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MyxoBucuunos (MB) B 10% cayuaes ocinosxxusaerca uupposom nedenu (IIIT). ITIT npu MB oTHOCHTCSH K
OMJIMAPHBIM IUPPO3aM, IPOTPECCUPYET 32 CUET HAPACTAHUS CHUMIITOMOB IOPTAJIbHON T'HNMEePTeH3UHU U
THIIePCIJIEHN3MA U CTOUT Ha 3-M MecTe cpenu npuunH cmeptu npu MB. Ilensio ncciemoBaHusa 0110
M3YYUTh pacnpocTpaHeHHOCTh H ocodeHHocTHu IIII ¢ mopransHoil runeprensueii npu MB y nereit u
moapocTKOB B Poccun u Ha mpumMepax MCTOPHUIl 001e3HU GOJIBHBIX, IEPEHECUINX TPAHCIJIAHTAIUIO
MeYeH!, OIeHNTh PUCKU MPH TPAHCILIAHTAIIMH M IIOCJe Hee, a TAK/Ke 0COOEHHOCTH TeUeHHS TOoCcJIe-
OIePAI[MOHHOTO Iepuoaa. MaTepuaibl U METOABI HCCIETOBAHNS: NCCIeTOBaHNE MTPOBEAEeHO Ha OCHO-
Be MaHHBIX peructpa 6oabpHbIXx MB Poccuiickoit @enepanun (P®) 3a 2014 rog u aHaau3a UCTOPHIA
0osie3HM 4 MAMEHTOB, HAXOMUBIINXCSA IO HAOJIIOA€HHEM CIeIHAJNCTOB HAYYHO-KJIUHUIECKOTO
otmena mykoBucuunosza ®I'BHY «Menunko-reHeTnueckunii Hayguslii neHTpa» u ®I'BY «®HI] tpanc-
TJIAHTOJIOTHH U MCKyCCTBeHHBIX opraHoB uM. B.U. lllymakoBa». Pe3yapTaTsl: ycTaHOBJIEHA YaCTOTA
IIII ¢ nopraasHoii runeprensuei B P® — 3,66% ot o6mero unciaa 60abHbIX 1 47,85% Bcex 60IbHBIX
¢ III1. B 1,5 pasa wame ITII Berpeyadsncs y aun myskckoro moaa — 49 (62,82% ). Meaunana Bospacra
MMOCTAHOBKHU JMArHO3a B rpymnme nmanueHToB ¢ IIII, kak M KOJIMYeCcTBO yMepIInX, ObLIU JOCTOBEPHO
BBINIIE, YeM B rpymnie 0e3 mopaskenus neueHu. [lokazana ceasp IIII ¢ HUBKMM HYTPUTUBHBIM CTATY-
CcOM, Pa3BHUTHEM TPaMOTPHUIATEJbHOH WH(pEKINN, caXapHBIM AUa0eTOM, 0CTEOIMOPO30M, KPOBOXap-
KaHbeM. 3aKJioueHne: mpu oociaexoBaHuu 60abHBIX ¢ I[II HesICHOM 3THOJOTHH B JHATHOCTHYECKH
TIOUCK JOJIKHBI OBITH BKJIIOUEHBI MPoBeeHne moToBroii npoos! u JJHK-guaramocTuka HanGoaee 4acToIx
myTtauuii rena CFTR. [letn u B3pocasie 60apHbIe MB ¢ IIII ¢ mpu3sHakaMu mopTaJabHON T'HNEePTeH3HU
TOJI3KHBI HA0JI0JATHCA COBMECTHO C TPAHIIJIAHTOJIOTAMM.

Knwoueevie cnosa: myrxosucyudos, yuppos neieHu, NOPMAJLbHAL 2UNEPMEH3UA, 2UNEePCNIeHU3M,
MPAHCNAAHMAYUSA NEUEeHU.
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Cystic fibrosis (CF) in 10% of cases is complicated by liver cirrhosis (LC). LC caused by CF refers
to biliary cirrhosis, progresses due to the increase in symptoms of portal hypertension and
hypersplenism, and ranks third among the death causes at CF. Objective of the research — to
study prevalence and characteristics of LC with portal hypertension in children and adolescents
in Russia and on examples of case histories of patients who underwent liver transplantation,
assess risks during and after transplantation and postoperative course features. Study materials
and methods: the study was based on the register of patients of the Russian Federation (RF) for
the year 2014 and the analysis of case histories of 4 patients managed in cystic fibrosis clinical
department of Research Center of Medical Genetics and V.I. Shumakov Federal Research Center
of Transplantology and Artificial Organs. Results: the incidence of LC with portal hypertension
in the Russian Federation is 3,66% of the total number of patients and 47,85% of all patients
with LC. Male patients had LC in 1,5 times more often — 49 (62,82% ). The median age of diagnosis
in the group of patients with LC, as well as the number of deaths, were significantly higher
than in the group without liver lesion. The study revealed connection of LC with low nutritional
status, gram-negative infection development, diabetes mellitus, osteoporosis and hemoptysis.
Conclusion: examination of patients with LC of unclear etiology should include sweat sample and
DNA diagnosis of the most frequent CFTR gene mutations. Children and adult patients with CF
and LC with signs of portal hypertension should be managed together with transplantologists.
Keywords: cystic fibrosis, liver cirrhosis, portal hypertension, hypersplenism, liver transplantation.
Quote: E.I. Kondratieva, O.M. Tsirulnikova, A.Y. Voronkova, O.I. Malomuzh, N.A. Ilyenkova,
N.Y. Kashirskaya, V.D. Sherman. Cirrhosis and liver transplantation experience in children and

Bnepssie o cBa3u mykoBucrugosa (MB) ¢ mato-
joruett meuenu coobmiuaa D.H. Andersen 8 1938 .,
obHapyskuBiiaa nuppos neuenu (I1I1) Ha ayTomcunu
y 4 6onbpubix MB [1]. B 1944 r. S. Farber ykasan
Ha Hasmuume HacaencTBeHHoro I[II y He6GOJBIIIOTO
yncyga 00abHBIX MB m man TmoiateabHoe MOpgo-
JIOTUYeCcKoe OIMCaHUe IopakeHHoro opraHa [2].
Ha coenmuduuHOCTh NOpaKeHUA HEeUeHU BIIEPBBIE
yxkasaa M. Bodian B 1952 r., KoTopwIii ommcas
pacmupeHne U OOCTPYKIIMIO BHYTPUIIEUYEHOUHBIX
SKeJITUHBIX IIPOTOKOB, OKPY:KEeHHBIX (POPO3HOI TKa-
HBIO, V OosbHBIX MB u HasBajn JaHHBIE H3MeEHe-
HUA «(POKaJIBLHBIM OMIMapHBIM (prOPO30M»; y BCeX
0OJILHBIX B €r0 cepuu HaOJIOAeHUN KINHUYecKasd
CUMIITOMAaTHKA IOPaKeHUs IMeUYeHU OTCYTCTBOBAaJa
[38]. ITocne orkpeiTus B 1953 r. Di Sant”Agnese
(heHOMEHA IIOBBINIEHHON KOHIEHTPAIUU 3JIEKTPO-
JIUTOB B moTe 60abHBIX MB B simTepaTrype ydacTu-
JIUCH COOOIIEHUS O MOPAKEHUY TTeUeHU IIPU JaHHOMH
narojoruu [4, 5].

Yacrora nopaskeHus neueHu npu MB Bapbu-
pyet ot 3 mo 48 %, npu arom IIII Habmrogaerca y
2,9-10,8% 6oapabIx (European Cystic Fibrosis
Society Patient Registry, 2011). ITII BHauae HOCUT
(doxranbHBIN XapaKkTep, 3aTeM nmporpeccupyeT u K 10
rogaMm Ku3Hu y 5—10% manmueHTOB pasBUBaeTCS
MYJIbTUIO0YIAPHBIN OUIUaPHBIN IIUPPO3 C CUHAPO-
MOM IIOPTAJBHOI TUIIePTEH3UU y OOJBIINHCTBA U3
Hux [5, 6]. ¥ 1,5% mnanueHToB mopakeHue meueHu
ABJAETCA NMEPBBIM KJIMHUYecKUM cumiTomoMm MB.
MeHHO IO3TOMY B JUATHOCTUYECKUI aJITOPUTM
npu I1II HessCHO# STUOJIOTUY PEKOMEHIYETCSA BKJIIIO-
YaTh MOTOBBIA TecT Ajas uckjaroueHus MB [7]. Ilo
TaHHBIM eBpOIecKoro perucrpa 6oabHbIXx MB, ITI1
CTOUT HA TPETheM MecCTe II0cje OPOHXOJIETOYHBIX U
TIOCTTPAHCIJIAHTAIIMOHHBIX OCJIOKHEHUI KaK IIPHu-
YUH CMEPTHU IPU AaHHOM 3abosieBaHuu [8].

III opu MB no KIMHUKO-MOP(OJIOTHUECKOMY
MIPUHIIUITY OTHOCUTCA K OMJIMapHBIM IIUPPO3aM C
o0Typamueii BHYTPUIEUEHOUHBIX JKETUYEBBIBOMI -
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X OyTeil, IO MUKPOCKOIMYECKOH KapTuHe — K
MYJbTUJIOOYIAPHBIM IIUPPO3aM, IIO0 3TUOJOTUYE-
CKOMY IIPH3HAKy — K IIUPPO3aM, OOYCJIOBJIEHHBIM
TeHeTHUYEeCKMMHU HapYIIeHuAMU OO0MeHa BeIeCTB
[9, 10].

IIpu MB B meueHu pasBUBAaEeTCA I'eNaTOIEJLIIO-
JAPHBIA ¥ KAHAJUKYJIAPHBIA XO0JIECTa3, KOTOPBIMI
MPUBOAUT K 3aJepP:KKe TellaTOTOKCUUYHBIX JKeJru-
HBIX KHCJIOT, IPOAYKIIMU MeAMaTOPOB BOCHAJIEHU,
IIUTOKMHOB M CBOOOAHBIX PAAUKAJIOB, YCUJIEHUIO
MEePEeKUCHOTO OKUCJIEeHUS JIUIIUI0B U MOBPEKICHUIO
KJIETOUHBIX MeMOpaH, M30BITOYHOMY IIOCTYILIEHUIO
JKeJTYU B KPOBb U TKAHU HAPSALY C YMEHbIIIEHUEM ee
KOJIMUeCTBa UJIU OTCYTCTBUIO B KuieuHuke [12—15].
®dopmuposBanue I1II morkeT 3aHUMATH TOABI U JaKe
IecATUIeTUA 0e3 BBIPAKEHHBIX KJIMHUYECKUX WU
0MOXMMUYECKUX NposABiaeHuii. IleueHouHad HeIO-
CTAaTOYHOCTD C aCIIUTOM, SHIedasonaTreil u KeJTy-
X0t pasBuBaioTcsa B KoHeuHoU cranuu Il u asia-
IOTCs IOKa3aHWeM JJIs TPaHCILIaHTaIuu nedenu [9].

B passutuu IIII umeer 3HaUeHUE TOKCUUYECKOE
mopakeHue IeUeHN IIPU IIUTeJTbHO aHTUOaKTepu-
anbpHOU Tepanuu. O630p JUTEPATyPHBIX MCCIEI0BA-
HUH ONMMCHIBAET, UTO PeaKIUU T'emaTOTOKCUUYHOCTHU
BOBHUKAIOT IIPU HAaBHAUEHUU TAKUX IIPOTUBOMUK-
POOHBIX IIpemapaToB, KaK aMOKCUIIUJIJIWH/KJa-
ByJaHAT, (PIYKJIOKCAIMIINH M KO-TPUMOKCA30JI.
YacTora momoOHBIX MOGOUYHBIX 3G(HEKTOB y aHTHU-
OMOTHUKOB M3 TPYIN MaKPOJUIOB, (PTOPXUHOJIOHOB
U TeTPAIMKJINHOB 3HAYUTEJIbHO HUKe [16, 17].

Tak:ke mMeIOTCA MCCIENOBAaHUA, IIOKA3BIBA-
OIll1ie CHUJKEeHUEe IMIPOAOJIKUTEJIbHOCTH KU3HU B
cpenHeM Ha 4,5 roma y meTeil ¢ IPOABIEHUIMU IOP-
TaJbHOI runeprensuu [18].

ITenp nccaenoBaHMA: U3YUUTH PACIPOCTPAHEH-
HOoCcTh W ocobenHoctu IIII ¢ mopTranbHOU THIEp-
Tensueit npu MB y nereit u nogpocTkoB B Poccun
U Ha IpuMepax UCTOPHUM 00Je3HU OOJBbHBIX, Iepe-
HEeCIINX TPAHCILIAHTAIUIO ITIeYeHU, OIeHUTH PUCKU
OIlePaTUBHOT'O BMeEIIATeJIbCTBA IPU TPAHCILIAHTA-
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U U TIOcJie Hee, a TaKiKe OCOOEHHOCTU TeUeHUS
II0CJIeOIIEePAaTMOHHOI0 IIepuoaa.

Ma’repna.nm 1 MeTOJAbI HCCJIeTOBAHUA

WccnemoBanme mpoOBEEHO HA OCHOBE JAAHHBIX
peructpa 60oabHBIX MB Poccuiickoit @emeparuu 3a
2014 rom u aHaIM3a UCTOPHUI OOJIE3HU IAIMEHTOB,
HaAXOQUWBIIIUXCA IIOA HAOJIOJEeHUEeM CIIeIlMaJJCTOB
HAy4YHO-KJIWHUUYECKOTO OTJejJa MYKOBUCIHAO3a
DOI'BHY «Menuko-reHETUYECKUN HAYYHBIN IIEHTPA»
(mupexTop — O.M.H., wieH-Kopp. PAH C.U. Kymes) u
DI'BY «®PHII TpaHCIIAHTOJIOTUY U UCKYCCTBEHHBIX
opranoB uM. B.U. IIlymakoBa» (DupeKTOp — axa.
PAH, g. m. H., mpod. C.B. T'oTne).

Peructp 6onmbHBIX MB 0OBLT co3maH Ha OCHOBE
TpeboBaHM 1 mporpaMMbl Perucrpa EBpomeiickoro
obmectBa wmykroBucuuzmosza (ECFS). B permetp
BouwIu gaHuble o 2131 mamuenTte ¢ MB Poccuiickoit
Deneparnuu (1509 nereit u 622 B3pocabrx, 1005 xen-
e u 1126 my:KunH), 13 HuX 163 uesoBeKa HabJIIO-
manucs ¢ 11, y 78 6oapHBIX quarHoctupoBaH 1111 ¢
TIIOPTaJILHOI T'UllepTeH3rel 1 I'UIIePCIIeH3MOM.

B msyuaemyto rpynny Bomnwiu getu ¢ MB ¢ IIII
U IopTajbHOI runepreHsueii. BonbHbIE ¢ TOpaKe-
Huem neueHu 6e3 III1 (skemuHOKaMeHHAas 00JI€3HD,
JKuUpoBad nHGUIbTPaIud, Gpudpos u ap.) u ¢ I1I1 6e3
TOPTAJbHOU TMIIEPTEH3UN HE BKJIIOUAJINCH B UCCJIE-
moBaHue. I'pymnmy cpaBHEHUS COCTABUJIU OOJILHBIE
MB 6e3 mopaskeHus IeUeH!.

Juaruos naToJIoruu meYeHu CTaBUIU COTJIACHO €BPO-
MefICKUM PEeKOMEHAAIWSIM II0 AUATHOCTUKE U JIEYEHUIO
maToJIOTUM TeueHu, cBasanHoi ¢ MB [8]. [Ina ompene-
JIEHUS TOPaKeHUs IMeYeHU TAaKIKe MCII0Jb30BaJU KPUTe-
puu, npumeHsemble B Peructpe Bemuko6puranuu (UK
Registry). 9Tt KpuTepum MHO3BOJAIOT OTAEJUTDH IaIU-
€HTOB C TAMKEJBIM IIOPa’KeHWEeM IeYeHU (C IOPTAJIbHOU
TUIIePTEeH3Uell) OT CIydYaeB CO CPeNHEU TAMKECTHIO Iopa-
sxenud (III1 6e3 moprasnbpHOU runeprensun). Beigemann:

o [Tuppos ¢ runepTeHsueit — pudposupoBaHUe TIeYeHN
(pybieBaHue), cBA3anHOe ¢ TeueHrueM MB ¢ TunmuuHBIMU
OMIMapHBIMY H3MEHEeHuAMU. TdAKeoe TeueHUe BKJIIO-
YaeT IMOPTAJIBHYIO TUIIEPTEH3UI0 I/I/I/IJII/I TUIIEePCILJICHU3M;

e [Tuppos 6e3 runeprensuu — GuOPO3UPOBAHME ITeUe-
HU (pyOueBaHue), cBA3aHHOE ¢ TeueHueM MB;

o [ToparxeHue meueHu 0e3 TUPPO3a BKJIIOYAET JKUPO-
BOe IIepPepOoXKeHe NI BUPYCHBIH renaTUT, HO He OWIn-
apHBIU TUPPO3.

Taxk Kaxk (opMaT HAIMOHAJIBLHOTO PETUCTPa COOT-
BercTByeT EBpomeiickomy Peructpy (European Cystic
Fibrosis Society Patient Registry — https://www.ecfs.
eu/projects/ecfs-patient-registry/intro, mara o6parre-
Husa: 09.05.2016), rae He IpeayCMOTPEHBI KINHUYECKAT
¥ J1abopaTOPHO-UHCTPYMEHTaJIbHasa XapakTepuctuka I[I1
Yy IIagueHTOB, TO JAaHHBbIE IIapaMeTPhl B CTaTbe He IIPen-
CTaBJIEHEI.

B m3yuaembIx rpynmnax aHaJIM3WpPOBAJIU MHUKPOOUO-
JIOTUYECKUUN OUarHo3 — HaJIW4ue B MOKpOTe S. aureus,
P. aeruginosa (XpOHWUYECKU! M HHTEPMUTTHUPYIOIIUI
BBICeB), B. cepacia complex u np. WccienoBaHusd cocTo-
AHUA PYHKOUU JIETKUX — (DYHKIMU BHEIITHETO AbIXaHUA
(®B[1) o nanHBIM (GOPCUPOBAHHON KUSHEHHON €MKOCTH
gerkux (PKEJ) u o6bema GhopcupoBaHHOTO BBIZOXA 3a
1 ¢ (O®B;) mpoBOAUIN B COOTBETCTBUU C KPUTEPUA-
mu ERS/ATS B rpynme pmereil, CIOCOOHBIX CIeIaTh

,Z[bIX&TeJILHBIfI MaHEeBD IIPU IIPOBEAEHUU CIIMPOMETPHUMN.
Hyrpurusssiii craryc 6osbHbIX MB onenuBamy ¢ momo-
mpio mHAeKca maccel tena (MMT) mo Quetelet (macca
(xr)/poct (Mm)2). Ilpu oIeHKe HYTPUTHUBHOI'O cCTaTyca
nereit (MMT) mncmonbp3oBanu CUCTEMY IepIleHTHIIEl. 3a
HOPMAaJIbHbIE€ BEJIMUYWHBI IIPDUHATHI SHAUYEHUA B MHTEPBAa-
Jje ot 26-ro mo 75-ro mepueHTuaA. 1leseBbIM 3HAUEHUEM
O mereil M HMOAPOCTKOB ¢ MB aBidroTcA mokasarenu,
COOTBETCTBYIOIIVe HOPMAJbHBIM HUdpaM A 3L0POBBIX
Iereii TOTO JKe mmoJa u Bodpacta — 50-it meprenTuasb [19].
CraTuctuyeckas o0pabOTKa pe3yJIbTATOB BBLIIOJIHE-
Ha MeTogaMunu OHHC&TeJILHOfI CTATUCTHUKU C IIPMMEHEHMU-
em makera npukiaanabix nporpamm STATISTICA 10.0
(StatSoft Inc., CIITA). [lanHbIe aHAIU3UPOBAJIN HA COOT-
BEeTCTBUE PACIPE/eJIeHUS 3HAUCHUN N3y4aeMoro IpusHa-
Ka B3aKOHY HOPMAaJILHOTO DpAacCIIPelieJIeHUsA: CTaTHUCTUYe-
CKUI aHAIN3 IPOBOAWIN C UCIIOJb30BaHUEM t-KpuTepus
CrpiofeHTa (IJigd mapaMeTPUUECKUX [IapaMeTpPOB) WU
Tecta ManHa—YUTHU (411 HelapaMeTPUUYECKUX ITapaMeT-
poB). B saBucmmocTH OT BHMZa pacupefesieHUs MepamMu
LEeHTPAJbHON TEHIEHIUW U PACCESHUS CIYIKUIUA CPex-
Hee 3HaueHwue (M) =+ cranpgaprHOe oTKJIOHeHUE (SD) nau
menuasa (Me) (MHTepKBapTUIBLHBIN pasdMax). Pasimuunsa
CUUTAJIV CTATUCTUUECKU 3HAaUUMbIMU Ipu p<0,05.

Pe3yabpTaTsl 1 ux o0Cy:KIeHHE

PesynbraThel aHanmsa JaHHBIX PETUCTPa MOKa-
sanu, uTo y 163 (7,47% ) GOJIBHBIX OBLI JUATHOCTH-
posau IIII, y 78 — IIII ¢ mopTanbHOI TUIIEPTEH3U-
et u runepciaeHusmMoMm (3,66% ot obIimero umcaa
6ospubIx u 47,85% Bcex Goapubix ¢ IIII). B 1,5
pasa uaie IIII BcTpeuasca y Jidil MyKCKOTO TI0JIa
- 49 (62,82%). Memmana Bo3pacTa MHOCTAHOBKU
nuaruosa (Me (IQR)) B rpyune nanuenTos ¢ 111 6w
rocroBepHo Bhimie — 2,01 roxa (4,52), uem B rpyIme
6e3 IIIT — 0,59 roxa (3,83) (p=0,00027). 9To cBU-
JIeTeJIbCTBYET O TOM, UTO IIPU OOCJIIeZOBAHUU 0O0JIb-
ubIX ¢ 11T HesacHOI 9THOSIOTHY B AUATHOCTHUUYECKUI
aJITOPUTM IOOJIMKHBI 6BITB BKJIIOUEHBI IIPOBEOCHIE
IIOTOBOM POOBI U MOMCK HAnbOoJIee YacThIX MYy TaIlUi
rena CFTR.

Heru B rpynme 6onpHBIX ¢ I[II ¢ moprasbHO
TUnepreH3vedl W TUMNEPCIJIeHU3MOM COCTaABUIUN
58,97% (46 uemosek), uro cocraBmwio 3,04% or
0011Iero umcsa geTeil, BKIAIOUYEHHBIX B peructp P®
2014 r. Manbuuku — 26 (56,52% ), meBouxku — 20
(43,48%).

Yacrora IIII ¢ mopranbHOil runepTeH3uell BO3-
pactaet ¢ 12 jer B 2 pasa (B rpyume go 12 jger — 15
yeJioBeK, ¢ 12 mo 18 metr — 31 moapocTok) (Tada. 1).
B rpynne gereit ¢ I1I1 npeobimaganu getu crapime 7
get (41 uemnoBex — 89,13%).

IIpu oneHKe (hUBKMUECKOTO PA3BUTUA AeTell cTa-
THUCTUYECKU 3HAUUNMBIX pasjmqnﬁ II0 IIEPIIEHTUJIIO
pocTa gmeTeil He OBLIO IOJYUYEeHO, HO OoJiee HU3-
Kue IIoKasaTeyiu perucrpupoBasuck y gereit ¢ II1.
Cnenyet ormetutsh TeHaennuno (p=0,06069) x cuu-
JKeHUMIO IeplieHTua Beca y gereit ¢ III — 22,2 r
(10—-25,6) mpoTuB B rpymnne nerteil 6e3 moparkeHUA
neuernu — 29,5 kr (11,1-58,9). OgHaKO TOJIBLKO
OIleHKA HYTPUTHUBHOTO CTATyca [AeTeil 1o IepIieH-
tuno UMT morasasa, 4To HJaHHBIHA IOKa3aTejb B
rpyumne ¢ IIII cocraBua 18,65 (5—33,1) kr/m2, a B
rpynne 6e3 nmopaxkenusa neuenu — 29,20 (8,5-55,8)



Tabruua 1

Pacnpenenenue gereii ¢ IIII ¢ moprampHoit

TuUNepTeH3ueil Mo BO3PacTy u IoJIy

Bospacr, Manbuuku | JleBouxu Bceero
TOAbI

1-3 1 0 1
4-6 2 2 4
7-11 7 8 10
12-15 11 10 21
16-18 5 5 10
Hroro 26 20 46

Kr/M2, pagHUIla MeKIy IT0KasaTeJaMu OblIia CTaTh-
crtuuecku 3HaunMas (p=0,00072).
OHK-nuarmoctuka Oblia npoeegeHa 41 60.b-
HOMY B maydaeMoii rpynme 0oapHbIX ¢ IIII u 943
IeTsIM B IPYIIe HallMeHTOB 0e3 MOopaKeHus Iede-
Hu (tabn. 2—4). OTMeueHa CKJOHHOCTH K IIpeo0-
nagauuio gereir ¢ remorumom F508del/F508del
B rpymnne 6osbHBIX ¢ IIII (Tabm. 2). «Tamennie»

myranuu Oblam xapakTepHbl aasa 111 ¢ moprans-
HOUW TUIIepPTeH3uel, «MATKue» MyTanuu B 4 pasa
yarie BCTPeYaJINUCh B IPYIIIe aeTeil 6e3 mopaskeHus
neudenu (tabi. 3). [Ipu mpoBegeHUN reHETUUECKOTO
obcyefoBaHUs BBIABJICHO, UTO aJljieibHAas 4YacToTa
myranuu F508del Becrpeuasacs ¢ uacroroii 53,65%
(53% — momynsanusa). AjieabHasd 4acTOTa MyTaIluU
CFTR dele 2,3 cocraBuna 12,19% (8% — momyus-
nus, 5, 51% B rpyume 6e3 mopasKeHHUs IIeUYeHU),
w1282X - 1,21% (1,4% — momynamus, 2,12%
— B rpynme 0e3 mopaskeHus meuenm), 2790-2A>
G-1,21% (1,6% — monyadAnusd, He BCTpeUaach B
rpyumne 6e3 mopaskenus meuenun), S1196X — 1,21%
(0,6% — monyasanus, 0,31% B rpymie 6es mopaske-
HusA neuenn), 3821-3823del T — 1,21% (0,58% B
rpyiie 6e3 IMopakeHus IIeUeHn).

Mugrpodiopa AbIXaTeJabHBLIX IyTeil OblIa IIpes-
cTaBJieHa XapPaKTePHBIMU MUKPOOHBIMHU areHTaMU.
B rpynne geteit ¢ IIII ¢ mopTasbHON TUIlepTEH3U-
eii mocroBepuo Ooabire (p=0,00000) 6bLIO YHCIO
HaIMeHTOB C XPOHUYECKOUW KOJIOHMB3aIlMel IbhIXa-

Tabauua 2
Pacnpocrpanennocts mytanuu F508del B rpynne 6oasubIx ¢ ITT =
a
I'pynmna mereii ¢ IIII ¢ mopransHoii | I'pynma gereit 6e3 mopaskeHus: =
UG T ) runeprensueii (n=46) neuenu (n=1051) ﬁ
F508del/F508del 15(32,6%) 259 (24,64%)

F508del /gpyraa myramus 14 (30,43%) 456 (43,38%)
ue F508del/me F508del 12 (26,08%) 228 (21,69%)
Her mamnabix 5(10,86%) 108 (10,27%)

Hroro 46 1051

Tabauua 3

PacmpenesieHne MyTanuii mo KjiaccaM reHeTHIeCKOoro nedexra

I'pynna pmereii ¢ IIII ¢ mopransHoii | I'pynmna nereit 6e3 mopaskeHust
runeprensueii (n=46) neuenu (n=1051)

26 (56,52%) 493 (46,9%)
Msrkue (4—5 Kiaccsr) 1(2,17%) 100 (9,51%)
HeomnpeneneHunie 19 (41,3%) 458 (43,47%)
HUroro 46 1051

Kmxace myramit

Tssxenbie (1-3 KJyacchl)

Tabauuya 4

AnnenpHasa yacrora myranuii rena CFTR B rpynne aereii ¢ 1111 ¢ mopranpHoii runeprensuen®

Myramus CFTR Heru c IIII ¢ mopransHO# runeprensuei (n=41) Hetu 6e3 mopaxkeHnus meueHu (n=943)
n % n %
F508del 44 53,65 975 51,69
CFTRdele 2, 3 10 12,19 104 5,561
R1066C 1 2,43 0 0
N1303K 1 1,21 26 1,23
2790-2A->G 1 1,21 0 0
G542X 1 1,21 18 0,95
3821-3823del T 1 1,21 11 0,58
394delTT 1 1,21 16 0,84
S1196X 1 1,21 6 0,31
W1282X 1 1,21 40 2,12
E 92K 1 1,21 47 2,49
Other 2 2,42 0 0
Unknown 14 17,07 415 22

*PacueT IpOBOJAMIIN B Ipymnnax ¢ nposeaennoi [JHK-quarmocTuxoii.
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Tabauua 5

Pacnpenenenne IIanueHToOB C HH B 3aBUCHUMOCTH OT MHKpO(l)JIOpBI AbIXAaTeJIbHBbIX l'IYTeﬁ

Hetu c III1 ¢ mopraabHO T'pynna mereii 6e3 mopaskeHUA MeYeHU
NudexuoHHbIi areHT runeprensuei (n=46) (n=1051)
n % n %
Xpounueckas Ps. aeruginosa 25 54,34 185 17,6
p : p=0,00000 ’
WNuTepMuTupytomasda Ps. aeruginosa 5 10,4 169 16,07
S. aureus 29 63 584 55,56
Burkholderia cepacia complex 6 13,04 17 1,61
D D p=0,00000 ’
Hedepmentupyromniasa
rpaMoTpuIlaTeJ bHad (opa 5 10,86 38 3,61
Achromobacter xylosoxidans 2 4,34 16 1,52
Acinetobacter baumannii 1 2,17 12 1,14
Citrobacter freundii complex 1 2,17 0 0
Klebsiella pneumoniae 1 2,17 10 0,95
Tabauua 6

Pacnpenenenne 6oabpabIx MB ¢ I[II mo xapakTepy OCI0KHEHMI

Hetu c IIII ¢ mopranxpHOI I'pynna gereii 6e3 mopaskeHUA MeYEHU
Ocaosxxaenns MB runeprensueit (n=46) (n=1051)
n % n %
MeKkoHUEBBIN HIEyC 4 8,6 100 9,51
IMuaber c eKeHEBHBIM IIPUMEHEHEM 6 13,04 192 1.14
UHCYJIUHA p=0,00000 ’
ITaeB™moOTOpPaKC, TOTPEOOBABIIIMHA 0 0 5 0,47
IPEeHNPOBAHUSA
BripakeHHOe JIerouHOe KPOBOTEeUeHIe 5 10,86 1 0.095
— 6oaree 250 M p=0,00000 ’
DJIEKTPOJUTHBIE PACCTPOMICTBA
(curgpoMm nceBmo-BapTTrepa) 0 0 62 2,89
8,69
OcTeornopos 4 p=0,00000 13 1,23
Hom{nos BEPXHUX JBIXATEIbHBIX 9 19,56 155 14,74
myTeit

TeJbHBIX IyTell CUMHErHOWHOUN majioukoit (Tabua. 5).
Burkholderia cepacia complex u He)epMEHTUPYIO-
mas rpaMoTrpunarenbHas (Jiopa TaKyKe BCTpeua-
sucs yaie (13,04% mporus 1,61% (p=0,00000) u
10,86% mportus 3,61% COOTBETCTBEHHO).

MekoHMEeBBINI MJeyC B aHAMHE3€ PETrUCTPUPO-
BaJicd ¢ OAMHAKOBOM YaCTOTOM B IpyImax HaOJo-
meHusa. MB-zaBucuMbBIf caxapHBIA pgumaber —
CF-related diabetes (CFRD) mabaronascs y 6 mamu-
enTosB (13,04% mporus 1,14% B rpymnme 6e3 mopa-
skerus nevenu (p=0,00000), 5 mamuenTos (10,86%
npotuB 0,095%) mmesu BBIpaKeHHOE JIETOUHOE
KpoBoTeueHUe B aHaMHe3e npu IIII mpotus oxHO-
ro manueHTa B rpynie 0e3 MOPaKeHUs MMeYeHU
(p=0,00000). OcTeomopos 3aperuCcTPUPOBAH TaKIKe
yaire B rpynie geteii ¢ I11I u mopranbHO runepTeH-
sueit (8,69% mnporus 1,23% (p=0,0000). Yacrora
nosinmioda y geteir ¢ IIII He oTsmuanack oT gereit
6e3 mopakeHus meuenu. CayuaeB ITHeBMOTOpaKca,
AJIEKTPOJIUTHBIX PACCTPONCTB UM acleprujiesa y
nmereii ¢ I1IT He ormMeuasioch (Tabda. 6).

3a mepmog 2014 r. B rpynue ¢ 1[Il u mopraas-
HOU runeprensueit ymepsau 6 (13,04% ) mereii, a B

rpynme 6e3 mopaskerus neuenu — 4 (1,28% ) 6ouib-
ubIX (p=0,00001). 3BecTHO, uTO Hetu c MB u I{I1 ¢
IOPTaNbHOM I'uIepTeH3uell ABIAI0TCA IIOTeHIIUAb-
HBIMHU IIPETEHAEHTAaMHU Ha TPAHCIIJIAHTAIIUIO II€Y€HU
[19]. TpaucnnanTanus nedenu B 2014 r. 6n1ya Ipo-
BeJleHa ogqHOMY pebeHKy (2,17%).

Takum o6pasom, ycranosyieHa dactora L[II mpu
MB B P®, cBass 111 ¢ mosgueit quarnoctukot MB
U BBICOKOU CMEPTHOCTBIO II0 CPABHEHUIO C JETbMU
0e3 mopaKeHUsd IeUeHU, CBA3H C HUBKUM HYTPU-
TUBHBIM CTAaTyCOM, C PAa3BUTHEM I'pPaMOTPHUIIATEJIb-
HOM WH(peKInu, IIPeKJe BCEero ¢ CUHErHOWHOH,
MB-3aBUCUMBIM caXapHBIM AUAa0ETOM, OCTEOIOpPO-
30M, KDOBOXapKaHbEM.

B macrosmiee BpeMsa TPaHCIIAHTAIIWA HEUEHU
nokasaHa 6ossHBEIM MB B TepMUHAIBHON cTagquu ee
TIOpa’KeHNA, HO C OTHOCUTEJIHLHO COXPAHHON (QYHK-
muell BHEITHeTO ObIXaHMWA. Bo3MOKHA IOJTHAS WJIN
yacTUYHAA Iepecagka rnedeHu. 1o gaHHEBIM pas3HBIX
aBTOPOB, 0oOJjiee OMHOTO TOfa BBIXKUBAIOT OT 75 1O
80% mamuenToB u maxke 85% IemMaTpUUECKUX
0OJILHBIX, BBIKUBaeMocThb Oosee 10 ser — 60%.
IIpu coueranHOI Iepecagke JIETKUX U eUYeHU UIU




JIeTKUX, CepAIla U meueHu 60Jiee OJHOTO I'ojJla BBIXKI-
BaroT 10 70—72% B3pOCHBIX IMAIMEHTOB U 10 83%
nmereii [20, 21].

IIpoBemeHMe TpaHCIJIAHTAIIAN TEYEHU A0 YXYI-
mieHusa QYHKOUU JIETKUX W HYTPUTHUBHOIO CTa-
Tyca MOKeT CHU3UTH IIOCJTIeOIlepaIliOHHBbIE PUCKMN.
IIpoBemenne panHel TPaHCILIAHTAIINY II€UEHHN IIPUBO-
IUT K CTAOUINBAIUY, 8 B HEKOTOPHIX CIyYasixX K YIIyd-
meHuno GYHKIIUY JEeTKUX mocJie onepaiuu [22—24].

K 2016 r. B Poccuu BBIIIOJIHEHO 4 TpaHCILIAH-
Tanuy nedeHu y 6oabHbIX MB nmereii, u3 HUX OJHOMI
IeBouKe (pPOACTBEHHAs TPAHCILIAHTAIIWA, AOHOD —
oTelr) u 3 MaJbUMKaM (2 OT MOCMEPTHOTO JOHOpPa U
OIHA POACTBEHHAA TPAHCILJIAHTAIINA, TOHOP — MaTh).

Huxe npuBogum ncropuu 6oJies3uu gereii ¢ MB,
IepeHecIInX TPAHCIJIAaHTAIUIO IeUYeHN.

Knunuuweckuti npumep N 1. JleBouka 16 ier,
IVarHo3: MYKOBUCIIMIO3, cMelnaHHas dopma. E 84.8,
regorunn — F508del/F508del. XpounuecKuii THOMHBIA
OOCTPYKTUBHBIN OPOHXUT, OPOHX09KTa3bl. X pOHUYECKAT
crapuIOKOKKOBaA WH(pEKIusd. XPOHUUYECKUUN BHICEB
CUHETHOMHOM IMaJIOUKM. X POHUUYECKUN ITOJIUIIO3HBIN ITaH-
cuHycuT. XpoHHUEeCKasd MaHKpeaTUdecKas HeLOCTAaTOU-
HOCTb, TAMKeJasa creneHb. CocTosTHUE TOCJIe POACTBEHHONI
OPTOTONMYECKOH TPAHCILIAHTAI[UY [I€UECHH.

W3 anamHe3a KU3HU U3BECTHO, UTO Y JEBOUKH C POIK-
IeHusA HAOJII0NAI0TCA YBeJIUUeHne JKUBOTA, YaCThIN sKUP-
HBIN CTYJI, YacThble OOCTPYKTUBHBIE OPOHXUTHI, ¢ 1 roza
BBINIaJIeHUE IPAMOM KUIIKY, B 7 JIeT yBeJIUUYeHNUe IeYeHN
o 4 cM, cele3eHKH — A0 5 ¢M, Ipu 00CJIeJOBAHUU BBISAB-
JeHo: 6unupyomH 18 MKMOJIBb/JI, IOBBIIIIeHNE (DEPMEHTOB
neuenu (ACT 95 EIl/n, AJIT 77 EIl/xn), menouno doc-
daraser (IIIP) — 836 EIl/a, Tpombomursl 150+ 109/1,
npu ¥Y3U — renarocmyieHomeranus ¢ AudGysHbIMU U3Me-
HEHUSMU IaPeHXUMBbI, IPUSHAKYU IUPPOTUUECKON TpaHC-
dopmManuu meveHu, paciiuperHue BopoTHoit 10,5 MM u
ceJle3eHOUYHON — 8,5 MM BeH, BapuMKO3HOE pacIliupeHue
Ben nuimesoga I—II cremenu, sa KT opranos GpromiHOi
nosoctu IIII, m3aMeHeHUs B NOIKENYyAOUYHOU JKeJsese.
Brlmu ucKa0ueHbl BUPYCHBIE MelIaTUTHI, 00Je3Hb ['o1re,
ayTOUMMYHHBIN T'elaTUT, JUarHOCTUPOBAH: KPUIITOIeH-
HBIH IUPPO3 C NMPU3HAKAMU MOPTAJbHOU THIIEPTEH3UU,
BapUKO3HOE pAacCIIUpeHUe BeH NUIeBoJa. 3aKJIUYeHUe
HeBpOJIOTA: TOKCcUUecKasl dHIedasonaTusd; 3aKJI0UYeHNe
odTaIbMOJIOTA: AHTUOIATUS CEeTUATKY 000UX IJIas.

B 8 ser npu oGciemoBaHuy Obla BHISIBJIEHA ITAHIIU-
TOIEHUs, CHUKeHUEe GeJIKOBO-CHHTETUYECKON (QYHKIIUU
neueHu. Ilo JaHHBIM KJIMHUYECKON KapTUHBI U Jiabopa-
TOPHO-UHCTPYMEHTAJBLHOTO Oo0cjenoBaHuA y pebdeHKa C
kpunrorenabiM LIl ¢ cuHApPpOMamMu MMOPTAJLHON THUIIEP-
TEeH3UH, [IeYeHOUHO-KJIETOUHON HEeJOCTATOUYHOCTHIO OBLIN
IIOKa3aHUsA K TPAHCIIAHTAIUMY II€YEHU IIPU OTCYTCTBUU
a0COJIOTHBIX ITPOTHBOIIOKA3AHUN K OIEePaTUBHOMY BMe-
maTeJabCTBY. B KauecTBe JoHOPA 00CJIeIOBAH U IIOATOTOB-
JIeH OTeI] IalueHTKU.

B Bospacre 9 smer Ha (oHe IporpeccUpoBaHUS
nuToneruu (TpombonuTel — 77+109/1, neiikomurer —
3,1:109/1), yenuuernus 1P xo 880 EJl/1, xosecTepuH
3,6 MMosb//1 Ha (DOHE HOPMAJIbHBIX IMOKas3aTesell TpaHc-
amMuHas u 6unupyouHa, camkernus [ITU no 72% u napac-
TaHUA MOPTAIbHON T'MIEPTEH3UU BBIIOJIHEHA OPTOTOI-
yecKasl TPAHCILIAHTAIUS JIEBOI OU [eUYeHU OT JKHBOTO
POZCTBEHHOI'O JOHODPA.

Mopdosorua ynajeHHOW mHedueHU (IIATOJOTOAHATO-
MUYECKOe KCCJIeJJoBaHue): meueHb Maccoit 690 r, Hapy K-
Hasd MOBEPXHOCTh MEJKO- M KPYIHOOyIrpucras, IMJIOTHONR
KOHCHUCTEHI[NU, CBETJIO-KOPUYHEBOTO I[BeTa, Ha paspe-
3¢ TKaHb IeYeHU DPO30BO-KOPUUYHEBOTO IIBETa, y3JI0Ba-
Toro Buza c¢ guamerpom ysaoB 0,6x1,3 cm; rucroso-
ruyecKoe HCCIefOBaHUE: TeNaTOIUThHl CMODIIEHHEIE, C
0azouiabHONM mIUTOIJIa3MoOu. Slapa cpegHero um MaJo-
ro Kajaubpa c IJIbpl0UuaTbIM XPOMAaTUHOM. B muTomiasme
rernaToIUTOB [[eHTPAIbHON 30HBI COAEPIKATCA ONTUUECKHU
nycrele Bakyoau. IlopTanbHBIe TPAKTHl PACHIMPEHBI 3a
cuer (Gudposa, PHIXJI0 MHPUILTUPOBAHBI MOHOIIUTAMU.
Bouspiioe KoOIWYECTBO MOPTO-IEHTPAIBHBIX U IIOPTO-
NMOpPTAJBHBIX cenT. MHOMKeCTBeHHBbIE JIOJKHBIE HOJbKU
npejacTaBJIeHbl MOHOMOP(MHBIMY IeIaTOLUTaMHI C COXPa-
HeHMeM OaJIOUHOUM CTPYKTYPHI M PBIXJBIM Hepu(OKaIb-
HbIM (ubpo3oM. [[yKTyIOHEOTeHe3 YMEPEeHHO BHIPAYKEeH.
ITaronoroanaromuyeckoe 3akJaO4YeHUE (IMATHO3): IUP-
pO3 IeYeHu.

Teuenue paHHErO IOCJIEOIIEPAIIMOHHOTO Iepuoga 6es
ocobennocreii. Ho Ha 14-e cyTKM pasBuUjIach KapTWHA
KUIIEeYHON HEeNPOXOAMMOCTH, BBIIOJHEHA DpeJanapoTo-
MU C IIOCJenylolleli MHTyOamueil TOHKON U TOJICTON
kumiku. [Ipu BeinucKe (QYHKIUA TPAHCIJIIAHTATA YIO0B-
JIeTBOpHUTeIbHasd, TpoMbonuTsl — 223« 109/, neiikomu-
o1 — 3,2+ 109/01, III® 167 EI /21, TPAaHCAMUHA3EI B HOPMe,
IITN - 67%.

Yepes rox mocae mepecanku meueHu (B 10 Jert)
BBIABJIEH HOJUIO3HBINM maHcuuHycur. C 11 jer OGecmo-
KOUT IIOCTOAHHBIA Karmrenb. C 12 yleT oTmMeyasnch exxe-
MecAYHbIe IOJbeMbl TeMIlepaTyphbl Teaa. B 12 jer mpu
06CJIe[OBAHUY B YCJIOBUSAX IYJIbMOHOJOTMYECKOTO CTa-
nuonapa Ha KT opraHoB rpyAHON IIOJIOCTH BBISABJIEHBI
YTOJIIIeHNEe U YIJIOTHEHUE CTEHOK OPOHXOB C 00€MX CTO-
POH, IIepUOPOHXUAIbHBIE MEJIKOY3€JIKOBbIE YILJIOTHEHUS
B BEPXHUX OT[eJIaX JIETKUX, JUATHOCTUPOBAHBI XPOHU-
YeCKUU OPOHXUT, MHTEePCTUIMAJIbHAA 00JIe3Hb JIETKUX.
B 13 ner mpu MHUKPOOMOJIOTMUYECKOM UCCJIEJOBAHUU
MOKPOTBI ObLiIa 00HAPYKeHa CHHEeTHOMHAA ITaJIOUKa, Tepa-
nus He mpoBoaumiach. Torpa sKe OBLI MCKJIOYEH TybGep-
KyJse3 Jerkux. IIpoBemeHa moToBasg mpoba, IIOJyYeHBI
OUATHOCTUYECKU 3HAUUMBbIE ITI0KA3aTeIU — IPOBOJUMOCTD
nora 103 mmous/n1 (MaKkpomaxkT), IPU JOIMOJHUTEIHHOM
obciie[oBaHUY — ITaHKPeaTHdyecKas djiacTasa Kaja MeHee
15 mir/r kana, JHK-guaraocturka — remorum: F508del/
F508del. Takum o6paszom, uepes 5 jeT mocje TPAaHCILIaH-
Tanuu ObLI ycTaHoBJeH auarao3 MB, cmemnrannas ¢gopma,
TSKEJI0e TeueHue.

Hauara 6asucuasa Tepanus MB — Kypc aHTHOaKTe-
pUaJIbHOI IPOTUBOCUHETHOMHOM Tepanuu, IaHKpeaTuyie-
cKue (pepMeHThI, MYKOJUTUYECKAd U OPOHXOJIUTHYECKAT
Tepanusd, KMHesuTepanus, ButamMuHoTepanus. Ha doue
JIe4eHUs COCTOSHME 3HAUUTEJIBHO YIYUIINIOCh: Kalllelb
cTaj peke, KOJIUUYEeCTBO MOKPOTHI 3HAUUTEIHHO YMeHb-
LINJIOCH, IIBET ee cTaj 0oJiee CBETJILIM, IAIlNeHTKA Hauaia
npubaBiIAThL B Bece, uepes 6 mecanes UMT 19,91 kr/m2,
B IOBTOPHBIX II0CEBAX MOKPOTHI IIOCJIE IPOBEJEHUS dpa-
OUKAIIMOHHOTO Kypca POoCTa CUHErHOWHOU IaJIOUKU He
0b110. OTMeYarTCcA POCT B30JIOTUCTOTO CTAa(UIOKOKKA,
yJIydleHue moKasareseil GQyHKIUY BHEIIHEr0 AbIXaHUS.
OIHAKO [TOCJIe TOCIUTAIN3AIUY 10 IOBOLY CUHAPOMA JIUC-
TaJbHOW MHTECTUHAJIBHON OOCTPYKIIUY ¥ KUCThI AMUHUKA
(2015) y pebenKka BHOBb oTMedaeTcs pocT Ps. aeruginosa,
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Tabruua 7

JIuHaMuKa OCHOBHBIX KIMHHYECKHUX MOKa3aTeseil pedenka C. (kauanueckuii mpumep Ne 1)

Ileuens,
CM OT
Tloxaza- Tpom6o- | Jleiiko- |dpurpo- elﬁcg a:oﬁ 3(;‘:1‘]:;,
tean/ | Bec, | Pocr, | ®JKEJI, | O®BL, | P PUTPO-| yy3, | 11l |PCOCP cM or
BO3pacr/ | Kr cM % % TESL | IS, | IUTBL |y % AYIH IO | pohas B
P ° ° <109/x | +109/x | -1012/1 ° | cpemme- D
rara KJII0UHY- peGep-
Hoii  [HOM 1yr
JIMHUH
C poskIeHusa yacThie OPOHXUTHI, THEBMOHNM, YBEINUEHNE sKUBOTA, YACTHIA }KUPHLIA O0MILHLIN CTY.I,
mioxas npubaBKa B Bece, ¢ 1 roja BIIaZeHUe IPAMOM KUIIKHY, C 7 JIeT YBeJUUYeHNe IIeYeHU U CeJIe3eHKH,
B 8 metr BPBII, runepciieHusm
7 ner 20 121 - - 150 5,6 4,8 121 - 4 5 BPBII
BPBII
8 ser 22 121 - - 102 3,4 4,29 119 | 64 3 7 BPBIK
9 ger 27 134 - - 77 3,1 - - 72 2,5 6 BPBII
9 ser OproTronuueckasi mepecagka IeueHn OT POACTBEHHOTO JOHOPA
16.11.09 14-e cyTKM IIOCJIE OIIEPATHUBHOTO BMEIIIATeJIbCTBA — KUIIeUHAS HEIIPOXOANMOCTD
ITocse _ _ _ _
P— 223 3,2 4,15 94 69 1 5 abs
10 jer XpoHUYECKUI OJIUIO3HBIN raliMOPUT, IIOJIUII03 HOCA
11 ser ITocToAHHBIT MaJIOIPONYKTUBHBIN Kallleb, I'ycTad T’HOMHASI MOKPOTAa
12 xer JIuxopaaka
- ‘ - ‘ - ‘ - ‘ 228 ‘ 6,2 ‘ - ‘ 134 ‘ 74 ‘ 1 ‘ 3 ‘ abs
13 ner Poct curerHoiiHoOM nasiouKn
HuarnoctrupoBan MB
455 | 156 | 70 [ 582 | 162 | 53 [ 452 [123] - [ 1 [ 3 | abs
Hauauio 6asucHoit repanuu MB
gepef* 48 | 156 83 82 227 6,2 4,79 | 134 | 86 - - abs
Mec
Yepes rox | 49 158 83 81 - - — 91 — - abs

KOTOPBLIY IIPUHUMAET XPOHUYECKOe TeueHwue. IIpu sToM
O®DB; He normxaerca Huxe 80% , coxpaHaeTCa yoOBIIET-
BOPUTEJbHBIA HYTPUTUBHBIN CTATYC MAITUEHTKH.

Perynsapuo nabmtomamack B HUU TpaHCIIaHTOJIO-
run (tabs. 5). CocrossHMe TpaHCILIAHTATA MO JaHHBIM
uHCTPpyMeHTanbHbIX (Y3UW) m 71a60paTOPHBIX HCCIENO0-
BaHui (0MOXMMHUUYECKMEe MOKasaTeJud B HOpPMe, OOIIero
aHa/JIn3a KPoBU 0e3 MPU3HAKOB YIHETEHUS POCTKOB KPO-
BETBOPEHUs, KoaryJjorpamMMa He M3MeHeHa) YIOBJIETBO-
PUTEIBHOE.

3akJoueHne: MAHHBIN KJIUHUYECKUH TIpuU-
Mep AEeMOHCTPHUPYeT IIpeBaJiMpOBaHUE CUMIITOMOB
Uppo3a HaJ KJIacCUYeCKUMU IIpoaBiIeHuAMu MB,
HecMOTpsA Ha TunuuHoe Teuenue MB (cTeaTopes
C POKJIEHUSA, PEeKTAJNbHBIA IIPOJIAIIC, PEIUIUBU-
pyoinue OPOHXUTHI, 3aTeM OWIMAPHBLINA IUPPO3,
mopTajbHasd TUIEPTeH3Usd ¢ 7 JIeT, CUHYCUT U
HasaJdbHBIA mosumo3 ¢ 11 jer, GPOHX09KTA3hI C
13 ser, BbICEB CHHETHOMHOI majouku ¢ 13 Jer).
Cayuait 1eMOHCTPHUPYET HEeoOXOAMMOCTL IIPOBele-
Hua puddepeHnuagabHol quarHoctTuku ¢ MB mpu
IIII y neteii. [lauHbIH caydail caMoro AJUTEIHHOTO
HaOI0AeHN 00JBHOTO C TPAHCIJIaHTaI[uel meueHn
npu MB B Haieii crpase (8 2017 r. — 7 yer).

Kaunuuecrkuti npumep N 2. Manpuuk, 13 jer.
OuarHo3: MYKOBUCIIMI03, cMelllaHHas ¢dopma, E84.8,
reotun F508del/F508del. XpoHumuecKuii THOWHBINA
obcTpykTuBHBIN 6poHxutr, [IH 0. Xponuueckasa cradu-
JOKOKKOBasd wuHPeKnusa, poct MSSA. Xpouumueckas
MaHKpeaTuyecKas HeJOCTATOUYHOCTD, TsyKesas CTeleHb.

CocTosiHME TIOCTE POACTBEHHOII OPTOTOMMUYECKas TPaHC-
niaaHTanuy neyenu. CIIeHOdKTOMUA.

W3 anmamuesa: ¢ pOKIEHUA YACTHIN, YKUPHBIH CTYJI
mocJjie KasKAOTo KOPMJIeHUs, IJIoxas mpubaBKa B Bece.
C 5 MecAlleB OTMEUYAINCh HEOLHOKPATHBIE ABJIEHUS OPOH-
xoo0cTpyKiuu Ha (oue OPBU. C 1 roma — moBTOpPHBIE
OOCTPYKTUBHBIE OPOHXUTHI, THEBMOHUU C IPU3HAKAMU
neixatenbHoit Hemocratounoctu (JH) II-III cremenwm.
B Bospacte 2 set BepudunupoaH guarao3 MB (BbIcOKue
ToKasaTeju MOTOBOM MpPoOBI Ha ammapate MakpogaxkT
(147 mmons/n, 140 mmoan/a, 138 mmouas/a), THK-
muarsoctuka — romosurora F508del/F508del, B kompo-
rpaMMe BBIABJIEH HeHTpaJNbHBIN Kup (++++), mpu Y31
OpraHoOB OPIOIITHOM ITOJIOCTU ONUCAHBI UG Y3HBIE U3Me-
HeHHus B TieueHu). B 3 roza BBIABJIEHA TeNaTOCILJIEHO-
meraaua. IIpu mpoBemeHUUN HEIPAMOM 3JIaCTOMETPUU
neyeH” BbIABJeHBI mpusHaku I[II (cragmsa ¢ubposa F4
nmo METAVIR=muppo3) ¢ mOpusHaKaMU TIOPTAJbHOH
runeprersuu, Ha POTC — BaprKO3HOE pacIIupPeHNe BeH
numieBoga (BPBII) II crenenn, 6MOXUMUUECKUH aHATIN3
KPOBU B HOpPMe, MJaHHBIX 3a rurtoaus HeT (AJIT 18EI/x,
ACT 19 E]Il/x), xonecTrepuH 3 MMOJIb/JI, KOaryJorpaM-
ma B HOopMe. IIpu ob6cnenoBanuu B PI'BY PHII Tpasnc-
ILJIAHTOJIOTUU U MCKYCCTBEHHBIX OPraHOB UM. akaz. B.1.
IIlymaxkoBa BBLISBJIEHBI MOKA3aHUA K IepecagKke IMeUueHU
— III1, moprasbHaa runepTeHsus, CIIJIeHOMeraamns, ImaH-
IUTONEHUs, acIUuT. B cBA3U ¢ HeoOpPaTHMOCTHIO 6OJes-
HU U 0eCIepCIeKTUBHOCTHIO KOHCEPBATUBHOTO JIEUEHUA
PEKOMEH/IOBaHO IIPOBeZieHVe TPAHCIJIAHTAIMU IIeUeHMU.
B kauecTBe IOTEHIUAJHLHOTO POJCTBEHHOT'O [TOHO-




pa obciemoBaHa MaTh pebeHKa, IPOTHUBOIOKA3aHUU K
IOHOPCTBY He BbIsABJIeHO. B Bo3pacTe 11 jieT BhIIOJHEHA
POACTBEHHAS OPTOTOIMUYECKAs TPAHCIIAHTAIUS IPaBOU
[OJIV TIeUeHU OT MaTepu. ¥ AajieHa CeJe3eHKa.
IlocneonepaMOHHBINA I[EPUOJ OPOTEKaJ TJafKo.
IIpoBogunacey uMMyHOCyIIpeccuBHaA (TakpoauMyc 6 mr/
cyT, MukodeHogoBad Kuciora (maidoptur) 360 mr/
cyT),
JIuHe30Ju (3MBOKC), o(iokcanmuH, nunpodIoKCaIlvH,
KO-TPHUMOKCAa30J), HIPOTUBOrpubKoBasa ((PIyKoHA30J),
NPOTUBOBUDPYCHAA (TaHIMKJIOBUD, BAJTaHIUKJIOBUD

aHTHOaKTepuaJbHasa (THUTreDUKJIUH (TUTAIWII),

(BasbIUT)), racTpompoTeKTHUBHAA ((HaMOTUAWH, 530Me-
mpasos (HeKCUyM)), aHTHarperanTHas (KypaHTUI), UHTa-
oymecoHun (myJIbMUKOPT),
TOOPaMUIIVH, KOJIUCTUH), CUMIITOMATHUUYEeCKAadA Tepamud.

aanuoHHaA (IIyJIbMO3UM,

ITo mamabiM OGmoxmMuyeckoro anaausa KpoBu (AJIT 33
En/n, ACT 43 Egp/n, III® 612 Ex/n, ounupyoun 8,4
MKMOJb/JI, MOUYeBHHA 5,5 MMOJb/JI), KOAryJorpaMMBbI,
V3U, pyHKnUA TpaHCIJIAaHTaHTa cTabuiabHad. B obmem
aHaIu3e KPoBU TpoMGonuTos g0 783+ 109/1. Peryasapuo
Habaoganca B HUUM TpaHCOIAHTONOTHM, AUHAMUKA
MOJIOKUTEIbHAsSL, Ha (POHE ImpreMa HUMMYHOCYIIPECCUB-
HOUM Tepamnuu IO3AHUIN MOCJIEeONePAlMOHHBIN IIePUOH
mporexkas riagko. IIpu miIaHoBOM ocMOTpe peGeHKa B
OTJeJIEHNU MYKOBUCIUZO3a B Bodpacre 12 jser (1 rog
Iocjie TPAHCIJIAHTAIINMU IeueHW) Ha (hOHE [IUTEIBHOU
MeINKaMEeHTO3HO MMMYHOCYIIPECCUU IIPUSHAKOB IIPO-
rpeccupoBaHuA 3a00J€BaHUA CO CTOPOHBI GPOHXOJIEr0Y-
HOII CHCTEeMBI He BBIABJIEHO, 000CTpPEeHUIl OPOHXOJEerod-
HOr0 Ipoliecca 3a MPOIIENIINH IePUof He OTMEeYasoCh.
HyrputuBHBIN cTaTyCc yOOBJIETBOPUTENBHBIN, (DYHKIUA
TPAHCILJIAHTAHT YAOBJeTBOpuTteabHasdA. Y3 OpIOMIHOMI
IIOJIOCTU — KOHTYPHBI TPaAHCIIJIAHTAHTa POBHbLIE, YETKHE,
9XOTeHHOCTDL IIOBBIIIIEHA, ONHOPOJHAdA, pasmepsr 11,2x
8,1 cm. BoporHasa Bena 1,1 cM, CKOPOCTh KPOBOTOKa He
HapyllleHa, BHYTPUIIEUEHOUHbIE KeJYHBbIe IIPOTOKU 1—
2 MM, B 00J1aCTH BOPOT — 3—4 MM.

B 6uoxmMuuecKoM aHasim3e KPOBU CTAOMJIBHO IIOKAa-
sdartequ He uameneHbl (ACT 57 em/n, AJIT 36 exm/n),
001Ut aHaaM3 KpPoBU — 0e3 IMAaTOJIOTHMM 3a HCKJIIoue-
HUEM COXPAaHSIOIerocsa yMEePeHHOro TPOMOOIUTO3a A0
539+ 109/, KoarysorpaMma B IIpefiesiaX HOPMEIL.

3akgoueHne: MAaHHBIM Caydail JeMOHCTPUPY-
eT panHee (popmupoBanue IIII, ocioxHEHHOE IOP-
TAJILHOU TUIMEPTEeH3UEel, TUIEePCIJIeHN3MOM, pas-
BUTHEM II€UEHOUYHO-KJIETOUHON HEIOCTAaTOUYHOCTH.
Yayuiienue TedeHWs OPOHXOJIETOUHOTO IIpoIlecca
ocJie IPOBeIeHUA TPAHCILJIAHTAIIUY IIeUeHHU COTJIa-
cyeTcd C TaHHBIMU MUPOBOM JINTEPATYPHI M OIIUCHI-
BaeTCcA MHOTMMU CIIeIUAJINCTaMU.

Knunuweckui npumep M 3. Manpuuk, 14 ier,
IVarHo3: MYKOBUCIIMIO3, cMellnaHHas ¢gopma, E 84.8,
resorun F508del/604insA. XpoHuueckuii 06CTPYKTUB-
HBIA rHOUWHBIA OpoHxuT. [IH O cremenu. XpoHuueckas
MaHKPeaTuyecKasi HeJOCTATOUHOCTD, TsKesasl CTEIeHb.
CocrosiHVe IIOCJie OPTOTONMYECKON TpPaHCIJIAHTALUN
IeYeHu OT IOCMEePTHOro foHopa. CoCcToAHME [TOCIe CILIeH-
akTomMuu. Ocreonopod. MUKpPOOHOJIOTUUECKUIT TUATHO3:
MSSA, Ps. aeruginosa.

W3 anamuesa — pebenok ot II 6epemennocrtu, I mpe-
JKIEBPEeMeHHBIX PoxoB Ha 36-if Hemesie 6epeMeHHOCTH, C
POKIEHUSA KUIMEUYHBI CUHAPOM — BHUAMMAS CTeAaTOpesd,
mioxas npubaBKa B Bece, ¢ Bo3pacta 1 mecdAl — pecru-

paTOprIfI CUHAPOM B BH/€ HABA3YMBOI'O MYYUTEJIBHOI'O
Kallig, IIOBTOPHBIX OOCTPYKTHUBHBIX OPOHXUTOB. B BO3-
pacte 2 MecsleB s3amomo3pen MB, mpoBemena moToBas
mpoba, MOJyUYeHbl IIOTPAHUYHLIE U OTPUIlATEJIbHEIE 3HA-
yenud (anmapat Hanogakr) — 40 Mmmouib/J1, 35 MMOJIB/ I,
23 mmonb/n. Hanpasnern va JJTHK-nmarsocTuky, BeIsgBIIe-
Ha myTtanus reia CFTR F508del B reTepo3UTOTHOM COCTO-
auuu. KoucynbrupoBaH B PoccuiickoM IeHTpe MYKO-
BUCIU03a, auarHoctupoBan MB, cmemannas dopma,
HasHaueHa OasucHasd Tepanus. Ho B ganbHeieM pebe-
HOK He HaOJII0ZAJICS ¥ CIeUaINCTOB 0 MYKOBUCI[UL03Y,
f0asucHyio0 Tepanuio He mosydana. C posKAeHUA oTMeya-
JINCh IPUBHAKY HEJLOCTATOUHOCTH IIOKEeJIYJOUHOI JKete-
3bl — BUAUMAS cTeaTopes Ha JKUPHBbIE ITPOAYKTHI, ¢ 2,5
Io 3,5 JeT oTMedYaJoCch BBHINAJEHVE NPAMOM KUIIKH,
X0Ts1 mpubaBKa B Bece OblLiIa mJocTaTodyHas, Bec B 1 rog —
11,5 kr. PecuupaTopHbIii cCHHAPOM HaOJIOJaJIcAd B BUAE
IIOBTOPHBIX 3aTAMHBIX HHeBMOHHfI, KallleJIb II0 yTpaM
perucTpupoBajicd B TeUeHUe [IJIUTEJbHOTO BpPEMEHHU.
CumnToMm «0apa0aHHBIX HAJIOUYEK» U «YACOBBIX CTEKOJI»
¢ 12 ner. Tpukaer 060CTPEHNE XPOHUYECKOTI'O0 TalfMOpH-
ta. C 14 jgeT yxyAllleHe COCTOSIHUA B BUE MOCTOSIHHONI
ONBINIKY, YTOMJIAEMOCTH, TAMKECTH B JKUBOTe. PeOeHOK
CaMOCTOATEJIbHO OOHAPYKUJ y cedA IIJIOTHOe 00paso-
BaHUE B JKUBOTE, KOHCYJIbTUPOBaH B (punuane HUUT
um. PoraueBa mo MecTy JKUTEJBCTBA, IPU OCMOTPE — Tera-
TOCILJIEHOMeraJusg, Ipu ob0ciaefoBaHUU — JIEMKOIIEHUSA
(netikonuTer 1,5+ 109/, rpomGoriuTsr 405 « 109 /11).

IIpu xoHcyabTamuu u obcienoBanuu B Poccuiickom
LIeHTPpe MYKOBUCIIM03a IIPOBeJeHa IMOTOBas mpoba Ha
annapate HanomakT, mosy4eHBI JUATHOCTUYECKU 3HAYUU-
Mble ToKasarenu — 117 MMoJIb/JI, HU3KUE IUu@pPHI IaH-
KpeaTH4yecKou syacrassl — <15 MKr Ha 1 r Kasma (Tsa:xe-
Jlasi CTeIleHb TaHKPeaTUYeCcKOH HeJIOCTaTOUHOCTH, HOPMa
6osee 200 MKr Ha 1 r Kasa), BEIABIEHA BTOpPAd MyTallud
reda CFTR — 604insA. IToarBep:kaen nuaraos MB, nua-
raoctupoBansl 111, cuHAPOM mOPTATBLHOI I'MIIEPTEH3NUH,
runepciieHu3M, nannuronenusa. Ha KT merkux onpeze-
JIAaNCh c)OPMUPOBAHHBIE OPOHXOSKTA3HI, ILIeBponuad-
parmajyibHbIe cuaiiku ¢ obeumx cropoH. @BJl — BeHTUIA-
IUOHHOU HeJOCTATOUHOCTH HeT. IIpm ocmorpe: medyeHb
y Kpas pebepHOU nyru, ceileseHka + 13 cm, miorHasd,
Ooyrpucrad. KoHCyJIbTHPOBAaH KapAUOJIOTOM — JIETOYHASA
TUIIePTeH3UA YMePeHHAad (CpefHee TaBileHUe Ha JJeTOYHON
aprepuu 40 mm pr. cr.), HK 0. Hauara 6asucHas Tepa-
nusg MB (mamkpeatudeckue (GepMeHTBHI, MYKOJUTUKU,
KHHe3uTepalnnud, BUTaMHHOTepalud, aHTHﬁaKTepHaJ’IB'
Had Tepanusd B IePUObI 000CTPEHMA) C TOJIOKUTEIBHBIM
addexToM, pebeHOK HpuOABIAI B Bece, KYIUPOBAJCT
CUHIPOM MYKOCTa3a.

Boin HampaBiieH HA KOHCYJIbTAIUIO U 00CJIefOBaHUIE
B ®I'BY «®DHII TpaHCOIAHTOJOTHMU ¥ KUCKYCCTBEHHBIX
opranoB um. B.UM. IlymakoBa». Ilocie obGciemoBanusa
PEKOMeHJ0OBaHA TpaHCIIaHTanud mnedeHu. IIpum obcie-
moBaHUM TeMorao0ouH 97 r/jI, HaHTUTONEHUs (IPUTPO-
uute 3,3 +1012/1, tpomboruTe 68+ 109/1, mefiKonUTEI
1,8+109/71), xoarynorpamma — IITU 76% , pubpunoren
1,58 r/n, B OMOXUMUYECKOM aHaau3e KPOBU — IIPU3HA-
KOB IIUTOJIN3a HET, TPDAHCAMUHA3BI B HOPMe, OMInpyOouH,
o0muii 6esok 1 ansOymMuH B HopMe, 11D 715 EIl /1. Ilpu
V31 mpumssaku I[II, mopranbHOII TrUIepTEH3UU, CILIE-
"HoMeraaus. I[Ipu ocMoTpe mmeueHb yBeawdyeHa 10 +3 CM,
cenmesenka +13 cm. IlnaHumpoBasach TpaHCIJIaHTAI[USA
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OT POZCTBEHHOI'O JOHODA, HO IPU O0CJIEZOBAHUU IMIOTEH-
IIUAJBLHBIX JOHOPOB (MaTh, OTeIl) BBIABJIEHBLI IIPOTUBO-
MOKa3aHUA K POACTBEHHOI TpaHCILIaHTAlluu. PeGeHOK
IIOCTABJIEH B JIUCT OKUJAHUSA TPAHCIJIAHTAHT [IeUeHU OT
IoCMepTHOTO moHOopa. IIpoBemeHa MOATOTOBKA K TpPaHC-
IJIAHTAIIUY COTJIACHO CTAHAAPTY W HAIIMOHAJIBHOMY KOH-
cerncycy MB, npoBeseHa BakIIMHANUA: OT ITHEBMOKOKKO-
BOIT MH(EKIINH, OT TeMO(DUIBbHON ITaJOUKU, CHHEeIHONHOM
majJo4YKu, mepBasa BakmuHanusa BI'B.

IIpu KOHTPOJBHOM OCMOTpEe uepesd 7 MecAleB (BO3-
pact 15 ser) B Poccuiickom meatpe MB Ha ¢oHe peryasap-
HOU 6a3VCHOI Tepaluu COCTOSHUE HECKOJIbKO CTaOWIu-
3upoBajoch, mpubasui B Bece 4800 r (Bec — 49 xr 500 r),
BBIpoC Ha 7 cMm (pocT — 164 cm), @B/l B HOpMe, MyKOocTas3a
HeT, HOPMAaJIM30BAJIOCh CPeJHee [NaBJIEHUE B JIETOUHON
aprepun. OJHAKO YBEJUYMJINCH PA3Mephbl CeJIe3eHKU [0
+20 cM ot Kpad pebepHoit xyru (+7 cM), oTMeYaIOCh CHU-
sKeHUe JefikonuTos fo 1,2+ 109/,

Yepes 8 mecsIeB Iocjie MOCTAHOBKM HaA yYeT B
Poccuiickom mmeaTpe MB u uepes 6 mecsAIeB HaX0KAeHUA
B JINCTE OYKUIAHUS IPOBEJeHa OPTOTOMMYECKas TPaHC-
IUIAHTANUs TeYeHU, JI€BOCTOPOHHSS JIaTePAIbHAS CeK-
TOPYKTOMUSA TpaHCIJaHTaHTa. IlocaeomepanuoHHbBIN
mepuoJ IPoTeKaJsl IJIagKko, IPU3HAKOB 000CTpeHus OPOH-
XO0JIETOUHOTO IIpoIiecca He 6b110. [Ipu BEITTUCKE COCTOSTHIE
TPAHCIIJIAHTAHTA YJOBJETBOPUTEJIbHOE, remMoryooun 111
r/a, spurponuTsl 3,3+ 1012/1 TpombomuTer 108+ 109/,
nefikonutsl 4,9+ 109/1, III® 161 EM/x, AJIT mocie ome-
pamnuu noBsitasacsk 10 93 EIl /i1 u causuiace no 55 EIl/n
IIPU BBIIINMCKE.

Basucuyro tepanuio MB monyuan B mosHOM 060BEME
OZHOBPEMEHHO C UMMYHOCYIPECCUBHOU (METUJIIIPEIHM-
30JIOH M Takpoaumyc (mporpad)), aHTHOAKTepUaIbHONI
(muopodUIOKCAIMH U KO-TPUMOKCA30JI), aHTUMHUKOTHAYE-
cKoM ((hIYKOHA30JI) M IPOTUBOBUPYCHOU Tepamnueii (Baj-
TaHITUKJIOBUP).

ITpu ocmoTpe uepes 2 mecsAIla IoCe IIepecasKy meve-
HU — COCTOSIHUIE CPeHeH TAKeCTH, CAMOUYBCTBIUE He CTPa-
nmaet, Bec 48,5 Kr, poct 165 cMm, carypanusa Kucaopona
98-99% . JKamob HeT, KOXKa, 3€B UUCTHIE, OABIIIIKY HET,
B T.4. U IIpU HArpy3Ke, HOCOBOE [bIXaHWE He CTPaLaer,
KallleJIb PeJKUM [TOCe WHTAIAINOHHON Tepanuu, Irpym-
Hasd KJIETKA CUMMETPUYHOI (OPMBI, He B3yTa, YIACTBY-
eT B aKTe AbIXxaHusA. [[bIXaHue IPOBOAUTCSA BO BCE OTAEJIBI
JeTKUX, XPUIIOB HET, B T.4. U IPU (POPCUPOBAHHOM JIbIXA-
vHuu, YA 20 B muH. ToHBI cepalia TPOMKVE, PUTMUY-
wrle, YCC 100 yx/muu. JHuBOoT He yBenudyeH B 00bEME,
6e30071€3HEHHLII, He B3IYT, IleYeHb (TPAHCIJIAHTAHT)
BBICTYIIA€T W3-IOJ Kpas pebepHOU ayrm Ha +4-+4+1/5,
Kpaili oCTphIii, cese3deHKa +6 cMm, maoTHas, Oyrpucrasd,
6e30oJsiesHeHHAdA, CTYJI 1—2 pasa B CyTKH, Ioau(eKaInu,
BUAMMOI cTeaTopeu HeT Ha (poHe (epPMEHTHOU Tepamuu
(cyrounas mosa Kpeona =7,34 ThIC/KT 1O JuIIase).

IIpu oGciemoBanuu: cuumpomerpus B Hopme. Iloces
MOKPOTBI Ha (PJIOPY W UYBCTBUTEJIBHOCTH K aHTHUOUOTHU-
KaM — pocT Ps. aeruginosa 104, Hauat Kypc spagjuKau-
OHHO¥ Tepanuu B BUAE UHTANANNHA KOJIUCTUHOM 10 1 MJIH
2 pasa B IeHb Ha 3 MecsIla, MUIpodIoKcauy BHYyTph 750
Mr 2 pasa B leHb B TeueHue 21 nusa. B KOHTPOJIBHBIX ITOCe-
BaxX MOKDOTBHI cOXpaHsieTcs pocT Ps. aeruginosa B Buje
eIUHUYHBIX KOJIOHUH.

Yepes 5 MecsAleB IIOCJ€ TPAHCIJIAHTAIUUA TOCIIHU-
TAQJIVSVPOBAH B OTAEJIeHWE IIYyJIbMOHOJIOTUY OO0JIACTHOM

IEeTCKOM KJIVHUYECKOU OOJBHUIILI II0 MECTY KUTEJIbCTBA
B CBSI3U C OJHOKPATHBIM SIIM300M KPOBOXapKaHUA, CHU-
skeHeM TpoM6ornuToB g0 48+109/1 u MeHKOIUTOB 10
1,2:109/1. Koucyabruposan 8 ®TBY «®HI] TpancmiaH-
TOJIOTUM ¥ HCKYCCTBEHHBIX opraHoB mMm. lllymaxoBa»,
OBLJIIO MPUHATO PEIlIeHWEe O IJIAHOBOH CIJIEHIKTOMUU.
Yepes 6 mecsAleB mocjie TpaHCIJIAHTAIUY IeUeHU ITPOBe-
[IeHa ciuieHsKToMus. IlocieonepanuoHHBIN TePUO] IPO-
TeKasa riaagko. Ha 2-e cyTku mocje omepanuu — JEHKO-
nuTet 11+ 109/, TpombonuTer 150 « 109 /1. IIpu ocmoTpe
B IIEHTPe MYKOBUCI[H03a (uepes 7 MecAIleB IOcje TPpaHC-
IJIaHTAIUY IIeYeHU U 15 gHell mocJie CIJIEHIKTOMHUU) —
carypanusa xuciaopoga 98%, Bec 48 Kr (Bec ymaseHHOMN
ceneseHku 2,5 kr), TpomboruTs 300 + 109 /11, 1efKOIUTHI
12:109/x1, B merkux xpumos Her, ®B]l — BeHTHIAIU-
OHHBIX HapymeHuil HeT. IloceB MOKpoTel — poct Ps.
aeruginosa, egUHUYHBIE KOJOHNN. DYHKIIUS TPAHCILIAH-
TaHT cTabuabHas (Tabu. 8).

3akJueHne: JAHHBIM KIMHUYECKUH CcJydai
IEeMOHCTPUPYET paHHII aumarHoctuky MB Ha
OCHOBAaHUU KJIWHWYECKON KAPTWHBI O BHEAPEHUA
HEOHATAJbHOTO CKPWHUHTA, HO NO3JHee HAUYAJIO0
O6asmcHOll Tepanmu MB u3-3a HegoBepus pomuTe-
Jeii BpauaMm, He)XKeJaHWA IPUHATHL AUArHO3 M3-3a
OTCYTCTBUSA TICUXOJIOTUUYECKOU IOANEPKKU POIU-
TeJjiell IeTell C BIIepBble YCTABJIEHHBIM IMATrHO30M.
Y pebeHKa mMeJI0 MECTO MPeuMYyIeCTBeHHOe mopa-
sKeHUe nedyeHu pu MB co 3HauuTeIbHBIM HapyIlle-
HueM (QyHKIUU ceseseHku. Poct Ps. aeruginosa B
IOCJIeOTIePAlIOHHOM IIepuojie, BO3SMOYKHO, CBA3aH
¢ TOCHUTAJBbHOU MUKPOG(GIOPON XUPYyPruuecKoro
cTarmoHapa.

Knunuuweckuit caywai M 4. Manpuuk, 15 ier.
Oduarmos: MyKOBUCIHZO3, CMeIaHHas (Gopma, T'eHOTHI
F508del/F508del; Xpounueckuil rHONHBIN OOCTPYKTUB-
werii 6pouxut; [IH O cremenu. Ilancuuycur. CocrosHue
110CJIe OPTOTOMMYECKOH TPAHCIIAHTAIIUY IIeUeHU OT TPYII-
HOro foHopa ot 22.10.15 1o moBogy IMPpPO3a IeUEHN.

W3 amamHe3a: HacCJIeICTBEHHOCTb OTATOIIeHa (POJ-
Had cecTpa oria, 6ombHada MB, moru6sia B Bospacrte 6
mec). C posKaeHUsA CTYJ YacThlii, C BUAUMOII CTeaTOpeei.
B Bospacte 1 Mecsia mepeHec ABYCTOPOHHIOI ITHEB-
MOHUIO, ocJokHuBINyoca [[BC-cuHapOoMOM, B TeueHUE
IIePBOr0 roJla IIOBTOPHBIE OOCTPYKTUBHBIE OPOHXUTHI C
3aTs:KHBIM TeueHueM. [{marmos MB ycramoBieH B BO3-
pacre 2,5 jer npu obcyienoBanuu B PoccuiickoM IeHTpe
MYKOBUCIIAZ03a: TPOBOAUMOCTDL IIOTA 77 MMOJIb/J Ha
anmapare «MakpogmakT», JHK-guarmocTuka — romo3uro-
ta F508del. C panHero Bospacra 0TMeUYaI0Ch YBEJINUCHUE
pasMepoB IleueHU, u3MeHeHusa Ha ¥Y3U, dopmupoBanue
IIII. C 11 smer — cmieHOMerajaus, BapUKO3HOE PACIIU-
perue BeH nwumieBoga. C 12 jier Hayaau OECIOKOUTH
HOCOBBIE€ KPDOBOTEUEHUS, B KJINHUYECKOM aHAJIN3e KPOBU
oTMeuanuch Jeiikomnenus (3,5+109/m1), TpomboruTomne-
usa (83 +109/1), buoxuMuUecKe IOKa3aTequ — He3Ha-
yuTeJIbHOE MOBBINIEHUE TpaHcamMuHas no 67 ex/n AJIT,
89 en/n ACT, noswimenue 1P mo 578 en/n, Hampas-
JIeH Ha KOoHCyJbTanuio B PenepanbHBIN HAYUHBIN IIEHTD
tpasciiagrosnoruu um. B.U. [Ilymaxosa. B cBasu ¢ Gec-
MePCIeKTUBHOCTHIO KOHCEePBATUBHOIO JIEUCHU S TOKa3aHa
TPAHCIIJIAHTAIUA II€eYeHHU.

B BospacTte 13 et mpoBeieHa TpaHCILJIAHTAI[US ITede-
HY OT IIOCMePTHOTro foHopa. IlocsieonepaninoHHbBII TePUO



Tabauua 8

JduHaMUKAa OCHOBHBIX KJIMHUKO-Ia00PATOPHBIX MOKa3aTeseil pedeHka I'. (kamHudeckuii mpumep Ne 3)

Ileuens,
CcM oT
Ceane-
ITokasza- - L 3eHKa, |[lopranas-
Tequ/ Bec, |Poct, | DJKEJ, | OPB1, GEEzTMI:I Ji‘::::f' 311:::210' Hb, |IIH, p;gfg‘:::)n CM OT HasT
o, o, ) ’ ) o, .
303:‘)::1'/ KT cM % %o 2109/ | - 109/71 | - 1012/ r/a | % e O lz%z;a_ ::}1{1:1[[)8
A KJII0UNY- ngﬁ prn
HOI Ay
JMHAH

C poKIeHUA KUIeYHBIN CHHAPOM — BUAUMAadA CTeaTopes, Ijioxas npudaBKa B Bece, ¢ 1 MeCc peCIUPATOPHBIN CUHIPOM
B BHU/l€ HABA3YNBOTO MYUUTEIHHOTO KAIIlJIs, ITIOBTOPHBIX OOCTPYKTUBHBIX OPOHXUTOB.
B Bospacre 2 mec guarsoctuposar MB

Basucuyro Tepanuio He moayuas, He oocaemnoBasics. C 2,5 1o 3,5 eT oTMeuasioch BbIIIaJeHne MPAMON KUIITKH,
IIOBTOPHBIE 3aTsKHbIe IHEBMOHNY, YTPeHHee 3aKalninBanue. Cummnrom «6apabaHHBIX MTAJIOUEK »
¥ «YaCOBBIX CTEKOJ» ¢ 12 jer. Tpukasl obocTpenne XpoHuueckoro raiimopura. C 14 jet roga yXyallieHe COCTOAHUA
B BU/JIe IIOCTOAHHOM OABIIIKH, YTOMJIAEMOCTH, TAMKECTU B KuBoTe. Jlerounas runepreususd — CIl JIA 40 mm pr. cT.

11.12.2014 HauaJio 6a3ucHO# Tepanuy MyKOBUCIIAA03a
Bopor-
Has BeHA
16 MM
14 ner - - - - 54 2,0 2,7 86 - - - Ceue-
3eHOY-
Has BeHA
12 MM
Koncynbranua 8 HUU um. akag. B.U. [llymakosa. [fluaraocrupoBan 1111,
22.01.2015 .
nopranbHas runeprensus (BPBII II crenenu, crieHoMeraius, muTonenusa) kiaace A mo Yawag I1st0
Koncyasranusa B PoccuiicKoM eHTpe MyKOBHCIIMA03a
2.02.2015 | 44,7 | 157 | 100 | 103 55 2,1 ~ |105| 66| tO¥0 | 43 |BPBIII
+B/3 cTeneHU
15.05.2015 43 1,8 2,9 96 | 78
Koucynbranusa 8 @BI'Y Hayunblit IeHTP TPAHCIJIAHTOJIOTUY 1 UCCKYCTBEHHBIX OPTaHOB
9.07.2015 umenu akagemuka B.U.Illymaxkosa. ITocTaByieH B IUCT OKUIAaHUA TPAHCILJIAHTAHTA
MeYeH’ OT IOCMEPTHOTO JOHOPa
S B B B TR I A T N R e
15.09.2015 Koncyapranusa B PoccuiickoM 1eHTpe MyKOBUCIIA03a
49,5 | 164 | 100 | 104 - 1,8 - 040 | 49 |BPBILII
+8/3 cTelleHn
22.10.2015 OpToTonnyecKas mepecagka meueHu OT IOCMEPTHOTO JOHOPA,
U JICBOCTOPOHHSASA JIaTePATbHAA CeKTOPOKTOMUSA TPAHCILIAHTAHTA
+4+4+
22.12.2015| 48,5 | 165 - - - - - - - c/3 ) +6 -
(Tpauc
TJIaHTaHT)
+4+4+
_ _ _ _ c/3 _
19.03.2016 43 1,2 4,7 109 | 70 (rpamc- +7
JIAHTaHT)
+4+4+
5.04.2016 | 51,8 | 166 | 107 | 110 54 1,8 | 36 |120 88| /3 +9  |BPBILIII
(Tpamc- cTemeHu
TJIAHTaHT)
19.04.2016 CIJIEHOKTOMUS
25.04.2016| - — — — 150 12,7 — — 85 — abs abs
5.05.2016 48 — 105 108 300 12 5,0 117 | - — abs abs

IPOTeKaJ IJI1aiKo. B fTmHaAMUKe OTMeUYaIuCch yJIydIlleHnue
nmokasaTesell KJIMHUYECKOIO0 aHaim3a KpoBU (TpomOO-
IIUTOB, JIEHKOIIUTOB), YMEHbIIIEHNE PA3MePOB CEJIE3eHKU.

ITpu ocmorpe B menTpe MB uepes 2 mecana mocie
tpancniantanum (13 ser 2 mec): Bec 43 Kr, poct 159 cm;
Sat O3 99% . UCC 88 B musn, Y 18 B mun. Kamra mer.
HocoBoe npixanme He 3aTpymHeHO. B Jerkmx ngeixanue
IPOBOIUTCS BO BCE OTJEJIbI, XpUIOB HeT. yKuBOT MATKMiA,

6e3060JIe3HEHHBIN IPU TaJbIanuu, neueusb +0,5+0,5+8/3,
cene3eHKa He nmasbnupyercsa. Ctyna 2 pasa B JeHb ohpopM-
sneHHbId. OTeKO0B, gusypun Het. IIpu cnupomerpuny Hapy-
mIeHV# OpPOHXMAJNBHON IIPOXOAVMMOCTU He BBIABJIEHO:
DHEI — 3,21 1 (93%), OPB; — 2,89 x (101%). ¥Y3U
OpraHOB OPIOIIHON IIOJIOCTH: HEeOOIbII0e KOJIUIECTBO aH-
9XOTEeHHOH KUAKOCTH B MajoM Tagy. Ilapenxmma meue-

HHU OOJHOPOAHAA, 9XOI'€HHOCTh HECKOJIBKO IIOBBIIIIEHA.

CTATbU




Tabauuya 9

JMHaMUKa OCHOBHBIX KJINHUKO-JIa00paTOPHbIX MOKa3areseil pederka I'. (kamanueckuii mpumep Ne 4)

Ileuens,
CM OT
Toxasa- Tpom- |Jleiiko- | dpurpo- elﬁcga:oﬁ ;S;::cz,
Tean/ Bec, | Poct, | ®KEJI, | O®B1, |- P PUTPO- | Hy, | 111, |PEOCP cM ot
Bo3pacT/ Kr oM % % OOI[UTHI, | ITUTHI, | IUTHI, r/x | % IyTH IO Kpas BPBII
p 0 ° | +109/a | -109/x| - 1012/x ° | cpeame- P
maTa pebep-
RIHOMMY- | oo
HOM
JIMHIK
C posKIeHus MOBTOPHBIE THEBMOHUY, OOCTPYKTUBHBIE OPDOHXUTHI, 3aTAKHOE TeUeHue,
KUIIIEYHBIN CUHIPOM B BUJE YKUPHOTO CTYJIa
3 roza 16,8 | 98 — — 264 7.4 4 122 | 80 4,5 0 abs
4 roma 19 106 — — 308 7,4 4,78 129 | 50 6 0
6 jer 24,3 | 125 91 108 263 5 4,8 128 — 5 0 abs
8 jer 28,8 | 134 — — 176 4 4,7 122 — 5 1
11 xer — — — — 174 3,8 4,92 130 — 3 3 BPBII
12 ner 42,6 | 157 90 103 83 3.5 5,05 131 | 64 1,5 4 BPBII
13 jer OproTonmuecKas mepecajgka meuyeHu OT IOCMEPTHOTO JOHOPa
Yepes
2 mecmocnel 43 | 159 93 101 132 6,5 4,9 | 131 | 82 1 0 abs
TpaHCILJIaH-
Taruu
Yepes
POA LOCKE | 47 | 160 97 105 121 6,8 4,84 | 142 0,5 0 abs
= TPaHCILIAH-
cl} Tanuu

B o6mmiem araIuse Kposu — TpomboruTsr 132 « 109/, neii-
KomuThI 6,5 + 109 /1, spurporurei4,9 - 1012/1, Hb 181 1/1.
ITosnryuaer Gasucuyio Tepanuio MB (mankpeatun 10 Tbic
1Mo 4 Kamcyjbl Ha IPUeM MUINU, WHraganuu J[opHasb-
anbda 2,5 mr, runeproanyeckoro pacrsopa NaCl 5% mo
4 mx x 2 pasa B [eHb, JKUPOPACTBOPUMBIE BUTAMUHBI,
KUHE3UTEePaNui0) ¥ HA3HAYEHUS CIEIUaJnCTa-TPAHC-
miaaHTosiora (MeTUINPeAHU30J0H 6 Mr, Takpoaumyc 4
Mr 2 pasa B CYTKH, KO-TPUMOKCAa30J BHYTpb 960 mr 2
pasa, ypcome3okcuxoJieBad kKucyaora 500 mr/cyr, BuTa-
MuHOTepanusa, omenpasona 40 mr/cyT, pamorugus 20 mr,
munpodaokcarma 1000 r/cyt, Banaranmukaosup 450 mr/
cyT, payxkonason 100 mr uepes aensn) (Tadi. 9).
3akJjoueHne: NAHHBIM caydall IeMOHCTPUPY-
eT pebernka c myramnueit F508del B romosurorsom
COCTOAHUM («TsAXKeJIad» MyTalusa 2 KJjacca), Ipeod-
JajaHre B KIMHUYECKON KapTUHE MMOPaKeHUs meye-
HUu ¢ opmupoBanueM 111, pazBuTreM IOPTAIbHOMI
TUNIepTeH3un. IIpu 5TOM OTMeUaioTCsa CTAOuIbLHOE
TeueHre XPOHNUECKOTO 6POHX0JIETOYHOTO IpoIiecca,
OTCYTCTBUE OTCTABAHUA B (DU3NIECKOM PA3BUTUMN.
Mopdposmornueckaa kapruaa IIII y Bcex mamm-
€HTOB ObLiTa UAEHTUYHA W AeMOHCTPHUPOBAJIA OUJIN-
apHBIN IUPPO3 ¢ 00Typalueidl BHYTPUIIEUEHOUHBIX
JKeJTUEBBIBOAAINUX IyTeH: MYJbTUI00YIAPHBIN
OMIMAPHBIA ITUPPO3 C BBIPAKEHBIM OTEKOM, BOCIIa-
JUTEJLHON MHPUIbTPAIUel, Ipoaudepanusa Kead-
HBIX TTPOTOKOB. Kalicysla meueHW TAIMeHTOB ObLIa
¢ubposupoBana, 06aJIOUHOE CTPOEHWE HAPYIIIEHO.
ITopTranbHble TPAKThI OBLIW PaCIIHUpPEHBI U (PUOPO-
3upoBaHbl. Ilo mepudeprnn oTAeIbHBIX TOPTATbHBIX
TPaKTOB HaOJIIogasiach IIposaudepanus KeTUHBIX
IPOTOKOB CO CKOILIEHHEM 303MHOPUIBHBIX Macc,
BBIABJIAJINCH MIPOHNKHOBEHNE KOJIJIAaT€HOBBLIX BOJIO-

KOH Uepes3 MOTPAHNYHYIO IIJIACTUHKY BIJIYOb JOJEK C
o0pasoBaHMeM JIOMKHBIX JTOJIEK, PA3JIUUHON CTeIIeHNn
BBIPAKEHHOCTHU »KUPOBasA AUCTPO(DUI remaTOIUTOB.

JlaGopaTopHO-UHCTPYMEHTAJIbHAA XapaKTepu-
ctuka IIII y o6ciieqoBaHHBIX TMAIMEHTOB ObLIa CJie-
nytomeii. Ilo nagasim Y3U, MCKT opranos 6pro1ii-
HOM TIOJIOCTH BBIABJeHBI mpusHaku I[II (HepoB-
HOCTB, OYTPUCTOCTH KOHTYPOB TeUeHu, TUPPy3HbIE
M3MeHeHU!s 0 TUIY ITUPPO3a), IPUSHAKU MOPTATb-
HOU TuIepTeH3uu (CILJIeHOMerajausd, pacliupeHue
BOPOTHO# BeHbI); 1o gaHHBIM @IT'/IC — BapuKO3HO
paciimpeHHbIe BeHBI NUINEBOJA PA3HOM CTeleHU’
BBIPA’KEHHOCTH; IIPU JIaOOpaTOPHOM HCCJIeTOBAHUN
ObLIM BBISIBJICHBI MPU3HAKU THUIePCILIeHn3Ma (TTaH-
IUTOTEHNNA), MeUeHOUHO-KJIETOUHOM HemZ0oCTaTou-
HOCTH (THUIOTIPOTPOMOMHEMUSA, THUIOXOJEeCTePUHE-
MU, TeHIEHIINA K TUI0AaJIb0OyMUHEMHN), X0JecTasa
(yBenuuenue II[®P) Ha poHE OTCYTCTBUA UIU HE3HA-
YUTEJIHLHOTO ITUTOJIM3A.

BriBoabl

1. IIII ¢ mopTaibHON TuUIEepPTeH3UEN cpexu
mereit ¢ MB cocraBaser 3,04%, m3 KOTOPBIX
89,13% — meru crapmre 7 jger. Ilamuentsr ¢ IIIT
U TOPTAJbHON THUIEPTEH3UEeH TOCTOBEPHO dallle
UMEIT XPOHWUECKOoe WH(MUIIUPOBAHIE IbIXaTeJb-
HOTO TpaKTa I'PaMOTPHUIlATeJbHON MUKPO(MIOPOi,
MB-accomuupoBaHHBINI caXapHBINT AuabeT, OCTeo-
IIOPO3 U JIETOUHbIe KPOBOTEUEHUSA, HUBKUI HYTPU-
TUBHBIA cTaTyc. B TO Ke BpeMa B KJINHUUYECKOU
IpaKTUKe HabaiogaroTca cayuam TeueHusa MB c
ITOMUHUPOBAHUEM CUMIITOMOB IIOPAYKEHUA IIEUEHU C
ucxongom B I{I1 Ham JIETOYHBIMU U KUIITEUHBIMU ITPO-
ABJIEHUAMU 3a00JI€BaHUS.




2. na uckatouenua MB y nmereit ¢ IIII pexo-
MeHJyeTCA CJIeAyIOlias STAlHOCTb NUATHOCTUKU
3abosieBaHusa: 1 sTam — mpu cOope aHAMHe3a cle-
JaTh aKIeHT Ha IlepeHeCceHHBbIe OPOHXOJIETOUHEBIE
3a00JieBaHUsA, CUHYCUTHI, Ha3aJbHBLIM IOJUIO3; 2
aTam — IPOBeJeHNe MOTOBOM IPOOLI; 3 ATal — reHe-
THUUEeCcKoe 00CJIeJoBaHNE COTJIACHO PEKOMEHAAIUAM
HamnumoHa/bHOTO KOHCEHCYCa IO MYKOBUCITUI03Y .

3. ITokazaHueM K TPOBENEHUIO TPAHCILIAHTA-
nuu nedeHu npu MB asaserca IIII ¢ mporpec-
CUpPOBaHMEM CHUHIPOMA MOPTAJLHON TUIIePTEeH3UH,
runepciiaeHusMa. lIpoBeneHUne TpaHCIJIAHTAIUU
MeYeHW [0 CHWKeHUA (QYHKIUU JEerKUX W HYTPU-
TUBHOTO CTAaTyca MOJKET CHU3UTH IIOCJIEOIepaliu-
OHHBIe PUCKU. Bo3MOKHA TOJHAA WM YaCTUUHAA
mepecajgKa IeueHN.

4. B mo3gHeM IOCJIE0NEePAIlIOHHOM IEePUOe IO
HACTOAIEeT0 BPpEMEHU Yy BceX NMaIUeHTOB PYHKINA
TIeYeHOYHOTO TPAHCIIJIAHTATA OCTaBaJIach CTA0UJIb-
HOU U YIOBJIETBOPUTENLHOU ((hepMeHTHI ITUTOIU-
3a U X0JecTasa B HOpMe, 0eJIKOBO-CUHTeTUYECKasd
(GYyHKIMA TpaHCIJIaHTaHTA COXPAaHHA), B CBA3U C
UyeM He BO3HUKAJIO0 HEOOXOJUMOCTU B IIPOBENEeHUU
MOP(OJIOTUYECKOTO HUCCJIEeJOBAHUA II€UEHOUYHOTO
TpaHCIIaHTaHTa. KynupoBajiuch IPU3HAKU IOP-
TaJbHO! TUIMEPTEeH3UM, HOPMaJIU30BAJIUCH DasMe-
DPBI CeJIe3eHKU y TeX 0OJbHBIX, KOTOPLIM He ObLia
IIPOBeJieHa CILJIEHAKTOMUA. ¥ 3 GOJIBHBIX OTMEUEHO
yJaydllleHue JIETOUHON (pyHKIIUHU.

Kongaukxm unmepecoé: aémops. cmambvu nodmaeep-
Juau omecymcmeue PUHAHCO601L noddepicKu uccniedosa-
HUS, 0 KOMOpPoil Heo6x00uUM0o cO0OWUMD.
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