy3bIpUaThIX XPHUIIOB, CTOMKOW HeoOpaTUMOM 0OCTpyKUUU
JII; MO3aM4HOCTH JIETOYHOTO PHUCYHKA 32 CUET MHOXKECTBEHHBIX obsactei
MOBBIIIEHHON TMPO3payHOCTA M CHIKEHHOM BacKyJISIpU3allMM, IPU3HAKOB
«BO3/YIIHBIX JOBYIIEK», o naHHbiM KT OI'TI [27].

I'enamonynomonansvuplit.  CUHOPOM  TUATHOCTUPOBAJICS MO  HAJIUYHIO
KJIMHUYECKON JMArHOCTUYECKON Tpuajbl, BKIIOYAIOMIEH B ce0s CHUKEHUE
NapUUaJIbHOrO JABJIEHUS KUCIOpoJa B aprepualibHoi KpoBu PaO2<70 MM pT. CT.
npu  OTCYTCTBHHM  KapJUOPECIHUPATOPHBIX  3a00JIEBaHHM,  pacIIUpEHUE
BHYTPHWJIETOYHBIX KPOBEHOCHBIX COCYJOB M HAIMYUE MEYEHOYHOM MATOJIOTHH, I10
nanaeiM KT OI'TI [8].

Juarno3 OII ycraHaBnuBaJiCsT TpPU 3aTSHKHOM TEYEHUE [MHEBMOHUU,
CyOIUIeBpaIbHBIX ~ TpanelueBUIHbIX  yIuioTHeHHl 1o ganHeiM KT  OKII,

paspematonuxcs Ha oHe Tepanuu cuctemMisiMu I'KC [23].
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BIIC nnarHocTHpOBalId Ha OCHOBaHHUH kajlo0, aHAMHECTUYECKUX JaHHbIX,
pe3ysbTaToB OOBEKTUBHOTO HCCIEIOBAHUS M YJIbTPA3BYKOBOI'O MCCIIEIOBAHMS
cepana c aorieporpaduei.

Cunopom Ioseapoca BepuUIMPOBAIH MPU BBISIBICHUH TPUCOMUHU 1O 18-
XpOMOCOME o pe3ynbTaTam UTOT€HETUYECKOTO UCCJIEI0BaHHUS
(KapuOTUIIUPOBAHUS).

Bpoostcoennwii nopok pazeumus nezkux 1UarHOCTUPOBAIH 1O pe3yJIbTaTaM
KT OI'TI, OpoHXOCKOIHUH.

Hepuyum cpunamuna A NoaTBEPKIATN NPU BBIABICHUN MyTalud B T'€HE
FLNA no pe3ynbTaTaM réHETHUYECKOr0 HUCCIEA0BaHUS.

Mykoaunuoo3 BepuduIpoBaIy npu BeIsBiIeHNN MyTaruu B rene GNPTAB
10 pe3yJbTaTaM T'€HETHYECKOr0 UCCIEOBaHUS.

Cunopom J7Kena JUarHOCTUPOBAJICA 1O COBOKYNMHOCTH  KJIMHHUKO-
MHCTPYMEHTAJIbHBIX JAaHHBIX, TAKUX KaK OTCTaBaHUE T[oOKa3arejeil pocra Hu
OKPY>KHOCTH TPYAHOM KJIETKM OT HOPMaJbHBIX BEJIIUYUH, YKOPOUYECHHE
KoHeuHocTel, JIH, peumauBupyromme pecnupaTopHble HH(EKIUH, 3a7EpiKKa
IICUXOMOTOPHOI'O pa3BuTHs [26].

Xponuueckuii nHEGMOHUM MAA0EHYe6 TUATHOCTUPOBAICS Ha OCHOBAaHUU
MOpP(OJIOTMYECKOT0 UCCIE0BaHNsI OMONTATA JETKOIO MIPH BBISBICHUU YTONILEHUS
QIbBEOJISIPHBIX ~ MEPEropofioK,  TUIEPIUIA3UK  MHEBMOLMTOB M HAJIWYHE
QIbBEOJSIPHOTO  JKCCy/aTa, COJEPXKAILLEro MHOTOYMCIEHHbIE  Makpodar,
703uHODHUIBHBIC TIIO0YIIHI [45].

/Jleckeamamuenan unmecmuyuaibHaa nRHeeMonUA Obla OINpesesieHa pu
HayuK xapakTepHbix KT-nmpu3HakoB, TaKMM KaK y4acTKU YIUIOTHEHHS 1O THILY
«MaTOBOTO CTEKJIa» B 0a3zalbHBIX OTAENAaX /WK CyOIJIeBPaJbHO C HAIMYUEM
JOJBKOBBIX yYaCTKOB HETOBPEKICHHOW MapeHXUMBI [7/2], a Takke pe3yjbTaram
MOP(OJIIOTUYECKOTO HCCIICOBAHMSI TPU BBIABICHUU OJIHOPOJHOTO TOPaKeHUs
JIETOYHOU MAPEHXUMBbI, HAKOIIEHUS AJIbBEOJISIPHBIX MAaKpo(haroB, HE3HAYUTEIbHOM
YTOJIIEHUHU aJbBEOJISIPHBIX MEPErOPOJOK, BBIABICHUH JUM(POUIHBIX arperaToB U

oTCyTCTBHH (POKyCOB PprOp0o0IacTOB M MPU3HAKOB "cOTOBOrO Jierkoro" [51].
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Hecneyuguueckan UHMEPCMUYUATbHAA NHEGMOHUA ObL1a
JMArHOCTUPOBAHA MPU HAIUYUU HHTEPCTUIIMATIBLHOTO BOCHAJICHUS TPH y4acTUU
UHTEPCTUITHAIBHBIX U aJIbBEOJISIPHBIX MaKpodaroB u JUMQOIMTOB, OTEKa CTPOMBI,
U3MEHEHHS MHKPOCOCYJIOB BIUIOTH J0 (UOPUHOMIHOTO HEKpO3a W Pa3BUTHUS
JECTPYKTUBHOTO-TIPOAYKTUBHBIXBACKYJIUTOB IO PE3yJIbTaTaM MOP(OIOTHUUECKOTO
UcclieIoBaHus Ouornrara jierkoro [92].

Annepeuyeckuii  OpOHX0N€204HBLI  achnepzuiie3 BEepUPHUIMPOBAIA TI0
HAJIAYUIO O00sI3aTENbHBIX KPUTEPHUEB: TOJOXKHUTENbHAs KOXHas Tpoda wiu
NOBBIIIEHHBIH ypoBeHb crieruduueckux IgE k Aspergillus fumigatus u yposens
obmero IgE> 1000 ME/min; wun JOTIOJTHUTENBHBIX KPUTEPUEB  (JIOJKHBI
NPUCYTCTBOBAaTh JBa u3 Tpex): BbiiBienue IgG k Aspergillus fumigatus B
CBIBOPOTKE KPOBHM, PEHTICHOJOTHYECKHE MPHU3HAKU (JeTyuyne WHQPUIBTPATHI,
KOJIBLIEBUHBIE U MapaJUlebHbIE TeHU, OPOHXO03KTa3bl, IJIEBPOJIETOYHBIN (HrOpo3),
n03uHO(UIBI B mepudepudeckon kpoBu > 500 KIETOK/MKJI Yy MAlMEHTOB, HE
noayyaronux cuctemusie 'KC [93].

I'emoznobunonamua — no pe3yiapTaTaM KIMHUYECKOIO aHAIM3a KPOBH U
TeHETHYECKOro uccieaoBanus [156].

Jnaruos eucmuoyumosa u3 xkiemok Jlanzepeanca ycraHaBIUBAIICS TIPU
BelgBlIcHMH 110 JaHHeIM KT OI'TI Menkmx o0dYaroBbpIX TEHEH, TOHKO- U
TOJICTOCTCHHBIX KHCT B JIETKHX, jaedopmaiuu JierouHoro pucynka [148] u
MOP(]OJTOTUIECKOTO MCCIEAOBAHUS TPU BBISBICHUH KJIOHAJIBLHON Tposudeparuu
naToJOruveckux kiaeTok Jlanrepranca [29].

Huagpazmanvhan  2pviyca  TUATHOCTHpPOBAJaCh IO pe3yJbTaTam
PEHTTEHOJIOTHYECKOTO HecaenoBanus [ 147].

Mykononucaxapuooz 4 muna BepuUIMPOBAIM HA  OCHOBaHUU
COBOKYITHOCTH KJIMHUYECKUX JaHHBIX, PE3YyJIbTAaTOB TAOOPATOPHOTO UCCIIEIOBAHUS
¥ MOJICKYJIIPHO-TeHEeTHUecKoro ananmm3a [150].

H3onupoeannan (nepsuunasn) nezounasn zunepmen3usn TUarHoCTUPOBAIACH
Ha OCHOBAHWU TMOBBIIIECHUS CPETHETO JIaBICHUsSI B JIETOYHOM apTepuu Oomee 25 MM

PT.CT., YBEJIMYEHHsI MHJIEKCA JIETOYHOI'O COCYAUCTOro comnpotuBieHus Oonee 3,0
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en. Byna/m?, HopManbHEIX moKasarensax (<12 MM PT.CT.) JaBlIeHMs 3aKIMHUBAHUS
B JIETOYHOM apTepuu, OMNpeAessieMble B TMOKOE NPH KaTeTepus3aluud cepla B
yCIOBUSX OWUBEHTPUKYJSIPHOTO KPOBOOOpAIIEHUS U  OTCYTCTBHE JpPYrou
NIaTOJIOTUH, OOBSCHSIOIIEH yKa3aHHbie n3MeHenus [ 103].

Hwuarnos  III[/]  ycraHaBiuMBajcs IO  pe3yjbraraM  KIMHUKO-
PEHTTE€HOJIOTUYECKOTO MCCIEIOBaHUs W Pe3yJibTaTaM CBETOBOW MHUKPOCKONUU
OwornTaTa U3 MOJOCTH HOca Win Oponxa [34].

Cunopom acnupayuu mexonusa ObUI TUATHOCTHUPOBAH IpPU BBISBICHUU
KpuTepueB: 1) Hamuyue MEKOHHsS B AMHHMOTHYECKOW JKHUIKOCTH, 2) HaJIM4due
peCUpPATOPHBIX HAPYIICHWH, TMOSBUBIIMECS B TMEPBbIE Yachl JKU3HH; 3)
HEO0OXOIUMOCTh B pecruparopHoit noaaepxke (kuciaopoa, UBJI); 4) uckimtoueHsl
JpyTHe MPUUKHBI JbIXaTSIbHON HeI0CTaTOYHOCTH [64].

Cundopom Bunvamca-Kambsna auarHocTupoBaiu IO  pe3yJibTaTaM
PEHTTEHOJIOTMYECKOTO M OPOHXOJIOTHUeCKOro uccieaopanuii [89].

Jnaruno3 XOHOpoOucnaazuu NOATBEPK AU 1o pe3yibTaram
PEHTICHOJIOTMYECKOT0 U MOJICKYJIIPHO-TEHETHUECKOT0 ucciieoBanuii [145].

BTopoii yacTbi0 JaHHOTO ATarna MCCIEI0BAHUS SIBISAIOCH ONPEACICHUE JOJIN
6oneHbix HOKI'M B cTpykType aereit 1-ro roma xuszuu ¢ WU3JI (rpynma 2) B
cootBeTcTBUM C Kiaccupuxamuendn U3J1 y nereit AMepuUKaHCKOTO TOpaKajIbHOTO
o6rrectsa [50].

Kpurtepun BK/IOYeHHMs: BO3pacT miajme | roma, Haluyue <«JIE€TCKOTO
N3JI-curnpomar [77].

Kpurtepun wuckiIw04YeHusi: Bo3pacT crapuie | roma, YCTaHOBIICHHbBIC
JIMarHo3pl MykoBucnmmosa, BJIJI, mepBuuHOrO HMMMyHOACHHUIIHTA, OTCYTCTBHC
«uerckoro U3JI-cuampomay [77].

[Ton HaOnoIeHHEM HAXOAWIWCh JETH C TaKUMU YCTAHOBJICHHBIMU
nuarnozamu: HOKI'M, BpoxaeHHass anbBEOJPHO-KANWIUISPHAS —JHUCIUIA3US
(BAKJI), nerounasi rumnoruiazusi, CUHAPOM BuibcoHa-MUKUTH, BpPOXKJIECHHBIN

neduuut cypdakranTHOro nporenHa B, BpoxxneHHbIN neuuuT cyphakTaHTHOTO



38

nporenHa C, CMJILIDK. J[uarHo3sl ycTaHaBIMBaluCh HA OCHOBAaHWU KPUTEPHUEB
COOTBETCTBYIOIINX HO30JIOTUYECKUX €IUHHII.

BAKJ] JTUArHOCTUPOBAIIU pu BBISBJICHUU cnenuduueckon
MO(POJIOTUIECKON KapTHHBI OMOMTAaTa JIETKOTO, KOTOpas 3akiIovyanach B HAIMUNU
YTOJIILIEHHI MEXKaJlbBEOJISIPHBIX MEPErOpOAOK, albBEOSPHBIX XOJ0B U AJIbBEOJ B
BUJEe TPyOOdUEK, a TaKKe HAPYIICHUH IUXOTOMHYECKOTO CTPOCHHS OpPOHXHUOII,
runeprTpopun  cpeaHed OO0OJOYKM MEJKUX MBIIMICUHBIX apTepuil, KOTopas
codeTtasiach € KJIETOYHOM mnponudepanreid HHTUMBI COCYAOB, a TaKXKe
PaCIO0KEHUH JIETOYHBIX BEH MapalljIeIbHO JIETOYHBIM apTepUOJ BHYTPHU OOIIEH
anBeHTrmm [111].

Jlecounaa 2unonnazus OblUla JIUATHOCTUPOBAHA TIPU  BBISIBJICHUU
CUMIUTU(PUKAIIMU JIETOYHBIX JOJICK W HEJIOCTATOYHOE YHUCJIO aJIbBEOJI B AllUHYCE
IpU THUCTOJIOTHYECKOM MCCJIEIOBAaHUH, IOKa3aTesie allbBEOISIPHO-PAIUAILHOTO
cuera <5 [82, 101, 141].

Cunopom Bunvcona-Mukumu BepuUIIMPOBAIM 1O COBOKYIHOCTH
KJIIMHUYECKUX: TE€CTAalMOHHBIA BO3pacT MeHee 32 Helnenb, Macca Tena IMpu
poxnaenun Mmenee 1500 r, apIxatenbHbIE pacCTpoMcTBa Ha 7-35 J€Hb KU3HH,
XpUIBl B JIETKUX, [bIXaT€lbHAas HEIOCTATOYHOCThb, KHCIOPOI03aBUCUMOCTb,
OPUCTYIIBI  allHO?®; M PEHTTEHOJOTMYECKUX  JAHHBIX: HEPAaBHOMEPHOCTH
BEHTUJISILIMU, TPYObIe JIEHTOOOpa3HbIe YIUIOTHEHUS, OyJUIbI, IPEUMYIIIECTBEHHO B
BEPXHHMX OTJeJax Jerkux [6, 27, 32].

Bpootcoennwtit depuyum cyphakmanmmuslx npomeurnoe TOITBEPKIATN
BeIsiBNIeHHEeM MmyTtanuu B reHe SFTPC u SFTPB mo pesynbTataM reéHETHUYECKOTO
UCCIIEIOBAHUS

CMUIII?K nyarHOCTHpPOBANIU NpHU BbIsiBIeHUH MyTanuu B reHe NKX2.1 mo
pe3yJibTaraM T€HETUYECKOr0 UCCIIeI0BAHUSI.

[TepBuunbIe UMMYHOIE(PUITUTHI UCKITIOYATUCh HA OCHOBAHUH WCCIICIOBAHUS
KJIETOYHOTO M TYMOPaJIbHOI0 UMMYHUTETA, KOTOPOE MPOBOAMIIOCH IIPU HATUYUU 2

1 00Jiee HACTOPAXKUBAIOIIHUX TPU3HAKOB IEPBUYHOT0 UMMYHOA€(DUIIMTA 110 BEPCUU



39

BO3 u o¢ouma Ixehdpu Mogemra [125]. MyKOBHCIHI03 HCKIIOUYAICAd Ha

OCHOBAHHH PE3YJIbTATOB HCOHATAJIbHOI'O CKPHMHHUHI'A, IIOTOBOI'O TCCTA.

2.1.2. Bropoii 3Tan uccjae10BaHUusA

BropeiM a3Tanom uccienoBaHUs ABISAIOCH HaOMIOJATENIbHOE MOMNEPEeYHOe
UCCIICJOBAHUE C NPOBENCHUEM KIMHUKO-AaHAMHECTHYECKOM, MHCTPYMEHTAIBHOM,
MOP(]OJIOrNYECKON XapaKTepUCTUKH, & TaKKE ONMHMCAHUEM TEpaIluy NAlUEHTOB C
H3KI'M (rpymma 3).

Kpurepuu Br/I0O4YeHusi: yCTaHOBICHHBIN trarHo3 HOKI'M.

Kpurepuu uckiarwodenusi: orcyrcrsue auarfosa HOKI'M, mykoBucumnos,
[T, npyrue U3JI.

HOBKI'M auarHoctupoBaiy Ha OCHOBAHHMM CIEAYIOIINX KPUTEPUEB: HATTUUUE
MuHuMyM 3 u3 4 xputepueB «jaerckoro W3JI-cunnpoma» (tabn. 2.2.) u
oOHapy>XeHHE y4aCTKOB YIJIOTHEHUH IO TUITy «MAaTOBOI'O CTeKJay Mo AaHHbIM KT
OI'TI, naubonee 3aMETHBIX B CpeJHEH JA0JE€ MPABOrO JIETKOIO U SI3bIYKOBBIX
cermeHTax Jieoro Jerkoro [130], wiam mo pe3yiabTaraM NPUKU3HCHHOTO
Mopdororuyeckoro wuccienoBanus - npu Hammuuu HOK OGonee wem B 75%
ouoncuiinoro marepuana JII, mpu xommdyectBe HOK >10% ot obmiero yucia
snuTenranbHbIX KIeToK JI1 XoTs Obl B 01HOM OpOHXHOJE, TPHU YBEITUYECHUHU YHUCIIA
u/vmu pazmepa HOT u npu MCKIIIOUEHHH APYTHX COYETAHHBIX MATOJIOTUYECKHX

npoieccos [83].

Tabnuma 2.2.
[Mkana nuarsoctuku «aerckoro U3JI-cuaapoma» mo R.R. Deterding [73]
Ne Kpurepun CumnTomel
1. KallleJb, TAXUITHOY, HETIEPEHOCHMOCTD

PecniupaTopHbie CUMIITOMBI .
(bu3HUecKol Harpy3Ku

2. JIOTIOTHUTETIFHBIC ABIXaTeIbHBIC IITYMBI,
OOBbEKTHBHBIE CUMITOMBI BTSDKEHHUE YCTYMUYUBBIX MECT IPYIHOU
KJICTKH, 3a/IEP’KKA TEMIIOB Pa3BUTHSI
3. ['unokcemust Sp0O2 <90%
4, Pentrenorpaguueckue

niddy3HbIe H3MEHEHUS

cumnromsl (KT OI'TI)
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JIns  KIMHUKO-MHCTPYMEHTAJIbHOM  olleHKHM nmnamueHtoB ¢ HOKI'M

UCIIOJIb30BAIM KIMHUYECKYIO0 mKainy auarnoctuku HOKI'M (ta6n. 2.3.), cornacHo

KOTOpOW KaKIbli Kputepuil oreHuBaercs B 0 (mpu orcyrctBum) win 1 (mpu

HaMW4uu) Oal, W Tpu Hammuuu 7 W Oojee OalIoOB yCTaHABIMBAJICS JIHATHO3

HOKI'M [127].

Tabnuma 2.3.
Kiuandaeckast mkana nuaroctukun HOKI'M no D.R. Liptzin ¢ xomn. (2020) [127]
No Kpurepun
1. | [losiBneHus: CHUMIITOMOB B Bo3pacTe A0 12 MecsieB
5 3anepxka pU3nYecKoro pa3BUTUs (MHAEKC MAacChl Tea s Bo3pacta < -
" [ 2SD)
3 OtcyrcTBue nedopmanuu IHUCTaIbHBIX (anaHr mo TUIy «OapabaHHBIX
AJT0YEK»
4. | OrcyTcTBUE Kanuis (BHE 3MU300B PECIUPATOPHBIX MH(DEKIIHI)
5 OTcyTcTBHME CBUCTAIIMX XpUIIOB (BHE OIHU30/I0B PECIHPATOPHBIX
" | urdexuii)
6. | boukooOpa3Has uiu BOpoHKOOOpa3Has Aedopmaliuy rpyIHON KIETKU
/. | Biaxxuble Xpunbl/Kpenurauus
8. | 'mmoxcemus
9. | Taxumuod
10. | BTsbkeHue yCTymUMBBIX MECT TPYTHON KIETKU

Ouenka crenenn JH mnpoBonunack Ha OCHOBaHUM YHU(PUUMPOBAHHOU

knaccudukaruu [2] (Tadm. 2.4.).

Tab6mauna 2.4.

Knaccudukarus JIH o crenensm Tsoxect [2]

Crenenb PaO; MM pT.cCT. SpO2 %
Hopwma >80 >95
I 60 -79 90 - 94
1 40 - 59 75-89
i <40 <75

[Tpumeuanue. PaO; — mapuuanbHOE AaBieHue Kuciopoaa, SpO2 — carypanus

KHclopoza nepudepuieckon KpoBu
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Ouenky Tsxkect HOKI'M npoBoawiM Mo HiKajie OLUEHKH TSDKECTU JETCKUX

N3J1, mpemnoxennyro L.L. Fan ¢ ko, (1998) (tadu. 2.5.) [90].

Tabnuma 2.5.
Onenka Tspkectu aerckux M3J1 [90]
['mnokcemust
(Sp02<90%) Bo | TI'mmokcemus
Crenenb 0 Jlerounas
CumnTombl CHE WJIH NpHU (SpO2<90%) B
TSKECTU . TUTEPTEeH3US
buznyeckon MOKOE
Harpy3Ke
1 Her Her HET HET
2 Ha Het HET HET
3 Jla Jla HET HET
4 Ha Jla na HET
S} Ha Jla na na

JI1s1 OIleHKM KOMITBIOTEPHBIX ToMOTrpaMM nareHToB ¢ HOKI'M Hamu Obu1
UCIIOJIb30BaH OPUTHHAJIBHBIA TMPOTOKOJ OMUCAHUS, KOTOPBIM BKJIIOYANI B ce0s
OMMCAaHHWE  JIOKAJIW3allMM  YIUIOTHEHUW TI0 THUIy «MaTOBOIO  CTEKJay,
XapaKTEpUCTUKY IAPEHXUMATO3HbIX W3MeHeHuW u usMmeHeHun JIII, a Ttakxke
BKJIIOYAJI OIIEHKY TUIONIAIM YIUIOTHEHHUH 110 THITY «MaTOBOTO CTeKjay (Tadu. 2.6.).

Tabnuma 2.6.

[IpoTokon onucaHusi KOMOBIOTEPHBIX TOMOTpaMM narnueHToB ¢ HOKI'M

.HOKaJ'II/IBaI_II/IH Y4aCTKOB YIINIOTHCHHA I10 THUITY «MATOBOI'O CTCKJIA»

CpCauaAa JOJIA, A3bIYKOBBIC CCIMCHTHI, IIpaBast BCPXHAA A0JIA, JICBAsd BCPXHAA
AO0JIsA, JICBAA HUKHASA O0JI, ITpaBast HUXKHSAA JOJIA

H3menenust
[TapeHXHMaTO3HBIE JIpIXaTeapHbIX NyTEN
JIunenHble 151 PETUKYJISIPHBIE
YIUIOTHEHUS, KOHCOJUIAIUsA, CUMIITOM VYTomnmenne cTeHOK OpOHXOB

«MO3aUYHOU TUTIOTHOCTHU»

HJIOIIIaI[b Y4aCTKOB YIUIOTHCHHUSA 110 TUITY «MATOBOI'O CTCKJIA»

KT-1 KT-2 KT-3 KT-4
(o 25 %) (25 — 50 %) (50 — 75 %) (6osee 75 %)

dusnueckoe pa3BUTHC neTeﬁ M3 I'pyHlIl UCCICAOBAHNA OLCHUBAJIN COIJIACHO

Ornenky crangapraM BcemupHo# opranusanuu 3apaBooxpaHenus (2006) [163]



42

npd momom nporpamHoro obecneuenns WHO  AnthroPlus (2009) ¢
OIpeIeIICHUEM BEJIMYKMH Z-score: Macca Teja Juist Bospacta (anria: Weight-for-Age
Z-score, WAZ), Hopma oT -2SD no +2SD; nnuHa Tena (poct) Ajis Bo3pacTta (aHr.
Height-for-Age Z-score, HAZ), Hopma ot -2SD g0 +2SD; uHIEeKC Macchl Tena Jis
Bo3pacra (amrin. BMI-for-Age Z-score, BAZ), nopma ot -2 SD mo +1SD.
HNuTepnperanus noay4yeHHbIX 3HAYEHUN Z-SCOores MPOBOJANUIIACH B COOTBETCTBHU C
pexomenganusamu BO3 (BO3, 2015). Ilpu 3HaueHHSIX WHIEKCOB HHMXKE HOPMBI
JIMarHOCTUPOBaIU AeUIIMT MacChl Tela (3a1ep>KKy npubdaBKku Macchl Tena; WAZ

< -2), /MM HeIOCTaTOYHOCTh nuTanus (BAZ < -2).

2.1.3. Tperuii 3Tan UCCJIeI0BAHUS
Tpetuil 3Tan UcciaenOBaHUsS SBISUICS MHOTOLEHTPOBBIM PETPOCHEKTUBHBIM

KOTOPTHBIM HCCIIEJOBAHHEM C TIPOBEJACHUEM CPABHUTEIIBHON XapaKTEpUCTHKU
naruenToB ¢ HOKI'M, nmonyuatomux (rpynmna 3A) u He nonxyvaromux (rpymma 3B)
JJIK, mon koTopo#t moapasyMeBalid METOJ TEpalvy Pa3IudHbIX 3a00JIEBaHHUM C
OpUMEHEHHUEM KuCJIopoJa B OojblIeld, 4YeM B OKPYXKAIOLIEM BO3JAYyXeE,
KOHIICHTPAIIMH, MTPOBOJUMBIA B JoMalrHuX yciaoBusax [13]. TMauuenTs u3 rpymm
3A u 3B ObuIM OLIEHEHBI MO JAECATU KpUTEepUsM KiuHuueckoi mikansi HOKIT'M.
Ilokazannem g HasHauenus JI/JIK, B cooTBeTCTBMM C MeEXIyHapOIHBIMU
pexoMeHaauusaMH, aBisuics ypoBeHb SpO2 < 90% B Teuenue 5% OT BCero BpeMeHH
HaOIro/IeHus y ietei B Bo3pacte A0 | rona, u Mmenee 93% y aerelt crapiie 1 roga
[106, 134]. B rpynmy 3C 0blu BKIFOUEHBI 26 naruenToB ¢ HOKI'M, oneHeHHBIC
MeHee 4eM 1o 10 kputepusiM KIMHUYECKON mKaJIbl JuarHoctuku HOKI'M.

Kpurepuu BK/IO4YeHHsI: yCTaHOBIECHHBIM Trarno3 HOKI'M.

Kpurepun uckiarwovenusi: orcyrcrsue auarsosa HOKI'M, mykoBucumaos,
TTIIJI.

Huarno3 I'OPb, BepuduumpoBaHHbIN y psAlla MAalUEHTOB, YCTAaHABIUBAJICS
Ha OCHOBaHMHM Ppe3yibTaToB (uoporzodaroracrpoayoaeHockonuu (OITC)

n/unu 24-qacoBoit-ph-meTpumn.



43

2.1.4. YeTBepThlii 3TANl HCCJIETOBAHNS

UeTBepThIi 3Tan UCCIEI0BAHUS SBISIICS MHOTOLIEHTPOBBIM HCCIIEIOBAHUEM
CIIy4ail-KOHTPOJIb C MPOBEACHUEM CPABHUTEIBHON XapaKTEPUCTUKHU MALIUEHTOB C
HOKI'M (rpynma 3) u nanueHToB ¢ BHeOompHUYHOM THeBMOHUEH (BII) 1 ocTphim
OpouxuonutoM. B cBsi3u ¢ TpymHOCThIO AubdepeHIInaIbHON JTHArHOCTUKA
octporo Oporxuonmta u BII, BO3SMOKHOCTBIO HAIMYHWS CHYDKCHUS TTHEBMATH3AIUN
Ha peHtreHorpammax OI'TI y marnueHToB ¢ OCTPHIM OPOHXUOJIUTOM, MAILIUEHTHI C
ocTpbiM OpoHxuoauToM U BII ObuiM 0OBEAMHEHBI B OOIILYIO IPYIITYy CPaBHEHUS
narmentoB ¢ MWHJ/Il (rpynma 4). Tlpu mnpoenenuu nuddepeHInanbHOM
nquarHoctukn  HOKI'M u  HMHJIII wucnonb3oBaiach KIMHUYECKas —IIKaja
muarHoctuku HOKI'M B nunamumke [127]. JlmarHo3sl ycTaHaBIMBAJIUCh Ha
OCHOBAHHMH KPUTEPUEB COOTBETCTBYIOIIUX HO30JOTUYECKUX €AUHUL.

Kpurepun srmouenunsi: HOKI'M, MH/II

Kpurepun uckiawuenus: orcyrcrsue HOKI'M, orcyrcreue MH/IIIT

Ocmpulii OponxuoIum IUATHOCTUPOBAIM y JE€TEH MEpPBOro roja >KU3HHU C
NEPBBIM 3MHU30/I0M CBUCTSIIETO JIBIXaHUS B MUAEMUYECKUN CE30H OPOHXHUOJINTA,
B3yTUEM  TpyAHOM  KiIeTkd, AUGEGY3HBIMU  KpenuTaluueu,  BIAXHBIMU
MEJIKOMY3bIpYaThIMH M CBUCTSIIUMHU XpHUIIAMHU, OTCYTCTBHEM J1aOOPaTOPHBIX
MapKepoB OakTepHalbHOW WHGEKIMN (HOPMAJIbHOE KOJUYECTBO JICHKOIIUTOB,
HeUTpoduiioB B 0O0IIEM aHaau3e KpPOBU, HOpMalibHas KoHieHtpanusa C-
peakTuBHOro Oenka), ciabod peakuuel Ha TEpanmuil0 HHTATSITUOHHBIMU
oponxosmtukamu 1 I'KC [16, 33].

Bneboonvnuunaa nHeéMOHUA  YCTAaHABIMBAIM B  COOTBETCTBHM  C
KpuTepusiMu, BrItouatommmu (1) muxopanky 6omee 38°C Gonee 3 mueit w/wmm (2)
TaxXUIHOD C YaCTOTOW JbIXATENbHBIX JABUXKEHUN Oosiee 60 B MUHYTY y AeTer 10 2
MECSIIEB XU3HH, Oosee 50 B MUHYTY B Bo3pacTe oT 2 Mecsies 10 1 roxa, u/umu (3)
BTSDKEHUS YCTYIUMBBIX MECT TpYyAHOW KIeTKH (0e3 sBIeHUH OpOHXHAIbHON
o0cTtpykiuu), (4) uHGEKIUOHHBIA TOKCUKO3, (5) JOKalbHbIE (U3UKAIBHBIC
CUMITOMBI (YKOpPOYEHHE MEPKYTOPHOIO 3BYKa, JIOKAJIbHOE OCHa0JIEHHUE AbIXaHUs

Win OpOHXHAIbHOE JbIXaHHWE, JOKaJbHbIE XPUIbl W/ WM Kpenurtamus), (6)
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neiikonuro3 >15x10%mn, u (7) Hanuuue MHOUILTPATUBHBIX M3MEHEHUM B JIETKHX

Ha perrreHorpamme OI'TI [35, 39].

2.1.5. IIaTsIii 3TN MCCJIETOBAHMS

[TaTeim ATaroM UCCIIEIOBAHUS SIBJISLIOCH MHOT'OIICHTPOBOE
JIOHTUTYJIMHAJIBHOE  MCCJIEIOBAaHUE €  MPOBEJACHUEM  KaTaMHECTHYECKOIO
HaOmronenus 3a 27 nanuentamu ¢ HOKI'M (rpynmna 3K) B TedeHue ot 6 MecsIeB
no 8 ner. Kpurtepuu BKIIIOUEHHMS] M UCKIIOYEHHUS B TSATBHIM dTam HMCClEeIOBaHUSA
COOTBETCTBOBAJIM TAKOBBIM HAa BTOPOM 3Tarne. B xoie HaOIt0ieHus 3a naiueHTaMu
¢ HOKI'M Obumn ycTaHOBJIEHBI TakWe IUArHO3bl, KaK HOBasi KOPOHABUPYCHas
undekius COVID-19, BA, I'OPb, aronuyeckuii nepmatut (AT/l), anneprudeckuii
punut (AP), ocTpas kpanuBHMIA. /[MarHo3bl yCTaHABIMBAJIMCh HAa OCHOBAaHHUU
KPUTEPHUEB COOTBETCTBYIOIIUX HO30JIOTMUECKUX €TUHHUII.

bA ycranaBnuBanach y JeT€dl 40 6 JIET COIJIACHO MEXIyHapOIHOMY
koHceHcycy 1o BA y nereit PRACTALL (Practical Allergology Pediatric Asthma
Group), KOTOpbIH BKITIOYAET TAKHE KPUTEPHUH, KaK:

1) Hamu4re OPOHXHATBLHOW 00CTPYKITHH;

2) ompeaeicHUEe 303WHOPWIMKA IO pe3ysibTaTaM KIMHWYECKOTO aHajIn3a
KPOBH /WM TOBBITIICHUE KOHIIeHTparuu obmiero IgE B cbiBopoTke KpoBH;

3) HanMuyue KIWMHUYECKUX CUMIITOMOB aTONMHYECKUX 3a00JEBaHUM, TaKUX
KaK aTOMHMYECKUN JEPMATHT, AJUICPTUYCCKUN PUHUT, KOHBIOHKTHUBUT, IHUIICBAs
ajieprus;

4) BeigBieHUe crnenuduyeckoir IgE-onmocpenoBaHHOW CEeHCHOMIM3AIUU K
MUIIEBBIM U UHTAJIAIIMOHHBIM aJJIEpreHaM;

5) BbISIBIICHHE CCHCHOMIM3AIMN K WHTAISIIMOHHBIM aJlJiepreHaM B BO3PACTe
710 3 JeT, MpeX/ie BCEro K OBITOBBIM aJlJIEPreHaM;

6) Hanmune BA y poauteneii [78].

Huarno3 BA y gereii crapuie 6 et BepuduIIMpoOBaCs COTJaCHO KPUTEPUAM

GINA (2022), koTopble BKIIOYAIOT TUIIHYHBIC CUMIITOMBI 3a00JICBaHUs, TAKHE KaK

SIMU30bI CBHUCTAIICTO AbIXaHHA, HaJIN4HucC BKCHHpaTOpHOﬁ OJABIIIKH,
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NEPCUCTUPYIOMIUNA CYXOU Kallleh, yCHIMBAIOIIUECS Mocie GU3NIECKOl Harpy3KH,
Ha (poHE AMU30/I0B pecrUpaTOpHO MHGEKIINH, TIPU IMOIIMOHATILHBIX Harpy3Kax, B
3aBUCUMOCTH OT CE30Ha TroJia, a TakKe HaJu4he JI0Ka3aHHOW oOpaTuMon
oocrpykuuu IT[99].

COVID-19 amarnoctupoBanm 1o pesyibratam BbisiBaeHuss PHK SARS-
CoV-2 ¢ mnpuMEHEHHEM METOJOM aMIUTU(UKAIUU HYKICHHOBBIX KHCJIOT |
aatureHoB SARS-CoV-2 ¢ npuMeHeHHEM HMMYHOXpOMAaTOTrpadUIECKUX METOI0B
[19].

Jnarno3 Am/] ycraHaBIMBaJICS MO HAJIUYUIO TPEX OCHOBHBIX U HE MEHEE
TpeX IOMONHUTENBHBIX KpuTepueB J.M. Hanifin u G.Rajka [102].

AP BepuduIIUpOBAJICS NMPU HATUYNU:

- ©XKEJIHEBHO MPOSBIISIIONIMECS B TEUCHUE Yaca W Oosee XOTs Obl JBYX W3
CIEAYIOUIUX CUMIITOMOB: 3aJI0KEHHOCTh (OOCTPYKIIMS) HOCA, BBIJCICHUS U3 HOCA
(puHOpeEs), YuxaHue, 3yJl B MOJIOCTU HOCA;

- aHAMHECTMYECKUX JaHHBIX, YKa3bIBAIOIIMX Ha CBS3b BO3HUKHOBEHUS
&ao0 moclie KOHTaKTa C MpeAnoaraeMbIM MPUYMHHO-3HAYUMbIM aJJIEPTe€HOM;

- JpYyrux ajiepruuyeckux 3abojeBaHui (aJJIepruyecKuii KOHBIOHKTUBHT,
OpoHXHMaybHasi acTMa, CHUHIPOM TMEPEKPECTHOM MHUIEBONH HENMEPEHOCUMOCTH,
ATONUYECKUI JEPMATHUT);

-  HAJIWYMAHU  TOJOXUTEIbHBIX  PE3YyJbTAaTOB  aJJIEPTrOJIOTHYECKOTO
obcenoBanus [30].

Jluarno3 ocmpoii KpanueHuypl yCTAaHABIUBAJICS HA OCHOBAHUU JIETAJIBHOTO
U3y4YeHUs aHaMHe3a W (DM3MKAJIBbHOTO WCCIEOBaHUS, a TakKKe pe3yJIbTaToB
OCHOBHBIX JTa0OPAaTOPHBIX METOJOB JHATHOCTHUKU, TO3BOJISIONMIUX HWCKIIOYUTD

TSDKEJNbIC CHCTEMHBIC 3a00eBanus [31].



46

2.2. Mertoabl

2.2.1. KiimHHKO-aHAMHECTHYECKOE U 00beKTHBHOE HCCJIeJ0OBAHNE

JInst BBITIOJTHEHUS 3a7ad MCCIEAOBaHUs ObUIM MPOAHAIM3UPOBAHBI JaHHBIC W3
aMOyJIaTOPHBIX KapT MaIlMeHTOB, MPEJCTABICHHBIX BHITTMCOK U3 CTAIlMOHAPOB, a TAKKe
pe3yJIbTaThl JOMOJIHUTEIIBHBIX UCCIEOBAHUN U KOHCYJIbTAIUH.

beim mpoBeneH omnpoc poauTenel, ONMKAWIINX pPOJCTBEHHUKOB ITAIlMCHTA,
3aKOHHBIX MPEJICTABUTEIIEH C IEIbI0 YCTAHOBJICHUS JaHHBIX JIMYHOTO, CEMEHWHOTO
aHaMHe3a, a Takke aHamHe3a 3a0oneBaHuil. [IpoBoauics GU3MKAIBHBIA OCMOTp JACTEH,
KOTOPBIM BKIIIOYAJI OOIICHPUHSATHIE METOABI OCMOTpa, NalbIAIlAI0, MEPKYCCHIO H

ayCKyJIbTaIIHIO.

2.2.2. JlabopaTopHble H HHCTPYMEHTAJIbHbIE HCCJIEI0BAHUSA

Bcem nanueHTaM NpOBOAWIICA HEOHATAJbHBIM CKPUHUHT JJI JHATHOCTHKU
BPOXKJICHHBIX 3a00J€BaHUi, BKJIOYas MyKoBUcUKI03. llpu rocnuranuszanum Bcem
nanpentaM ¢ HOKI'M u MHJII npoBoauiauck OOMIEKIMHUYECKHE JabOpaTOpHbIC
UCCJEeOBaHMs: OOLMH KIMHUYECKUM aHallu3 KPOBU C OIPEACIICHHEM YPOBHS
JIEUKOIIUTOB, JICMKOIUTAPHOU (HOPMYJIbI, YPOBHS TPOMOOILIMTOB, CKOPOCTHU OCEIaHUS
sputpouuToB (COD) nmo Becteprpeny, oOImMii aHaIW3 MOYM C ONpPEICICHUEM YPOBHS
JEUKOLUTOB, 3PUTPOLIUTOB U OeiKa, OMOXUMUYECKUNA aHAIU3bl KPOBU C OIpPEeIICHUEM
ypoBHs C-peaktuBHoro 6einka (CPB). Ceponornyeckue uccieoBaHus U MoJMMepasHas
nenHass peakuust (I1IL[P) kpoBu MNpOBOAMIUCH MO TOKA3aHUSAM JUISI MCKIIOUYEHUS
MHOEKIIMOHHOW TATOJIOTMHM, TIPU TMOAO3PEHHH Ha TUIOTUPEO3 IMPOBOJUIOCH
HCCIICIOBAHNUSI YPOBHS THUPEOTPOMHOTrO TOPMOHA, TPUMOATUPOHMHA U THUPOKCHHA
cBoboubix (N=3). Ilpm mnomo3penun Ha BA mpoBOAMIOCH AaNIEPrOJIOTHIECKOE
oOcneoBaHNE, KOTOPOE BKJIOYANO B cels ompenencHue ypoBHs obmero IgE,
cnerupuuecknx IgE k muieBbIM, OBITOBBIM, MBUIBIEBEIM U TPUOKOBBIM ajuiepreHam
MeToa ummyHodepmentroro aHanmmusza (N=20). [To10KUTETLHBIMU CUUTAIA TECTHI MPHU
oOHapyxeHun crneunpuyeckux IgE-aHTuTeNn B KOHIEHTpalMH, COOTBETCTBYIOIIEH 2

KJaccy ceHcuOwnm3anuu W Beimie [24]. HaOmiomaBmmecs metw 1O TOKa3aHUSIM
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KOHCYJIbTUPOBAJIUCH CHEUHUAINCTaAMU: yJIbMOHOJIOTOM, HEBPOJIOTOM,
SHIOKPUHOJIOTOM, KapJHOJOrOM, TeHeTHKoM. Kpome Toro, BceM MNalMeHTaM
MPOBOJMIIACH OlIEHKA (DU3UYECKOTO PA3BUTHUS C OINPEICICHHEM JOJKEHCTBYIOIIEH
MAacChI TeJla C UCIIOJIb30BAaHUEM IICHTUIIHHBIX TAOJIHII.

Bcem mammentam rpynn 3 u 4 (¢ HOKI'M u MH/II cooTBeTCTBEHHO) mHpH
TOCIIUTANIM3AIMN  TpoBoaMiack  o03opHas  pertrenorpadpms  OI'TI.  Taxke
PETPOCIEKTUBHO aHAIU3UPOBAIUCH PEHTIEHOTPAMMBbI, BBIMIOJHEHHBIEC 10 MOCTYILJICHUS
1oJ1 HaOJIIOEHUE.

Bcem 83 mnanmentram c¢  HOKI'M Obuia mnposenena KT OITI  nHa
MyJIbTHCTIPATBHBIX ToMorpadax «Discovery™ CT750 HD» (General Electric
Healthcare, BenukoOpuranus), «Aquilion Prime» (Toshiba, flnonust), ¢ mpuMeHeHHEM
Metoauku Bbicokopaspemaronieil KT. [Ipy BbIOTHEHNH METONMKH OTAENBHBIX CPE30B
ompeeisuiach IOTHOCTh JITOYHOM TKaHU 1o Imkajne XayHchuiuaa. Y psga OO0mbHBIX
npoBoawiack moBTopHass KT. [IporieHT mopakeHus JISTOYHOW TKaHU OMPEAeIIsICs MpU
MOMOIIH porpamMmmHoro ooecrneuenuss ThoraCicVCAR u «aMIIHpHUYECKOi» BU3yalbHOM
mkanbl [18, 155]. Crenenp HM3MEHEHHI OIEHMBAJIOCH IO JIETKOMY C HaWOOJBIIUM
MOPAKEHUEM.

B Mockge ucciieioBanus ObUTH BBITIOJHEHBI B CISAYIOMNUX YUPEKICHUSIX

- otaenenue ayyesou nuarsoctuku MJII'KD;

- otenenue perrrerosioruu JJMKBNeo;

- peatrenosniornueckoe otaesieHne @HKI[ ®MBA;

- otnenenue perrreHoBckoit KT HMUAIL3 .

B npyrux pernonax KT mpoBoauiiacek 1o MeCTy rocuTagn3aldy NallueHTOB.

Onucanus KOMIBIOTEPHBIX TOMOTPaMM OBLIM  OOCYXJEHbI C HAayYHBIM
corpynuukom otaenenuss KT HMMHAII3 (Mocksa) O.B. KycroBoii, Bpadyom-
PEHTICHOJIOTOM OT/ACIICHHUSI PEHTTEHOBCKOW THArHOCTUKHN U ToMorpaduu [{eHTpanbHOn
KIIMHUYECKOM OOJBHUIIBI C TOJHUKIMHUKOW YmpaBinenuss pgenamu lIpesunenra
Poccuiickoit @enepanun (Mocksa) k.M.H. C.B. Enudanonoii.

BceM mnamueHTaM NOpOBOJMIIOCH CHUTYAIlMOHHOE W/WJIM IPOJIOHTUPOBAHHOE

TpPaHCKyTaHHOEe uccienoBaHue ypoBHS SPO2 ¢ NOMONIBIO  MyJIbCOKCUMETpA
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«MD300C5» (Choicemmed, Kuraii) npu ¢usudeckoil Harpys3ke, BO CHE W B IOKOE.
[IposioHrMpOoBaHHAsT  MYyJbCOKCUMETpPUS  MPOBOAWIACHK B YCIOBHUSX  Kapauo-
My IbMOHOJIOTHYECKOTO OTaeNeHus JleTckoit nHPEKITMOHHON KIMHUYECKOW OOIbHUIIBI
Ne6 (Mocksa) (N=27).

etsim B Bo3pacte crapuie 5 et npoBoawinock uccinenoBanne OB/ merogom
cnupometpun (N=4) Ha 6a3e KOHCYIbTaTUBHO-IHarHocTndeckoro otaeneHus JJMKBNe6
(MockBa) mpu momolIM anmapara Uisi CupoMeTpud U myibcokcumerpun MIR ¢
npuHamiexkHocTsiMu (mpousBogutenb «MIRS.R.L. — MEDICAL INTERNATIONAL
RESEARCH, Utanus, peructpanmonusiii NeP3H 2017/5323 ot 6.02.2017 roma). [Ipu
npoBegeHur OBJ[ yunthiBanuce 3 comoctaBUMbIe MOMBITKH (pa3Opoc He Oonee 5%),
(dukcupoBajiCs HaWIydlIMi pe3ynbTar. Pe3ynabTar oOlEHUBAJICS NpPU  MOMOIIU
nporpaMmmHoro obecneuenus Winspiro PRO  software. HWccnenoBanue ®BJ]
MPOBOIWIIOCH C MPOBEICHUEM MPOOBI C OPOHXOIUTUKOM (CambOyTamoir), KOTopas Mpu
npupocte ODB1 6omnee 12% u 200 Mt cunranack nojaoxureabHou [98].

OxoKI' mpoBoaWiioch MO TMOKAa3aHMSIM ManueHTamM Ha anmnaparax «VIVID 3»
(GeneralElectrics, CIIIA), «Aloka 900» (Aloka, Anonus), «Sonos 2500» (Hewlett-
Packard, CIIIA), «AcusonCypress» (Siemens, ['epmanusi) natuukamu 2,5-5MHz u 5-
7MHz no crangaptHoil MeTtoauke. CHCTOJIMYECKOE AaBJICHUE B JIETOYHOW apTepUu
(PAPs) onpenensiin ¢ MOMOIIBIO TOCTOSHHO-BOJIHOBOT'O M UMITYJIbCcHOTO [lommuiepa, mo
IpalueHTy TPUKYCIUIANBHOM  peryprurauud (Moau(uIMpoBaHHOE YypaBHEHHUE
Bernoulli): PAPs = 4 x Vmax2 + RAP, rme Vmax — CcKOpocTh MOTOKa
TpUKycluaanbHOMperyprurtauud, RAP — nmaBneHne B 1paBOM  Ipeacepau.
Cucronndeckoe [aBJICHHE B JIETOYHOM aprepuu Oojee 35 MM pT. CT. CUHTAIOCHh
JTUArHOCTHYECKUM KpuTepueMm jerounoit rumeprersuu [9, 103]. OxoKI mpoBoamiuck
10 MECTY TOCTIUTATN3AINY AlUEHTOB.

[Ipy momo3peHMM HAa MYKOBHCIIMAO3 TPOBOAMIACH TIOTOBas mpoda ¢
OIpeIeSICHUEM KOHIICHTPAIMK XJIOPHIOB 1oTa 1o MeToay ['mubcona-Kyka [20].

I'eneTnueckoe VICCIIEIOBAHUE OBLIO IIPOBEJICHO 15 MalUEHTaM:

IIUTOTEHETUYECKOE HCClieJoBaHue (KapUOTUIIMPOBAHUE) — 7 JETAM, CEKBEHUPOBAHUE

renoB SFTPB, SFTPC, ABCA3 — 2 nersam, rera NKX2.1 — 6 netsam, rena SMPD1 — 1
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pebenky, rena FLNA - 2 nersm, rena GNPTAB — 1 pebenky. CekBeHUpOBaHHE T€HOB
MPOBOJIMIIOCH HAa TEHOMHBIX aHanu3aropax (cexBeHartopax) «3130XID» (Applied
Biosystems, CIIIA). Jlna npoBeneHus aHain3a MpoBOIUIICS 3a00p KPOBU B IPOOUPKH ¢
ATWICHANAMUHTETPAYKCYCHOU Kuciotol. MccienoBanns BeinonHeHbl B DenepanbHOM
roCyJapCTBEHHOM OIO/DKETHOM HAyYHOM  YUpeKIeHHH «MeauKo-reHeTUIeCKUn
Hay4HbIi 11eHTp uMenu akagemuka H.I1. boukoBay (Mocksa) (nupekrop — a.M.H. Kyues
C.).

JIIsi  OIIEHKW JbIXaHWs BO BpeMs CHaA C pErucTpamuei 3HIedarorpaMmmel,
OKYJIOTPaMMBbI, MUOTPaMMBbI, KapIHOTPaMMBbI, TBY)KCHHUHN TPYIHOW U OPIOITHON CTEHKH,
JBIXaTEIBbHOTO TOTOKA BO3AYyXa, IYJIBCOKCUMETPHH, C BHICOMOHUTOPUPOBAHUEM
npoBoAWIM moiucoMmHorpaduro Ha amnmapare Embla7000 (CHIA) B ycrnoBusix

HMUII3I,

2.2.3. MopdoJoruyeckoe uccjiaeioBanmue

JlJis mpoBeieHHs] CBETOBOM MMKPOCKONHMM MPUMEHSIOCh OKpaIlMBaHUE CPE30B
reMaTOKCUJIMHOM M 303MHOM IO CTaHAApTHOM Metonuke. g BobisiBieHus (udOposa
MeXaTbBEOJISIPHBIX MEPErOPOIOK HCIOIb30BAJIOCh OKpPAIIMBAHUE MUKPO(YYKCHHOM IO
Ban-I'm3zony. Crenenb pa3BUTHS JIETOYHOW TKaHU OIICHUBAJach IO pe3yJibTaTaM
aJIbBEOJIIPHO-paaraibHoro cueta [65]. [Maruentam ¢ I'KJI npoBoaumack OHONCHS KOXKH
C JaJbHEUIIUM THUCTOJOTUYECKUM (OKpalluBaHUE T€MAaTOKCUIMHOM M DS03UHOM TIO
CTAHJIAPTHOM METOJAMKE) W HMMMYHOTHMCTOXMMHYECKUM (OKpallMBaHUE KIIETOK
uHunpTpaTa peareHtoM, crnenuuyHbiM K aHtureHam CDla u  CD207)
uccnenoBanusamu [124]. Ins persiBiaenus HOK nmpoBoamiioch ”MMYHOTHCTOXHMHYECKOE
MCCJIeIOBaHNE OMONTATOB IyTEM OKpAIMBAaHMS OWOIICHHHOTO MaTepualia PearcHTOM,
cneruaabiM Kk OomOe3mny [110]. HWccrmenoBanust ObUIM  BBIMOJIHEHBI B
natosioroanaromudeckux otnaeneHusx MJII'KbB, T'opomackoit kimmHMYECKO OOJBHUIIE
No 1 (Yensibunck), B OOIaCTHOM JETCKOM IMaTojoroaHaroMuueckoM Oropo (CaHKT-

[TerepOypr).
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2.2.6. CtaTucTHYECKHE METOAbI

Cucremarusaiys MOIYyYEeHHON WHGOPMAIMK OCYIIECTBIISUIACH B AJIEKTPOHHBIX
tabiumax Microsoft Office Excel (2016). Cratuctuyeckyro oOpabOTKy MOTYyYEHHBIX
pe3ynbTaTOB aBTOP TpoBOAWI cpenctBamu sizbika [luton (Python 3.8.) co
BCTpOCHHBIMH (PyHKIMSIMU U3 Moaynei Statsmodels.api u Scipy. JJonmomauTenpHO ObLT
npoBeseH ananu3 B Statistical Package for the Social Sciences (SPSS) v.23. B cBsi3u ¢
T€M, YTO IOJYYEHHBIE JAHHBIE HE HMEJIM HOPMAJIBbHOTO PaCHpPENENEHUs, PACUETHI
MPOU3BOJMIINCh METOJAMHM HENapaMETPUUYECKOM CTAaTHUCTUKU. B KkadecTBe uEeHTpa
pacrpeneneHus KOJUYECTBEHHBIX JIaHHBIX ObLIa MOCUMTAHA MEANaHa, a B KauyeCTBE
nokaszareneit Bapuaruu — kBaptuiad (Me [Q1; Q3]) u pa3max Bapuaruu (min-max). J{us
MPOBEJICHUSI CPAaBHEHUS HECBS3aHHBIX BBIOOPOK mpuMeHsuics U-kputepuit Manna-
VYUuTHU, 1)1 IPOBEACHUSI CPABHEHUSI CBSI3aHHBIX BBIOOPOK — KpuTepuil Bunkokcona. C
LEJbI0 U3YUYEHUsI CBA3M MEXKIY SIBICHUSIMHU, MPEACTaBICHHBIMU KOJIMYECTBEHHBIMU
JAHHBIMHU, PACHPEACICHUE KOTOPBIX OTIMYAJIOCh OT HOPMAJbHOrO, HCHOJIb30BaJICs
HermapaMeTpUUecKuil MeTo 1 — pacueT Ko UIIMEHT paHToBOU Koppesauuu CnupMeHa.

Pe3ynbTaThl KaueCTBEHHBIX MPHU3HAKOB BBIPAXKEHBI B AOCOJIOTHBIX YHUCIAX C
ykazanuem jnoisei (%). CpaBHeHHE HOMHUHAJIBHBIX JAHHBIX B TPYIINax MPOBOANIOCH
npu nomou kpurepus y2 Ilupcona. B Tex ciydasx, Korja 4HCIO OXUIAAEMBIX
HaOJII0JICHUN B JIFOOON M3 SYE€EeK YeTHIPEXMOJbHOW Tabiumbel Obuto MeHee 10, s
OLICHKM YPOBHS 3HAUYMMOCTH Pa3JIMYMM HMCIIOJIB30BAJICS TOYHBIM Kpurepuii duiepa.
JInst  cpaBHEHUSI OTHOCHUTENBHBIX TOKA3aTeNe, XapaKTEepU3YIOIIUX CBSI3aHHbIC
COBOKYIHOCTH (J10 U uepe3 3 HeJleln), HaMH UCIoJib3oBayics TecT MakHemapa.

[IporHocTudeckass  Mojaens  paspabarbiBajach € TOMOIIBIO  METOJa
MHOKECTBEHHOM JIOTUCTHUYECKOW perpeccuu. I OLeHKH KadecTBa MHOCTPOCHHOMU
MOJEIN HCIOJIb30BaHbl  CIEAYIOIIUE KPUTEPUHU: TOYHOCTh, UYBCTBUTEIHLHOCTH
cnenuduanocth, FalseNegativesResults (FNR), FalsePositivesResults (FPR), Ttect
Banbna u Receiver Operator Characteristic Area Underthe Curve (ROC AUC). [as
MPOBEJICHUSI OIEHKM KadyecTBa BBIOPAHHOW JMHEWHOW (PYHKUMH ONPEACIIsIICS
KOA(DUITMEHT NeTepMUHAIIMU, COOTBETCTBYIOIIUHN J10JI€ YYTEHHBIX B MOJAEIH (haKTOPOB.

CraTuCcTHYECKH 3HAYMMBIMUA CYUTANKUCH pazmuyus pu p < 0,05.
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I')TABA 3. PE3YJIBTATHI

3.1. Onpenenenune 10U 0O0JbHBIX HEMPOIHIAOKPHUHHON KJIETOYHOW THIepIIazHei
MJIAJIeHIIeB B CTPYKType JeTeil TPyJIHOro BO3PacTa ¢ HMHTEPCTHLHHAJIBLHBIMHU
3a00/IeBaHUSIMM JIETKUX, U JeTel, HYKIAIUXCA B MNPOBeIeHHH JIUTEJIbHOM
AOMAILIHEH KUCJI0POAOTePANIUU
3.1.1. OnpenesieHue 10,11 GOJbHBIX HEHPOIHAOKPUHHOIM KJIETOUYHOI runepniasuei
MJIQ/IeHIIEB B CTPYKTYpe AeTeil, HYKIAMUXCSA B TPOBEACHUH JIUTEJIbHON
JAOMAIIHEH KUCJI0POAOTEPANIUU
[Ton wamuM HaOIOAECHUEM HAXOAWJIOCh 267 jaeTed, HYXJAlolUXCcsi B
nposenennn JJJIK. CtpykTypa nuarao3oB npejacrasieHa B Taou. 3.1.
Ta0muna 3.1.

CrpykTypa 1uarHo3oB jaerei, Hyxaatomuxcs B nposenennn /1K, ade. (%), n=267

Jlnarnos KosmmuecTBo nmanueHTos

BbponxoJieroynast [ucIia3us 183 (68,5)
HeliposHj0KprHHAS KJI€TOYHAs TUTIEPIIa3Hs MIIaJICHIIEB 18 (6,7)
O6mmTepupyrOMHi OPOHXUOIHT 17 (6,4)
['emarony1bMOHAIBHBIA CHHIPOM 7 (2,6)
OpraHu3yroniasicsi THEBMOHUS 5(1,9)
BposkaeHHBIN TOPOK cep/iia 4 (1,5)
Cunapom "MO3r-JerKue-IuTOBHIHAs Kene3a" 3(1,1)
Cunnpom DaBapjca 3(1,1)
BposxieHHBIN TOPOK Pa3BUTHS JISTKUX 2 (0,7)
Jledurur punamuna A 2 (0,7)
WuTepcTuiinanbHoe 3a00eBaHIE JIETKUX HEYTOYHEHHOE 2 (0,7)
Myxkonunumo3 2 (0,7)
Cunnpom XKena 2 (0,7)
XPpOHHYECKUI THCBMOHUT MJIAJICHIICB 2 (0,7)
Jlpyrue 15 (6)

Hpyeue: annepeuveckuil 6pOHXONE20UHbLI Acnepeuie3, OPOHXUANbHASL ACMMA, 2eMO2I0OUHONAMUS,
2UCIUOYUMO3,  OECKEAMAMUGHbIL  UHMEeCMUYUATbHLIUNHeSMOHUM, — deuyum  cyphaKkmanmmnozo
npomeuna C, Ouagpacmanvhas epvldicda, MyKonoaucaxapuoos 4 muna, Hecneyupuyeckas
UHMEPCMUYUANbHASL  NHEBMOHUS, Nepeudas. Je204HAs 2UNEePmeH3usi, NEPEUYHAsl — YUTUAPHASL
ouckumesusi, cuHopom acnupayuu mexoruem, Cunopom Bunvsmca-Ksmbona, cunopom Bunvcoua-

Muxumu, xonopooucniazus — no 1 nayuenmy.
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Bonpiryio 10110 B CTPYKTYype KHUCIOPOI03aBUCUMBIX JIETEH COCTABIISIM JIETH C
BJIJI - 68,5%, neru ¢ HOKI'M cocrapmsimm 6,7%. [etn ¢ oOIuTepupyrOMUM
OpPOHXHOJIUTOM HMMEIN TPAKTHUYECKH CXOJIHYIO JIOJ0 B OOIIEH  CTPYKType

KHCJIOPOJ03aBUCUMBIX JieTel ¢ moseit 6ompabIx HOKI'M, cocTaBnsromas 6,4 %.

3.1.2. OnpenesieHue 10 00JIbHBIX HEHPOIHAOKPUHHOM KJIETOYHOH rHNepIUIaZuei
MJIajIeHIleB B CTPYKType /eTeil IPyJHOr0 BO3pPacTa ¢ HHTEPCTHUHAIbHBIMU
3a00/1eBaHUSIMH JIETKHX
ITox mamuM HaGII0IeHUEM HaxoamIoch 129 nereit rpyaHoro Bo3pacra ¢ M3J1, 83
U3 KOTOpBIX coctaBisuy aetu ¢ HOKI'M (tab:. 3.2).
Tabnua 3.2.
Crpykrypa U3J1 y nereii rpyiIHOT0O BO3pacTa, HAXOAUBIIUXCS MO HAIITUM

HaOmoneHuneM, aoce. (%), n=129

Jlnarxno3s KoaudecTBO manueHTOB
HeliposHaoKprHHAS KIE€TOYHASA THIIEPIUIA3HS
MJTaJICHIICB 83 (64,4)
Cunapom Bunbcona-Mukutu 18 (14,0)
Jlerouynasi TUmoIIA3HSI 13 (10,1)
BposxnenHnas anpBeosipHO-KaMUTSIpHAS
JHCTIIAa3Ms 7(54)
CHUHIPOM «MO3T-JIETKUE-TITUTOBUTHAS JKEJIe3a 4(3,1)
Bpoxnennsiii gepuuut cypPakTaHTHOTO
nporenHa C 3(2,3)
Bpoxnennsii geunut cyppakTaHTHOTO
npotenHa B 1(0,7)

Ha puc. 3.1. npencrasnensl nonu nereil ¢ paznuunbiMu U3JI B cTpyKType Bcex
nerei rpynHoro Bospacta ¢ M3JI, HaxoaMBIIUXCS IMOJ] HAMM HaOmroaeHueM. Jloms
6onpHbIx HOKI'M B nanHO#l crpykType coctaBuia 64,4%. Jlons mNamMeHToB C
cunapoMoM BunbcoHa-Mukutu coctaBuna 14%, a 078 MaIMEHTOB C JIETOYHOM
runomasuet — 10,1%. Jlonss nmereld ¢ BpPOXIEGHHBIM AehUIIATOM Cyp(haKTaHTHBIX
6enkoB coctaBuia 3%. CormacHo momydeHHbIM naHHbiM, HOKI'M sBnsercs camoit

yactou M3JI y nereit rpyiHOro Bo3pacra.
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2.3% 0.7% = HeitpoanagokpuHHas
L[ KJICTOYHAS TUINEPILIA3HS
MJIaJICHLIEB
= Cunapom Bunbscona-Mukutu

= Jlerounasi TunoImia3us
“ BpoxzaeHHas albBEOJISIPHO-

KalmnJIdpHasa JUCIlIasus

= CUHJIPOM «MO3T-JIETKHe-
[IIATOBUIHAS JKEIIE3A»

" BpoxxaeHHbI# 1epUIuT
cypdakrantHoro mporenHa C

® BpoxaeHHbId aeduiut
cypbakTaHTHOTO MpoTerHa B

Pucynox 3.1. Crpykrypa U3JI y aeteit rpyiHOTO BO3pacTa, HAXOAUBIITUXCS MO HAIIIUM

HaOJII0IEHNEM, KOJIMYECTBO MaIllueHToB, %

3.2. XapakTepucTHKa NAllHEHTOB ¢ HEMPOIHAOKPHHHON KJIETOYHOI runepniasuen
MJIaJIeHIeB

3.2.1. KinHUKO-aHAMHeCTHYEeCKHUE, JIAa00paTOPHbIe H HHCTPYMEHTAJIbHbIE JaHHbIe
NANMEHTOB ¢ HEHPOIHOKPUHHOM KJICTOYHON runepIuiasueid MjiaJeHues

B rpynny uccnenoBanus (rpynmna 3) Obutn BKItoueHbl 83 marmenta ¢ HOKI'M B
Bo3pacte oT 3 MecsaneB 10 8 yer. Ha puc. 3.2. otoOpakeHa CTpyKTypa MaIlMEHTOB C
HOKI'M no romam poxaenus no 2020 r. Ilpu ananuze konuyecTBa JAe€TEH C
nuarnoctupoBanHod HOKI'M ¢ 2012 r mo 2020 r. orMeuyaercsi MOCTENEHHBIN PoOCT
yuciaa OOJIBHBIX C JIaHHBIM 3a00JIEBAaHUEM, O YEM CBHJIETEIBbCTBYET €XKETOJHOE

YBEJIMYEHHE KOJMYECTBA JAeTel ¢ BriepBble BbIsiBIIEHHOH HOKI'M.
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——KomnuecTBo naruenToB ¢ HOKI'M

Pucynok 3.2. Crpykrypa nanueaToB ¢ HOKI'M 1o rogam poxxaeHus

Cpenun 83 marmmentoB ¢ HOKI'M 57 nereit Obutn myskckoro mona (69%) u 26

(31%) xenckoro (puc. 3.3.).

B MajlpuukKu

W JleBOoUKH

Pucynok. 3.3. Pacnpenenenue nanuentoB ¢ HOKI'M o nosy

[Mariuentet ¢ HOKI'M B OonbIIMHCTBE CcioydaeB ObUIA  POXKACHBI  OT

HEOCJIO)KHEHHOU JOHOIIEHHOW OEpeMEHHOCTH C recTalnoHHBIM Bo3pacToMm (I'B) 28-42
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Henenb (Me — 39 nenens [38-40]), HopmanbabiM Becom (Me — 3500 r [3050-3720]),

JIeBATH JeTel Obu HemoHoeHHbIMH (11%) (puc. 3.4.).

3(4%)  1(1%) 5 (6%)

m28-31
m 32-33
11 (13%)
= 34-36
y
37-38
m 39-41

Puc. 3.4. Pactipenenenune nauuentoB ¢ HOKI'M no recraiimoHHOMy BO3pacTy

[Ipu cOope cemeitHoro anamuesza y poaurteneil mamueHtoB ¢ HOKI'M ObLio
BBISICHEHO, 4TO y 43 (52%) nereit ¢ HOKI'M mnpokuBaromye ¢ HUMH YJIE€HBI CEMbHU
KypsaT Tabak. Takke mpu paccipoce ObUIo ycTaHoBleHO, uyTo y 33 (40%) marimeHToM ¢

HBKI'M oTsromieHHbI ceMeHbIN OHKOIOTHUECKUI anaMHe3 (Tabm. 3.3.)

Tabnuma 3.3.
Cemeitnblit anamue3 manueHToB ¢ HOKI'M, kosiruecTBO namnuenTos, ade. (%)
Kpurepnii KosimuecTBo manueHToB
KypeHue uieHoB ceMbH, NIPOKUBAIOIINAX 43 (52%)
c peOeHKOM
Hanwnuune oHKOJIOrHYeCcKHX 3a00JIeBaHUI 33 (40%)
1000 JOKaIU3aluu
(B mpenenax 3-X MOKOJICHHI)

ITo HamuM naHHBIM, BO3pacT MaHudecTanuu 3a0oyieBaHus cocTaBwi oT 1 go 12
mecsiieB (Me — 4 mecsina [3-5]) xwusnu (puc. 3.5.). Cpeanuii Bo3pacT MaHU(ECTAIIUH

cocTaBui 4 McEcia1a.
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¥ Bozpact manudecranuu

Pucynok. 3.5. CTpykTypa BO3pacToB KIMHUYECKONH MaHU(ECTAIMH Y MTAIIUEHTOB C

HOKI'M

Hetm ¢ HOKI'M mnoctynaiu ¢ HanpaBUTENbHBIMH JIMATHO3aMH  «OCTPBIH
OpOoHXMOMUT/00CTpYyKTUBHBIA OpoHXHT» (45%), «BIl» (23%), «13J1 HeyTOUHEHHOE)
(26%), «HOKI'M» (6%), «I'9Pb» (6%), «3K30T€HHBIN auiepruuyecKuil albBEOJIUT
(1%) (puc. 3.6.). Takum oOpazom, runmoamarHoctuka HOKI'M Ha morocmutaibHOM

stare cocrasuiia 94%.

B OcTpslii
OpOHXHUOJIUT/O0CTPYKTUBHBIN

OPOHXHUT
B | [TaeBMoOHUuA

E T'acTponsodareanpHas
pedrokcHas 00JIe3Hb

DK30T€HHBIN ajIepru4eCcKui
AJIbBEOJIUT

¥ HelipodHAOKpUHHAS KJIETOYHAS
TUIepIUIa3ys MIIAJICHIIEB

Pucynox 3.6. CTpykTypa HalpaBUTEIbHBIX AHArH030B nmanueHToB ¢ HOKI'M,

KOJIMYECTBO MaIleHToB, %, N=83
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Bospact ycraHoBieHus auarHosa coctaBwi OoT 1 mecsima o 2 netr 11 mecsies

xu3Hu (Me — 8,5 mecsiuies [6,75-14]) (puc. 3.7.).

14
13
12
11

10

lemi 20 3uii 4w Seli 6o 7o 8o 9wl

§uUuuuUUuHu

10pmi 11wt Ha

MECSII] MECAL] MECSI] MECAIL] MECSI] MECAL] MECSI[ MECAL] MECSI[ MECAL] MeCIll 20M 3eM

i B03paCT YCTAaHOBJICHHA JUArHO3a

roay roxy

Pucynok 3.7. CtpykTypa Bo3pacToB ycraHoBiIeHUs quarnoza HOKI'M

Bcem manmenram ¢ HOKI'M Obuia mpoBeeHa OILICHKA IO IIKajle JUArHOCTHKU

«aerckoro WM3JI-cunnpomaxn. ¥V Bcex mammeHToB ¢ HOKI'M Oblmu pecriupaTopHbIe,

00BEKTHBHBIC CUMITOMBI U 1D dy3HbIe H3MeHeHus 1Mo qaHHbM KT OI'TI (tabu. 3.4).

Tadomnuma 3.4

Yacrora cumntomoB «aerckoro U3JI-cunnpomay, ade. (%), =83

[Ipu3Hak YacToTra cMuMOTOMOB
PecniuparopHbple cuMOTOMBI  (Kallelb, TaXUITHOI, 83 (100)
HEMEePEHOCUMOCTh (PU3UYECKON HArPy3KH)
OOBbEKTUBHBIE CUMIITOMBI (1ONOJIHUTETIbHBIE
AbIXaTeNbHBIC  LIYMBl,  3aTPYIHEHME  [bIXaHMf, 83 (100)
BTSDKEHUE YCTYNUUBBIX MECT TPYIHOW KIETKH,
3aJiepKKa TEMIIOB Pa3BUTHSI)
['umokcemust (Sp02<90%) 28 (34)
Huddy3ubie M3MEHEHHUS o JAHHBIM 83 (100)

KT OI'TI
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['umokcemusi ObLTa 3aperucTpUpOBaHA TOJBKO y 28 jeTel, B CBA3U ¢ 4eM 28
(34%) nanmentoB umenu 4 u3 4 6aioB, a 55 (66%) narueHToB — 3 U3 4 GasUIoB.

Taxke mnammentam ¢ HOKI'M Obplna mpoBefeHa OIGHKAa CHMIITOMOB TIO
KIIMHUYECKOW TIKaJIe TUArHOCTUKU 3a0osieBanus [127]. [TocTOSHHBIMA CHMIITOMAMH Y
BCEX JICTCH SBJISUTMCH TMOSBICHUS TEPBBIX CUMIITOMOB 3a00JIEBaHHS Ha TIEPBOM TONY
KU3HHM, TaxWUIHO® W OTCYTCTBHE JaedopManuyd JUCTaIbHBIX (ajaHr 1O THUITY
«Oapabannbix mnanoyek». llpaktuueckn y Bcex OonpHbIX HOKI'M onpenensinuck
BTSDKEHUS YCTYMYUBBIX MECT TpyIHOW KiIeTKU. CambiM pEIKUM CHUMIOTOMOM Y
nanreHToB ¢ HOKI'M Obuio Hanuuwe O0YKOOOpa3HOM WM BOPOHKOOOPA3HOM

nedopmanmii rpyaHoi kineTku. OcTajibHblE NMPU3HAKKA OBLIM HEMOCTOSHHBIMHU (Tadu.

3.5.).

Tabnuua 3.5.
YacToTa CUMIITOMOB KJIMHUYECKOU miKayibl quarHoctuku HOKI'™M, abc. (%)

No [Tpu3Hak Yacrora cMuMOTOMOB

1 |IlosBneHuss cuUMOTOMOB B Bo3pacte A0 12 83/83 (100)
MECSIIEB

2 | 3azmepkka (PU3MYECKOTO pa3BUTHS (MHIEKC MacChl 44/83 (53)
Tena Juisl Bozpacta < -2 SD)

3 | OrcyrctBue aedopManuyd AUCTATBHBIX (ajaHr 83/83 (100)
1o Ty «0apabaHHBIX TATOYEK)

4 | OrcyrcTBUe kamud (BHE AIIU30/10B 48/57 (84)
peCUpaTopHbIX MHOEKIIHIT)

5 | OTcyTCTBUE CBUCTSIIMX XPHIIOB (BHE »MU300B 55/57 (96)
peCUPaTOPHBIX MHMEKITHI)

6 | boukooOpa3Has A BOPOHKOOOpa3Has 7/57 (12)
nedopmaluy rpyIHoN KJIETKU

7 | BrakHble XpHIIBI 70/83 (84)

8 | I'mmokcemus 41/83 (49)

9 | TaxumHO? 83/83 (100)

10 | BrsbkeHHe yCTYIMYUBBIX MECT TPYAHON KICTKH 81/83 (98)

Bce 10 xpuTepueB KIMHUYECKOW MIKaIbl JUArHOCTUKH, B CBSI3U C ACHUIIMTOM
HEOOXOIUMOM HH(OpPMAIIMU B TMEPBUYHOM MEIUIIMHCKOW JOKYMEHTAIMH, YIaJIoCh
OIICHUTH TOJIbKO y 57 marmmentoB ¢ HOKI'M, u y Bcex 57 manueHTOB cyMMa 0asuioB

cocTaBlisijia 7 M BBIIIE. PacnpeﬂeneHHe o Oayuram BBITJEAACIIO CIICAYHO UM 06pa30M: 7
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OaJIJIOB OMPEENSUIOCh y IBAIIIATH MAIIMEHTOB, 8 0aIOB — Yy JBaIATH TpeX, 9 O6amioB —
y TpuHaanaru u 10 6aoB y ogHOTO mareHTa.

Hopwmanbsnbie 3nauenus BAZ (ot -2 no +1) Obutn otMeuenst y 46 (55%) nereil.
Henocrarounocte muranmss (BAZ < -2) Obuta guarHoctupoBaHa y 37 (45%).

[Tokazarenu ¢usmveckoro pazsutus (Z-score) nmanuentoB ¢ HOKI'M mpencraBieHs! B

Tadi. 3.6.

Tabmura 3.6.
[Tokazarenu puznueckoro pazputus (Z-score) nauueHtTo ¢ HOKI'M
Z-score >-2 Ot -2 10 +2 <+2
WAZ (macca tena/Bo3pact) | n (%) 37 (45) 46 (55) -
BAZ (MMT/Bo3pact) n (%) 37 (45) 46 (55) -
HAZ n (%) - 83 (100) -
(mHa Tena (pocT)/ Bo3pacTa)

IIpu ouenke crenenn xponnyeckod JH (XIH) y maumentoB ¢ HOKI'M 0b110
ycTaHoBJeHO, 4To 29 (35%) nereii coorBerctBoBanu | crenenn JIH, 18 (22%) nereii —
Il crenenu JIH, Ill crenens JIH y nanuentoB ¢ HOKI'M He nuarnoctupoBanach (Tad.
3.7.).

Tabnuua 3.7.
Yacrora X/IH y nereit c HOKI'M, xonmmuectBo neteit, ade. (%), n=83 [2]

CreneHb XpOHUYECKOM IbIXaTEIbHON YacTtoTa XpOHUYECKOM JBIXaTEIbHOU
HEJIOCTaTOYHOCTHU HEJIOCTaTOYHOCTHU
IcTeneHp 29 (35)
II creneHp 17 (20)
III crenenn -

3.2.2. OneHKa cTeneHu TIKeCTH HHTEPCTUIMATBHOI0 3200/1eBAHUSA JIETKUX Y
MAIMEHTOB C HEMPOIHAOKPUHHOM KJIECTOYHOU rUNnepIia3zuei MJiajeHues
ITpu onenke crenenu Tsokectu M3J1 y manmentoB ¢ HOKI'M no mikane L.L. Fan
¢ kot (1998) (ta6m.2.5.), Bce 83 (100%) manmueHTa UMEIN CHMITOMBI - TAXHITHO?, 29
(35%) marmeHTOB 1O pe3yJbTaTaM IMPOBEICHUS MPOJIOHTUPOBAHHON ITyJIbCOKCHMETPHH,

KOTOPYIO NPOBOAWIN B TeueHue 6-12 4dacoB, MMENM THUIOKCEMHUIO BO CHE WIIHA IPH
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¢dusnveckoit Harpyske, a 18 (22%) — B mokoe. Ilpu mposenenun IxoKI' nerounas
THIIEPTEH3Hs He Oblila TUarHOCTHPOBaHA HU Y OJTHOTO marienTa (tabi. 3.8.).
Tabmuna 3.8.
Yacrora kputepueB Tsxectu U3J1 mo L.L. Fan ¢ xomn. (1998) y nereit c HOKT'M,

KOJIMYECTBO Jerei, adce. (%), n=83

ITpusHak Yacrora Kkputepuen
Hannuue cuMmnTomMoB 83 (100)
['unokcemust (Sp02<90%) Bo cHe wiu pu
. 29 (35)
(bu3nYecKoil Harpy3Ke
'unokcemust (Sp02<90%) B mokoe 17 (20)
JlerouHasi ruTIEpTEH3HS -

VYuuThiBas Haau4yue CUMIOTOMOB M OTCYTCTBHE JIETOYHOM TMIEPTEH3UU Y BCEX
nauueHTos, | u V crenens tsxectn U3JI mo L.L. Fan ¢ ko, (1998) nuarnoctupoBansl

He ObutH (puc. 3.8.).

¥ 1l ctynenp
“ 11l crynens
“ IV crtynenp

Pucynox 3.8. Crenens Tsxectu U3JI mo L.L. Fan ¢ xomt. (1998) y manueHToB ¢

HDOKI'M, xonuuecTBo Aereit, %
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[Ipu pacuere korddunmentTa panroBoir koppemsiuun CrnupMeHa MEXIy CyMMOM
OaioB 1o mikaye kimHndeckoi nuarnoctuku HOKI'M u crenenspio TshKecTH 1Mo 1ikasie
tsokectd M3J1 mo L.L. Fan ¢ xomn. (1998) Obuia BhIsSBIIEHA MOJOKUTENbHAS 3aMETHAs
(Rs = 0,67) craructuyeckn 3Haunmas (P < 0,01) cBsa3p. [laHHas 3aKOHOMEpPHOCTH

npejacTaBieHa Ha puc. 3.9.

-
-
-
-

Pucynok 3.9. Pacuet ko3 dunimenta panrosoit koppensiuuu CnupMeHa Mex1y CyMMOMR
O6ayu1oB 1o mkane kimHnYeckor quarnoctuk HOKI'™ (och abciuce) u cTeneHpto

TsDKECTH 1Mo mkaje Tsokectd M3J1 mo L.L.Fan ¢ kot (ock opauHar)

3.2.3. KomnbTepHo-ToMmorpaguyeckasi CeMMOTHKA
Bceem nersm ¢ HOKI'M nepBuuno npoBoguiock KT OI'TI, mpenmyniecTBEHHO
0e3 KOHTpacTUpOBaHHUsA, B Bo3pacTe or 1 mecsama mo 1 roga 7 mecsue (Me — 10
mecsitieB [7-14]). YacTtoTa BBISIBICHHBIX MapEeHXMMATO3HBIX W3MCHCHHHA W M3MEHCHUI

JIT npeacraBiens! B Tad. 3.9.
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Tab6mauma 3.9.
YacroTra napeHXUMaTo3HbIX U3MeHeHU 1 u3Menenuit [I1 y maruentoB ¢ HOKI'M,

KOJIMYECTBO IMalMeHTOB, adc. (%), =83

[TpusHak Yacrora u3MeHeHun
JluHelHbIC U PETUKYJISAPHBIC YIUIOTHEHHUS, 3(4)
Koncomunauus 12 (15)
VYacTKd ~ yIUIOTHEHHMST ~ 10 THILY 81 (97)
«MaTOBOTO CTEKJIa»
CHMIITOM «MO3aWYHON IIIOTHOCTH) 29 (35)
YTomiieHne CTEeHOK OpOHXOB 23 (28)

CornacHO TOJyYEHHBIM JaHHBIM, YYaCTKU YIUIOTHEHHUS IO THIY «MaTOBOTO
CTEKJIa» U CHUMIITOM «MO3aWYHOM TUIOTHOCTH» ompenensumch y 81 (97%) u 29 (35%)
nerei coorBeTcTBeHHO. [lomumo »toro, y 23 (28%) nmereil oTMeyanuch YTOJIICHUS

cTeHok OpouxoB 'y 12 (15%) yuactku xorconuaanuu (puc.3.10.).

' . | @ : ~
L

5]

=

-
»

Pucynox 3.10. ITaperxumaTto3ubie namenenns u uamenenus 11 no nanaemm KT OI'T y
nanuenTos ¢ HOKI'M.
[Ipumeuanne. Komnbrepasie ToMorpammel nauueHToB ¢ HOKI'M, n3MeHeHus ykasaHbl
crrpenkamu: A. CuMnToM «Mo3anyHou mwioTHocTu»; b. Konconmunanus; B. JIlunelinbie
U PETUKYJIAPHBbIC YIUIOTHEHUS; . YHUaCTKH yIJIOTHEHHUS IO TUITY «MaTOBOT'O CTEKIIAy;

J1. YTounienre CTeHOK OpOHXOB.



63

Y4yacTkn YIJIOTHEHHMS IO THUIy «MaTOBOTO CTEKJIa» IPEUMYIIECTBEHHO
JIOKAJIM30BaJINCh B CPEHEN J10JIe MPaBOro JIETKOTO, BEPXHHUX JOJISIX OOOMX JIETKUX U
SI3BIYKOBBIX CErMEHTaXx JieBoro Jjerkoro (tadm. 3.10.). Takxke y4acTKM yIUTOTHEHUS IO
TUITy «MaTOBOTO CTEKJIa» BCTPEYAINCh M B HIDKHUX JOJSAX OOOMX JIETKUX, HO Yy
MeHbIIero konnuyectna aereit c HOKI'M.

Tabmuma 3.10.
Tonorpadust yyacTKOB yIUIOTHEHHS 1O TUITY «MaTOBOro crekia» no aanHsiM KT OI'TI

y nereit ¢ HOKI'M, a6e. (%), n=83

[Ipu3Hak KonnuectBo nerei
CpenHsist 1015 74 (89)
[TpaBast BepXHsist TOJIS 61 (74)
JleBast BEpXHSS JOIS 60 (72)
SI3BIYKOBBIE CETMEHTHI 56 (68)
JleBast HYKHSISL 1OJIS 44 (53)
[TpaBast HHXKHSAS JOJIS 40 (48)

B cBs3m ¢ HaimumeM OOJBIIOTO KOMMYECTBAa apTe()akTOB HA KOMITBIOTEPHBIX
TOMOIpaMMax, OLEHKA IO YYaCTKOB YIUIOTHEHHUS IO TUITY «MAaTOBOTO CTEKJIa» Y
narrenToB ¢ HOKI'M npu nomomu mporpammuoro obecniedenust ThoraCicVCAR He
MPEJICTaBIIsIaCh BOBMOXKHOU, B CBSA3U C YEM IUIONIA]b YYACTKOB YIUIOTHEHUS IO THUITY
«MaTOBOTO CTEKJIa» OMPEEIsIach TOIBKO MPU MOMOIIN «IMIIMPUUECKOI» BU3yaIbHOU
IIKaJbI, peaioxenHon s auarnoctukn COVID-19 [18, 155]. [lns oneHkH miomaau
Y4aCTKOB YIUIOTHEHHUS IO THUIY «MaTOBOTO CTEKJa» MPUMEHSIN OpPUTHHAIbHBIN
poToKOoJI onucanus (Tadi. 2.6). I1o pesynbraTtam onieHku, KT-4 He ObLIO BBISIBICHO HU
y onHoro manuentra ¢ HOKI'M. Pacnpenenenue mo CTENEHSM IUIOIMIAAN YYaCTKOB
YIUIOTHEHUS MO TUIy «MAaTOBOTO CTeKJa» mpeacTtaBieHo Ha puc. 3.11. CormacHo
MOJIyYeHHBIM JaHHBIM, OOJBIIMHCTBO marueHToB (61%) ¢ HOKI'M umenu creneHb
IUIOIAM YYAaCTKOB VYIUIOTHEHHMsI MO Tumy «wmaroBoro creknay KT-1. Ilnomans
YYaCTKOB YIUIOTHEHUS IO TUIy «MaTOBOTO CTEKJIa», COOTBETCTBYtomIas creneHu KT-2
onpenensuiach 'y 21% pereit ¢ HOKI'M, a miomaas y4acTKOB YIUIOTHEHHS TIO THITY

«MaTOBOTO CTEKJa», cooTBeTcTBYIOMIAs cteneHu KT-3 onpenensinach y 18% manueHToB

¢ HOKI'M.
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®KT-1 (10 25%) ®KT-2(25-50%) = KT-3 (50-75%)

Pucynok 3.11. CtpykTypa cTerneHeu miomajad y9acTKOB YIIOTHEHUSI TI0 THITY

«maroBoro crekiia» no gaHaeiM KT OI'TI, konuuecTBO manueHToB, %, n=83

[Ipu pacuere ko3¢ duumenTa panropoir koppensiuuu CriupMeHa Mexay CyMMon
OamioB mo mikane kiauHHYeckod auarHoctukn HOKI'M u momaneio y4acTKoB
YVIUIOTHEHHSI 1O THUIIy «MaTOBOTIO CTEKJIa», a TAKXKE MEXIY CTEIEHbIO TSHKECTH IO
mkane Tsokectd M3J1 o L.L. Fan ¢ kot 1 miomanpo y4acTKOB YIUIOTHEHHS IO THILY
«MAaTOBOI'O CTEKJIa», CTATUCTUYECKHA 3HAUYMMBIX KOPPEJSLIMOHHBIX CBA3EH BBISIBICHO HE

owu10 (P=0,5 1 p=0,13 COOTBETCTBEHHO).

3.2.4. Tepanusn
Ho ycranosnenusi nuarnoza HOKI'M 66 (91,5%) nanuentoB nomxyyanu UT'KC,
41 (34%) mnamment nomydanmu ['KC 54 mnamueHta HYXIanuch B KHUCIOPOJHOU
MOJIJIEPKKE TPH dIU30/1ax pecrnupaTopHor nundekuuu. [locne ycTaHOBIEHHS TUarHo3a
18 marmmentam ¢ HOKI'M Ob110 pekomenpoBano nposeaenue /1K (puc. 3.12.). Ilocne
YCTAHOBJICHHSI JMAarHo3a B CBSI3M C OTCYTCTBHEM JOKa3aHHOTO 3(dekra Tepanuu

HOKI'M, UT'KC u I'KC 6p1n1a pekoMeHJ0BaHA UX OTMEHA, Ha (JOHE Yero He HACTYIajo
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YXyIIIEHUE COCTOSIHUSI MarnueHToB. [lpu rocnuranuz3anuu ¢ HanpaBUTEIbHBIM
muaraozoM MHJIIT mamuentsr ¢ HOKI'M monydanu aHTHOAKTEpHABHYIO TEparuio.
[Tpn HaMuMM GPOHXOOOCTPYKTUBHOTO CHHApPOMA Ha (OHE pecrnupaToOpHON MHOEKITUU
naneHTel ¢ HOKI'M monydanu OpOHXONMHTHYECKYIO TEpamuio ¢ BapuaOEIbHBIM
MOJIOKUTENBHBIM 3 (HEKTOM, OJTHAKO BHE 3IMHU30/I0B PECIUPATOPHON MHGPEKINH JaHHAS
Tepamus TOJOXHUTEILHOTO 3(PdeKTa Ha COXPAHSIONIUECS TAXWUIHOD U BTSIKECHUE
YCTYMUUBBIX MECT TPYIHON KIETKM HE OKa3bIBayia. [lamMeHThI ¢ HEJ0CTAaTOYHOCTHIO

NUTaHUS TOTyYaliu JieueOHOe TUTaHUE - TUTIEPKAIOpHitHYI0 cMech («HpaTpuHn»).

J0 IHOCIJIE

0 20 40 60 80 100 20 40 60 80 100

HHFaJ’IﬂHIIOHHbIe
TTFOKOKOPTHKOCTEPONbL

CucTeMHBIE
[TFOKOKOPTHKOCTEPOHIBI

JlnuTenpHas JOMAIIHAL
KICIIOPOIOTeparus

22%

Pucynok 3.12. Tepanus nanmentoB ¢ HOKI'M 10 u mocie ycTaHOBIEHUS TUArHo3a,
KOJIMYECTBO MaIueHTOB, %, N=83

3.3. [Iporuo3upoBanue NOTPEOHOCTH B MPOBeAEHUH JJTUTEILHOI TOMalTHEei
KHCJIOPOA0TEPANINH Yy JIeTell ¢ HelPOIHAOKPHUHHOM KJICTOYHOM TUIepiaszuei

MJIQJICHIIEB

Ha TperbeM 3Tame ucciieqoBaHUsl MPOBOAMIACH CPABHUTENBbHASI XapaKTEPUCTUKA
narenToB ¢ HOKI'M, nonywaromux (rpynma 3A, n=17) u He monydaromumx (Tpymma

3B, n=40) AJK, ouenennsie mo 10 KpuTepusiM KIMHUYECKOW IIKaIbl JUATHOCTUKH

HOKI'M.
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3.3.1. [IpequKTOPHI ITUTEILHOI JOMalIHE KMCJI0POI0TePANIUI
[Tpu pacuere koapduiuenta panroBoit koppensiuun CriupMeHa MeXIy CyMMON
OaioB 1o mkaie KinHndeckoi nuarnoctuku HOKI'M u noTpeOHOCThIO B MPOBEJCHUN
KHCJIOpOJIOTepanu  ObUla  BBISBJIICHA  MOJOXUTeNbHas  3ametHas  (Rs=0,62)

craructrdecku 3Hagnmast (P < 0,01) cBs3b (puc. 3.13.).

] ] | ] ] ]

- 5 6 7 8 9 10 11

—
—

Pucynok 3.13. Pacuer kosdduienTa panrooii koppensuuu CnupmMeHa Mexmay
CyMMO# 0ajuioB 1o mikaie kiuHudeckoi nuarnoctukd HOKI'M (ock abcuce) u

NOTPeOHOCTHIO B KUCIOPOJOTEepanuu (0Ch OpAUHAT)

[Ipu pacuere kodddunrenTa panroBoit koppesiuun CnupMeHa MexIy CyMMOUN
6amtoB no mkane Tsbkectd U3J1 mo L.L. Fan ¢ ko1, 1 KUCI0po103aBUCUMOCTBIO ObLTa
BBISIBIICHA IMOJIOKUTENbHAs Bbicokass (RS = 0,7) cratucruyecku 3uauumas (p < 0,01)

cBs3b (puc. 3.14.).
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10 15 20 25 30 35 40 45 50

Pucynok 3.14. Pacuer kosdduienTta panrooii koppensiuuu CnupmMeHa Mexmay
cymmMmoit 6aiutoB 1o mkaine Tsokecty M3J1 mo L.L.Fan ¢ komn. (ock aGenuce) u

NOTPeOHOCTHIO B KUCIOPOJOTEepanuu (0Ch OpAUHAT)

[Ipu pacuere koapduumenta panroBoil xkoppemsiuun CrnupMeHa MeExXAy
IJIOMIAIbI0 YYACTKOB YIUIOTHEHMSI 1O THUIY «MaTOBOIO CTEKJIa» M MOTPEOHOCTHIO B
KHCJIOPOJAOTEPANNH, CTATUCTUYECKU 3HAYMMOUN KOPPEJSIIUOHHON CBSI3U BBISIBIICHO HE
obut0 (p=0,1).

[Ipu npoBeneHUU CpaBHUTEIBHOW XapakTEepUCTUKU manueHToB ¢ HOKI'M,
Hyxnarommxcs B npoBegaenun [JJIK (rpynma 3A) u HEe HYXITAIOMUXCS B MPOBEIECHUN
JJK (rpynma 3B), mo pe3yiabTataM OIEHKH TO KJIMHUYECKOW IIKaJe TUArHOCTUKUA B
rpynmne 3A ObUIM BBISBJICHBI CTATUCTUYECKH 3HAYMMO 4Yalle TaKWe CHUMIITOMBI, Kak
OTCYTCTBHE KalUlsd BHE 3MU30/10B pecnupatopHoil mHbpekmuu (pP=0,033), a Taxxke

runokcemust (P<0,001) (ta6m. 3.11.). Takue CHUMITOMBI, KaK TaxXUITHOD, MOSBIICHUE
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CHUMIITOMOB B Bo3pacTe 110 12 MecsIeB, OTCyTCBTHE JepopMau AUCTAIbHBIX (ansaHT
Mo Tulny «0apabaHHBIX TNaJI0UYeK», OTCYTCTHE CBHUCTAIINX XPUIIOB BHE 3IHU30]I0B
pecrupaTtopHoil HHGEKIIMH BCTPEUYAIUCh OJIHAKOBO YacTO B JABYX HCCICTYEMBIX
rpyIIax.
Tabmuma 3.11.
CpaBHUTENbHAS XapaKTEPUCTHKA ManeHToB rpynm 3A u 3B 1o pe3ynbraram OIreHKH

10 KIIMHUYeCKOoM 1mikane auarnoctuku HOKI'M, konuyecTBo manueHToB, adc. (%)

Ne I'pynna 3A, | I'pynna 3B,
ITpu3Hak n=17 n=40 p

1. | IlosiBneHus CUMIITOMOB B BO3pacTe A0 17 (100) 40 (100) 1.000
12 mecsineB

2 |3agepkka (HU3WYECKOTO  pPa3BUTHSA
(MHIEKC Macchl TeNa Uit Bo3pacta < 10 (59) (21 (52) 0.661
-2 SD)

3 | OrcyrcTBHE nedopmarm
IMCTABHBIX  (ajaHr Mo  THITY 17 (100) 40 (100) 1.000
«0OapabaHHBIX MATOYEK

4 | OTrcyTCcTBUE Kaluis (BHCU SIIN30/10B 17 (100) 31 (78) 0.033
peCIUPaTOPHBIX MHHEKITHI)

5 | OTcyTCcTBHE CBUCTAIIMX XPUIIOB (BHE
SIM30/I0B PECIUPATOPHBIX 17 (100) 40 (100) 1.000
MH(EKIMi)

6 | boukooOpasHas WIH
BOPOHKOOOpa3Has nedopmaluu 1(6) 4 (10) 0.615
I'PYIHOU KJIIETKU

7 | Bnaxxaple XpHITBl/KPETTATAIIHSI 15 (88) 29 (72) 0.195

8 | 'mnokcemus 17 (100) 17 (42) <0i00

9 | TaxumHO? 17 (100) 40 (100) 1.000

10 BT;DKerine YCTYITYUBBIX MECT 17 (100) 38 (95) 0.348
TPYIHOM KJICTKH

[Ipn cpaBHUTENBHOM XapaKTepUCTUKE ManueHToB u3 rpynn 3A u 3B mo
JIOKAIU3allMU YYaCTKOB YIJIOTHEHHS T10 THUITY «MaTOBOTO CTEKJIa» OBLIO BBHISBICHO, YTO
B rpymnmne 3A CTaTUCTUYECKH 3HAYUMO Yallle YYAaCTKHA YYACTKOB YIUIOTHEHUS IO THITY

«MaTOBOI'0 CTEKJa» JIOKAJIM30BAJIMCh B CpeaHel poiie mpaBoro Jjerkoro (p = 0,044)

(Tabm. 3.12.).
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Ta6mmma 3.12.
Tonorpadus ygacTKoOB YIIOTHEHHUS 110 TUITY «MaTOBOTO cTekiay mo ganueiM KT OI'TI

y nereit ¢ HOKI'M B rpynmnax 3A u 3B, koiMuecTBO ManueHTos, ade. (%)

[Tpusnak ['pynma 3A, n=17 ['pynma 3B, n=40 p
CpenHsst 1oJis 13 (76) 19 (48) 0.044
Hpapast Bepxusis 10 (59) 16(40) 0.192

JOJISI
JleBast BepxHSs AOTSA 10 (59) 16 (40) 0.192
#A3braoBbie 10 (59) 13 (32) 0.064
CETMEHTBI

JleBast HYKHSAS TOJIS 7 (41) 11 (28) 0.310
[TpaBast HHKHSAS JOJIS 10 (25) 7 (41) 0.222

[Ipu cpaBHEHHUH YACTOTHI BBISBICHUS MAPEHXUMATO3HBIX U3MEHEHUH MO TaHHBIM
KT OI'll y mamuentoB u3 rpynn 3A u 3B Obutio ycTaHOBIEHO, 4TO B rpymme 3A
CTATUCTUYECKU 3HAYMMO Yallle BCTPEUAJUCh JUHEHHBIE U PETUKYJSIPHBIE YIUIOTHEHUS
(p=0,027): B rpynne 3A JAHHEWHbIE U PETUKYJSPHbIC U3MEHEHUS OBLIN BBISBICHBI y 2
naneHT w3 17, xorma kak B rpymnne 3B gaHHble W3MEHEHHMS Yy TMAlMEHTOB HE
HaOIIO1AJIUCE.

[Ipu cpaBHenun yactoTsl BbisiBIeHUs ['DPb y mamumenToB u3 rpynn 3A u 3B
ObUIO yCTaHOBJEHO, 4YTO B rpynne 3A CTaTUCTUYECKM 3HAYUMO 4Yale ObLI
nuarnoctupoBan ['OPb (p < 0,001): B rpynmne 3A I'SPbB 6bu1 nuarnoctupoBan 'y 5 u3 17

MalKeHTOoB, Koraa Kak B rpyrme 3B I'OPb y nanueHToB quarHocTupoBaH He ObLI.

3.3.2. MaTremaTnuyeckasi MojieJib NPOrHO3UPOBAHNS MOTPEOHOCTH B NMPOBEIEHUH

IIJ]HTeJIbHOﬁ I[OMaHIHeﬁ KHUcJjJaoporepanmu

IIpy TDOCTPOEHHM MHOKECTBEHHOW JIOTUCTUYECKON PErpecCMOHHON MOJeNn
npeacka3zanus HeoOxomumoctu mpoBedeHus JJIK y manumentor ¢ HOKI'M Obum
BbIAeEeHbl 3 mpeaukropa u3 10 KpuTepueB KIMHUYECKOM IIKaJIbl JIHArHOCTUKH
HOKI'M, a uMeHHO 3aiepKKa PU3NYECKOro pa3BUTHSI HA MOMEHT oOpatieHust (Mpu3HaK

1), Hanuyue BIAXHBIX XPUIIOB WIM KpenuTaluuu (MpU3HaK 2) U BTSHDKEHUE YCTYIMUUBBIX
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MecT rpyaHoit kietku (mpusHak 3). Koaddunuentsl Mmopenu mpeacTaBieHbl B TaOI.

3.13.
Tabnuma 3.13.
[Ipu3Haku, BBEICHHBIE B MHOKECTBEHHYIO JIOTUCTUYECKYIO PETPECCHOHHYIO MOJIEIIh
npeacka3zanus Heooxoaumoctu nposeaenus J/IK y manuentos ¢ HOKI'M u ux

OCHOBHBIE ITAPAMETPBI

ITpu3Hak Koaddunment moaenu, b
3amepxkka (PU3MYECKOTO pa3BUTHUS HaA 3830
MOMEHT oOpalieHus (nmpu3Hak 1) ’
Braxabiexpuribt WU 2103
KpenuTanus(npu3Hak 2) ’
BTskeHue yCTymuMBBIX MECT TIPYyAHOU 5 507
KJIETKH (TIpu3HaK 3) ’
Koncranra -6,436

[TonyueHHass  MaremaThyeckas  MOJEIb  MpEJCcKa3aHus  HEOOXOJMMOCTH
nposenenus JIJIK y nanuentoB ¢ HOKI'M umeet cneayromuii BUa:
1

BALIL = —
+ e™

rae BJIIIIL - BeposATHOCTH MPOTHO3UPOBAHUS JAHArHo3a HEOOXOJAUMOCTH
nposenenus JI/IK y manuentos ¢ HOKI'M,

x = 3,830 (mpusnak 1) + 2,103 x(npusnak 2) + 5,527%(npusnak 3) — 6,436,

rje npusHak 1 - 3amepxka (U3NYECKOrO pa3BUTHS HAa MOMEHT OOpallleHHs,
MPU3HAK 2 — BJIAXKHBICXPUIIBI WIM KpPEMHTAIUs, MPU3HAK 3 - BTSHKEHUE YCTYIYUBBIX
MECT IpyIHOU KJIETKH

Ecnmu BJUIIL > 0,5, To nauueHTt Hyxnaerca B nposeaenun /K, ecin BJIILIL
< 0,5, To manment B npoBenenuu [JIK He Hy)naercs. [lonydeHHas maremaThyeckas
MO/JIeJIb TIO3BOJISIET IPOTrHO3UPOBATH MOTPeOHOCTH B npoBeneHuun /1K 6e3 mpoBenenus
MPOJIOHTUPOBAHHON  MyJIbCOKCUMETPUHU, UMed  mapameTpbl  3(PGEeKTUBHOCTH,
npeacraBieHHple B Tabn.  3.13. IlomydenHas wartemaThyeckas MOJelb Oblia
BanuaupoBana Ha rpynmne 3C (N=26), xoropas Bkioudana nanueHToB ¢ HOKI'M,

OLICHEHHBIX MeHee YeM 1o 10 kpuTepusiM KimHuueckoi mkanbl nuarnoctuku HOKI'M,

OJIHAKO UMEIOIIUM OIICHKY TaKUX KPUTEPUEB, KaK 3a/iepKKa (U3MUECKOr0 Pa3BUTHS Ha
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MOMEHT OOpalIeHUs], BIAKHBIEXPUIIBI WJIM KPEMUTAINS, BTSDKEHHE YCTYMUUBBIX MECT
IPYIHOM KIIETKH.

[Tony4yeHHass mporHOCTHYECKass MOJEIb OYeHb Xopormero kadectsa (80-90 %),
T.K.ROC-AUC cocrasuser 95,6%. Monenp nmeer Tounocts 90,0 %, cnenupuaHOCTh
92,8 % u uyBcTBUTENBHOCTH 86,0%.1IpoBeneHHas Banuaanus Mokaszajia, YTO TOYHOCTh
mogenu coctasisieT 94,4%, Crneuuduanocts — 90%, YyBcTBuTENnbHOCTD 96,2% (TabII.
3.14.).

Tabnuma 3.14.

NudopmaruBaocTs Mogenu Hammams JI/IK

Kpurepun xauectBa mojienu ITokazarens Banupanus
TounocTs (aHra. —accuracy) 90,0% 94,4%
TounocTts (aHra. —precision) 89,1% 96,2%
YyscTBuTenbHOCTH (anrit. —fecall) 86,0% 96,2%
TPR (4yBCTBUTEIIBHOCTH) 86,0% 96,2%
TNR (cnenuduaHOCTS) 92,8% 90,0%
I'unepauarnoctrka (anria. —FPR) 7,2% 10,0%
I'mnoguarnoctuka (anria. —FNR) 14,0% 3,8%
R? 68,2%

ROC-AUC 95,6%

Cut-off 0.5 0.5
TectBanpaa <0,0001*

B kauectBe [MpuMcEpa ManucHTa, JJIMTCIIbHO HYXXOA0OIMCTOCA B IIPOBCACHUN IU_—[K
u pr,HHOCTCﬁ IIpu OIIPCACICHUU IIOKa3aHUM K €€ IMPOBCACHUIO, IIPUBOAUM CJIICAYIOIICC

KIIMHUYCCKOC Ha6JII-OI[CHI/I€.

Kinnunyeckoe HaOaoaenne Nel
PebGenok P. ot | 6epemennocTH, | caMoCTOSITENBHBIX CPOUHBIX POJOB, C MAaccoil
npu poxaeHun — 2600 r B Bo3pacte 1 roma 1 mecsama c jkamo0aMu Ha OBIIIKY,
BTSDKEHUS YCTYIUMBBIX MECT TPYAHOM KJIETKH, yacToe AbixaHue noctynui B JJMKBNe6
¢ nuarHo3oM «OctTpas pecnupatopHas UHPEKLHs, OCTPbIi OOCTPYKTUBHBIA OpOHXHT,
JH I ct.». [Ipu onpoce ObLI0 BBISICHEHO, YTO TAXUITHOD U BTSKEHUS YCTYMUUBBIX MECT
IPYAHOM KJIETKHM BO3HUKIM IOCJIE MEPEHECEHHOI0 OCTPOro OpOoHXHOIUTAa B 9 Mecsuen

(cTanimoHapHOe JieUeHHUe, Tepanus B YCIOBUSIX OTACIICHUS pEaHUMAIlii U UHTEHCUBHOM
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tepaniuu (OPUT)) u coxpaHsiuch B TeueHHue 4 MECAINEB, YTO COMPOBOKIAIOCH
YMEHBIIICHHEM TPUOABOK Macchl Tella, a Ha (OHE HACTOAIICH pecHUupaTOPHOM
MH(DEKIUU MPOSBICHUS JTAHHBIX PECIUPATOPHBIX CUMITOMOB ycHIMIUCh. [lo mecTy
KUTEIHCTBA MPOBOJIWIIACH CHUMIITOMAaTHYecKas Tepamus O0e3 3Hauumoro sddexra.
CeMeiiHBIN aHAMHE3: Y MaMbl TPOMOODUITHS.

Ha MoMeHT rocrmranm3anuy cocTosHUE peOeHKa ObLIO PAaCIEHEHO KaK CpeaHei
TspkecTu. Macca pebenka 8600 r, neguuut mMaccol coctaBui 18%, 4TO COOTBETCTBYET
HenocTaroyHocTH nuTanus | cr. Kanuis He ObU1o, 4acToTa ABIXATENbHBIX JABUXKECHUM
coctapmsmia 60 B wmumH. Ilpum  ayckymbranmm — ompenenmsyiach  KpenuTauus,
MIPEMMYLIECTBEHHO IO MEPEIHEN MOBEPXHOCTU I'PYIHOU KiIeTKU. Ha peHtreHorpamme
OI'TI B npsimoii mepegHEN NMPOEKIINYU BhISABICHA KApTUHA YCUJICHUS JIETOYHOTO PUCYHKA,
OYaroBble W HHQPUIBTPATUBHBIC TEHU HE OMPEACISUINCh. YUYUTHIBAs JJIUTEILHOCTh
TaxXWIHOY, BTSHKEHUU YCTYMUMBBIX MECT TPYAHOM KIETKH, OBLIO 3amoj03pEHO
uHTepcTUulManbHoe 3aboneBanue jerkux - HOKI'M. Ilpu oneHke Mo KIMHUYECKOH
mkane auarHoctuku HOKI'M 6wuto monmydeHo 9 u3 10 GamnoB (u3 10 olieHMBaeMbIX
MPU3HAKOB OTCYTCTBOBAJIA JIMIIL aHOMajusi rpynHor kietku). Ilo pesynbratram KT
OI'Tl cnpaBa B cpeaHeil noiie, SI3bIYKOBBIX CETMEHTax, cjeBa B S7 OINPeAessioch
CHUKECHUE MTHEBMATH3AIlMU C YETKUMH KOHTYpPaMHU C Y4acTKaMHU YIUIOTHEHUW MO THITY
«maroBoro crekia» (puc. 3.15.). Ha ocHOBaHMM OIEHKHM MO KIMHHUYECKOW IIKaje
muarHoctuku HOKI'M (9 u3 10 6amnoB) u pesynbraroB KT nerkux Obul ycTaHOBIEH

kimHnueckui nruargo3s HOKI'M.

Pucynok 3.15. KT OI'll mauuenTa P. (onucanue B Tekcre)
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Jlnst onpeneneHrs MPUYMHBI HEAOCTATOYHOCTH NMUTAHUSI U PELIEHUs BOIpoca O
Heobxoaumoctu mposenenus JIJIK pebenky Oblia mpoBefeHA MPOJIOHTHPOBAHHAS
MyJIbCOKCUMETPUS B T€UeHUE 12 4acoB, MO JAHHBIM KOTOPOW OMNPENEIIIOCh CHUKEHUE
Sp02<93% B Teuenue 21 muHyTHI (3% OT BpEMEHU U3MEPEHUS ), B CBSI3U C YeM PEOCHOK
OB paclieHeH Kak He Hyxpaatomuiics B npoBenenun JIJIK. B ymoBineTBoputensHOM
COCTOSIHMM CITyCTSl 7 AHEH peOEHOK ObLI BBIMMMCAH C PEKOMEHMIANHEH IMoiIydyaTh
runepkanopuiiHoe nuraHue. Ilpu BBIKMCKE TaxWMHO? coxpaHsjoch (no 44
JIbIXaTeNIbHBIX JBUKEHUN B MUHYTY).

Cnycts 1,5 mecsua, Ha (hoHE TOBTOPHOW PECHUPATOPHON MH(EKIUHU, COCTOSHUE
pebeHKa CHOBa YXYIUMJIOCh: YYaCTHJIOCh AbIXaHUE, BO3HUKJIA OJIBIIIKA C BTSHDKCHUSIMU
YCTYITYUBBIX MECT IPYJHON KIETKH. AMOYIaTOPHO MOJydasl HHTAISIMOHHYIO TEPaIuio
urparponueM OpoMuIoM U (EHOTEPOIIOM, a Takxke OyaecoHu oM 0e3 addekTa, B CBA3U
c yueM ¢ SpPO2 - 87% 6wt rocnutanuzupoBad B OPUT JIMKBNe6. 3a 1,5 mecsua
pebeHoK, moJiyyasi TUIepKalopuiiHoe TuTaHue, npudasui B Bece Bcero 100 r, moaTomy
Oblla  MOBTOPHO  MpoBeAeHa  juurenbHas  (12-yacoBas)  MyJIbCOKCHUMETPUS,
MPOJIOJKUTENLHOCTh BpeMeHH ypoBHS SPO2<93% cocraBuna 33 munytsl (4,5% oOT
BpeMeHU u3Mepenusi). Taxxe Oblia mpoBefeHa oleHka ypoBHs IQE obGmero u
cnenuUUecKnX K UWHTAISIMOHHBIM alliepreHaM — 0e3 TMaToJOruu. YYHuThIBas
noBTopHyto rocruranuzanuio B JJUKBNe6 ¢ JIH Il cr., naHHBIe MpOJIOHTHPOBAHHOM
MyJIbCOKCUMETPHUH, pebeHKy Obuio pekomennoBano mnposeaenue JJIK. C momenta
HayaJia JaHHOM Tepanuy MO HacTosIlee BpeMs (B TE€YCHHE 8 MecsIeB HAOIIOJCHU),
peOeHOK IepeHec 3 SmmM304a PECIUPATOPHOM HHQPEKIMH, B TOM YHCJIC HOBYIO
KOPOHAaBUPYCHYIO  HMH(EKIMI0, ©0e3 TMPU3HAKOB OpPOHXHAIBHON  OOCTPYKIIHH,
rociutanu3anuii He Obwto. CmycTss Mecsan mocie Havyama mnpoeaeHus JJIK B
KPYIJIOCYTOYHOM PEXKHME M TUMNEPKAJOPUUHOTO MUTAHUS, POAUTENN OTMETHIH
MOBBIIICHUE EXKEMECSIYHBIX TpuOaBOK Macchl Tena B 3,5 pasza (350 r/mecsn).
[locTeneHHO MOJ KOHTPOJIEM MPUOABOK MAacCChl Te€lla M MEPUOAMYECKUX H3MEPEHUU
SpO2, B COOTBETCTBMU C HMMEIOMIMMHUCA pEKOMEHIanusMu 1o mposenenuto K y
nereit [106], pebeHOK OBLT MEpPEBECH B PEXKUM KUCIOPOJOTEPANIMN TOJIHKO BO BPEMs

JHEBHOTI'O M HOYHOT'O CHa, U mpoAospkaeT noaydars JJIK B TakoM pexnme B TeueHUE §
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MecCSIIeB 1Mo HacTosIee Bpems. 3a 8 mecsnes (¢ 1 rona 4 mecsiieB) peOEHOK MpruOaBUi B

Macce 2 Kr, 1euimra Macchl Teja HerT.

3.4. InddepenunajbHas IMATHOCTHKA HEHPOIHIOKPHUHHON KJI€TOYHOH
THNEPIIa3HU MJIa/IeHIIeB M HHPEeKIMH HUKHUX IbIXaTeJIbHbIX MyTeil
[Ipu mpoBenenun auddepennumansaon nuarHoctukn HOI'KM ¢ MHAII mo
KInHn4eckor mkane auarHoctuku HOKI'M, y 16 u3 83 (19%) nauuentoB ¢ MH/II
(rpynmna 4) B neHb oOpainieHus ObUIO moiydeHo 7 OamnoB u Oonee (7 O6amioB y 15
MaleHTOB U & OalioB y OJHOTO MAaI[MEHTa), YTO JEMOHCTPUPYET BO3MOKHOCTH
runepauarioctukn HOKI'M no naHHO#M mikane, B CBSI3M € 4eM Oblla NIpOBEAEHA
MOBTOpHAsi OILIEHKa Yepe3 3 HeAenu ¢ yderoM ectecTBeHHoro Tteuenuss MHJIIIL
Pe3ynbrarhl OLIeHKH NpeacTaBieHsl B Ta0m. 3.15.
Tabnuua 3.15.
OueHka naureHTOB rpymibl 3 1 4 1o KIMHUYecKo# mkaine nuarnoctuku HOKI'M B

JIeHb 0OpalleHUs U CITYCTA 3 HeJeu, KOJUYECTBO MalueHToB, abe. (%), N=83

Ne [TpusHax I'pymma 3 ['pymma 4 p
1. | [losiBIEeHUsT CHMIITOMOB B BO3pacTte
1o 12 Mmecsnes
B MomeHT oOparieHus 83 (100%) 83 (100%) 1,0
Cnycrs 3 Henenu 83 (100%) 83 (100%) 1,0
p 1,0 1,0
2 |3agepxka (U3UYECKOTO Pa3BUTHSA
(camxenue VMT wnm  oTHOIIEHUS
Macchl K POCTY JUIS BO3pacTa MEHEe
25 nepueHTuIs)
B MomeHT oOpareHus 44 (53%) 3 (4%) <0,001
Cnycrs 3 Henenu 44 (53%) 3 (4%) <0,001
p 1,0 1,0
3 | OrcyrcTBHE aedopmaruu
IUCTATBHBIX  (ajaHr 10  THUILY
«06apabaHHBIX MAJIOUEK)
B MomeHT oOpareHus 83 (100%) 83 (100%) 1,0
Crycts 3 Henenu 83 (100%) 83 (100%) 1,0
p 1,0 1,0
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[Tponomxkenne Tabaump 3.15.

ITpusnax I'pynmna 3 I'pynna 4 p
4 | OrcyrctBUe Kanuis (BHE SIIHU30I0B
peCUpaToOpPHBIX MHHEKITHI)
B MomeHT oOpareHust 41 (49,0%) 73 (88,0%) |<0,001
Cnycrs 3 Henenu 41 (49,0%) 73 (88,0%) |<0,001
p 1,0 1,0
5 | OTcyTcTBHE CBUCTSIIUX XPUIIOB (BHE
AIHU30/I0B pECIIUPATOPHBIX
uH}eKImit)
B MomeHT oOpareHus 50 (60,0%) 76 (92,0%) |<0,001
Crycrs 3 Henenu 50 (60,0%) 76 (92,0%) |<0,001
p 1,0 1,0
6 | boukooOpazHas WIn
BOPOHKOOOpa3Hasi nedopmanuu
TPYIHOU KJIETKU
B MomeHT oOpameHust 38 (46,0%) 0 (0,0%) <0,001
Cnycrs 3 "Heenu 38 (46,0%) 0 (0,0%) <0,001
p 1,0 1,0
[ | Bnaxxable XpUIbl/KpENUTALIHS
B MomeHT oOpaiteHus 70 (84,0%) 43 (52,0%) |<0,001
Cnycrs 3 Henenu 70 (84,0%) 5 (6,0%) <0,001
p 1,0 <0,001
8 | ['umokcemus
B momenT oOparnienns 41 (49,0%) 11 (13,0%) |<0,001
Coycts 3 Henenu 41 (49,0%) 11 (13,0%) |<0,001
p 1,0 1,0
9 | TaxunmHon
B MomeHT oOpareHust 83 (100,0%) |83(100,0%) | 1,0
Cnycrs 3 Henenu 83 (100,0%) |11 (13,0%) |<0,001
p 1,0 <0,001
10 | Brsoxenue YCTYHYHUBBIX MeCT
I'PYIHOU KJIETKU
B MomeHT oOpaineHus 81 (98,0%) 22 (27,0%) |<0,001
Crnycts 3 Henenu 81 (98,0%) 2 (2,0%) <0,001
p 1,0 <0,001
Cymma 0OasuioB, Ipu yciioBUH o1ieHKU Beex 10 cumnromoB, adc.
B MomMeHT oOpareHus 7,0[7,0; 8,0] |6,0][5,0;6,0]|<0,001
Crycts 3 Henenu 7,0[7,0; 8,0] |4,0[4,0;4,0]|<0,001
p 1,0 <0,001
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B nenp oOpamenust cpenu namuentoB ¢ HOKI'M (rpymma 3) cratuctuuecku
3HauuMo (p < 0,001) ygaiie BHISIBISUIMCH TAKME CUMIITOMBI, KaK 3a/IepkKKa (PU3UIECKOTO
Pa3BUTHUS, BIIAXKHBIE XPUIbl U KPEMUTALIUSI, TUIIOKCEMUS, aHOMAJIUU TPYAHON KIETKHU U
BTSDKEHUE YCTYITYUBBIX MeCT rpyaHod kierku. Y mamuentoB ¢ MHJIT (rpymma 4)
craructuueckd 3HauyuMo (p < 0,001) wyaiie BBISBISAIUCH TaKU€ CUMIITOMBI, Kak
OTCYTCTBUE KallUlSi W CYXHUX XpHUIIOB B JIETKUX (BHE OHIH30/I0B PECHUPATOPHBIX
UH(pEKIi).

IIpu ouenke no mkane knuHudeckon auarHoctukn HOKI'M cnycrs 3 Henenu B
rpynne 4 numbs y aBoux nauueHtoB (8%) ompenensuiock 7 OamnoB. Takke B 3TOM
rpynne craructudecku 3Hauumo (p < 0,001) pexe BBISBISIMCh TAKHE CUMIITOMBI, KaK
TUMIOKCEMUS, TaXUITHO? M BTSKCHHE YCTYMUMBBIX MECT TPYAHOW KIIETKH, Kak MpHU
CpPaBHEHUHU C Tpynmnou 3, Tak U ¢ rpymnmou 4 B IeHb 0OpalieHusl.

CornacHo MOJIy4eHHBIM JaHHBIM (Ta0j. 3.15.), 4yBCTBUTEIBLHOCTh KIMHUYECKON
mkanbl auarHoctuku HOKI'M npu conocraBinenun ¢ panaeiMu KT OI'TI cocraBuiia
85,5%. Ilpu nposenenun auddepenmansuoi auarnoctuku HOKI'M ¢ MH/IIT B nenpb
oOpalieHusi 4yBCTBUTEIBHOCTh cocTaBuia 85,5%, cneuuduunocts 80,7%. Ilpu
MMOBTOPHOM OIIEHKE 10 KJIMHUYECKOM mikane nuarHoctuku HIOKI'M, cnycrs 3 Henenu,
TOYHOCTh IKajabl yBenuuuiack ¢ 83,1% mo 91,6%, a crneumduyunocts ¢ 80,7% 10
97,6%. Jlpyrumu cloBamMH, JWArHOCTHKA IO IIIKaJIE€ Yepe3 3 HeAeJId CHU3WJIA
BO3MOXXHOCTb ruriepauaraoctuku ¢ 19,3% no 2,4% (ta6n.3.16.).

Tabnuma 3.16.

NudopMaTUBHOCTH KITMHUYECKOH IIKAIBI B IEHb OOpaIeHUs ¥ CIyCTs 3 HeAeIu

Kpurepun xkauectBa | OuieHKa MO IKAJIE B IEHb OueHka 1o mkazie yepes 3
IIIKAJIBI oOpaIeHus HEeIN
ToyHOCTE 83,1% 91,6%
YyBCTBUTEIHHOCTD 85,5% 85,5%
CrenuduIHOCTh 80,7% 97,6%
I'unepauarHocTuka 19,3% 2,4%
'unognaruocruka 14,5% 14,5%
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3.5. Pe3yabTarhl KATAMHECTHYECKOT0 HAOII01eHUS

Karamuectuueckoe HabmoaeHne MpoBoauiochk 3a 27 manueHtamu ¢ HOKI'M B
Bo3pacte oT 6 Mecsues 10 8 et (Me — 4 rona [2,3-5,4]) B Teuenue ot 8 mecsies 10 7,5
ager (Me — 3 roma 2 wmecsma [2-4,75]). 3a BpemMs HaOmMoOIeHUS HE OBUIO
3apEerucTPUPOBAHO HU OJITHOTO JIE€TalbHOTO Ucxoja y nauueHtoB ¢ HOKI'M. V nByx u3
27 wHabmomaeMbIX TAIMEHTOB B Bo3pacTe 5 W 6 Jier Obuta JHAarHOCTHPOBAHA
Heatonuueckass BA. I'OPb Oputa guarHoctupoBana y 5 mnanueHtoB ¢ HOKI'M,
Hyxpaatomuxcs B npoefaenun JIJIK. ComyTtcTBytomue 3a007€BaHUsl y MAlMEHTOB C

HOKI'M npencrasnens! B Tadmn. 3.17.
Tabnuma 3.17.

ConyrctByromue 3aboneBanus y nanuentoB ¢ HOKI'M, konuuecTBO MaieHToB,

aoc. (%)
[Tpu3Haku KonuecTBO MalueHTOB
ATONUYCCKUN JEPMATUT 8 (30)
I'actpon3odareanbHas pedrrokcHas 00J1e3Hb 5(19)
Octpast KpanuBHUIIA 3(11)
bponxuanpHas actMa 2 (7)
AJIeprudecKuil puHUT 2 (7)

N3 27 mnamueHTOB B KAaTaMHECTHYECKOM HAOMIOAeHWHU, 18 mammeHTaM
npoBoawiack JJIK, niauTensHOCTh KOTOpOM cocTaBiisiiia oT 2 Heaenb 10 S5 et (Me — 1
ron 2 mecsa; [0,5- 4,5]. B Hacrosiiee Bpems 6 aerei nmpomoipkaroT moiydats K,
HaOJII0/ICHHE 3a MalueHTaMu NpojoipkaeTcs. B cBsa3u ¢ Hanmuuuem xpoHudeckor JIH u
npoegeHuem JIJIK 10 mammentam ¢ HOKI'M 0wl mpucBoeH craTyc «peOeHOK-
WHBJIMI» HA MEPUO/] TOTPEOHOCTH B IOMOJHUTEILHONU OKCUTCHAITUH.

YacToTta »nu3070B pecnupaTopHoi MHPpekuuu y mnamnueHToB ¢ HOKI'M Obina
MaKCHUMaJIbHOW Ha MEPBBIX JIBYX T'OJaX *KU3HHU, COCTABJIsA 10 16 3MK130/10B 3a nepBbie 2
roga xu3nu (Me — 7 [4-10]) a gacrora rocmuTamM3anuii 3a ITOT MEPHOJ BPECMCHH
coctarisia 10 5 (Me — 2 [1-2]). Ha TpeThbeM rojy >KM3HHM 4acTOTa PECHUPATOPHBIX
UHpEKIMA CHM3WIach Makcumym 10 5 B rog (Me — 3 »smmsoma [2-4]), a
TOCIIUTAIM3UPOBATIOCh Beero 4 u3 19 (21%) pebenka oMHOKpATHO, OJIUH peOeHOK u3 19

— nBaxbl 3a o1 (5%). Ilocme Tpex jeT rocnuTanu3anuu ObUIM eIMHUYHBIC. YacToTa



78

KJIMHUYECKUX CUMNOTOMOB y manueHToB ¢ HOKI'M mno mepe pocrta mnpeacTtaBiieHa C
tabm. 3.18.
Ta6muma 3.18.
YacToTa KIMHHYECKUX CUMIITOMOB ¥ moTpedHOCTh B JI/IK y mamumenToB ¢

HOKI'M no mepe pocTa, KOJIMYECTBO NMAIMEHTOB, a0c.

Cumntom Bospact B romax
1 2 3 4 5 6 7 8
n=27| n=24 | n=19 | n=14 | n=7 |n=5 | n=2 | n=1

TaxumHos B okoe 15 13 7 2 1 1 - -
Huzkas TOJIEPAHTHOCTb | 4 4 13 3 3 5 1 ) i
K (U3MYECKON HArpy3Ke
Brsoxenus YCTYNHMBBIX | 4 12 5 4 i i ) i
MECT IPYJHOM KJIETKU
Brasxpe 13| 11 | 3 2 1 1|1 -
XPHUIIbI/KpENUTALIUS
[ToTpebHOCTH B
HPOBEACHIY .| 15 | 13 5 4 3 | 1| - | -
JUTUTENILHOM JIOMalliHen
KHCJIOPOJOTEPANHH

IIpn omeHke moka3areneil (U3MYSCKOro pa3BUTHSA (Z-score) IalueHTOB C
HOKI'M B nuHaMuke, HEAOCTATOUYHOCTh nuTaHus (BAZ < -2) Ha mepBOM roay KH3HU
cpenu JeTed W3 TPYIIBl KaTaMHecTHdeckoro HaOmonenus (rpynma 3K) Osbiia
auarHoctupoBana y 13 u3 27 (48%) nereii. Ko BTOpoMy romy >KM3HH HEJJOCTATOYHOCTb
nuTaHus coxpansuiack y 9 u3 24 (37%), k TpetbeMy 5 u3 19 (26%), x yeTBepTOomMy 2 U3
14 (14%).

Onun pebenok ¢ HOKI'M B Bo3pacte 3 jieT ObUT IMPOOIMEPUPOBAH IO MOBOY
JIUTIOMBI B JIOMATOYHOM 00JIaCTH C MCIOJIb30BaHUEM OOIIEH aHECTE3UH — OMepaluio 1
aHECTE3MIO NIEPEHEC YAOBIETBOPUTENIBHO.

3a Bpems HaOmwonenus 19 pgereit, 15 w3 kotopeix Haxomwnuch Ha JIJIK, c
HOKI'M mnepenecniu COVID-19, 17 u3 Hux B BuJe puUHOGAPUHTUTA, MOJyYaIH
CUMIITOMAaTUYECKYIO0 TEpanuio B aMOYyJIaTOpHBIX YcloBuUsX. KimHuyeckas KapTuHA

naruenToB ¢ HOKI'M, kotopsie nepeneciu COVID-19, npencrasnena B Tadi. 3.19.
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Tabnuua 3.19.
Knunnueckast kaptuna u tepanus COVID-19 y nanuentoB ¢ HOKI'M,

KOJIMYECTBO TMAIMEHTOB, a0C. (%)

[Ipu3Haku KosimuecTBo manueHToB

[ToTpebHOCTL B HOBBIHIG:HI/II/I CKOPOCTH 3/15 (20%)
MOTOKa Kuciopoaa y aereit Ha JJJIK

Jluxopajka 19/19 (100%)
Cy0bebpubHas 11/19 (58)
deOpribHas 8/19 (42%)

JutenbHOCTh  (eOpUITbHON  JTUXOpaJKU

0
Gornee 3 CyTOK 3/19 (16%)

KarapanbHble cCHMITOMBI 11/19 (58%)

BpOoHX000CTPYKTUBHBIN CHHIPOM 1/19 (5%)

HOTpe6HOCT£> B TOCHUTAIU3aLUUd B 2/19 (10%)
NpoHIbHBINA CTalIMOHAD

[ToctossuapiM  cumnToMoMm y mamueHToB ¢ HOKI'M ¢ COVID-19 6sina
nuxopanaka, koropas He npesbimmana 38 °C y 11 mereit (58%). KarapanbHbie CHMIITOMBI
ormMeyasiuch 'y 11  mamuentoB (58%). Y ongHoro pebeHka ObUT  OTMEUYEH
OpOHXOOOCTPYKTUBHBIA CHHIPOM, B CBSI3M C 4Ye€M PEOCHOK MOJydall WHTAISIUU C
OpOHXOJUTUKAMH B  TE€UEHHWE 5 JHEH ¢  TOJOXHUTEIbHbIM  3(ddexTom.
[IponomxurensHOCTh (HeOpUIbHON JTUXOpagKu Oosiee 3 CyTOK OTMEYanoch y 3 JeTeH,
JIBO€ M3 KOTOPBIX OBLIM TOCUTAIU3UpoBaHbl ¢ octpoit JIH Ha done xponuueckoii. B
YCIIOBUSAX CTallMOHApa JETH MOMy4ald CUMITOMATHYECKYIO U KUCIOPOAOTEPAIIHUIO.

OcobOennoctu Teuenuss COVID-19, mnorpeboBaBiiero rocnuTaiu3alud, Y

pebenka ¢ HOKI'M npeacTaBiieHbl B KIIMHUYECKOM HaOJr01eHuN Ne2.,

Kiunnnueckoe Ha0Oonenue Ne2
Hesouka A. ot Il 6epemennocth, |l oneparuBHBIX pooB Ha 37 Heaene, C BECOM
npu poxaeHuu 2950 r, pocrom 48 cm, Habmogamace ¢ amarnozom BIIC: medext
MexokenyaoukoBoil neperopoaku (JAMXKII) 2 mm, otkpsiToe oBasibHOE OkHO (OOO0) 2,6
MM, HegoctaTtoyHOCcTh KpoBooOpameHus (HK) O cr. Bnepsble 3a meaumuHcKon
noMOoIbI0 o0paTuiack B 3,5 Mecsla, KOrja ¢ 3MU30J0M OOCTPYKTMBHOIO OpOHXHTA

OblJIa TOCHUTAIM3UPOBAHA B MpoUiIbHBIA cTraunoHap. Ha ¢one OpoHxomuTHYECKON
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Tepanuu COCTOSTHUE HECKOJIbKO YIYYIIUIIOCh, OJHAKO CITYCTS 2 HENIeTu peOeHOK ObLI
rocuTaau3upoBad B uHbekmonHoe otaencHue JMKBNe6 ¢ cummromamu JIH |l
crenenu. [lpu ¢usnkanbHOM OCMOTpe y peOeHKa oTMeuanach OJBIIIKa B TIOKOE,
BTSDKEHUE YCTYMUUBBIX MECT TPYJHOM KIETKH, TPU ayCKyJbTallUU JIETKUX
BBIC/TYIITUBAJIaCh HEMOCTOsTHHAs Kpenutanus. [Ipu npoBenenun pentreHorpaduu OI'TI
OBLJIO BBISIBIIGHO HETOMOTEHHOE CHIDKEHUE ITHEBMATU3AIMKM JICTOYHOM TKaHU B
HIDKHEMEIUAIBHBIX OTAeNax MpaBoro JieroyHoro noiist. Ilpm mposenenun KT OI'TI
OBbUINA BBISBJICHBI YYaCTKHM YIUIOTHEHMSI MO THUIy «MAaTOBOTO CTEKJIa» B CpEIHEU J0Jie
MPaBOI0 JIETKOT'O, SI3BIYKOBBIX CErMEHTaX, a TAaKK€ B BEPXHUX JOJAX OOOUX JIETKUX,
«BO3IYIIIHbIC JIOBYIIKH», aHOMajaus pa3Butus 1h7 wm Th9 rpymHoro otueia
MMO3BOHOYHHKA, JIOMOJIHUTEILHOE THIlepIIa3upoBaHHoe pedbpo ciea (3.16.). Ilo
XapakTepHOW KiauHuW4Yeckod kaptuHe u pesyabraram KT OI'Tl, pesynpraram
JIOTIOJIHUTEJIbHBIX METOJIOB UCCIe0BaHus B 4 Mecsiiia ObuT ycTaHoBIIeH nuarnos: «13J1:
HOKI'M. MmuoxectBennbie nopoku pazsutusi. BIIC: JIMXII 2 mm, OOO 2,6 mm, HKO
cT. aHoMayus pa3Butus Th7 u Th9 rpyaHoro oraena mo3BOHOYHHKA, JOMOJHUTEIBHOE

runepiuiazupoBanHoe pedpo cinera. [ OPb 0e3 a30daruray.

Pucynok 3.16. KT OI'TI naunenta A. Onucanue B TEKCTE

HecmoTpst Ha  mpoBoaMMyIO — Tepamuio Yy  peOeHKa  COXpaHsuiach
KHCIIOPOJI03aBUCUMOCTb, B CBSI3U C MPU BBINUCKE OBLIO PEKOMEHIOBAHO MPOBEEIICHUE
JJIK. Pe6enok nomygan JIJIK B KpyriocyTOYHOM peXHUME 10 TOJla, 3aTeM TOJBKO BO

BpCMs CHA.
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B 1 ron 9 wmecsmeB oOpaTUIUCh K MYJIBMOHOJIOTY C »ajlo0oi Ha HU3KHE
npubaBKU B BecCe, IIATKOCTh MPH TOXOAKE. YUHUTHIBAs MO3KEUYKOBYIO aTaKCHIO,
Hanmune HOKI'M, 6b11 3anomo3per CMJILK, B cBs3u ¢ yeM OBLIO PEKOMEHIOBAHO
MIPOBEJICHUE reHeTHIecKoro nccienoanus reaa NKX 2.1.

Coycts 5 MmecsaneB ¢ oboctpenueM XJIH, deOpunpHOM nmuxopagakoit peGeHOK
noctymui B nHpeknuonnoe oraenenue JI'’Kb nm 3.A.bamunsesoii. [Ipu duzmkamsHOM
ocMOTpe oOpamaiu Ha ceOsi BHUMaHUE MEepUOpaIbHbIN 1IMAHO3, OJIBIIIKA CMEIIAHHOIO
XapakTepa C BTSHKEHUEM YCTYIUMBBIX MECT TPYAHOM KIETKHM, TaxumHod a0 100
IbIXaTeIbHbIX JBMKEHHM B MuUHYTY. [lo nanHeiM pentreHorpagum OI'Tl Opuin
BBISIBJICHBI UH(UIBTPATUBHBIE U3MEHEHUS 00oux jerkux. [locie BUPYCOIOrHYECKOro
uccienoBaHus Obula BBISIBJIEHa HOBass KopoHaBupycHas wuH(ekmus COVID-19.
HecmoTps Ha mpoBOaMMYIO TEpamnuio, Ha 7 CyTKH CTAIlMOHAPHOTO JICUCHUS] COCTOSTHUE
pebeHKa yXyIIIuiIoch 3a cueT HapacTaHusi cuMmntoMoB JIH, B cBsi3u ¢ uem pebeHOK ObLI
nepeseneHn B OPUT, rme nHaxomuncs B TedyeHue 7 paHeld. llocne mnpoeneHue
KOMOMHUPOBAHHOM aHTUOAKTEPUAIbHOM, CUMITOMATHYECKOM U HHTAISIMOHHOU
Tepanuu pedeHOK ObUI BHIMIMCAH AOMOM ¢ pexkoMeHnanuein npoaonkuth JJIK. Tlocme
MPOBEICHUS] MEIUKO-COILIMAIIbHOW OJKCHEepTU3bl pedeHKYy ObUI MNPUCBOEH CTaTyC
«peOEHOK-UHBAIUI» Ha MEPUO]T MOTPEOHOCTH B IOMOJIHUTEIHHON OKCUTEHAIINH.

Choycrst 2 Mecsiia TOCJE€ BBIMUCKH PEOCHOK OBLT OOCie0BaH Ha HAIMYHC
myTaruit B reHe NKX 2.1. — mytanuu e oOHapy»xeHbl. Ha nanHbiii MOMEHT pebeHky 4
rojaa, oH npoaospkaet nonydars JJ/IK Bo Bpemsi CHa U B KpyIJIOCyTOYHOM PEKUME ITPU
AMU30/1aX PECTTUPATOPHON HHPEKIIUH CO CKOPOCTHIO MOTOKA 1 JI/MUH.

Cnenyromee  KIMHUYECKOE  HAOMIOJAEHUE  WJUIIOCTPUPYET  BO3MOXKHOCTH
JUTUTEIILHOTO TIPOBENICHUS IOMAITHEW KUCIOPOJOTEpANUH, MOTPEOHOCTH HCKIIOUYCHUS
HapYIIEHUHN JBIXaHUS BO CHE C TIOMOIIBIO MMOJMCOMHOTpadwu.

Knaunnuyeckoe Ha0/moaeHneNe3

Manbsuuk E., Brnepsble moctynun B uHpexkuunoHHoe otaenenue JJUKBNe6 B
BO3pacTe 3,5 MecsIeB ¢ *Kajno0aMu Ha OJIBIIIKY, OTCYTCTBUEM MPUOABOK MacChl Teja C
HampaBUTENbHBIM  JquarHo3oMm: «Octpasi pecnupatopHas uHexkuus. OcTpbiid

opouxuonut. [IH I1-1l crenenn». N3 anamHe3a n3BECTHO, YTO PEOCHOK OT JTOHOIIEHHON
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HEOCJIO)KHEHHON OepeMeHHOCTH, 0€3 pecHupaTopHbIX MpoOJieM B HEOHATAIBHOM
nepuoze. B 2,5 mecsna mama 3ameTusia CHM)KEHUE €XKEHEENbHBIX MPHUOAaBOK MaccChl
tena. Ilpu ¢usukanbHOM ocMmoTpe oOpamanu Ha ce0s BHUMAaHHUE TEPUOPAbHBIN
I[UAHO3, OJIbIIIIKA CMEIIAHHOTO XapaKTepa C BTSKEHUEM YCTYMUYHUBBIX MECT IPYAHOMN
KJIETKU, TaxumHod a0 90 npIxaTenbHBIX IBMXKEHMH B MHUHYTY. Bec mpu ocmotpe
coctaBism 5280 1. Ilpu aycKynabTalluM JErKMX BBICIYIIMBAIUCh EIUHUYHbBIC
HEMOCTOSTHHBIC TTPOBOIHBIE XPHUIIBI U KPETUTAIMS, TPEUMYIIIECTBEHHO HaJl BEPXYIIKAMU
Y 3aIHEHIKHUMHU oTAenamu jerkux. [Ipu nposenenunn pentrenorpaguu OI'Tl ouaroso-
WHOUIBTPATUBHBIX W3MEHEHWH BBIIBICHO He ObuTO (puc. 3.17.). Ilo pesynmpTaTam
7a00paTOPHBIX HCCIEAOBAaHUNA MapKepoB OakTepuanbHOW WH(GEKIMH BBIABICHO HE
ObLJIO (HOPMAJIbHOE KOJMYECTBO JIECUKOLIMTOB, HEUTPOPUIIOB B OOLIEM aHAJIU3€ KPOBH,

HOopMmasibHas koHIeHTpauus CPB).

Pucynok 3.17. Perrrenorpadus OI'Tl nauuenrta E. Onucanue B Tekcre.

Ha 9 penp rocnuranuzauuu y peOEHKAa YCHIWIAch OJBIIIKA, BTSKEHUS
YCTYMYUBBIX MECT TPYIHON KIeTkH, cHu3WwIoch SPO2 mo 86 — 88%, B cBs3u ¢ ueMm
pebenok Obu1 mepeBeneH B OPUT ¢ cumnromamu JIH |l cremenu, Havata

KHCIIOpPOJOTEpaIus ¢ MOTOKOM Kuciiopoaa 2ii/muH. [loBropHas pentrenorpadus OI'TI



83

U pe3yibTaThl JIA0OPATOPHBIX HCCIEAOBAHMM 0€3 OTpPUIATENbHOW JIMHAMHKHU.
3anomo3peHa aHoManus pa3BuTUsA Jierkux W BepxHux JII, B cBsi3u ¢ uem Obuia
BeimosiHeHa KT OI'TI, mo pe3ynbraTam KOTOPOI OBLIU BBISIBICHBI YYaCTKU yIUIOTHEHUS
10 TUITy «MAaTOBOI'O CTEKJIa» B CPEIHEMN JO0JIE MPABOIO JIETKOTO U SI3bIYKOBBIX CETMEHTaxX

000WMX JIETKHX, «BO3AYIIHBIC JIOBYITKM» (puc. 3.18.).

Pucynok 3.18. KT OI'TI naunenta E. Onucanue B TEKCTE.

[To pesynpraram KT OI'Il 6but ycranoBnen mauarHos: «M3JI: HOKI'M. JIH II
cT.». CIycTs HECKOJIBKO JTHEH, C YIyUIIEHUEM COCTOSIHUS B BUJI€ YMEHBIIICHUS CTETICHU
BbIpaxeHHOCTH cuMnToMOB JIH, pebeHok ObuT mepeBesieH B CTAI[MOHApP. 3aBUCUMOCTD
OT KHCIIOPOJHOM TOMJIEPKU COXpaHsIach, B CBSI3U C 4YE€M IMpPU BBIIMUCKE ObLIa
pexomengoBana JI/IK. Ilociie mpoBeneHus MEIUKO-COLMANIBHON SKCIEPTU3bl PEOCHKY
ObI TIPUCBOEH CTaTyC «peOCHOK-MHBAIWI» HA MEpUOJ MNOTPEeOHOCTH B
JOTIOJTHUTEIbHON OKCUTEHALINH.

B karamuectuueckom HaOmonenuu, Ha ¢doue JIJIK ¢ moroxkom kuciopoga 1
J/MUH y peOCHKa YMEHBIIWIOCHh TaXUIHO? ¢ 60 IbIXaTelbHBIX JBUXEHUNW B MUHYTY B
BO3pacte 4 MecsueB 10 36 AbIXaTeIbHbBIX JIBUKEHHI B MUHYTY B Bo3pacte 11 mecsues.
Taxxe yMEHBIIUIACh CTENEHb BTSXKCHHS YCTYMYMBBIX MECT TIpyaHO# kieTku. Ilocie
HayaJia KUCIOPOAOTEepanuu y peOeHKa yIydlniIuCh exXeMecsiuHble TpUOaBKU B Bece, U
c 5280 r. mpu moctrymieHun pedeHok K 12 mecsam Habpan +2770 r. Taxke k 12

McecianamM YAaJl10Chb ITOCTCIICHHO CHU3HUTD JJIUTCIBHOCTD ,HOMaIHHCﬁ
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KUCJIOpoAOTepanuuAo 12 4YacoB B CYTKH, MPOBOAS KHUCIOPOJOTEPAIUIO TOJIBKO B
MEepHOJI THEBHOTO U HOYHOTO cHA. B Takom pexume pedbeHok nomydan /1K B TeueHue
5 ner. B ¢BsA3U ¢ coXpaHSIONIEHCS KUCIOPOI03aBUCUMOCTBIO peOSHKY OBLIIO ITPOBEICHO
noBTopHoe uccinenoBanue KT OI'TI B Bo3pacte 5 net, mo pe3yibraraMm KOTOPOTO OBLIO
OTMEYEHO TIIOJIHOE PEHTIEHOJIOTUYECKUE BBI3IOPOBIEHUE B CBSI3M C OTCYTCTBHEM
Y4YaCTKOB YIUIOTHEHHMSI MO THUITy «MaTOBOTO CTEKJIa» M «BO3AYIIHBIX JIOByILIEK». [Ipu
MPOBEJICHUH MOJUCOMHOTIpa(pUN KIMHUYECKU 3HAUUMbBIX HapYIICHUI CHA BBISIBJICHO HE
osu10. [Tpu mpoeaenun ®BJ] ¢ npo6oit ¢ OPOHXOIUTHUKOM MATOIOTUH TAKKE BHISBICHO
He ObLIO.

Ha nanubiii MmomeHT pebenky E. 5 net 9 mecsiues, ero Bec coctaisier 18 kr, a
poct 115 cm. IlamueHT akTUBHO 3aHUMAaETCS CIOPTOM, HUrpaeT B (yTOOJ, XOKEH.
[lepenocut 3nu30/b1 pecniupaTopHoi nHMeKuu He 6oee 3 3nu3010B B roa. Hecmotps
Ha MIOJIHOE PEHTTE€HOJIOTUYECKOE BBI3/IOPOBJIEHUE, YAOBJIETBOPUTEIBHYIO
TOJEPAHTHOCTh K (PU3MYECKONM Harpys3ke, OTCYTCTBHE IaTOJOTMU TI0 JaHHBIM
noyimcoMHorpaduu, peOEHOK NMEePUOANUECKH MOTYYaeT JOTAMU KUCIOPOa C MOTOKOM

0,5 n1/MuH B HOUHOE BpeMsi ipu 3nu30ax cHxeHus: SPO2< 90%.

3.6. AITOPUTM IUATHOCTHKH U JMATHOCTHYECKAS MPOrpaMmMa

Ha ocHOBaHMM TPOBEAECHHOIO HKCCIEIOBAHUS MOXHO MPEMJIOKUTHh AITOPUTM
auarHoctuku HOKI'M (puc. 3.19) u auarHoctudeckyro nporpammy (ta6s1.3.20). Kak B
anroput™me auarHoctuku HOKI'M, Tak 1 B IMarHOCTUYECKON MPOrpaMMe MPUMEHSIETCS
KInHU4eckas mkana auarHoctuku HOKI'M, Bkmrouaromas 10 kpurepueB: MOSIBICHHS
CUMIITOMOB B Bo3pacTe /0 12 mMecsiieB, 3aaepkka (U3NISCKOr0 pa3BUTHsS (CHIKCHHUE
UMT wunm oTHOmIEHHMS Macchl K pOCTYy JUIsi BO3pacTa MeHee 25 MepueHTus),
OTCYTCTBHE JAeQopMallK IJUCTATBHBIX (ajaHr Mo THUIY «0apaOaHHBIX MaTOYEK,
OTCYTCTBHE Kanuisi (BHE MHU30/I0B PECITUPATOPHBIX WH(MEKITUH), OTCYTCTBUE CBUCTSIIINX
XpUMOB  (BHE SMU30J0B  PECHHPATOPHBIX HUHGeKuuit), OoukooOpazHas WM
BOPOHKOOOpa3Hasi JedopManuu TpyJHOW KIETKH, BJIAXHBIE XPHUIbI, THIOKCEMUS,

TAXUITHOI9, BTSKCHHUC YCTYITUUBBLIX MCCT prI[HOﬁ KIJICTKH.
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nepcHcTHpYyIomee (Golee 3 Heenb) TaXHITHOS,
He 00BACHHMOE JAPYTHMH NPHYHHAMH, IPH OTCYTCTBHH JTHXOpAIKH:
>60 a.4. y gered 4o 2 MecAIleB HIH ¢ MacCOH Tena [0 S KT;
> 50 g.4. y aeted B Bo3pacTe 2 -11 MecsAIes.

aa | HeT
+
OIIeHKA IO KITHHHYECKOH
IIKalTe JHATHOCTHKH Ha6/mionieHe, NOBTOpHAS
HOKTM OLIEHKA I10 KIHHHYECKOH
l [IKale JHATHOCTHKH
cymma Gawtos = 7 H3KI'M uepes 1 mecsy
aa | HET Y
KTOrK |—22 Cymma Gawios > 7 Her
|
Tunmunasa KT-kaptuHa +
HBOKITM
Ja HeT ,| TpaHcTopakambHasi
OHOMNCHA JTETKHX
] I
VcTaHOBIEHHE Ecth
aa HeT
JHar"osa « MopGhOIOTHIECKHE
H3KTM npusHaka HOKI'M

Jannubeix 3a HOKI'M Her
IIOHCK aTbTEPHATHBHOTO
JHarHo3a

Pucynoxk 3.19. Anroputm nquarnoctukn HOKI'M

HOKI'M — HeliposanaokpuHHas KiIeTouHas runepruiasus miuajaenien; KT — komnbroTepHas Tomorpadust, 1.1.- IbIXaTeIbHbIC

ABUIXCHUA B MUHYTY




86

Taomuma 3.20.

JlnarHoctuyeckas nporpamMmma

Bcewm nammenTam:

U Kiuuaunueckas oneHKa 1o mkajie KinHudeckon guaraoctuku HOKI'M

U KomnbrorepHas ToMorpadust OpraHoB rpyIHOM KIETKU 0€3 KOHTPACTHPOBAHUS

U IIposnonrupoBaHHas MyJIbCOKCUMETPHS (MUHEUMYM 6-12 4, 00s13aT€IbHO BO BpeMsl CHA)

U Uccnenoanne ®BJI ¢ mpoOoii ¢ OpOHXOIMTUKOM NP JOCTHKCHUH S-JIETHEr0 Bo3pacra

Ilo mokazauusam:

Ilokazanusa

O0cnenoBanus

npu coorBeTcTByOmEe HOKI'M knmnHH4YecKkol KapTHUHE U
atunnuHor KT-kapTune

TpaHCTOpaKaJibHasi OMOTICHUS JIETKUX C OKpackoi Ha OoMOe3nH

IIpHU NOJO3PCHUHU HAa THEBMOHHIO

0030pHas peHTTeHOorpadusi OpraHOB IPYTHON KIETKU B 2
IPOEKITUSIX

U MOJO03PEHUH HA HAPYIIEHUS JIbIXaHUs BO CHE (AITHO?)

[Tonucomuorpadus

npu noao3peHuun Ha 'OPb
npu notpedHoctu B npoeaeHuu JJ/IK

burbdposrzodaroracTpoyoaeHockonus/24-qacopas-ph-mMmeTpust
MUIIEeBOAA

IPU MOJO3PEHUH Ha aTONUYECKHUe 3a00IeBaHus

uccnenoBanue ypoBHs oomiero IgE u cnenuduueckux IgE B

CBIBOPOTKEC KPOBH

[Tpumeuanusi: HOKI'M - HeliposHAOKpUHHAS KIETOYHAs runepruiazus miajexies; [ OPb —

ractpoasodareanpHaspedrokcHas001e30b; JIJIK- nmutenpHas qoMainrHss KACI0pOI0TEpaHs
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SAKIIOYEHHUE: OBCYXIEHUE PE3YJIbTATOB UCCJIIEJOBAHUSA

B mpoBeneHHOM HamMu MHOTOIIEHTPOBOM HCCIEOBAaHUU OblIa H3y4YeHa
snuaemuosoruss HOKI'M. Cawmoit yactoit npuunnoit M3J1 y nereil nmepBbIX IBYX
JIeT KU3HU, COTIACHO pe3yIbTaTaM MHOTOIIEHTPOBOTO S-JIeTHETo uccienoBanus G.
H. Deutschc xomt. (2007), ocHoBaHHOM Ha MOP(HOJIOTHYECKOM aHaIu3e OuonTara
JIETKUX, SBIISJIOCH HApPYIIEHHWE pocTta jerkux (46/165), uyro cocraBuno 27,8% ot
oO11ero Koiau4yecTna JeTel B uccienoBanuu. B cBoro ouepens aereit ¢ HOKI'M B
JAHHOW KOropTe MalueHToB Obuio Bcero 6 (3,6%), 4TO MOXKHO CBSI3aTh C
MPOBEJCHUEM HCCIEIOBaHUSI BCETO uepe3 6 JeT Moclie MEepBOro OMNHUCAHUs
3aboneBanus [80]. [To qaHHBIM OTEYECTBEHHOTO MHOTOIIEHTPOBOTO MCCIICIOBAHNUS,
camoi yactoi npuunHor M3JI y nerel mepBbIX ABYX JET KU3HU SABISUIOCH TAKKE
HapyweHue pocra jerkux (32/68 pereit), uto cocraBuwio 47% ot oOuero
KOJINUECTBA JIETEH B HccieaoBaHuu, npu 3Tom nauueHtoB ¢ HOKI'M B nannoi
koropte aereit Obto 15 (22%) [37]. Ilo pesyapTaraMm Hamiero HaOIIOSHUs] CaMOn
yactol npuunHo WM3JI y pereir B Bo3pacte 0-12 MecsneB KU3HM SIBISAIACH
HOKI'M (83/129), kotopas cocrabisuia 64,8% OT 00IIero Koju4yecTBa JETel B
UCCJIEIOBAHUM, TOT/Ia KaK MAIMEHTOB C HApyIIEHHEeM pocTa Jierkux Ompuio 31
(24%).

JlanHbie pe3yNbTaThl MOTYT OBITH CJIEICTBHEM ONTHUMHU3AIUU JUATHOCTUKH
HOKI'M, Tak kak Mo COBpEMEHHBIM MpeacTaBieHusIM st nuarnoctuku HOKI'M
ouoricust Jierkux He sBisiercs oOsi3arenbHoi [130], amarHos HOKI'M MoxHO
YCTAHOBUTH IO pe3yJibTaTaM KJIMHAYECKOW IIKaJbl JUATHOCTUKH, TOATBEPAUB €TI0
pesynbTatamu KT [127]. B cBsi3u ¢ 3TUM, 4acTOTa MPOBEACHUS OMOIICHU JICTKHUX,
MPOBOAMMON mNanveHTam ¢ atunuyHor KT-kapTuHOW, B HalleM HUCCIEIOBaHUU
Obu1a Mana (2 pedenka, unu 2,4%).

[Io pesynbraraM Hamero HCCIACAOBAHUSA, CaMOM YacTOW NPUYUHOMU
nposeaenus JJIK sasocs BIIJ (68,8%). etu ¢ HOKI'M, kak u neru ¢ Ob B
CTPYKTyp€E NAUEHTOB, Hy)Kaaromuxcs B nposeaenun /1K, cocrasnsnm o 6,4 %,

Torga kak cpeau Bcex nauueHToB ¢ HOKI'M B mpoBenenun JJIK nyxmanuce 20%
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narnuenToB. [lo pesynabTaram uccinemposanus M.Z. Norzilac ko, (2001), 32 u3 71
nainueHTa, Hyxaatonierocs B nposenenuu JJIK 6putu ¢ nuarnosom BJIJI, a 12 - ¢
Ob [NorzilaMZ 2001]. Ilo nanueiM R.A. Primhak ¢ komn. (2011), u3 656 nereit
miamgme 1 roma, Hyxmaromuxcs B mpoBeneHmu JIJIK, y 541 (68%) Obuto
JUATHOCTHPOBAHO XPOHWYECKOE 3a00JICBAaHUE JIETKMX HOBOPOXKIEHHBIX [159].
Onpenenenre CTPYKTYpbl JUArHO30B MAIlMEHTOB, HYXIAIOIIUXCS B MPOBEICHUU
JUIK BaxHO IJsi OpraHu3alliyd MEAUIMHCKOW TOMOIIM AECTSIM M oOecreyeHus
HEOOXOJAMMBIMH  PECypcaMu  3JpaBOOXPAHECHMUS. Cormacno  Ilpuxasy
JHenapramenTa 3apaBooxpaHeHus MockBbl oT 25 Hos10ps 2016 roma Ne 949 «O06
OpraHu3alui OO0ECMEUEeHUs] OTIENbHBIX KAaTEerOpuil TpaKJaH TEXHUYECKUMU
CpeACTBaMH  peaOWJUTAllMM  MEAMUIIMHCKOTO  HAa3HAYCHWs, MEIUIIMHCKUMU
U3ICIUSIMA B MEIMIIMHCKUX  OpraHu3alusX TOCYJIapCTBEHHON  CHCTEMBbI
3ApaBOOXpaHeHUs TOpoJa MOCKBBD), KUCIOPOA03aBUCUMbIE HA JOMY MAIIUEHTHI C
HOKI'M HyxpnatoTcsi BO BpeMEHHOM O(OPMIICHUN WHBAIUIHOCTH JJIsl JIbTOTHOT'O
obecrnieyeHrs KOHIIEHTpAaTOpaMu KUCJIOPO/ia, MyJIbCOKCUMETPaMU, POJTUTEIN TaKUX
NAalUEHTOB — B JIOCTYIIHBIX NOHUMAHHUIO PEKOMEHAAIUAX Mo mnposenaeHuro /1K
[13].

[Tpu cbope cemerinoro anamuesa jaereit ¢ HOKI'M 6b110 ycTaHOBIIEHHO, UTO
y 43/83 (52%) nmereit kak MUHUMYM OAMH WiI€H ceMbu KypuT. COMOCTaBIss C
nanabiMu BO3 [162], cornmacHo koTopbiM B Poccuiickoit ®eneparyu kypur 27,1%
KUTEJIEH, YUUThIBass BOBMOKHOCTh NapakpuHHoU cexkpekiuun HOK noxg nelicrBuem
HUKOTHHA [69, 157], MOKHO TpPEAINOJIOKHUTh, YTO KypEeHHE SBIIACTCS OIXHHM W3
IPOBOIUPYIONIUX (PAKTOPOB MOSBICHUS CHMITOMOB y marueHToB ¢ HOKI'M.
Taxoke ObUTIO YCTAaHOBIIEHHO, YTO OHKOJIOTUYECKHE 3a00JIEBAHMS Y YJICHOB CEMbH B
npenenax Tpex nokojeHuil Obun BoIsiBIeHBI y 33/83 (40%) nmanuentoB ¢ HOKI'M.
YuuThiBas BBICOKUM MPOLEHT BCTPEYAEMOCTHM OHKOJOTHMUYECKUX 3a00JeBaHU B
ceMbe y mnamueHToB ¢ HOKI'M, yCTaHOBUTH NOTECHUHAIBHYIO CBS3b MEXKIY
HOKI'M u OHKOJIOTUYECKUMMU 3a00JIEBAaHUSIMU, B YaCTHOCTHU
HEUPOIHAOKPUHHBIMU ~ OMYXOJSIMH, CMOXKET TOMOYb TOJBKO IMPOJOJKEHUE

KaTaMHECTUYECKOT0 HAOIIOICHUS.
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CornmacHo nHammM jgaHHbIM, n3 83 mamueHToB ¢ HOKI'M Obuio 57 nereit
ManbuuKoB (69%), u 26 neouek (31%). IIpu conocrtaBnennu ¢ ganasiMu D.R.
Liptzin xonmn. (2020) [127], no xotopsiM u3 199 nmanmentoB ¢ HOKI'M 129 6wutn
Myxkckoro mona (66%) u 66 (34%) xeHckoro, MoxkHO moJsiaratb, yto HOKI'M
Yaiie BCTPEYACTCS Y MAJIbUYUKOB. DTO MOXKET OBITh CBS3aHO C Y30CTHhIO HIDKHHX
JI1 y MaJTbYKOB TIEPBOTO JICCITHIICTHUS KU3HH [ 24].

N3 83 mammentoB ¢ HOKI'M, 74 u3 HHX pOAMINCH C TeCTAMOHHBIM
BO3pacToM > 37 Henelb, 4YacTOTa HEIOHOIMIEHHOCTH cocTaBuia 11%. OTto
coBnagaeT ¢ manabpiMa D.R. Liptzin ¢ komr. (2020), nereit ¢ HOKI'M ¢ I'B > 37
Henenb Obuto 164 (89%), ¢ I'B 28-36 Henens — 21 (11%) [127]. Ilpu cpaBHeHHH
MOJIYYEHHBIX HaMH JIAHHBIX YacTOTa HEJIOHOIIEHHOCTH B CTPYKTYpE MAIMEHTOB C
HSKI'M B aBa paza Beiiie nonysiiiuoHHbIX [40]. C yueToM JaHHBIX O KOJUYECTBE
HOK y Henonomennsix nereid [161], mpeBblaromeM TakoOBOE y JOHOLIEHHBIX
JIEeTel MOXHO TMPEIANOJIOKUTh, YTO Y HEKOTOphiXx mnauueHtoB ¢ HOKI'M
HEJIOHOIIIEHHOCTh MOXKET SIBJIATHCS Mpeapacnoiaralomum GakTopoM ee pa3BUTHUS.

Kak mo namum nanaeiM, Tak ¥ 1o gaaHHbIM D.R. Liptzin ¢ komn. (2020),
cpenuuii  Bo3pact MaHudecranmn HOKIM cocraBun 4 wmecsma [127].
Manudecranusi cMMOTOMOB BO3HHUKalla Ha (POHE MOJHOTO OJAronoxy4yus WId
mocJie 3Mu30/1a pecnuparopHoi mHbekuu. Pogurenu oOpamany BHUMaHHE Ha
coxpausitoiieecss y peOeHKa TaxWIHOD M BTSDKCHHUS] YCTYMUUBBIX MECT TPYIIHOMN
KJIETKH, paHee 00BSICHUMOE PeCrUpaTOpHON MH(EKINE.B CBA3M CO CIOKHOCTHIO
UACHTU(UKAIIMN TaxXUIHO? y JIeTed TEepBBIX JBYX MECSIEB JKH3HU, KOTrJa
HOpMaJlbHAs 4acToTa JbIXaHUsl cocTaBisieT A0 60 JbIXaTeNbHBIX JIBUKEHUU B
MUHYTY, KiuHU4eckas maHudecranus HOKI'M, mo Hamemy MHEHHIO, MOXKET
BO3HUKAaTh HECKOJIBKO paHbIIE, HO OCTaBaThbCS HE3aMEUEHHOM [0 »3MIHU30/1a
pectiupaTopHoOil nH(DEKIMH, Ha (OHE KOTOPOH TaXUITHOD U BTSDKCHHE YCTYITYUBBIX
MECT TPYAHOU KIIETKH e1rle 0oJiee yCYTyOstoTCS U CTAHOBATCS SIBHBIMH.

Cpennuii Bo3pacTt ycraHoBieHus auarHoza HOKI'M, no Hammm JaHHBIM,
cocraBun 8,5 MmecsueB [6,75-14], a rumoguarHocTHKa Ha JOTOCIHMTAILHOM JTalle

coctaBuia 94%. Ilo pesynbratam HaOmogeHus R.J. Nevel ¢ komn. (2017) 3a 42
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narmentaMmu ¢ HOKI'M ObU10 ycTaHOBIEHO, YTO CPEIHHMI BO3pAcT MOCTAHOBKHU

auarHo3a Takke coctaBmin 8,5 wmecsneB  [5,3-12,7] [132], uTtOo MOXeT
CBUJIETEJILCTBOBATh O BBICOKOM 4YacToTe no3aHeil nuarHoctukn HOKI'M kak B
Poccuiickon @enepanuu, Tak U B MUpE.

[Ipu npoBenenun oneHku namnveHToB ¢ HOKI'M 1o mikane KIMHAYECKOH
JMATHOCTUKHU OBLIO YCTAHOBJIEHO, YTO MOCTOSTHHBIMH CHMIITOMaMHU y BCEX JIeTel
SIBJISUTUCH JE0I0T 3a00JIeBaHUSI HA TIEPBOM TOJY KU3HU, TAXUITHOD U OTCYTCTBHE
nedopManuu IUCTaNIBHBIX (ajaHT MalibIEeB MO TUMY «OapabaHHbIX manouek». [lo
nanabiM D.R. Liptzin komn. (2020), Haubosiee 4acTbIMH CUMIITOMaMH SIBJISLITUCH
TaxunHod (99%), orcyrcTBHe naepopManuy UCTAIBHBIX (ajlaHr MO THUILY
«Oapabannpix manoyek» (98%), runokcemus (98%) m nebrot 3abosieBaHUS Ha
nepBoM roay xusuu (96%) (tadm. 3.4.) [127] (tabu. 3.21).

Tabnuua 3.21

YacToTa CUMIITOMOB KJIMHUYECKOU mKayibl quarHocTuku HOKI'M, abc. (%)

Ne i Coo0ctBennnie | D.R. Liptzin ¢ xom.
PH3HAK JTAHHBIC (2020) [127]

1 | [osiByIeHHsI CUMIITOMOB B BO3pacTe 0 83/83 (100) 178/185 (96)
12 mecqien

2 | Bamepikka PU3NUECKOTO Pa3BUTHS 44/83 (53) 114/145 (79)

3 | OrcyTcTBHE «OapabaHHBIX MMATOYCK) 83/83 (100) 185/188 (98)

4 | OTcyTCcTBUE KalLIs (BHE SIIN3010B 48/57 (84) 149/173 (86)
pecnupaTopHbIX HHHEKIIHIT)

5 | OrcyTcTBHE CBHUCTSIINUX XPHUIIOB (Bfle 55/57 (96) 163/177 (92)
SIU30/10B PECIIUPATOPHBIX MH(DEKIU)

6 | boukooOpa3nas umu 130p0H1<006pa3Ha;1 7/57 (12) 107/118 (91)
nedopMaly rpyIHON KIETKU

7 | Biiaxxuble XpHIIBI 70/83 (84) 178/189 (94)

8 | 'unokcemus 41/83 (49) 185/189 (98)

9 | TaxummHO? 83/83 (100) 185/187 (99)

10 | BrsbkeHHe YCTYITYUBBIX MECT TPYIHON 81/83 (98) 170/181 (94)
KIICTKH

B uccnengoBanuu D.R. Liptzin ¢ komi. (2020) oOpamiaer Ha ceOsi BHUMaHHUE
BbIsiBIcHHE Yy manueHtoB ¢ HOKI'M 6oukooOpa3Hoi WM BOPOHKOOOpa3zHOMU

nedopmanuii rpyaHoit kietku (91%), koropasi 1Mo HalUM JIaHHBIM COCTaBJISIET
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Bcero 12%. MoxHO MpeAnoNoXHTh, YTO JAHHOE PAa3IHMYKUe B 4YaCTOTE€ CUMIITOMOB
MOKET OOBSICHATHCS CIOXHOCTSMH B BBISIBJICHUU JepopMaIiuu rpyTHON KIIETKH,
a100 OBITH CBSI3AHHBIM C Pa3HBIM BO3PACTOM MAIMEHTOB, BKIIOUCHHBIX B JIAHHBIC
TPYIIIBI, OTCPOUYEHHBIM (POPMUPOBAHUEM JTePOPMAITUH.

[lo wHammM pe3ynbTaTam pacrhpeiesieHne CyMMbl OaJlJIoB OIEHKH TI10
kauHu4yeckod mkane auarHoctukn HOKI'M, npu ycnoBum ouenku Bcex 10
CUMIITOMOB, BBITJISIICIIO CIEAYIONUM oOpazoM: 7 OaljIoB y JABAAIATH MAIMEHTOB,
8 OamnoB — y ABaAuaTtu Tpex, 9 OamnoB — y TpuHaauatd U 10 6amioB y oHOro
narpenta. [lo mamaeiM D.R. Liptzin xomr (2020), or 0 mo 4 6GamioB ObLIO
HOJIYYEHO y JIEBSTEPHIX MALMEHTOB, 5 OANIOB - y TpeX MAallMEHTOB, 6 OAJJIOB — y
YeThIpHAAATH, 7 0aJIOB y TPUALIATH LIECTH, 8 0aJUIOB — Yy COpOKa MsTH, 9 OamioB
— y nsTuaecaty oxHoro u 10 6amioB y copoka ofHoro mamnuenta (puc. 3.8.) [127].
Hanuuue y naniuentoB ¢ HOKI'M mMenee 7 0ainoB 1o gaHHbIM uccieaoBanus D.R.
Liptzin xomr (2020) oObsicHSATCS ASPHUIMTOM HCXOTHBIX JAHHBIX — TJIABHOW
po0eMoii aMOMCIIEKTUBHBIX HccienoBanuii. OgHAKO TPU OICHKE MAI[UEHTOB,
KOTOPBIX MOKHO OBLIO OIEHUTH MO BceM |0KpUTEpUsM KIMHUYECKOW IIKaJIbI
JIMarHOCTHKH, KaK B HailleM uccienaoBanuu (57/83), Tak U B CClIEIOBaHUH, ¥ BCEX
JaHHBIX MMAIIMEHTOB cyMMa 0aiioB Oblia 7 u Oonee [127].

Cpenu (u3MKaNbHBIX CHMIOTOMOB oOpariajlia BHUMaHHME JIOKaIH3alus
BBICJIYIITUBAEMON KPEMUTAIlUU MPEUMYIIECTBEHHO [0 TEPEeIHEH IMOBEPXHOCTH
TPYJAHOM KJIETKH, YTO MOXHO CBA3aTh C MAaKCHMAaJbHO BBIPAXXEHHOM TOIMKOU
nopaxeHus (CpeHsIs J0JIs, I3bIYKOBBIE CETMEHTHI).

[To Hammm ganHbIM, 46 manueHToB (55%) ¢ HOKI'M nmenu BbISIBI€HHBIE
AMU30bI Aecarypanuu Hmwke 90% pasnmuyHOl MPOAOKHUTEIBHOCTH, W3 HHUX C
XIH Il crenensto 010 17 yenoBek (20%), y oCTaldbHBIX OTMEYaIach OCTpas
JpIXaTeabHaAsl HEAOCTaTOYHOCTh Ha (oHEe XpoHWYeckoi. [Ipu comocraBieHun c
9aCTOTOW BCTPEYAEMOCTH CHMIITOMOB TIO KIWHAYECKOW IIIKaje JUAarHOCTHKU
HOKI'M MokHO 3ametuTh, yTo mo gaHHeiM D.R. Liptzin komr (2020) y 98%
neteit ¢ HOKI'M otmeuanocs camxenne SPO2 < 90%. [1o HammM TaHHBIM, TOJIBKO

41 m3 83 nmereit ¢ HOKI'M wumenu xots oguH smu3of cHmkeHus SP02<90%,
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OPEeUMYILIECTBEHHO BO BpeMms pecnupaTopHod uHPexnuu. B OonblinHCTBE
ClIydaeB, HECMOTps Ha MepcucTupyroiiee TaxumHod g0 60-80 aerxaTenpbHBIX
JIBIDKEHUW B MUHYTY, BTSDOKEHHE YCTYMUUBBIX MeECT TpyAaHOM kieTku, SpO:
coXpaHsiach BbIlie 95%, 4TO BBI3BIBAIO AMCCOHAHC B MOHMMAHUU KIMHUYECKUX
MPOSIBIICHUWA Yy JIeHalllMX Bpayed W POJIMUTENEH MALMEHTOB. B0O3MOXHO
HECOOTBETCTBHE CTENEHHU BBIPAKEHHOCTH TaXUITHOD, BTSKEHUH yCTYIMUUBBIX MECT
rpyAHON KieTku U ypoBHsA SPO2 sBisiercs cnenuduueckum cumntomom HOKI'M,
yKa3blBas Ha HecBsizaHHbIA ¢ oOctpykuueil /Il rene3 taxumuos. C apyrou
CTOPOHBI, JaHHOE HECOOTBETCTBHE MOXKHO pACIICHMBATh KaK IIOKa3aHWe s
NPOBEACHUS TPOJIOHTHUPOBAHHON MYJIHCOKCUMETPUU C LENbI0  BBISIBICHUSA
snn3010B cHkeHUsT SP02<90-93% Bo Bpems cHa, ¢ yem y GompHbIXx HOKI'M
MOTYT OBITh CBA3aHBl NPOOJEMBI C €XKEMECAYHbIMM NpuOaBKaMuU B Bece. ITO
MOJITBEPKIAIOT HIKETIPUBEACHHBIE TAHHBIC.

[To pesynbraram Hamiero uccienoBanus, y 44 u3 83 nauuenro ¢ HOKI'M
OoTMeuajach HEJAOCTaTOYHOCTh MUTAaHMS, Y MOJaBIsioIIero 6onbimnHcTBa (41/44)
U3 KOTOPBIX ObUTa 3a()MKCHUPOBAHA TUIMOKCEMHUS KaK MHUHUMYM OJIHOKpATHO. Y
OCTaBIIMXCA 3 TMAlMEHTOB TMPUYMHA HEIOCTATOYHOCTU TUTAHUS, COIJIACHO
pe3yibTaTaM MPOJIOHTUPOBAHHOW MYyJIbCOKCUMETPUHM, HE Oblla CBf3aHA C
runokcemuerd. [lo mamabiM R.J. Nevel ¢ komr (2018), y 75% c¢ HOKIM
oTMeuanach 3ajepkka ¢puzndeckoro pazsutus [132], a HeTOCTATOYHOCTH MUTAHUSA
10 JaHHBIM pa3HbIX HccienoBaHuii BeisiBisgeTca y Aeteit ¢ HOKI'M B 20-89%
ciyqaeB [45, 75, 79, 128, 132]. MoXHO TPEIIOJIOXKNATh, YTO HEIOCTATOYHOCTH
nutanus y manueHToB ¢ HOKI'M cBsi3aHa HE TOJIBKO C TOBBIMICHHOW paboToOM
JBIXaTEJIbHOM MYCKYJNaTypbl, TAaXWIIHO3, HE KOPPUTUPYEMOW XPOHHYECKOU
runokcemuerr [10], Ho m c¢ mapakpunHoM cekpekuueir HOK. Ilo nmanHBIM
uccienoBanus JXBAJI y manmenroB ¢ HOKI'M, nmposenennoro R.R. Deterding ¢
ko (2019), Obiia BbIABICHA TOBBIIMICHHAS KOHIIGHTpAIUsl PE3UCTUHA —
aJINTIOKMHA, MOIYJIUPYIOIIEro MOTPeOICHNE MUIIA U PACXO SHEPTUH, BIUSIOIIETO
HA  MeTaboJu3M CHIDKEHUEM CHHTE3a anTaMepHbIX  OEJIKOB 6-

(hoCchOTTIOKOHATIETHAPOTCHA3bl U TIUIEPATbACTHI-3-PochaTAeTHIPOTCHA3bl B
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MEYCHH W BeAyIIero mNyTH Merabosm3Ma yrieBojoB [76]. B cBsa3u ¢ 3tum
HEJOCTATOYHOCTh NuTaHus y nauueHToB ¢ HOKI'M uMeeTr HeCKOIbKO NpUYHUH
BO3HHKHOBEHMUS, CJIEI0BATEIBHO, TUISI ee KOPpEKLUU Tpedyercs
KOMOWHUPOBAHHBIA  TEPANEBTUYECKUA  MOAXO]. HUcxona w3  TOro, d4ro
napakpuHHas cekpenus HOK mpoucxomut monm BosmelcTBHEM (PU3WYECKUX |
XUMHYECKUX (DAKTOPOB, BKJIFOYAS THIIOKCEMHIO, TUTIEPKAITHUIO U HUKOTHUH [157],
nanpuedtTaM ¢ HOKI'M HeoOxonuma wmoaurudanus OKpyKaroueh cpeabl ¢
YCTPAHEHHEM [AaCCHUBHOIO KYpEHUSI M BO3MOXHO NIEPECMOTpP KPHUTEPUEB
HasHaueHus [I/IK B cBs3u ¢ HemsBecTHbIM moporom uyscTBUTENBbHOCTH HOK K
TUIIOKCEMUU, YTO XOPOILIO IEMOHCTPUPYET KIMHUYECKoe Ha0monenne Nel.

ITpu onenke crenenu Tsoxectu M3J1 y nanmentoB ¢ HOKI'™ no mikane L.L.
Fan ¢ xomn. (1998) 1 cremenb, B CBSI3M C HaJIMYUEM Yy BCEX JeTel
HNEPCUCTUPYIOIIETO0 TaXUIIHO3, U V CTENEHb TAKECTH, B CBSA3H C OTCYTCTBUEM Y
BCEX JI€TeH JIEroYyHOW TMIEepPTEeH3UH, JAUArHOCTUPOBAaHbI HE ObUIM. OTCyTCTBHE
JeroyHor rumnepreHsun |y mnanueHToB ¢ HOKI'M  Moxer o0BsACHATHCS
HIOBBIIICHHOW KOHIICHTpanue katecricuia H, koropyro BeisBuiaa R.R. Deterding ¢
kou1. (2019) npu uccaenosanuu KBAJI y manmento ¢ HOKI'M [76]. Karecnicun
H ¢yHkuuonupyer Kak amMHUHONENTHAAa3a B CEKPETOPHBIX BE3UKYJAX s
IIPOU3BOJICTBA HEWPOTPAHCMUTTEPA sHKe(aINHA, o0Jaiaronero
MOp(PHUHOTIOAOOHBIMU CBOMCTBAMU. MOKHO MPEIOJIOKUTh, YTO TaKUM 00pa3zom
karecrniciH H onocpenoBaHHO OKa3blBa€T MPOTEKTUBHOE JIEWCTBHE HA Pa3BUTHE
nerouHoi runepten3uu y nauuentoB ¢ HOKI'M. Illkany L.L. Fan ¢ xomt. (1998)
TaK)K€ MOYKHO HCIOJb30BaTh MPU KaTAMHECTUYECKOM HAOIIOACHHUU JUIsI OLEHKU
cocrosiaust manuenToB ¢ HOKI'M. E. Seidl ¢ xomn. (2020) npuMeHsI DaHHYIO
mKaity B AuHamuke y nanueHToB ¢ HOKI'M B mepuon ¢ msTUIIETHEro A0
JECATUIIETHETO Bo3pacTa (B cpeaHem B Tedenue 3,9 ner, nuanason 0,3-6,3), u ecnu
B Bo3pacTe 5 yieT kakue-nu0o cumnTomsl y naureHtoB ¢ HOKI'M orcyrcTBOBanu
muuib B 74% cityyaes, TO pU JOCTHMKEHMH 10-1eTHEro Bo3pacta HU 'y OAHOTO U3
JeTeld CUMIOTOMBI, TaKU€ KaK OJBIIIKA, TAXWUITHO?, KpenuTalus, AeQUIUT MacChl

Tena, OOJbIIe HE HAOMIOAATMCh KaK B COCTOSHUM TOKOSI, TaK U NpU (PU3NUYECKON
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Harpy3ke [140]. Pesympratel wuccriemoBanus E. Seidl ¢ komr (2020)
JIEMOHCTPUPYIOT TOCTENEHHOE YJIy4llleHHe cocTosiHusa mnamnueHToB ¢ HOKI'M, c
IIOCJIEAYIOLIUM ITOJTHBIM KJIMHUYECKUM BbI3IOPOBICHUEM.

IIpu omenke pesynpraToB KT OI'Tl mammentoB ¢ HOKI'M  6buio
YCTaHOBJIEHO, YTO YYAaCTKH YIUIOTHEHUS IO THUILy «MATOBOTO CTEKJIA» U CUMIITOM
«MO3aWYHOM TIJIOTHOCTH» BBIABIAIOTC B 97% u 35% cinydyaeB COOTBETCTBEHHO.
ITo pesynbpraram Habmoaenus J.E. Balinotti ¢ xomn. (2021) 3a 20 nmanueHTamu ¢
HOKI'M, y4acTkM yIJIOTHEHMS MO THUILy «MAaTOBOIO CTEKJIa» M CHMITOM
«MO3aMYHOM MIOTHOCTW» BBIABILIIMCE B 100% u 45 % cinydyaeB COOTBETCTBEHHO
[66]. ITpu comocraBieHUH PE3yIbTAaTOB JIBYX HCCJICIOBAaHWH, BKIIOYAIONINX 83 H
20 pmammentoB ¢ HOKI'M MOXHO yTBEpKIarTh, YTO YIUIOTHEHUS IO THILY
«MaTOBOTO CTEKJa» W CHMITOM «MO3aWYHOM IUIOTHOCTH» SBJISIIOTCS CaMbIMU
yacteiMu KT-Haxonkamu y manmentoB ¢ HOI'KM. Yactora mapeHXMMaTO3HBIX
U3MEHEHU W M3MEHEHUW JbIXaTelbHbIX IyTed y mnamueHtoB ¢ HOKI'M
npeJscTaBieHbl B Tabm. 3.22.

TaOmura 3.22
YacToTa napeHXMMaTO3HbIX U3MEHEHUN U N3MEHEHUH AbIXaTEIbHBIX IyTEH Y

narrenToB ¢ HOKI'M abc, (%)

CoOctennnie | J.E. Balinotti
[Tpu3Hak JaHHbIC, ¢ xoiu1. [66],
n=83 n=20
JIluHelHbIe ¥ PETUKYISPHBIC YITIOTHCHUS 3(4) -
Koncomuparmus 12 (15) -
Y4acTKu YIUIOTHEHUS TIO0 THIy «MaTOBOTO 81 (97) 20 (100)
CTEKJIa»
CUMITOM «MO3aUYHOU MIIOTHOCTH 29 (35) 9 (45)
YToimeHue CTeHOK OpOHXOB 23 (28) -

Y4acTKu yIJIOTHEHHUS IO TUITY «MaTOBOTO CTEKJa», KaK MO pe3ysbTaTaMm
HACTOSIIETO MCCICAOBaHUs, TaK M IO pe3ynibrataMm uccienoBanus J.E. Balinotti ¢
ko1, (2021), mpeUMyIIIECTBEHHO JOKAIM30BAINCh B cpeaHeii moje (tadm. 3.23.),
OJTHAKO JIaHHBIC M3MEHCHHS HE MMEIOT CBOCH HCKIIFOUMTEIBHON JIOKAIW3aIlliyd U

MOTI'YT BBIABJIITBCA BO BCCX OTACIIAX JICTKHUX.
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Tadomura 3.23.

Tomorpadus y4acTKOB YIUIOTHEHHSI TI0 TUITY «MaTOBOTO CTEKJIay 1mo gaHHBIM KT

OI'Tl y mereit ¢ HOKI'M, xonmuvecTBO marueHToB, aoce. (%)

Mpisnax CooOctBennsie qannsle, | J.E. Balinotti ¢ xoimr.
n=83 [66], n=20
Cpennsis noJis 74 (89) 14 (70)
ITpaBast BepxHsisi JOJIs 61 (74) 9 (45)
JleBast BEpXHsS A0S 60 (72) 8 (40)
SI3BIYKOBBIC CETMECHTHI 56 (68) 13 (65)
JleBast HYOKHSISL JIOJIS1 44 (53) 8 (40)
[TpaBast HYKHSIS J0JIs0 40 (48) 6 (28)

Hamu ObLIO yCTaHOBJIEHO OTCYTCTBHUE KOPPEISIUMOHHBIX CBSI3€H MEXIY
IJIOIIA/IbI0 YYACTKOB YIUIOTHEHUS MO THIy «MaTOBOI'O CTEKJIa» ¢ CyMMOM OajioB
0 IKajie KIMHWYecKor auarHocTuku HOKI'™M u cTeneHpIo0 TSHKECTH II0 IIKaje
Tskectd M3JI mo L.L. Fan ¢ xonn. [lony4yeHHbIE TaHHBIE MOTYT TOBOPUTH O TOM,
YTO 1O CyMM€ OaIOB OICHKHM IO KJIMHUYECKOW IIKaje JUAarHOCTUKU HEJb3s
MpPOTrHO3UpOBaTh pacrnpocTpaneHHOCTh KT-usmenenuit, a tspkectb HOKI'M He
3aBUCHUT OT IUIOIIAJM YYAcCTKOB YIUIOTHEHUS IO THUIIY «MaTOBOIO CTEKJIay.
[Tatorene3 pa3BuUTHA Y4YaCTKOB YIUIOTHEHUS MO THUIy «MAaTOBOIO CTEKJIa» IO-
BUJIUMOMY CBfI3aH C Pa3BUTHEM HEWPOrEHHOIO OTEKAa JETKUX BCIEICTBUE
napakpuaHO# cekperun HOK [157]. A cuMnTOM «MO3aUYHOM TJIOTHOCTH» MOXKET
OBbITb OOYCJIOBNIEH (DYHKIIMOHAIBHBIMU «BO3JYIIHBIMUA JIOBYIIKAMU», KOTOPHIE
MPEACTABISIIOT COOON BEHTWJIbHBIM MEXaHU3M OpPOHXHAIBHOW OOCTPYKIIMH, YTO
MOATBEPXKAaeTCs pe3ynbTaramu uccienoBanus ®BJ[ y mamuentoB ¢ HOKI'M
[154]. TTomumoO 3TOTO, CUMITOM «MO3aUYHOHN IIJIOTHOCTH» MOXKET OOBSICHITHCS
U3MEHEHUEM  BEHTWIALMOHHO-NEP(PY3UOHHBIX  COOTHOLIEHUM  BCIEACTBHUE
HEHpOreHHOro orTeka Jerkux. Takum oOpaszoMm, KT-cemmornka HOKI'M
XapakTepu3yeTcss KOMOMHAIUEW CUMIITOMOB «MAaTOBOrO CTEKJIa» M CHUMIITOMA
«MO3aMYHOM TUIOTHOCTH», TAKKE€ H3BECTHOTO, KAK CHUMITOM «IICEBIOMATOBOIO

CTCKJIa».
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[Io pe3ynbTaTaM NPOBEAECHHOIO HCCIEAOBaHUSA, IIPU CPABHUTEIBHOM
xapaktepuctuke manueHToB ¢ HOKI'M nyxnaromuxcss (rpynma 3A) U He
Hyxpaatomuxca (rpynna 3B) B JI/IK, mo pe3ynbTaTaM OLEHKH MO KIMHUYECKOU
mKaine auarHoctuku B rpynmne 3A runokcemust (P<0,001) Obuia BhIsIBICHA
CTaTUCTUYECKU 3HAYMMO vamie. KoHEeUHO ke, TUIIOKCEMUS SIBISIETCS HE CTOJBKO
OPEAUKTOPOM, CKOJBKO TIOKa3aHUEM [UJIsi Ha3HAYEHUS KHUCIOPOJOTEpaIuu.
BrisiBnenue monoxxurenbHoi 3aMeTHOHN (RS= 0,62) cTaTuCTHYECKH 3HAYUMOM (P<
0,01) cBa3u Mexay cymMMOM OaioB MO IIKAJIE€ KIMHUYECKOW JIHAarHOCTUKHU
HOKI'M u notpeOHOCThIO B MPOBEACHUU KUCIOPOAOTEPANIMU OYEBUIHO TAKKE
CBA3aHO ¢ 0oJiee YacTO BCTPEYAEMOCThIO CUMIITOMA T'MIIOKCEMHH MTPU OLIEHKE IO
mKane KiInHndeckor quarnoctukn HOKI'M cpenu nanmeHnToB rpynmsl 3A.

Y nmauueHtoB w3 rpynmsl 3A, Hyxaatomuxcs B nposeaeHun JIJIK,
CTaTUCTUYECKH 3HAYMMO Yalle YYACTKH YIUIOTHEHUS IO THIy «MaTOBOI'O CTEKJIa»
JIOKaJU30BAINCh B CpenHe josie mpaBoro Jjerkoro (p= 0,044), uro Moxer
NO3BOJIUTh  KCIIOJB30BaTh JIOKAIM3ALMIO YYacCTKOB YIUIOTHEHHS II0 THILY
«MaTOBOTO CTEKJIa» B CPEOHEH N0J€ KaK NPEAUKTOP KUCIOPOAO3aBUCUMOCTH Y
naneHToB ¢ HOKI'M. OTCyTCTBHE CTATUCTUYECKHA 3HAYUMOUN KOPPEIALMOHHON
CBSI3U MEXKY IUIOIIA/IbI0 YYACTKOB YIUIOTHEHHS MO TUIY «MaTOBOTO CTEKJIa» H
NOTPEOHOCTHIO B KUCJIOPOJOTEpANUU yKa3blBa€T HAa TO, YTO IJIOMIAIb YYaCTKOB
YIUIOTHEHUS MO THUIYy «MaTOBOro crekna» y manueHToB ¢ HOKI'M He oka3biBaeT
BIUsHUE KakK Ha TsokecTh HOKI'M, Tak v Ha KUCIOpO03aBUCUMOCTh MAIIUEHTOB C
HOKI'M. Takxe ObUIO YCTAaHOBJIEHO, YTO Yy TAIMEHTOB B Tpymnme 3A
CTaTUCTUYECKA 3HAYMMO Yalle OMNPECTsUINCh JMHEWHbIE U PETUKYJSIPHBIC
ymtotHerus (p=0,027), 9To Takke MOXKET MO3BOJIUTH UCIOJb30BaTh AaHHBIN KT-
CUMIITOM KakK MPEJUKTOP KUCIOPOA03aBUCUMOCTH y TanueHToB ¢ HOKI'M.

BoisiBnenue I'DOPB craTtuctruecky 3HAYMMO 4Yalie y MAlMEHTOB B TpyMIe
3A, TtpeboBaBmme mpoBenenune JIJIK, ykaswiBaeT Ha TO, utro I'DOPbB sBnsercs
IPEAUKTOPOM KHCIOPOJ03aBUCUMOCTH. 1IoMUMO 3TOr0, noiaydeHHsble pe3yJIbTaThl
YKa3blBalOT Ha TO, YTO Yy BCEX MAalMEHTOB, TpeOyrommx nposenenue K

HeoOxoauMo uckiroyarts Haanune [ OPB.
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Bpigenennsle 1pu NOCTPOCHUMHM  MHOXKECTBEHHOM  JIOTMCTUYECKOU
pPErpecCHOHHON MOJACIM TIpeacKa3aHus HeoOxoaumocTu mposenaeHus JIJAK y
nauueHToB ¢ HOKI'M Tpu kputepust KinHUYeCKOM mKaibl fuarnoctukn HOKI'M,
takue Kak (1) 3amepxkka (U3MUECKOTO Pa3BUTHUS HA MOMEHT oOparieHus, (2)
HAJMYUE BJIAXKHBIX XPUIOB WIM KpenuTauuu U (3) BTSIKEHHE YCTYMUYUBBIX MECT
TPYAHOW KJIETKM YKa3blBa€T HA TO, YTO KOMOWHAIMS BHINICTICPEUUCICHHBIX
KIIMHUYECKUX TMPU3HAKOB SBIAETCA MNPEAUKTOPOM KHCIOPOJ03aBUCUMOCTH Yy
nauueHToB HOKI'M. [lpu nanuuuu Gosee 1, HO MeHee 3 yKa3aHHBIX CUMIITOMOB,
s npeackaszanus norpedbHoctu mposeaeHust JJIK y mamuentoB ¢ HOKI'M
HEOOXOJIUMO HCMOJBL30BaTh MPEJI0KEHHYI0 MaTeMaTH4YecKyl0 Mojaenb. Mwmes
ToyHOCTh  90%, uyBcTBUTENBHOCTH 86%, cneuuduynocts 92.8% wu
TUINIEPINArHOCTUKY 7,2%, NaHHYI0 MaT€MaTUYECKYIO MOJEIb MPOTHO3UPOBAHUS
Heooxonumoctu mnposeneHuss JJIK y mnammentoB ¢ HOKI'M  Bo3MoxkHO
UCIIONB30BaTh Jig  pemieHus o HasHadenuun JIJIK  6e3  mpoeaeHus
MPOJIOHTUPOBAHHOW  MyJILCOKCUMETPUU, B  CHUTyalMsX, Korjga »dTO HE
NPEIOCTaBISAECTCA BO3MOXKHBIM. OHAKO ISl OKOHYATEIbHBIX BBIBOJOB TpeOyeTcs
IIPOBEAECHNE BAIMIAMYU IPEMIOKEHHON MATEMATUYECKOW MOJEH.

[To pe3ynbTaTaM HamEro MCCIEHOBAaHUS, KAK U [0 MUPOBBIM JTaHHBIM, C
MoMeHTa KiumHu4Yeckor Manudectanmu HOKI'M 1o ycraHoBieHHMs nHarfHo3a B
cpeaneMm mpoxoaut 5,5 mecsueB [132]. Tako#t ypoBeHb MO3aHEH IHATHOCTUKU
MOXET OBITh CBSI3aH C HecHenu@UUHOCTBHIO Xanod y mamueHToB ¢ HOKI'M,
TPYJIHOCTSIMU B nipoBeaeHNH nuddepennmnansuoi nuarnoctuku ¢ MH/TI, tak kak
NHAII (BHeOONMbHUYHAST TTHEBMOHUS, OCTPHI OPOHXHMOJUT) MO HAIIUM JIaHHBIM
SBJISUTUCh HANpaBUTEIbHBIMU JauarHo3amMu y mnamueHToB ¢ HOKI'M B 68%
ciydaeB. Jluddepennumanpras quarnoctuka HOKI'M u MH/II 3akmouaetcs He
TOJBKO B MPOBEACHUU J1A0OPATOPHO-UHCTPYMEHTAIBLHOW UArHOCTUKU, HO U B
OIICHKE MAaIl[MEHTOB IO KIMHUYECKOW IIKaJie JUArHOCTUKU. YUUTHIBAasI TOT (PaKT,
yto getu ¢ MH/II, takxke, kak u netu ¢ HOKI'M, MOryT uMeTh TMIIOKCEMMUIO,
TaxXHUITHO?, BTSHKEHUE YCTYITYUBBIX MECT IpyaHOU KkieTku, a aetu ¢ HOKI'M, kak u

Bce aetu, moryT umerb MH/IIL, octpoe teuenne MH/III u xponnueckoe HOKI'M,
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rmaBHBIMB Auddepenimansaon auarnoctuke HOKI'M u MH/IT siBnsiercs oneHka
N0 KJIMHUYECKOW NIKajle AMArHOCTUKU B AWHAMUKE uepe3 3 Hexenu. Takoi
nuddepeHnnanbHbIi TpueM Oazupyercs Ha Oosee ObicTpom pazpemenunn MH/II,
B cpaBHeHnu ¢ HOKI'M. Ilo naHHBIM Hallero McciaeoBaHus, IOBTOPHAs OLICHKA
0 KJIMHUYECKOW IIKaJle TUArHOCTUKU YBEIMYMIIA TOYHOCTh IKajibel ¢ 83,1% mo
91,6%, cnemudpuunocts ¢ 80,7% g0 97,6%, cHuU3WIA BO3MOXKHOCTH
runepauarsoctuku ¢ 19,3% no 2,4%. YuuteiBasg ToT (akt, uro B 68% ciayuasx
HaIlpaBUTENbHBIN quarHo3 y nauueHtoB ¢ HOKI'M Bximrouan MH/II, moBTopHas
OIIEHKA M0 KJIMHUYECKOU MIKaje TUarHOCTUKU MOXKET COKPATUTh BPEMSI C MOMEHTA
KJIIMHUYECKON MaHu(ecTanuu 10 yCTaHOBKM nuarHo3a B 11 pas, ¢ 5,5 Mmecsues 10
3 menenb. OOHAKO KIMHUYECKH Ba)XKHOW SIBISIETCS OUArHOCTUKA 3a00JIeBaHUS B
MOMEHT OOpalleHus, B CBSI3M C 4YeM TpeOyeTcss MPOAOJDKEHHE ONTUMHU3AIUU
nuarnoctuku HOKI'M.

Hamm ganHble COBHAjaloT ¢ JIMTEPATYPHBIMU OO0 OTCYTCTBUU JIETAIbHBIX
ucxoa0B y 6bonbabix HOKI'M [75, 127, 130, 132].

Pe3ynbTarhl NpoBeICHHOTO KAaTAMHECTUYECKOTO HAOIIOACHUS MAllMEHTOB C
HOKI'M noka3zanu [100pOKauecTBEHHOE TeueHue 3abojeBaHus, perpecc
KJIMHUYECKUX CHMIITOMOB 10 ME€pe pocTa peOeHKa, CHUYKEHUE YaCTOThI U TAKECTH
pecnupaTopHbIX MHOEKIHH, YTO TaKKe COBIAAACT C JAaHHBIMU JUTEpaTyphl [21,
47,75, 80, 128, 132].

HacropaxuBaeT BbicOkasi yactota aronudeckoro aepmarura (30%), octpoit
kpanuBHUIBL (11%) y MJaHHBIX TAIMEHTOB, YTO MOXET OBITh HadajJoM
«aroruueckoro Mapmiay. [lomydeHHbIE pe3ynbTaThl TPEOYIOT HalbHEUIEro
u3ydeHusi, kak u Bompoc B3amMmocBsizu HOKIM ¢ BA, koropas Obuia
nuarHoctupoBaHa y 2 (7%) 6ombHBIX. BA Oblna onrcana B KaTaMHE3€ Y OOJTBHBIX €
HOKI'M u npyrumu uccnepoBareasmu [127].

B wuccnenoBanum ycranoBieHHbl ocobOeHHocTH Tedenuss COVID-19 vy
nagueHToB ¢ HOKI'M. Cpenu 19 6oapubix ¢ HOKI'M, u3 koropsix 15
Haxogunuch Ha JIJIK, GompmmucTBO (89%) mepeneciim  COVID-19 B Bume

puHodapunrura. Takum obpazom, COVID-19 He mpuBena K 3HAYUMOMY
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YXYAIIEHUIO COCTOSIHUA JaHHBIX MarueHToB. [10100HbIe JaHHbIE ObUIA TTOIYYEeHBI
B OTHOIICHUU OOJIBHBIX MYKOBHUCIIMI030M, KaK JCTeH, Tak U B3poCibiX [1].
Pe3ynbrarbl TpOBENIEHHOTO WCCIEIOBAHMS TO3BOJUIN CHOPMYIHUPOBATH

QITOPUTM TUATHOCTUKHU 3a0oeBaHus (puc. 3.19.) U TMarHoCTHYECKYIO MPOrpaMMy

(tabm. 3.20.).
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BbBIBO/JIbI

1. CambpIM 4acThIM UHTEPCTUIMATHHBIM 3a00J€BaHUEM JIETKUX y JIETeH TPYAHOTO
BO3pacTa SBJISETCS HEHUPOIHIAOKPUHHAS KIIETOYHASI TUIIEPIUIa3Usl MIIAJICHIIEB,
COCTaBJISAsl B CTPYKTYpE JaHHBIX 3a0oneBanuid 64,4%; B CTpyKType NMallUEeHTOB,
HYKJIAIOIIUXCS B MPOBEACHUU JUIUTEITHLHON JTOMaITHEH KUCIOPOAOTEpaIuu, Ha
MAllUEHTOB C HEUPOIHAOKPUHHOM KJIETOYHOM THUIEPIUIA3UU  MJIAJICHIECB
npuxoautcs 6,7%.

2. HelipooHIOKpHWHHAS KIETOYHAS THUMNEPIUIA3HWsl MIIAJCHIIEB MOXET OBITh
TUArHOCTHPOBAaHA KJIMHUYECKH HA OCHOBAaHWUM  KIMHUYECKON  IIIKAJTBI
TUArHOCTHKYU 3a00JIEBaHUS, BKIIFOYAIOIICH CIEAYIOIINE MPU3HAKU: TMOSBICHUE
cumMnToMOoB B Bo3pacte g0 12 wmecsmeB (100%), 3anmepikka (U3HYECKOTO
pa3BuThs (MHICKC Macchl Tena s Bospacta < -2 SD) (53%), orcyrcrBue
nehopMaIui TUCTAIBHBIX (hajanr mo Ty «OapadaHHbIX mamodek» (100%),
OTCYTCTBHE Kalllisi (BHE OIHU30J0B pecrnupaTopHbix wuHeknui) (82%),
OTCYTCTBHE CBHCTSIIMX XPHUIIOB (BHE SIHU30/I0B PECIUPATOPHBIX HHMEKITHIA)
(96%), 6oukooOpa3Has WM BOPOHKOOOpa3Has aedopManuy IPyAHON KICTKH
(8%), Bmaxuesie xpunbl (84%), rumokcemus (49%), taxumuod (100%),
BTSDKCHHUE YCTYITYUBBIX MEeCT rpyaHoi kieTku (98%).

3. KT-cemnoTrnka HEHPOIHJIOKPUHHON KJICTOUYHOM THUIEPIUIa3UHd MIIQJICHIICB
XapaKTEPHU3yeTCsl OMPE/ICICHHEM YYacTKOB YIUIOTHEHHUS IO THUIY «MaTOBOTO
crekna» B 97% cityuaeB, ¢ IPEUMYLIECTBEHHOM JIOKalu3auuend B CpeIHeN goJie
npaBoro (89%), BepxHel o€ mpaBoro Jaerkoro (74%), B BEpXHeU 107e J1eBOro
aerkoro (72%) u sA3bIYKOBBIX cermMeHTax (68%), ¢ pacHpoCTpaHEHHOCTHIO B
OONBITMHCTBE CIy4aeB HE TNpeBbImammend 25%; mapeHXuMaTo3HBIMH
U3MCHEHUSMH B BHUJC JIMHCWHBIX M PETUKYJSPHBIX yIiotHeHud (4%),
koHcomumanmu  (15%), cummmToma  «Mo3amvyHod  twioTHOCTH»  (35%);
YTOJIILIEHHEM CTEHOK OpoHXOB (28%).

4. TlauueHThl ¢ HEHPOIHJOKPUHHON KJIETOUHOM TUIMepIUia3ueid MJaJeHIEeB MpHU
OIICHKE TI0 IIKaJI€ TSHKECTH WMHTEPCTUIIMATIBHBIX 3a00JeBaHUN  JICTKUX

cootBetcTBYIOT Il (65%), Il (14%), IV (22%) cremneHsM; OCIOKHEHUIMHU
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HEUPOSHJOKPUHHOM  KJIETOYHOM  TUIEPIUIa3Ud  MIAJCHUEB  ABJISIOTCS
HEJIOCTAaTOYHOCTh MATaHUSA (44%), XpPOHUYECKas JbIXaTeJIbHas
HenoctarouHocTh 11 crenenn (22%) u octpast apixareibHas HEAOCTATOYHOCTD
Ha ¢oHe xpoHHIeckoit (35%).

OCHOBHBIMHM METOJIAMH JICUECHHS] HEMPOIHIOKPUHHOW KJIETOUYHOW TMNEPIUIa3uu
MJIAJICHIIEB SIBJISIETCS JJIMTENIbHAS JIOMAIIHAS KHCIOPOJOTEpaIiusi, B KOTOPOU
HyXaarTcss 22% NauueHTOB M TUIIEPKAJIOPUWHOE NUTAaHUE; INPEIUKTOPAMHU
JUIMTEIbHOM ~ JOMamHed  kuciaopomorepanuu — saBisitoress  KT-cummromer
(Jlokanu3anus y4acTKOB YIUUIOTHEHHUS IO THUIY «MaTOBOTO CTEKJIa» B CpeIHEH
JI0JI€ TIPABOIO JIErKOT0 U HAIMYKME JTMHEWHBIX U PETUKYJISIPHBIX YIUIOTHEHUN) U
ractpod3odareanbHas pedtokcHas 00JIe3Hb; MPOTHOCTUYECKAs MOJCNb IS
onpeneraeHus: NOTPeOHOCTH B JJIMTEIBbHON JOMAalIHEH KUCIOPOAOTEpaluu y
MMAIMEHTOB C HEUPOIHAOKPUHHOM KIIETOYHOM THIEPIUIA3UM MJIAJICHIIEB
BKJIFOYAET TaKWe MPU3HAKH, KaK 3aJiepKKa (PU3NYECKOro Pa3BUTHUS HA MOMEHT
oOpallleHHs, HaJW4yue BIAKHBIX XPHUIIOB WM KpPENUTAIMU W BTSHKCHUS
YCTYIUUBBIX MECT I'PYJHOMN KIIETKH.

[Ipu mnpoBenennu auddepeHnaIbHON JAUATHOCTUKUA —HEWPOIHIOKPUHHOMN
KJIETOYHOM TUIEPIUIa3Ud MJIAJCHIIEB C MHPEKUUSIMH HIKHUX JbIXaTEIbHBIX
nyTeil B JeHb OOpalleHuss YyBCTBUTEIBLHOCTh KJIMHHUYECKOM  IIKaJIbI
JMarHOCTUKHU 3abojieBaHus coctaBisger 85,5%, crnenuduunocts 80,7%, npu
MOBTOPHOM OILIEHKE CHYyCTs 3 HEAENIH, TOYHOCTh IIKajlbl YBEJIMYHMBAETCS C
83,1% nmo 91,6%, cnemuduunocts ¢ 80,7% mo 97,6%, dYro cHmWKaeT
rurnepanarHoctTuky ¢ 19,3% no 2,4%.

Teuenune HEUPOIHJIOKPUHHOM  KJIETOYHOM  THUNEPIUIA3UU  MJIAJCHIICB
XapakTepu3yeTcs OTCYTCTBUEM JeTaIbHbBIX HCXOJIOB, YaCThIMU
pecupaToOpHBIMU WHOEKIUSIMA W TOCTHTAIU3ANMSIMHA B CBSI3W C HUMHU B
nepBbie 2 Trojla KU3HHU, PErpPeccoM KIMHUYECKUX MPOSIBJICHUN MO Mepe pocTa
pebeHka, KOMOPOWJHOCTHIO €  aTONUYECKUMU  3a00JIEBaHUAMH U
ractpo33odareanbHoil pediirokcHoi Ooses3npto. HecmoTpst Ha moTpeOHOCTH B

IMPOBCACHUHA I[JIHTGJIBHOﬁ I[OM&H.IHGIZ KHCIOpOAOTCpaliny, IAaIUCHTBI C
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HEWPOIHAOKPUHHOM KJIETOYHOMW rumnepiuiazuei miajaenies nepesocsit COVID-
19 B 6onpmuHCcTBE cayydaeB (89%) B popme puHOapuHUTHTA.

8. Ins AMarHOCTUKM HEWPOIHJIOKPUHHOW KIIETOYHOW THUIEPIUIa3uu MIIQJICHIICB
IIEJIeCO00Pa3HO  HCMOJb30BaTh  MPEIJIOKEHHBIC aJTOPUTM  JTMAaTHOCTHKHU

(puc. 3.19.) u quarHocTUYecKyro nporpammy (tadi. 3.20.).
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IHNPAKTUYECKUE PEKOMEHJIALINU

1. Tlpn nHamuuuu 3aMejUIeHUs MPUOABOK MAacCChl Tella y TPYAHOrO peOeHKa C
NEPCUCTUPYIOIMUM TaxXWIHO? B JuddepeHnnanbHO-THarHOCTUYECKUNA TOUCK
ATHOJOTMYECKUX  (AKTOPOB  HEIOCTATOYHOCTH  MUTaHUSA, HEOOXOAMMO
00s3aTeNIbHO  BKJIIOYATh HEMPOIHIOKPUHHYIO KIETOUHYIO THIEPIUIa3HIo
MJTQJICHIIEB, NP KOTOPOI HEIOCTATOYHOCTH MHUTAHHS MOXET OBITh CBS3aHA C
XPOHUYECKON/UHTEPMUTTUPYIOIIEH TUMOKCEeMHEH WM ¢  AeUIUTHBIM
MMATAHUEM.

2. Jlnsg mporHo3a TOTPEOHOCTH MAIMEHTOB C HEWPOIHIOKPUHHON KIETOYHOU
TUIIEPIUIA3UENd MIIAJCHIIEB B JUIMTEIBHOM JIOMAIIHEW KHUCIOPOIOTEpANUU
PEKOMEHAYETCS UCIIOIb30BaTh IPEAJIOKEHHYIO MATEMAaTHUECKYIO MOJIETb.

3. CHmKeHue y MalUeHTOB € HEHUPOIHJOKPUHHOW KIETOYHOM Trurepruiazuen
MJIAJEHIEB B TeueHHe > 5% OT BCEro BpPEMEHU MPOBEICHUS
IPOJIOHUTUPOBAHHON (HE MeHee 6 4YacoB ¢ 00s3aTeIbHBIMH M3MEPEHHS B
T€UEHHUE CHa) myJibcokcumerpur ypoBHs SpO2 <90% B Bo3pacte a0 1 roga, u
ypoBHS Sp02<93% B Bo3pacTe crapuie | roma sBISETCA MOKa3aHUEM IS
Ha3HAYEHUs JUIMTENbHOM JOMAaIlHEW KHUCJIOPOAOTEPAIMM W IPOBEACHHUS
MEIUKO-COLIMAILHON  DKCHEepTU3bl I TMPUCBOEHUE CTaTryca «peOeHOK-
WHBAJU» Ha MIEPUOJI MOTPEOHOCTHU B AOMOTHUTEIILHOW OKCUTEHAITUH.

4. Tlpu HaJIMYUW HEIOCTATOYHOCTH MUTAHUS Yy MAIUEHTOB C HEUPOIHIOKPUHHOM
KJIETOYHOM TUIEPIUIa3uy MIIQJICHIIEB U OTCYTCTBUM MPUOABOK MAacChl Tella Ha
¢oHE NIUTENBHOW MOMAIHEH KHCIOPOAOTEepanuu HEOOXOIUMO IMPOBEIECHUE

JTUeToTepanuu 3a001eBaHus C TPUMEHEHUEM TUTIEPKATIOPUIMHBIX CMECEH.
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HEPCIIEKTUBbBI N3YUEHUS TEMbI

ITouck OroMapkepoB u BEPOSTHBIX T€HETUYECKUX ¢dakTopoB
HEUPOIHIOKPUHHOW KJIETOYHOW TUIEPIUIA3UU MIIAJICHIIEB.

N3yuenne ¢yHKIMM JETKUX y TMAlUEHTOB C HEHUPOIHIOKPHUHHOW KIETOYHOUN
TUNEPIUIa3UH MIIAJICHIIEB ¢ PUMEHEHUEM (DITIOyMETprHr CITIOKOWHOTO JTbIXaHUs.
Karamnectuueckoe HaOmrofeHUe 3a TAlMEHTAMA C HEUPOIHIOKPUHHON
KJIETOYHOMU TUIIEPIUIa3HU MJIAJICHIIEB TUISL ONIPEIEIICHUS
KOMOPOUIHOCTUHEUPOIHAOKPUHHON KJIETOYHOM THUIEpIUIa3uu  MJIAJCHIIEB,
B3aMMOCBSI3M C  OpPOHXMAJIbHOM  acTMOH,  OEIKOBOrO-3>HEPreTUUYECKON
HEJOCTaTOYHOCTH

Pa3pabotka »ddexTuBHON MaremaTuuecko Moaenu auddepeHurnanbHoN
JUArHOCTUKU HEUPOSHIOKPUHHOW KJIIETOYHOM THUNEPIUIA3UU MIIAJCHIEB C
MH(PEKIMSIMU HUKHUX JIbIXaTeIbHBIX MyTEeW B JICHb OOpallleHHs MalueHTa 3a

MEIUIIMHCKOMN ITOMOIIBIO.
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CIIACOK COKPAIIIEHU
AX — aneTwixoJmH
BA — 6ponxuanbHas actma
BJIJ] — GpoHxosierouHast TUCTUIA3HS
BAK/I — BpoxkaeHHAas albBEOISPHO-KATWLIIAPHAS JUCILIA3US
BHUII — Ba3oakTUBHBIN WHTECTUHAIBHBIN MOJIUIIECITH]
B-HAHX — B030yx1aroliye He apeHepruyeckre, He XOJIMHEPTUYECKHE HEPBHbIE
BOJIOKHA
HA — Hopanpenanun
BII — BHEOOIbHUYHAS TTHEBMOHMS
BIIC — BpokA€HHBIN TOPOK cepana
['AMK — ramma aMuHOMACTsIHasi KUCIIOTa
['KJI — ructronnTos u3 kietok Jlanrepranca
['KC — ri1roKOKOPTUKOCTEPOUIbI
I'OPb — ractposzodareanpHaspedirokcHas 601e3Hb
JK — nnurenbHas JOMalHsAs KUCIOPOAOTEPAUs
JAW — noBepUTEIbHBIA UHTEPBAI
JUWII — neckBamMaTHBHAS HHTEPCTULIMAIbHAS] THEBMOHUS
JMXII - nedexT Mexokeny09KoBOM EPETOPOIKH
JIH — npixaTenbHas HEIOCTAaTOYHOCTh
JII — npixaTenbHble MyTH
KBAJI — sxunkocTh OPOHX0ATHBEOJISIPHOTO JTaBaXka
NBJI — uckyccTBeHHast BEHTUISILHS JIETKUX
HNI'KC — uHransumoHHbIe TIIOKOKOPTUKOCTEPOH/IbI
N3JI — untepcTunnanbubie 3a007€BaHUS JTETKUX
NH/IIT — undekius HUKHUX JbIXaTeNbHbIX MyTeH
KT- xoMnberoTepHas Tomorpadus
Me — menuana
MOC — makcumainbHast 00beMHasi CKOPOCTh

HAHX — He anpeHepruyeckue, He XOJMHEPTUHUECKHE HEPBHBIE BOJIOKHA
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HK- negoctaTouHoCTh KpOBOOOpAIIIEHUS

HOK — HeliposHIOKPUHHBIE KIETKA

HOKI'M — Helipo3HA0KpUHHASA KJIETOYHAs TUIIEPIUIa3us MIIaJICHIIEB
HOT — neiiposnurenuanbHbIe TEIbIIA

Ob — oGnuTepupyromuii OGPOHXUOIUT

OI'Tl — opransl rpyAHOM KIETKH

OEJI — o6miast eMKOCTb JEKKUX

OOJI — ocTaTO4YHBII 00BEM JIETKHX

OOO — OTKpBITOE OBAIBHOE OKHO

OPJIC — ocTpsIil peciupaTOpHBIA JUCTPECC-CHHAPOM
OPUT — oTnenenue peaHMMAalMy 1 MHTEHCUBHOM TEpanun
O®Bo5— 06BeM popcrupoBaHHOTO BbIT03a 32 0,5 CEKYH/IbI
IICT'K — menTua, CBA3aHHBIM ¢ TEHOM KalllbUTOHHHA

[TIJI — mepBuyHas nuarapHas JUCKUHE3US

[1IIP — nonuMepasHas uenHas peakuus

CMJIIK — cuHapOM «MO3T-JIETKUE-IIUTOBUIHAS KETIE3a
COD — cKOPOCTh OCENaHUs SPUTPOLIUTOB

CPb — C-peaktuBHbIi Oem0K

T-HAHX — TopMO3HbIE HE aJIpEHEPTrUYECKUE, HE XOIUHEPTUUECKUE HEPBHBIC
BOJIOKHA

V3U — yabTpa3ByKOBOE UCCIIEOBAHUE

®B/I— dbyHKIMSA BHEIIHETO AbIXaHUS

®XKEJI — ¢popcupoBanHas )KM3HEHHAS €MKOCTh JIETKUX
XJIH — xpoHnueckas ApIxaTeabHasi HEJOCTATOYHOCTh
Ox0KI'- sxokapauorpaduaeckoe uccieoBaHue

COVID-19 — noBas koponaBupycHas nngexmus COVID-19

SpO; — caryparus kuciopoaa
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