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Pesrome

MyxkoBucunnos (MB) - Tsxenoe mporpeccupy-
Iolllee HaceNCTBEHHOE 3a00/IeBaH e, CBI3aHHOE
cmyranuamu B reae CFTR, xapaKTepusyonieecs
IIO/IMOPTaHHO ITaTOIOT Ve, BKII0YAIOIIell BepX-
HII€e ¥ HVDKHUE JibIXaTenbHbIE Ty TH, )KeNTyI04YHO-
KUIIEYHBIN ¥ PeIPOAYKTUBHBIN TPAKThI, 9H/O-
KpMHHYIO cicTeMy. HecMOTpsA Ha cOBpeMeHHY 0
Tepanuio, 3HaAYUTETbHO MOBBIIIAIOILYI0 BBIXKM-
BaeMOCTb CPeJiU MAIIVIEHTOB C MYKOBUCIIN/IO30M,
Pa3BUTIE OCTIOXXHEHMIT JAHHOTO 3a00/IeBaHM S
HO-IIpeXXHeMY ABJAeTC (PaKTOPOM, BN AIOLUM
Ha IPOAO/DKUTEIbHOCTD U Ka4eCTBO >KU3HU.

ITenbro uccnefoBaHus ABIAETCS JEMOHCTPA-
VA KIMHUYECKOTO CTy4as TAXKeNOoro Te4eHn A
MYKOBMCIM03a Y MallMeHTa C MEKOHMEBbIM

UJIEYCOM, MYKOBUCIIMJ03-3aBYCYMBIM Caxap-
HBIM MabeToM, JIErOYHOI U apTepuanbHONI
runepTeH3uel U HUPpoO3OM IeUeH), HAXOAUB-
HIETOCs TIOf, HAOIOIeHNEeM CIIEI[MaTUCTOB OT-
penenusa Mmykosucuupnosa 'bY3 MO Hayyno-
MCCIelOBATENbCKMUI KIMHUYECKUI MHCTUTY T
nercrBa M3 MO u OI'BY «HMMUI] Tpancnnan-
TOJIOTUM U MCKYCCTBEHHBIX OPTAaHOB MM. aK.
B. 1. lllymakoBa» U IepeHecIIero TpaHCIIaH-
TaIMIo IIeYeHM OT IIOCMEPTHOIO IOHOPA.

CoBpeMeHHbIe MeTO/Ibl IMAaTHOCTUKHA U Tepa-
MMM OC/IOKHEHUII IO3BONAIT CBOEBPEMEHHO
BBIAB/IATD U KOHTPOIMPOBATD UX TeYeHUe, CO-
XpaHAA yJOBIE€TBOPUTENbHOE Ka4eCTBO XKU3HNI
TManyeHTa.
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Summary

Cystic fibrosis (CF) is a severe progressive he-
reditary disease associated with mutations in
the CFTR gene, characterized by multiple organ
pathology, including the upper and lower respi-
ratory tract, gastrointestinal and reproductive
tracts, and the endocrine system. Despite new
therapy, which significantly increases survival
among patients with cystic fibrosis, the devel-
opment of complications of this disease is still
afactor affecting the duration and quality oflife.

The aim of the study is to demonstrate a clinical
case of severe course of cystic fibrosis in a patient
with meconium ileus, cystic fibrosis-associated

diabetes mellitus, pulmonary and arterial hy-
pertension, cirrhosis, who was under the ob-
servation of specialists of the Department of
Cystic fibrosis of the Research Clinical Institute
of Childhood of the Ministry of Health of the
Moscow Region and National Medical Research
Center of Transplantology and Artificial Organs
named after V.I. Shumakov and underwent death
donor liver transplantation.

New methods of diagnosis and therapy of com-
plications allow timely detection and control of
their course, while maintaining a satisfactory
quality of life for the patient

Key words: cystic fibrosis, meconium ileus, cystic fibrosis-related diabetes mellitus, cirrhosis of
the liver, portal hypertension, hypersplenism, liver transplantation



AKTyanbHOCTD

MyxkoBucunnos (MB) - yacToe MOHOTeHHOE 3a-
6oseBaHMe C QY TOCOMHO-PELeCCYBHBIM TUIIOM
HaCJIefJOBAaHM A U TIONMVOPTaHHBIMMY NTPOSB/ICHN-
AMI. 1714 MyKOBUCIIMT03a XapaKTePHO HaIIIue
OCTIOKHEHMIT, 9aCTOTa ¥ TSKECTb KOTOPBIX yBe-
JIMYUBAETCA C BO3PACTOM.

MeKoHMeBBbII1 MJIeyC — OTHO U3 Haubosee paH-
HUX ITposABIeHN I MB koTopoe nmarnocTupyercs
y 15-20% HOBOPOXK/IEHHBIX C MYKOBUCIIMTI030M
U XapaKTepusyeTcs pasBUTUEM HU3KOIL 00Typa-
LMIOHHO KUIIEYHON HelpoXoauMocT. [1o jaH-
HBIM PeTVCTpa HALMEHTOB C MyKOBMCINI030M PO
2021, nons nauyeHToB, IepeHeCIX MEKOHMEBBII
njeyc nNpyu poXZeHNUM, B TPyIIIe JeTeil IepBo-
ro roja >KusHu cocrabuma 9,2% manmeHTos [1].
OHIOKPUHHAA HEIOCTATOYHOCTD IIOMKENy [04-
HOJT >Kene3bl (MYKOBMCIIM/I03-3aBUCYMBIIL ca-
xapHblit fuaber (M3CJI) y nanjueHToB ¢ MB, kak
MPaBUJIO, TIPOTEKaeT 6ECCUMIITOMHO U MOXET
TO/ITOe BPeMs OCTaBaThCA He NVAarHOCTUPOBAH-
ubiM. Kombunanus MB u M3CJI okasbiBaer
HeTaTMBHOE BIMSAHINE Ha MPOJIO/DKUTETBHOCTD
XKU3HU. Tak, cpeHAA MPOROIKUTETBHOCTD
>kusHy namyedtos ¢ M3CJI Huke (24 ropa) 1mo
CpaBHEHMIO C manuenTamu ¢ MB 6e3 nuabera
(32 ropa) [2]. Ilpn MB Hepenko BcTpevyaeTcs
OCTEOIOPO3, KOTOPBIN BCeTAa HOCUT BTOPNY-
HbIIT XapakTep [3]. B cBsA3M ¢ KIMHUYECKNMU
MPOABIEHUAMY XPOHNUECKOTO PUHOCHHYCHUTA
(XPC) cHm>KaeTcsa KaueCTBO KM3HU MAIMEHTOB,
OKOJIOHOCOBBIE IIa3yXV CTAHOBATCA pe3epBya-
POM 1A TaTOTeHHBIX MUKPOOPTaHN3MOB, OT-
KyJa IPOMCXOIMUT HUCXOfALIee MHPUIMPOBaHYe
OPOHXOB U JIETKNUX, YTO IPMBOJUT K YBE/IMYEHIUIO
KO/IMYECTBA TOCIIUTANTU3AIINI B CBA3YU C 000-
CTPEHMAMH U B KOHEYHOM UTOTE K COKPAI[eHIIO
MPOOKMUTEIBHOCTM KM3HN TMAl[MEeHTOB [4].

BcTpedaeMoCTh MYKOBMCIIM03-aCCOLUMIPO-
BaHHOI TenaToOM/IMapHOil TATOMOTUN B MUPe
cocrasinseT 37,9% [5], k 10 rogam >xu3Hu y 5-10%
HAIVIeHTOB Pa3BUBAETCA MYIBTUIOOYIIAPHBII
LVPPO3 C CUHJPOMOM IIOPTaJIbHON IUIIePTEH-
311 y 6ONMBIIMHCTBA U3 HUX [6, 7]. [lanmeHTsI
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C IMPPO30M IIe9€HU Vi TOPTATbHOM I'MIIePTEH3 M-
el yallle MIMEIOT XpOHMYeCcKoe MHPUIMPOBaHNe
IBIXaTeTbHOTO TPAKTA IPAMOTPUIIATE/IbHON MI-
Kpodopoit, MB-acconmumpoBaHHbII cCaXapHBbILI
AnabeT, 0CTeONOPO3 I TeTOYHbIe KPOBOTEUEHN S,
HU3KNIT HyTPUTHUBHBLI cTaTyc. B TO ke Bpems
B K/IMHUYECKOJ ITPAaKTUKe HAOMIONAIOTCS CIy4an
TedeHns MB ¢ moMnHMpOBaHNEM CHMIITOMOB
IIOpa’keHM s TIeYeH C ICXOJI0OM B IIPPO3 ITeYeHN
HaJl IETOYHBIMMY VM KMIIIEYHBIMY ITPOSIBJICHN AMMI
3aboneBanus [8]. [lokazaHMeM K IPOBEEHNIO
TpaHCIUTaHTanuM nedeHu npu MB aBnserca
LV pPPO3 IeYeHN C MPOrpecCupOBaHNEM CUH-
APOMOB IeYEeHOYHO-K/IeTOYHOI HeJJOCTATO4-
HOCT, TIOPTa/IbHOJ TUIIEPTEH3MM, TUIIePCILIe-
HusMa. [IpoBefieHre TPaHCIUTAHTALIVY TIeYeHN
JI0 CHYDKeHU A QYHKIVM JIETKUX M HYTPUTUBHOTO
CTaTyca MOXXeT CHU3UTD II0C/Ie0NepaIOHHbIe
pucku [5]. HecMoTps Ha BBICOKYIO 9 deKTuB-
HOCTb TapTeTHOI Tepanuu, Ha CEerONHAIIHNI
IeHb He OIMCAHO ITOIOKNUTETbHOI HVHAMUKI
B OTHOILIEHMM COCTOSHMSA II€YeH) y IalVIeHTOB
¢ nupposom, nonyuarmomux Tepanmnio CFTR-
mopynsaropamu. COrnmacHo OnyOnMKOBaHHBIM
JNAHHBIM ¥ JaHHBIM peructpa 2021 r., Ha Hayano
2022 1. B PO nposeneno 18 onepanuii o TpaHc-
IUTaHTalUY IIeYeH) manyueHTaM ¢ MB (mepas
orepanus nposefieHa B 2009 r.) [1, 9].

O6Hapy>eHue U BCECTOPOHHee M3ydeHue
(}haKTOpOB pUCKa pa3BUTUS OCTIOKHEHUIT MY-
KOBMCIIMJI032a CIIOCOOCTBYeT UX IpOoIIaKTUKe,
AVAaTHOCTMKE ¥ afleKBaTHOMY IOfOO0pY Tepa-
nun. CBOeBpeMeHHas IMaTHOCTUKA Y TePaIs
OCJIO)KHEHUII MO3BOIAT yIYYIINTb IPOrHO3
M Ka4eCTBO >KU3HU feTteii ¢ MB.

Iens nccmeqoBaHsA: Ha KIMHITYECKOM IIpUMe-
pe IpoaHaNM3MpPOBaTh BeleH e MallMeHTa C TAKe-
JIBIM T€4eHJeM MYKOBMCIIV/I03a, OC/IOKHEHHBIM
MEKOHMEBBIM M/IEYCOM, IVPPO30M, HOTNIO3HBIM
PUHOCHHYCUTOM, MYKOBUCIM03-3aBUCUMBIM
caxapHBIM 11abeTOM, IerOYHO ¥ apTepuaIbHON
TUIIepPTEH3Nell, IepeHecIero TPaHCIIAHTAI IO
IIeYeH! OT IIOCMEPTHOTO JOHOPA.

Marepuainbl 1 METObI UCCTIETOBAHN A

B Hacrosmeit paboTe pacCMOTpeH KIMHIYeCKMii cy4ait nanyenTa 2007 . poxaeHs, KoTopblit ¢ 2008 T.
Habmopnacs B PoccniickoM LieHTpe MyKOBICIT033, Ha 6ase ['BY 3 «HVKW gerctBa M3 MO» r. MbITHinm
n OTBY «HMMUI] TpaHcIIaHTONMOTMM M MICKYCCTBEHHBIX OpraHoB UM. akajemuka B.J. IllymakoBa» c 2016 T.
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Knmanyeckuii cnyyaii

Manpunk ot 1 6epeMeHHOCT, CBOEBPEMEHHBIX,
CaMOCTOSATENTBHBIX POJOB. Bec mpm poxxpeHnn
3360 1, 55 cM. Anrap 8/9 6amnoB. CKpMHUHT Ha
MyKOBUCLMTO03 nonoxurenbublil (VIPT - 657,4
Hr/mn (Hopma o 70 Hr/mn), perect 238 Hr/mMn
(HopMma o 40 ur/mi)). K koHIIY IepBBIX CYyTOK
SKM3HM pasBMJIACh KIMHUYECKast KapTUHA 06-
TYPaIMIOHHO} KMIIEYHOI HeIPOXOAMMOCTH,
pe6EeHOK ObII 9KCTPEHHO IPOOIIepUPOBAH B JIeT-
CKOM XxupyprudeckoMm otpenenun 'bY3 MO
MOHUWKU nm. M. @. Bragumupckoro (umeorto-
MM C MEXaHMYECKNM y/jajleHneM BA3KOrO Me-
KOHMS 1 Ha7lO)KeH1eM T-00pasHoro aHactaMo3sa
«KOHeI| B 60K»). Y4uThIBasi HapacTaHue KIu-
HVKY KUIIEYHO HEIIPOXOAUMOCTI B PaHHEM
MOC/Ie0NEePAIIOHHOM IIEpUOJie, Ha 6-€ CYTKHI
OllepMpPOBaH IOBTOPHO (pe3eKius HePyHKIU-
OHMpYIOIIell TOHKOJ KMIIKY 35 CM) C HaJoXe-
HIeM 2 pas3fieNbHBIX MeocToM. Yepes 1 mecAr
13-32 OOMBIINX «IIOTEPH» II0 CTOME U MIIOXO
npubaBKy Beca BBIIIOJIHEHA PeIanapoTOMMs
C HaJIO)KEHMEM UJIE0aHACTOMO3a «OOK B OOK»
C BBIBEJIeHMEM ITPUBOJAIIEl CTOMBL. B mocrte-
OTIepaI[IOHHOM II€pPUOJie TIepeHeC TPMOKOBBI
CeIICKC, MH(EKIMI0 MOYEeBBIBOAALINX ITYTeIl,
IIPaBOCTOPOHHIOI0 HIDKHEO/IEBY 0 ITHEBMOHMIO.
B Bospacte 9 Mec. nymeocToMa 3aKpblTa.
JInarHo3 MyKOBMCIMIO3 yCTaHOBIIEH
B PoccuiickoM LieHTpe MYKOBMCII03a Ha 6a3e
MONMUKAMHNYECKOTO oTaeneHnsa I'bY 3 r. MockBbI
IOT'KDb numenn H. ®. ®umatosa I3 r. MockBbI
B Bo3pacTe 11 Mec. Ha OCHOBAaHUM aHaMHe-
3a, )kanob (mmoxas nmprbaBKa B Bece, 4aCThIil
SKUPHBIN CTYNI 1O 5-6 pa3 B CyTKMU), KINHU-
4YecKoll KapTuHEI (Bec B 11 mec. 7500 r., yBe-
nudeHne o6’beMa XMBOTA, KaIleIb), BaK bl
MOJIOXKMTENIPHOI IOTOBOI IPOOBI Ha ammapare
Hanopaxt - 130 1 117 MmMonb/n (OTprLiaTenbHast
mpoba <50 mmonb/n, 50-80 MMOB/M - TIOTpa-
HUYHBIA pe3ynbrat, >80 MMOIb/N — MONOXU-
TenpHas1). C MOMEHTa YCTaHOB/ICHM S JUarHO3a
HasHa4eHa 6asyCHasA Tepanusa MyKOBUCLIMO03a,
BK/TIOYAIOIIasl IPYeM MUKpOCchepnyecKX maH-
KpeaTndeckunx pepMeHTOB, TelaToNpPOTEKTOPOB,
MYKOJIMTUKOB, XM POPACTBOPUMBIX BUTAMMI-
HoB. [IHK nuarnoctnka B rene CFTR npoBezeHa
B 2011 ropy — BbIAB/IEHDI 2 IIATOT€HHBIX BaPMAHTA
I xnacca - CFTRdele2,3 / G542X (mns manu-
€HTOB C JJAHHBIM I'€HOTHIIOM CYIIeCTBYIOIIVe

CFTR-mopnynsarTops! He a¢¢dexTnBHEL). B Bo3pac-
Te 3-x j1eT 110 faHHBIM KT 0K0/I0HOCOBBIX Ta3yx
IVaTHOCTUPOBAH MOJIMIIO3HBIII PUHOCUHYCHT,
HasHa4yeHa Tepammusl.

[TanyeHT HabMIORATICA PETYIAPHO, COITACHO
MEX/[yHapOJHBIM M POCCUIICKIM peKOMEHa-
LM, C IpoBefeHrneM GU3NKaNIbHBIX U 1ab0-
PaTOpHBIX 00CIeROBaHMIL, CIMpOMeTpUM (IIpU
TOCTYDKEHUM BO3pacTa 5 jIeT), KOHCY/IbTalluiA
KUHe3}TepaleBTa U BYEeTONI0ra, MOHUTOPUH-
ra MUKPOOMOIOrNYeCKOTO CTAaTyCa AbIXaTellb-
Hbix nmyTeit [10]. ITo moBoay mepBoro BpiceBa
Pseudomonas aeruginosa B Bozpacre 9 1eT Homy-
YJJI KyPC IePOPabHBIX Y MHTA/TAVIOHHBIX aH-
THO61MOTUKOB. C 9TOr0 XKe BO3pacTa aMOy/IaTOPHO
©XKeKBapTaJbHO HAO/II0AaeTCs C UPPO3OM Ile-
YeHM U IPOrpecCUpYIoLIeli TPOMOOLMTOIeH el
B OT'BY «HMMUI] TpaHCII/IaHTONOT UM U UCKYC-
CTBEHHBIX OpraHoB uM. ak. B. V. lllymakosa»
CIPOBeJieHNeM Y/IbTPa3ByKOBOT'O MICCIOBAHNA
OpraHOB OPIOLIHOL IIOTOCTHU, TabOPaTOPHOII
OMATHOCTUKM OMOXMMMYECKMX [TOKas3aTesell
KpOBH, KoaryaorpaMMsl. MaTb pebeHka 6bi1a
o6crefoBaHa B Ka4eCcTBe POACTBEHHOIO JJOHO-
Pa, OIHAKO, YYNUTBIBAsA CTAOM/IBHOE COCTOSHIE
peOeHKa, COXpPAaHHYIO CUHTeTUYeCKYI0 PYyHK-
IJUI0 IIeYeH, OTCYTCTBIE TSKEION IIOPTaIbHOM
TUIIEPTEH3UY IOKa3aHMIT K TPAaHCIIAHTALIVII
IIeYeHU BBISAB/ICHO He OBIIO.

B cBs3u ¢ nHTepMUTTUpYyOWUM (H0 11 1et),
a fajlee XpOHMYECKUM MHOUIMPOBAHIEM CHHeT-
HOJIHOIA I1aJIOYKOIA, II0/TyYaeT 3—4 nepopanbHbIX
Kypca IunpogIoKcalHa B rofi, MHIAJIALMOH-
HYIO aHTMOaKTepUaIbHYI0 TePaIINIo IIOCTOSHHO,
HOTPeOHOCTD B IIPOBEJCHUN BHYTPUBEHHON
aHTUbOaKTepuanbHON Tepanuu — 1 pa3 B 2 ropia.
ITo panubiM KT opraHOB rpyjHOI K/IeTKM B BO3-
pacrte 11 IeT [¥arHOCTMPOBAHbBI OPOHXO09KTA3bI
(PucyHox 1).

B BospacTe 12 s1eT, BcnencTBIe 3HAUUTE/IBHOI
OTpUILATe/IbHON JUHAMUKY (YBeIudeHue cene-
3€HKU, MAaHLIUTOIEHM, OTeKY B 00/1acTH Ipa-
BBIX TOJICHOCTOITHOTO 1 KOJICHHOTO CYCTaBOB),
IIOCTaBJICH B JIUCT OXXUAAHUSA OpraHa (Ie4eHb)
OT IIOCMEPTHOTO NOHOpa. B ¢BA3M ¢ TeM, 4TO
y HallyieHTa BBIPOC/IY aHTPOIIOMEeTpUYecKye I0-
KasaTe/, TPaHCIUIaHTa A pparMeHTa edeHn
OT POJCTBEHHOTO JOHOpA He Obl/Ia BO3MOXKHOI!
BBUJly aHATOMMYECKMX OCOOEHHOCTeN paHee
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o6cefoBaHHOTO JJOHOpa (MaTh pebeHKa), oT-

CYTCTBUEM [IPYIUX POJCTBEHHBIX JOHOPOB.

B sanBape 2021 pebenox nepenec COVID-19,
IVarHo3 OATBep K eH ceponorndecku. C 13 ner
»Kao0bl Ha IIOBBIIICHME apTepUaIbHOTO JJaB/le-
HuA 1o 140/80 MM.pT.CT, OTEUHOCTD NNUIA, CJle-
30TE€YEHNE, B BO3pACTe 14 jIeT fMarHoCTUPOBaH
HEBPUT JIUIIeBOr0O HepBa ciipaBa. Habmonaercs
KapfiMONOroM, IOTy4aeT TMIIOTEH3MBHbBIE CPeJi-
crBa. [IporpeccupoBaHne MOMUIIO3HOTO PUHO-
CUHYCUTA C IOCTOSIHHOJ 3a7I0)KEHHOCTBIO HOCa
noTpeOOBaNo0 Ha3HaYeHNE JOIOTHUTETbHON
KOHCEpPBATUBHON Tepanny MYKOIUTUKaAMU
U TONMYECKMMU KOpTuKoctepousamu (6omee
3¢ dexkTUBHOE OIEepaTUBHOE Ie4eHMe He ObIIOo
IIPOBEMIEHO B CBA3M C TAXKECTbIO COCTOAHUSA)
(PucyHok 2).

B Bospacre 14 net 10 Mec. B CBA3M C TUIIEP-
OvmupyObuHeMuelt IOABUNIACh UKTEPUIHOCTD
CKJIep, CIM3UCThIX. MaKcMaabHO 061t 61mn-
py6uH noguumancs fo 130 mxmons/. B 15 et
9 Mec. B CB3M C OPOHXOIETOYHBIM 0060CTpe-
HIeM TIPOBeJIeH KypC BHYTPUBEHHON aHTHU-
O6akTepuanbHOI Tepanuu, yepes 1,5 MecsAna
IIoc/Ie Kypca B/B TepalNy BIEpBbIe BBIABIIE-
Ha TUIIepIIMKeMMs HAaTOLAK 10 7,5 MMOJIb/I.
ITo pesynbpraTaM 00C/IefOBaHNA B OT/E/ICHUN
supoxpusonoruu I'bY3 MO «HUKMW perctBa
M3 MO», guarnoctuposan M3C]Jl, HasHaueHa

MHCynuHOTepanuA. Ha peHTreHOBCKOII leHCH-
TOMETPUY BbIABIEHO CHIKEHIE MUHEPaTbHOI
IVIOTHOCTYU KOCTH 1O -1,3 Z-score (Hopma> -1
Z-score), Ha3Ha4YeH JOIIOIHNUTEIbHBII IIpUeM
NpenapaToB Ka/lbIuA.

PerynapHbIii KOHTPONb HYyTPUTUBHOTO CTATY-
ca, KOppeKIsA 03l TaHKpeaTUdeckux pepMeH-
TOB I aHA/IN3 PallIOHa COBMECTHO C JUETONIOTOM,
3aHATUA KMHe3UTepanuer, TO3BOININ MaliieH-
Ty, HeCMOTPsI Ha Ha/I4ue 60JIbIIOT0 KOMNYeCTBa
OCTIO)KHEHUI, COXPaHATb BBICOKME ITOKa3aTenun
¢usnyeckoro pasBuUTU, HOPMaJIbHbIE ITOKa3a-
Teny GyHKuuM nerkux (PucyHox 3).

B cBA3M ¢ MeJjTIEHHBIM IPOTPECCUPOBAHNEM
L[MppO3a MeYeHy U er0 OC/IOKHEHNII Ha QoHe
KOHCEpPBAaTUBHON Tepanuy MalieHT HaXOUIICs
B JIMCTE OKU/IAHNUA B TeYeHMeE 3 JIeT U 3 MeCALEB.
10.10.2023 B cBA3M ¢ Ha/IM4YMEM IIOCMEPTHOTO
NOHOPa, MOAXOMAINLETO 110 AHTPOTIOMETpUYe-
CKUM JaHHBIM 1 cucteMe ABO, manueHTy BbI-
MOTHEHA OPTOTONMNYECKasA TPaHCITaHTALI A
nedyeHN. BBUIY BbIpa>kKeHHOI CIIZIEHOMETaNH,
C IPOABIEHUAMU TUIEPCIIJIEHN3MA, a TaKXe
C Lie/IbI0 TPO(UIaKTUKY CUHIpOMa OOKpafbl-
BaHIA [IeYeHOYHON apTepuy onepanns Obina
NOTIONMHEeHa cieHaKToMMel. OnuH fpeHax
MOCTaBJIeH B T0XKEe Yy/laJIeHHON Celne3eHKMU.
JlammapoToMHasA paHa ymuTta. Kposonoreps
cocraBuna 500 mn. VIHTpaomepalMoHHO

PucyHok 1.

MCKT opraHoB rpya-

HOW KNEeTKN nayneHTa
¢ MB (11 ner).

Figure 1.

MSCT of the chest or-
gans of a patient with
CF (11 years old).

PucyHok 2.

MCKT okonoHocoBbIx
nasyx nauueHta ¢ MB
(16 neT).

Figure 2.

MSCT of the paranasal
sinuses of a patient
with CF (16 years old).
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PucyHok 3.
[vHammka HyTpuUTHB-
HOro cTaTyca (Bec, pocT,
WMT) n nokasatenen
cnupomeTpun (OXKEN,
OOB1) naumeHTa

B 2016-2023 rofax.
Figure 3.

Dynamics of nutritional
status (weight, height,
BMI) and spirometry
indicators (FVC, FEV1)
of the patient in
2016-2023.

Ta6bnuua 1.
[unHamuka nokasa-
Tenemn KNMHNYeCckoro
aHanm3a KpoBU 1 re-
MOCTa3a nauueHTa

B 2016-2024r.
Table 1.

Dynamics of indica-
tors of clinical blood
analysis and hemo-
stasis of the patient in
2016-2024.
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BBefleHo 1040 M1 cBeXXe3aMOpPOXKEHHOM TI/1a3-
MblL. [IpofomKUTeIbHOCTD ONIEPaTUBHOTO BMe-
aTeIbCTBa cocTaBuia 355 MuH. [TanuesT 6611
TepeBefieH U3 OTAeNeHN A peaHuManum Ha 1 cyT-
K1 riocyie onepanyu. CTpaxoBoii peHaK yianeH
Ha 3 cyTku. IlocnmeonepanoHHbIN IepUOf, IPO-
TeKas 0e3 OClIO>KHeHMIT. PaHa 3akuia mepBud-
HBIM HaTsDKeHMeM. [lanmenty 6bl1a nogo6pana
VMMYHOCYTIpeCCUBHAsA Te€PANNs MO NBYXKOM-
TTIOHEHTHOMY IIPOTOKOMY — IPOJIOHT M POBAHHbI
TaKpOMUMyc 1 MuKogeHonosas kucnora. ITocne
HOpMajusanuy 1ab0paTOpPHBIX IIOKa3aTeel
U LOCTMOXKEHU S I/IaTO KOHIIeHTpal Uy TaKpo-
JIMMYyca B IJIa3Me KPOBY IAI[MeHT ObUI BBIIMCAH
13 cTanMoHapa Ha 10 cyTKu 1ocjie onepanum.

T WBC, | RBC, | HGB,
109/n (1012/n| r/n
09.2016 (9 ner) 3,26 4,46 116
01.2017 (10 net) 396 4,33 121
02.2018 (11 net) 33 4,0 113
04.2019 (12 mert) 2,5 4,7 119
02.2020 (13 net) 0,79 4,1 108
05.2021 (14 net) 2,1 4,2 108
07.2022 (15 7et) 3,1 46 135
06.2023 (16 net) 2,3 3,53 136
10.10.23 (menn 198 428 149
TPaHCIUTAHTALIVIN)
19.10.23 (9 cyTku mocie 14 3,87 132
TPAHCIUTAHTALVIN)
10.11.23 (mecsry oce 198 3,59 108
TPaHCIUTAHTAL[VIN)
26.12.23 (ocTpast moyeyHast 12,1 38 106
HEIOCTaTOYHOCTD)
17.01.24 (3 mecsama mocie 148 42 90
TPAHCIUTAHTAL[VIN)

100

110

90
80

———*ff/“§‘*///’//”’//*—_‘

70
60
50

9ner 10netr 11ner 12netr 13ner 14netr 15netT 16ner

- OXEN, % OOB1,% —Hopma, %

JnHaMMKa 1abopaTOpPHbBIX ITOKa3aTeseil ¢ MO-
MEHTa IOCTAaHOBK B IMCT OXKMIAHNA KO HACTO-
SII[ETO MOMEHTA TpeficTaBleHa B Tabmunax 1,2.

I[Tocne TpaHCHIaHTAaUM apTepuab-
HOe JlaBJIeHlUe COXPaHAETCA IMOBBIIIEH-
HBIM — 140/90 MM.pT.cT. OTMeuanca NojbeM
nmokasaresnei 1o 169/101 MM.pT.cT, KynupoBancs
Me[JMKaMEeHTO3HO HU(eAUIVHOM. YYUTbIBasd
aprepmanbHylo runeptensuso II cr., HegocTa-
TOYHOCTb MUTpanbHOro knamasa II cT., Hefo-
CTaTOYHOCTD TPUKycHupanbHoro knanasa Il ct,
IPOJIOJDKEH IIpJieM 9HaIaIIpUJIa, CUIgeHaduIa.
Ha ¢one npuema koporkoro nxcynmza 1o 30 EJl
IIMKeMMA KOHTponupyetcs. I[Ipu KOHTpob-
HOM 00C/IefloBaHUM Yepe3 OfUH MeCAl IOoCIe

PLT, | CO3, | ®ubpuHoreH, AYTB,
MNn,%

109/n | Mm/4 r/n cek
41 9 57 1,97 46
90 2,6 63 1,66 44
57 4 2,6 61 1,82 44
43 9 2,6 63 1,66 41
19 6 2,6 58 1,52 39
29 8 2,6 64 1,55 43
40 6 1,91 52 1,58 43
50 8 2,04 54 1,57 59
74 25 2,74 40 3,01 41
361 28 4,55 77 1.2 28

714 14 4,55 66 1,32 35
852 18 4,55 68 1,32 37
856 11 3,87 66 1,35 38
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09.2016 (9 ner) 69,7 38,9 1,5

04.2017 (10 met) 69,4 37,5 3,0

11.2018 (11 met) 70,5 45,3 3,0

02.20219 (12 net) 64,9 44 5,0

06.2020 (13 net) 63,1 40,4 3,0

04.2021 (14 net) 60 42 1,3

05.2022 (15 met) 55 35 4,0

06.2023 (16 net) 59,6 42,4 1,35
10.10.23 (gens 4393 | 27,65 | 862
TPaHCIUIAHTALIVIN)

19.10.23 (9 cyTku nocme 633 41,95 75

TPAHCIUTAHTAL[UN)

10.11.23 (mecsr mocite 60,9 35.32 60

TPaHCIUTAHTAL[U)

26.12.23 (ocTpasi moYevHast 60,5 38,5 63

HEIOCTaTOYHOCTD)

10.01.24 (3 mecsama mocie 643 031 20

TPaHCIUTAHTALIVIN)

ApxuB megyaTpun 1 gerckoit xupyprun Nel [2] 2024 ropa @

z
s S 3
[T Q5
x s ©
= g = S
s 3 =
o
4,4 40,8 63,7 1267 19,7
4,8 28 53 874 19,7
4,82 36 58,5 518 23,7
4,8 31,5 53 539 29,2
5,74 40,8 40,4 533 28,1
4,7 42 36 482 24,9
6,6 35,9 28,3 244 51,7
6,16 31 22 235 76,7
14,34 237 775 146 85
6,6 109 34 181 31,5
6,2 29,7 19,4 190 13,2
7,3 5,8 14,1 93,4 9,4
4,5 23,8 24 174,3 8,9

TpaHCIIaHTaUUU QYHKLUMA TpaHCIIAaHTaTa
YIIOBJIETBOPUTE/IbHAS, OMOXVIMUYECKIE TTOKa-
3aTe/Ny B IpeJielaX HOPMBbI, 110 faHHBIM Y3V
OBbII naronorun He BbIABIEHO.

Yepes 2 MecA1a oce TpaHCIIAHTAL MM Al -
eHTa CTa/IM OeCIIOKONUTD CTabOCTh, BBIPAXKEHHA
COHJIMBOCTD, CHVDKEeHMe anmeTuta. [lanuent oT-
MEeTHIJI YBeJIMYeHE )XKIBOTA B 0O'beMe U CHUXKe-
Hye oO'beMa BbIfensgeMolt Moun. I1pu o6cnenoBa-
HUM B KTMHUKO-JMATHOCTUYECKOM OT/I€IEHUN
OTBY «HMMU I TpaHCITaHTONMOTUM U UCKYC-
CTBEHHBIX OpraHoB uM. ak. B. V. llymakosa»
YPOBE€Hb TaKpONAMMYyCa B IIasMe KpoBu 19,76
HI/MII (Lle/leBble 3HaYEHN A B IIepBble 6 MecALleB
HOC/Ie TPAaHCIUIAaHTalVM 7—-12 HI/MJT), KpeaTVHUH
613,1 MKMO/bB//1, MOYeBIHA 24,4 MMOJIb/ T, Kanuit
6,1 MMOJIB/JT, OCTa/IbHBIE TOKa3aTeM OMIOX MU

O6cyxnenne

CoBeplIeHCTBOBaHME JUAaTHOCTUKHY Y Tepanun
MYKOBMCIMJ03a TTO3BONNIO JJOCTUYDb yCIIe-
XOB B mpodnIakTHKe Pa3BUTUS €r0 paHHUX
OCJIO)KHEHMII (MEKOHUEBBIN UIeyC, CUHIPOM
ncesno-baprrepa, Buramuu K-gepunurusre
kpoBoTedeHus). OXHAKO, OCTOXHEHU,

B Ipefienax pedepeHCHbIX 3HaUEHMIA, TI0 JAHHBIM
V3 BoIpa>keHHbIN actiuT. CUTYyanusaA paclieHeHa
KaK KaJbl[MHEBPUHOBasl HeppomaTus ¢ pas-
BUTVEM OCTPOJ MOYEYHOM HEJOCTATOYHOCTH.
ITanyeHT 6B TOCIUTAIN3UPOBAH B XUPYP-
rudeckoe oraenenne Ne 2 (TpaHCITaHTALUS
IIeYeHN), Iie eMY ObLJI BBIIIOJTHEH JIaIIapOLieHTe3
oy Y 3-HaBuranye u ApeHnpoBaHue OpIOIIHON
IIOZIOCTH, IIO3TAIIHO y/laJIeHO 12 TuTpoB acuu-
TU4ecKoit xxugkoct. OTMeHeH IpueM TaKpo-
numyca. [IpoBefeHo 5 ceaHCOB reMoAMannsa.
ITocnme cHMIKEHMA YPOBHA a30TUCTBIX OCHOBA-
HUJ, perpecca IpOosBIEHUI OCTPOI IIOYE€IHON
HeJOCTATOYHOCTH, CHVKEHU I KOHIJeHTpal
TaKpOJIMMYyca B I/Ia3Me KpOBU BO30OHOB/IEH
npueMm nocnefiHero. IlannuenT BbINNCaH B y/I0B-
JIETBOPUTEIBHOM COCTOSHUN

XapaKTepHbI€ 1714 MAL[JIEHTOB CTApIIETO BO3pac-
Ta MO-TIPEXKHEMY BAMAIOT Ha Ka4eCTBO >KU3HU
U ABAAITCA )KU3HEYTpOXKAMUMU. AHANN3
YaCTOTHI OC/IOKHeHUI 3a mocnenHue 10 neT, co-
IJIacHO IaHHbIM HaluoHanbHOTro perucrpa mna-
nuenToB 3a 2011 u 2021 roj1 BEISABUI CHUYKEHIE

Tabnuua 2.
[NnHamuka 6roxumu-
UeCKunx nokasarenei
KpOBW NauueHTa

B 2016-2024r.

Table 2.

Dynamics of biochem-
ical parameters of

the patient’s blood in
2016-2024.
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YaCTOTbI IETOYHOTO KPOBOTeUYeH s bortee ueM B 4
pasa-c2,6% B obuelt rpymne (1,5% y fereit, 6,5%
y B3pocinbix) B 2011 rony mo 0,6% (0,2% -y pereit,
1,5% -y B3pocibix) B 2021 rofy, MHEBMOTOpaKca
B 2,5 pasac 1,5% B 2011 ropy po 0,6% B 2021 ropy,
ocTeornoposa B 2 pasa. [Ipu aTom yacTora amu-
TIOUJ03a YBEMMYNIACh YeThIpexKpaTHO ¢ 0,2%
B 2011 rogy po 0,8%, M3CJI - ¢ 3,2% no 4,2%.
YacToTa uppo3a nedyeH! U 371eKTPONIUTHBIX
HapyLIeHUI CyIleCTBEHHO He M3MEHUIACh.
JJaHHBI KIMHUYECKUI Cy4ail JeMOHCTPU-
pYeT TsKenoe TedeHre MyKOBUCIM03a y TTaliu-
€HTa C FeHOTUIIOM, BK/TIOUAIOIIVM 2 TIaTOT€HHbIX
BapuanTa I xmacca, mpu koropom CFTR-6emok
He oOpa3syeTcs ¥ IpVYMEeHeHe CYILeCTBYIOLIX

3akouyeHne

IIporpecc B fMarHOCTUKE U TI€4EHUY MYKOBJC-
LJ/I03a IPYUBEN K 3HAUUTe/IbHbIM MI3MEeHEeHUAM
MPOROIKUTENBHOCTY KU3HN. C ee yBeTnyeHneM
npuobpeny 3HaYMMOCTb TaKMe OCTOKHEH N ST
MYKOBMCIII032, KaK OCTEOIIOPO3, 3a00/IeBaHI
neyenu, M3CJl, matonorus penpojyKTUBHO

3AABNEHME O KOHONMMKTE MHTEPECOB

CFTR-mopynaropos He a¢dextuBHO. TsxecTb
TeHOTHIIA TaK>Ke 00yC/IaBInBaeT Haaame IIy-
POKOTO CIIEKTPa OC/IOXKHEHMIT y manueHTa. Tem
He MeHee, PeTyIApHOe HabmofieHNe TallieHTa
B JIBYX CIIel[MalIM3MPOBAHHBIX IJleHTpaXx, 00-
CIefoBaHNe U TePaIns COITTACHO MEXXTYHAPO-
HBIM VI POCCUIICKUM PEKOMEHMIAIMAM, a TAK)Ke
IPUBEPKEHHOCTD MAI[IEHTa U er0 PORUTENel
Tepanuu, IMO3BOIMIN COXPAHUTD XOPOIINIL
HYTPUTUBHBII CTaTyC, BBICOKNE IIOKa3aTeIn
¢yunxuuy nerkux. Ha nporsyxeHun Bcero me-
pyofia HabITIofieH A Y/iaBanoch KOHTPOIMPOBATh
POCT BBICOKOIIATOT€HHOT (PIOPHI [IbIXaTeTbHBIX
Iy Teil, 4TO CBITPaso CBOIO IO3UTUBHYIO PONb
B IIOCTTPAHCIIAHTALIIOHHOM IIepHOe.

CUCTeMbI, XapaKTepHble I/ MaljleHTOB CTap-
mrero Bo3pacra. CoppeMeHHbIe MeTO/bl Aua-
THOCTUKU Y Tepallyy OC/IO>KHEHNUTI T03BOAIOT
CBOEBPEMEHHO BBIABIATb U KOHTPOIUPOBATD
UX Te4eHUe, COXPAHsIsl CTabMIbHOE COCTOSTHIE
MmaIyeHTa.

VccnenoBaHme He MENo CMOHCOPCKON NOAAEPKKMN. KOHDAUKT MHTEPECOB OTCYTCTBYET. ABTOPbI HECYT MOJIHYI0 OTBET-
CTBEHHOCTb 3a NPEeOCTaBNEHE OKOHUATEIbHOM BEPCUM PYKOMICK B NeYaTb. Bce aBTopbl NPUHUMANK yuacTue B paspa-
6OTKE KOHLIEMNLMM CTaTbl 1 HanWcaHn pykonmncyn. OKOHYaTeNbHas BEPCKS PYKONUCK Gbia 0A06peHa BCemm aBTopami.
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