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Ienb uccaenoBanus — u3ydyeHue PacnpoCTPAHEHHOCTH MEKOHHEBOIO WJIEYCA B POCCHIICKON MOMYJISIMH OOJBHBIX MYKOBUCIHIO-
30M, €ro KJIMHUKO-TeHeTHYECKO XapAKTePUCTHKH U MCXO/I0B HA OCHOBE aHAIM3a JaHHbIX perucTpa Poccuiickoii ®enepanun 2014r.
N3yyanm ocodenHocTu 3a00seBanusi 142 00IbHBIX MyKOBUCIHI030M, ePeHECINMX MEKOHHEBDIii HJIEYC NPH POXKIEHUH, U3 PErUCTPa
Poccuiickoit @enepamun 2014 r., BKiwoyawiero nanubie 2131 nanuenta. Takum 00pa3om, 10151 00JbHBIX MYKOBUCIIHI030M, Tiepe-
HeCHINX MEKOHHEBDIii UeyC NpU POXKIEHUH, cocTaBuia 6,6%. B rpynmne nereit nepBoro rojaa XKu3Hu JMarHo3 MEKOHMEBOTO Miieyca
obL1 nocTaBiieH 22,1 % G0JbHBIX, YTO OTPAKAET €ro peaybHyI0 pacnpoCTPaHeHHOCTh. B rpynne nereii ot 1 roga o 7 ner ykazanus
Ha uieyc B anamHe3e umesn 10,7% 0osbHbIX, B Bo3pacte ot 7 10 18 et —5,6 %, cpeau nanuentos crapuie 18 aer — 1,5% nauuen-
TOB. Bo3pacT NOCTAHOBKY TMArHO3a «MYKOBHMCIIHI03» Y 00JIBHBIX C HJIEYCOM ObLI B 5 pa3 MeHblIIe N0 CPABHEHHIO € TPYNIOii 00 IbHBIX
0e3 wiaeyca: 0,76+2,01 roxa npotus 3,721+6,16 roaa, (p<0,0001). YpoBeHb XJIOPHIOB NOTA B IPyIIe ¢ MEKOHHEBBIM WJIEYCOM ObLI
JIOCTOBEPHO BbIllIe, 2 HHAEKC MACCHI TeJla HIIKE, YeM B rpynmne 0e3 wieyca. DJIeKTPOJMTHbIE HAPYIIEHHS, acepruie3 H nuppo3
NeYeHH Yaiie BCTPeYaauch y 00JbHBIX, MePeHecInX MeKOHueBblii mieyc. [omo3urornoe cocrosinne nmo myranuu F508del (11 knacc)
U «1spKenas» myranus I knacca CFTRdele2 yame perncrpupoBanuch B rpynie ¢ MEKOHMEBBIM HiieycoM. «VIiIrKue» MyTaluH yaie
BCTPEYAJIMCh Y MANMEHTOB 0e3 MEKOHMEBOTo Wieyca. BbKHBaeMOCTh U BO3PACT CMEPTH ObLIM HUXKE Y NMAIMEHTOB ¢ MEKOHHEBBIM
HJIeycoM B aHaMHe3e. Bce HOBOPOK/IeHHbIE ¢ MEKOHHEBBIM HJIEYCOM JI0JKHBI ObITH 00C/I€I0BAHBI HA MYKOBHCIIUI03.

Karouesote croea: demu, mykosucyuoos, mexorueswiii useyc, een CFTR.
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The aim of this study was to investigate the prevalence of meconium ileus in a Russian population of patients with cystic fibrosis, its clinical
and genetic characteristics and outcomes, by analyzing the data available in the 2014 registry of the Russian Federation. The investigators
studied the characteristics of 142 cystic fibrosis patients who had experienced meconium ileus at birth from the 2014 registry of the Russian
Federation that included data on 2131 patients; thus, the cystic fibrosis patients who had meconium ileus at birth was 6.6%. In the group
of babies in first year of life, meconium ileus was diagnosed in 22.1% of the patients, which reflects its real prevalence. There was evidence
of ileus in the history in 10.7% of the patients aged 1 year to 7 years, in 5.6% in those aged 7 to 18 years, and in 1.5% in those older than
18 years of age. The age at the diagnosis of cystic fibrosis in patients with ileus was 5 times less than in those without ileus: 0.7612.01 versus
3.721£6.16 years; p<0.0001. In the meconium ileus group, sweat chloride levels were significantly higher and body mass index values were
lower than in the non-ileus group. Electrolyte disorders, aspergillosis, and liver cirrhosis were more common in the patients who had experi-
enced meconium ileus. The homozygous condition for the F508del mutation (Class IT) and severe CFTRdele2 mutation (Class I) were more
frequently recorded in the meconium ileus group. Mild mutations were more frequently found in the non-meconium ileus group. Survival and
age at death were lower in patients with a history of meconium ileus. All newborns with meconium ileus should be examined for cystic fibrosis.

Key words: children, cystic fibrosis, meconium ileus, CFTR gene.
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MCKOHI/ICBHﬁ uineyc auarHoctupyercs y 15—20%
HOBOPOXAEHHBIX ¢ MyKOBUCIIMIO030M. Eciu B eB-
POTENCKUX CTpaHax MaMeHThl ¢ MEKOHUEBBIM MJIEYCOM
TojJieXkat 00s13aTeTIbHOMY OOCIIeOBAaHUIO Ha MYKOBUC-
1a03, To B P® maHHBIN MOAX0A HE TIOJYIUT TOJKHOTO
pacrpocTpaHeHUsI, HECMOTPSI Ha METOAUYEeCKHe PeKOo-
meHganuu [1, 2]. C BHenpeHneM MacCOBOTO CKPUHMHTA
HOBOpoOXAeHHBIX ¢ 2006 . ¥ co3maHreM HAlIMOHAJIBHOTO
pernctpa P® mosBUiach BO3MOXKHOCTH OLIEHUTH pac-
MMPOCTPAHEHHOCTh MEKOHUEBOTO Miieyca TPy POKICHUN
u ero ucxonnl [3]. IlepBoHayayibHO CYMTAIOCh, YTO Ha-
pyleHust GYHKIUKM XJIOPHOTO KaHayia MpU MYyKOBHMCIIU-
JI03¢ B TIEPBYIO OUepellb CKa3bIBAIOTCS Ha (PYHKIIMU TTOJI-
SKEJTYIOUHOM 3KeJle3bl; Tereph M3BECTHO, YTO OHU TaKXkKe
BIUSIIOT Ha PabOTy KWINEYHWKA, OIpeaessisi pa3BUTHE
MEKOHMEBOTro mieyca. JlaHHOe COCTOSTHWE B psiiie CIy-
YaeB MMAarHOCTUPYETCST TIPU YJIBTPa3BYKOBOM MCCIIENO-
BaHUU TIJIOJA BHYTPUYTPOOHO U TIPOSIBIISIETCS B TICPBBIE
CYTKU TIOCJIE POXKIEHMS, TPEeOYsT SKCTPEHHBIX TepareBTH-
YeCKUX WU XUPYPTUUECKUX BMEIIaTeIbCcTB. MccaemoBa-
HUE BIUSHUS TIEPEHECEHHOTO TIPU POXICHUN MEKOHU-
€BOTO MJieyca Ha TeuyeHHe MYKOBHCIIMI03a TPOJIOJIKAET
BBI3BIBATh MHTEPEC.

ennto uccienoBaHust ObLIO M3yYyeHUE PACIIPOCTpa-
HEHHOCTU MEKOHMEBOTO WJIeyca B POCCUNCKON TOMYJIsI-
MM OOJbHBIX MYKOBUCIIUI030M, €0 KIMHUKO—TEHETH-
YeCKOM XapaKTepUCTUKHM M MCXOAOB Ha OCHOBE aHau3a
JIaHHBIX peructpa Poccuiickoit Denepanvu 20141

XapaktepucTtuka geter u MeToAbl UCCNeaoBaHNS

B ucciaenoBanue BKITIOYEHBI TaHHbBIE JAETE W B3pOC-
JIBIX, BHECEHHBIE B HallMOHAIbHbIN peructp 2014 1. Bcero
B peructp 2014 1. BK1toyeHbl faHHbIe 2131 6osibHOTO: 1847
maieHToB 13 30 peruoHoOB C LIEHTPaMU MYKOBUCILIMI03a
n 284 manyeHTa u3 44 pernoHoB Poccuit, B KOTOPBIX LIeH-
TPbl MYKOBMCIIMIO3a OTCYTCTBYIOT WJIM CBEICHUST M3 HUX
npeacTaBieHbl yactuyHo. B peructp 2014 . BKIToueH
141 maimeHT, UMEBIINI yKa3aHWe Ha MEKOHUEBBIN Ujeyc
B aHamHe3e. McciaenoBaHne HOCUIIO PETPOCTIEKTUBHBIN
xapakTtep. Bo3pacTt 6obHBIX Kojebancs or 1 mec 10 65
net. Cpenauii Bo3pact B 2014 . coctaBmr 12,8+9,7 rona,
MmennaHa Bo3pacta — 10,2 roma. Permcrp Bkimouan 1509
nereit 1o 18 ner (o 1 roma — 78, ot 1 romga no 7 ner — 708,
ot 7 mo 18 et — 723) u 622 B3pocibix (ot 18 mo 25 et —
338, ot 25 1o 32 et — 216, crapie 32 et — 68).

OLEeHUBAIUCH CIIeAYIONINEe JaHHbIE: BO3PACT YCTAHOB-
JIEHUWST AMArHO3a, TToKa3aTe/IM XJIOPUIOB IOoTa TIPU TPo-
BeJCHUM TTOTOBOTO TecTa. [TOTOBBIN TeCT, MPOBEACHHBIN
Mo Kiaccuueckomy wmetonay Inbcona—Kyka, cuuran-
Cs TIOJIOXKUTENBHBIM TIpU TOKazatessix > 60 MMoJib/I,
rmorpaHudHbiM — 40—60 MMOJIb/J, OTPULIATETbHBIM —
npu < 40 MMoJIb / JI, TIOKa3aTesn TPy MPOBEACHUM Te-
cra aKcrpecc-MeronoMm (anmaparsl «Hanomakr» n «Ma-
Kpomakt») coctaBwin: > 80, 60—80 u < 60 MMOJb/1
COOTBETCTBeHHO. KimHWueckre mTaHHbBIe TIPeACTaBICHBI
corylacHo TpeboBaHusiM EBpomneiickoro peructpa (Euro-
pean Cystic Fibrosis Society Patient Registry) [4].

OPUINHAJIbHBIE CTATbU HACJIEACTBEHHbIE BOJIE3HU

MuxpoOHO-BOCIATUTENILHBIN TIpOLIECC B OpOHXOJIE-
TOYHOM CUCTEMe M3y4Jald Ha OCHOBE aHajn3a 4acTOThI
BcTpeuaeMocTtu Staphylococcus aureus, Pseudomonas ae-
ruginosa, Burkholderia cepacia n HeTyOEepKyJIe3HBIX MM-
KOOaKTepuii.

AHamu3 (GYHKIMU JIETKUX TIPOBEIEH B TPYIIie IeTeit
B Bo3pacTe ot 6 1o 18 et (n=817) ¢ y4eToM UX CrOcO0-
HOCTH TIPOBECTH YKa3aHHOE WCClenoBaHUE (CITUpOMe-
TPUIO). AHAIM3UPOBAIOCH COCTOSTHWE (DYHKIIMU JieT-
KUX MO JaHHBIM (hOPCUPOBAHHOM KU3HEHHON €MKOCTH
snerkux (PXKEJ) n ob6bema (HOpCUPOBAaHHOTO BBIIOXA
3a 1 ¢ (ODB,). Uccnenosanus NPOBOAUINCH B COOTBET-
CTBUM ¢ KpuTepusiMu EBporneiickoro perncrpa MyKOBUC-
mmmo3a. Bo Bcex BO3pacTHBIX TpyMIax OMpPeae/IsuIA MU-
KPOOHBIN Teif3aXk IbIXaTeJIbHOTO TpaKTa M OCJIOKHEHUS
TeYeHUs MYKOBHUCIMAO03a (MYKOBUCLIMIO33aBUCHMBIIA
caxapHbIii AuabeT, MUPpo3 TIeUeH, Ha3aabHbIe TIOJIUTIBI,
KpPOBOXapKaHbe W JIETOUHbIE KPOBOTECUYECHUSI, STU30IbI
MMHeBMOTOpakca). HyTpuTuBHBIN cTaTyc 6OIBHBIX MyKO-
BUCIHIO30M OLIEHUBAJICS C TTOMOIIBIO MHIEKCA MacCChI
tenaa (MMT) o Quetelet (Macca (kr) / poct (M)?)[5].

Ilpy reHeTWYEeCKOM WCCIIeIOBaHUM MyTallMii TeHa
CFTR wcnonb3oBajach METOIMKA MYJIBTUTIEKCHON aM-
MTM(GUKALIMA BBISIBIEHUST WHCEPIIMOHHO/IECIIMOHHBIX
MyTaLWi, IJIsT PETUCTPAIIUN TOYKOBBIX MyTAllUii — METOJ
JIeNTb-CIeIIMGUIHOTO JIMTUPOBAHUST C TTOCIEMYIONIeH
amrndukamnueit. Psay 001bHBIX MPOBENEHO Ornpeaese-
HUE HYKJIEOTUIHOM MOCIeI0BATEIbBHOCTA METOIOM TIpSsi-
MOTO aBTOMAaTMYECKOTO CEKBEHMPOBaHUs Ha Mpubope
¢upmbl Applied Biosystems coriacHo NpoTokKoJy dup-
MBI-TIPOU3BOIUTEIS.

Cratuctuueckasi 00paboTKa MaHHBIX TPOBOAMIACH
C TIOMOIIBIO MaKeTa MPUKJIATHBIX ITporpaMm Statistica
v.10 (StatSoft, Inc., CIIIA). B 3aBuCMMOCTM OT BuUAa
pacrmipenesieHusT MepaMu  LIEHTpaJbHOW  TEeHICHIINU
U paccesiHus CIAYXWIU cpefaHee 3HaueHue (M) t craH-
napTHoe oTkjaoHeHue (SD) wiu meauana (Me) (MHTepK-
BapTUJILHBIN pa3Max). [1pu cpaBHEHMU CpeIHMX 3HaYe-
HUI WIK MeIWaH MPUMEHSUTUCH -KpuTepnii CThloIeHTa
Wi Kputepuit MaHHa—YUTHU. AHaIU3 BBIKMBAEMOCTHU
MPOBOJAMJICS ¢ MOMOIIBI0 KpuBoii Kammana—Maiiepa [6].
JIst OLEHKW pas3iu4uii BbDKMBAEMOCTH B TpyrIiax Mc-
nojb3oBaiu log-rank-rect. Paznuuus cyutanuch 10CTO-
BepHbIMHU 11pu p<0,05.

Pe3ynbratbl

IMpoBeneH KIMHUKO-Ta00paTOPHBIM M TeHeTUYeCKUIA
aHaJM3 y JIeTeil W B3pOCHbIX, TIEPEHECITNX MEKOHUEBBIN
WJIEYC TIPM POXKICHUM, TTO JaHHBIM perucTtpa P® 3a 2014 1.
KommyecTBo 60IBHBIX ¢ MEKOHUEBBIM MIIEYCOM B pETHUCTpE
P® B 2014 1. coctaBuiio 141 (6,6% oT 001IETO KOJMYECTBA
0OOJIbHBIX MYKOBUCILIMIO30M B pETUCTpE), B TOM yucie 117
(5,49 %) monyuunu omepaTuBHOe JieueHue, 24 (1,13%)
He ObLIM ornepupoBaHbl. He ObL710 MEKOHMATBHOTO Mjieyca
y 1971 (92,5%) 601bHOTO; OTCYTCTBOBAJIM TOYHBIE JTAHHBIE
y 19 (0,89%) maumentoB. B perncrpe 2014 I. y GOJBHBIX
MYKOBUCIIMIO30M T€PBOTO Tola XW3HU OUATHO3 MEKO-
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Kom)pambeea E.U. u coaem. KnuHUKO-TeHeTHYECKAs XapaKTEPUCTUKA U UCXOJIbI MEKOHMUEBOTO UIEYyCa ITPU MYKOBUCIINIO3€

HHMEBOTO mieyca ob1 moctasieH 17 (22,1 %) u3 60 meteii.
Cpenu 628 nereii B Bo3pacte oT 1 roga 10 7 1eT MEKOHUE-
BhIH wieyc 66Ut y 75 (10,7 %), cpenu 680 GONTBHBIX B BO3-
pacte ot 7 no 18 netr — y 40 (5,6%), cpenu 603 malreHTOB
crapie 18 et — Tombko y 9 (1,5%).

AHaMM3 pe3yJbTaTOB KIMHUYECKUX U JTAOOPaTOPHBIX
WICCIIeOBaHMI OBUT TIPOBEICH TTO3TAITHO: B OOIIE TPyII-
e OOJbHBIX (IETU W B3pPOCIIbIE), B TPYIINE IETel, a 3aTeM
B pa3HBIX BO3PACTHBIX Tpymmax. Bo3pacT mocTaHOBKM I~
arHo3a y 00JbHbIX MyKOBUCLUIO30M (JeTei U B3POCIIbIX)
C MEKOHUEBBIM WJIEYCOM OBLT B 5 pa3 MEHbIIE 110 CpaB-
HEHUIO C TPYIIOW OONBHBIX 0e3 MEKOHWEBOTO WJICY-
ca u 0,76%£2,01 roma mpotus 3,72+6,16 roma, p<0,0001
(Tabs. 1). YpoBeHb XJOPUAOB MOTA MPU MPOBEIEHUU TO-
TOBOI TIPOOBI B TPYIITE ¢ MEKOHUEBBIM MJIEYCOM OBLIT J0-
CTOBEPHO BbIIIIE, YeM B TPYyIINe 0e3 TAKOBOTO (CM. Tab. 1).
HWMT B o01uieit rpyrme Obl1 JOCTOBEPHO BbIIIE y OOJIbHBIX
0e3 MekoHueBoro umieyca. [Ipu aTomM (yHKIUS JIETKHX
(ODB,) 6bL1a JTyy1IIE TIPU MEKOHUEBOM MJIEYCE.

B rpymnrie 6osbHBIX 0€3 MEKOHUEBOTO wieyca ObUIn
3apeructpupoBanbl 122 myramum B reHe CFTR, a B
rpymnre ¢ MEKOHUEBBbIM UJIEYCOM — TOJIBKO 25 MyTalluii.
B rpymre 601bHBIX ¢ MEKOHMEBBIM MJIEYCOM OTpeesi-
nmch crenyiomme myramuu: F508del — B 59% ciydaes,
CFTRdele2,3 — B 9,4%, G542X — B 2, 7%, W1282X —
B 2,2%, 394delTT — B 1,8%, NI303K — B 1,3%,
3821delT —B1,3%, 2143delT —80,9%, S1196X —80,9%.
IMpu stom 16 myrtammit (2184insA, 1677delTA, R553X,
3849+10kbC>T, E92K, LI1335P, L138ins, RI1158X,
712- 1G-> T, R1066C, S466X-R1070Q, Dup ex 6b-10,
1898+2T- > C, 583delC, W496X, R851X) BcTpewanuch
pexe, yeM B 0,45% cnydyaeB. Hukakunx pa3nnanii He ObUIO
oOHapyxeHo B yactore ayiens F508del mexmy rpymnmoii
C MEKOHMEBBIM WiieycoM U 6e3 Hero. OHaKO TOMO3UTO-
ThI 110 MyTauu F508del vame peructpupoBalnch B ACT-
CKOM BO3pacTe NMpu MeKoHUeBoM mieyce: y 44 (39,3%)

n3 112 6ombpHBIX TIPpOTUB 352 (29,2%) u3 1203 6e3 MeKo-
Huesoro wieyca, p=0,034. AHajiornuHas cutyauus obuia
B 00111eit Tpyrine 60JabHBIX (cM. Tabs. 1). OOpaiiaeT BHU-
maHue Beicokasi yactora CFTRdele2, 3 (tak Ha3biBaemast
«CJTaBSTHCKasl» MyTallMsl, KOTOpasi OTHeCeHa K «TsDKe-
JIBIM») Y OOJTBHBIX IeTelt ¢ MeKOHUEBBIM miieycoMm — 10%
npoTtuB 5,69% y mauneHTOB 6e3 MEKOHMEBOTO HJjeyca.
Yarmne y manMeHTOB ¢ MEKOHUEBBIM WMJIEYCOM BCTpeva-
yuck myTtarun G542X (2,50% nipotus 1,08%) u 3821delT
(1,25% npotus 0,37%).

Bce met ¢ MEKOHMEBBIM MJIEYCOM UMETU XPOHUYE-
CKYI0 HEIOCTAaTOYHOCTh 3K30KPUHHOW (DYHKLIMU TTOMI-
XKETYIOYHOM XeJIe3bl U OTANYAINCh MEHBIIIEN YaCTOTOMU
«MSITKMX» MYyTalllii, KoTopbie oTHOCcATCS K IV, V knac-
caM MyTallMii TeHa MYKOBHCIIMIO03a W XapaKTepusy-
JOTCS HOPMAJbHOW WM HE3HAYUTEJTbHO HapyIIeHHOM
(GYHKIMEN TOMIKEeTyTOYHOM Kele3bl. Y 3TUX MallueH-
TOB «MSITKME» MYTallUM PETMCTPUPOBAIUCH C YaCTOTOM
4,44% nipotus 23,85% B TpyIine G0JbHBIX 6€3 MEKOHU-
esoro uieyca (p=0,00192). OnHOKpaTHO M C YaCTOTOM
pexe yem 0,42% y MallueHTOB ¢ MEKOHUEBBIM UIIEYCOM
BcTpevaiuch mytaumm 2184insA, 1677delTA, R553X,
3849+10kbC>T, E92K. B To Xe Bpemsi nmaHHbIE MyTa-
I Y TTAIIMEeHTOB 0e3 MEKOHMEBOTO Mieyca Habioma-
Jmch ¢ yacroroii ot 1,02 1o 2,8%.

B nmerckom BospacTe B oOIelt Tpyrie AeTeil pas3nm-
YU 3apeTUCTPUPOBAHbI B OTHOIIIEHWH CPETHETO BO3pacTa
GOJTHLHBIX M BO3pacTa MOCTAaHOBKM auarHo3a. ITokasatenu
TMOTOBOTO TeCTa ObLIN BBILIE Y AeTEl ¢ MEKOHUEBBIM WJIEY-
coM (Tab1.2, Kak 1 B 0011Iel TpyTIiTe O0JIbHBIX, CM. TaoJI. 1).

IpoBeneHa oreHKa KJIMHUYECKOTO M MUKPOOMOJIO-
TMYECKOTO0 CTaTyca MallMeHTOB B Pa3IMYHbBIX BO3PACTHBIX
rpynmax JJis BISICHEHUsI Pa3INduii, KOTOPbIe MOTYT TT0-
SIBJISITBCST C BO3pacToM. YacToTa AMarHOCTUKY 10 HEOHa-
TaJTbHOMY CKPUHMHTY B TpyrIiax g0 7 JIeT He pa3indyanach
¥ cocTaBiisia okosio 35%. etu, poxaeHuble B 2014 T.

Tabauya 1. O0mAsA XapaKTePUCTHKA NAIMEHTOB (IeTH U B3POCIibie) ¢ MeKOHHEeBbIM mieycom (M) u 6e3 TakoBoro

ITokasarenb Ipynna 6onbHbIX 663 MU (1= 1971) Ipynmna 6onbHbIX ¢ MU (n=141) p-value
CpenHuit BO3pacT, rofbl 13,16%9,69 6,4+5,64 <0,0001
Bospact mocTaHOBKYM IMarHo3a, roabl 3,72%6,16 0,76+2,01 <0,0001
[TotoBblit TecT 1, MMOJIb/ 100,88+23.86 106,94420.58 0,0052
IloToBBIIi TECT 2, MMOJIb/JT 101,76+ 22,51 112,24 £21,16 0,0001
NUMT 16,96+3,13 15,82£2,02 <0,0001
ODB,,% 73,33+£27.54 84,71+25.33 0,0103
«Msrkue» CFTR-mytanuu, % 23,3 4.4 0,00002
Tomosurotsl mo myrtauuu F508 del, % 25,5 40,8 0,00673

Tabauya 2. O0mAsA XapaKTepUCTHKA JeTeil (0e3 B3pocJbix) ¢ MeKoHueBbiM uieycom (MU) u Ge3 TakoBoro

TTokazaresnb Ipynma nereit 6e3 MU (n=1368) Ipynmna gereit c MU (n=132) p-value
CpenHuit BO3pacT, rofbl 7,73+4,88 5,45+4,42 0,0000
Bo3spact mocTaHOBKYM 1MarHo3a, rofasl 1,684+2.,75 0,57x1,79 0,0000
[ToToBBII TECT, MMOJIb/JT 103,69+21,49 112,12£20,23 0,0018
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U miocJte 7 JIeT CyliecTBOBaHUsI HEOHATATbHOTO CKPUHWH -
ra (c 2007 mo 2013 r., rpynma ot 1 roga a0 7 JieT XXU3HU)
He pas3IuyaliCch MO OCHOBHBIM ITOKa3aTeNlsiM, KpOMe
Bo3pacTta roctaHoBku auarHo3sa (0,19+0,29 roga nmpoTtus
0,52+0,85 roma; p=0,0011). B ocTaibHBIX rpymIiax OTJn-
yust HapacTtanu. B rpymnmne ot 7 no 18 net (B 3TOT nepuon
He MPOBOAMIICA HEOHATAJbHBIM CKPUHWHT Ha MYKOBUC-
1IMI03) OTMEYAINCh Pa3u4usi B BO3pacTe IMOCTaHOB-
ku auarHosa (1,47+3,06 roma mpotus 2,89+3,42 rona;
p=0,0101), B w™macce Ttema (28,819,8 kr mpoTuB
33,7x12,9 xr; p=0,0203) u pnune tena (134,4£17,8 cm
npotus 140,9%+17,5 cm; p=0,0269).

IToydeHbl TOCTOBEpHBIE CBEACHUSI, UTO TAIIMEHTBI
C MEKOHUEBBIM WJIEYCOM CKJIOHHBI K (hOpPMHPOBAHUIO
LIMppo3a TeYeHU, aJlJIepruIecKoro OpPOHXOJIETOYHOTO
acTiepruie3a, 3JIEKTPOJUTHBIX HapylIeHUH (CUHIPOM
nceBno-baprrepa). DeKTpONUTHBIE HapylIeHUs OT-
Mevamuch y 11 (7,97%) n3 138 GONMBHBIX ¢ MEKOHUEBBIM
uneycom npotuB 66 (3,54%) u3z 1916 6e3 MEKOHUEBOTO
uneyca; p=0,0091. Annepruyeckuii OpOHXOJIETOUHbIN ac-
neprusie3 ou1 'y 3 (2,16%) nanmenToB u3 139 ¢ MeKOHU-
eBbIM miieycoM n 'y 26 (1,38%) u3 1887 GonbHBIX 6e3 Me-
KOHUEBOTO mieyca. B Tpyrme B3poOCibIX ¢ MEKOHHEBBIM
WIEYyCOM B aHAMHE3€ aJUIEPrUYeCKUii OpOHXOJIETOUHBIN
acmieprmuie3 6bi1 auarHoctuposaH y 1 (11,1%) mpotus
3 (0,99%) w3 302 B3pocabIx 63 MEKOHHMEBOTO WIIEyca.
[Tpu aTOM B 0011IEH TpyMTIEe AeTeit (¢ poxkaeHus 10 18 yiet)
oH guarHoctupoBaH y 14 (1,05%) w3 1332. B oTHOIIeHUN
MUKPOOHBIX areHTOB JbIXaTeJIbHOTO TpaKTa pasInyuii
B TpyMIax HaOOAeHUST He 3apeTUCTPUPOBAHO.

Luppo3 neyeHun B oOI1IIe#t rpyrine OOJBHBIX C WUJIEYy-
coM (IeTH ¥ B3pOCJble) ObIT quarHocTupoBaH y 7 (5%)
MalMeHTOB B TPyIINe AeTeld 6€3 MEKOHUEBOIO ujeyca —
y 42 (3,15%) u3 994, a B rpymnre y aeTeil ¢ MEKOHMEBBIM

OPUINHAJIbHBIE CTATbU HACJIEACTBEHHbIE BOJIE3HU

uneycom —y 4 (3,05%) u3 131. B rpyriie B3poCIIbIX MMamm-
€HTOB ¢ MeKOHUeBBIM miieycoM (n=9) y 3 (33,3%) 60J1b-
HBIX OBUT IUPPO3 C TIOPTATLHOM TUTIepTeH3Uel. B rpyrime
B3poCbIX 0e3 MekoHueBoro uieyca (n=570) oH BcTpe-
yancsa y 29 (5,09%) 607abHBIX ¢ MOPTAJTBHOM TUTIEPTEH-
sueit (p=0,0002, xpurepuit MaHHa—YUTHU; NaHHbIC
MPUBEICHBI IJIST MTAIIMEHTOB, Y KOTOPBIX B PETUCTPE UMe-
JIaCh TTOJTHAst MHMOPMAITUS O IIMPPO3e M MEKOHUATHHOM
wnieyce). Takum oOpazoM, pazauuusl MOSIBJISUIMCH TOJIBKO
Y B3POCJIBIX.

B rpynme GOMBHBIX ¢ MEKOHHMEBBIM  HJIEYCOM
B 2014 . ymepiu 4 (2,84%) pebenka (cpemHUii BO3-
pact 1,44%1,59 ronma); 137 GonbHBIX (CpenHUI BO3pacT
6,54%5,66 Tona) xuBbl (maHHbIe Ha 31 mekabps 2014 t.).
B rpynme 6e3 mekoHueBoro mieyca ymepau 34 (1,73%)
maryeHTa (cpegHuit Bo3dpact 16,83+9,69 roma), 1937
OGOJIBHBIX XMBBI (cpemHuii Bo3dpact 13,09+9,69 rona).
C moMoliplo aHan3a BbDKMBaeMOCTH M log-rank-Tecta
OBLTM BBISIBJICHBI JIOCTOBEPHBIC PA3IUIMSI B TPYIIIIAX:
BBIKMBAEMOCTh OOJIBHBIX ¢ MEKOHUEBBIM MJIEYCOM ObLITa
JIOCTOBEPHO HUXE IO CPaBHEHUIO ¢ OOJbHBIMU O€3 Me-
KoHueBoro uieyca (p=0,0462).

OOcyxaeHue

PacnipocTpaHeHHOCTh M COCTOSTHUE 3IO0POBBST Tia-
LIMEHTOB ¢ MEKOHMEBBIM MJIEYCOM TIPU MYKOBHCIIMIO3€
MpoaoJiKaeT o0CyXnaTbesl ucchenoBaTensMu  [7—15].
Mo manubpiM @epepanbHoro peectpa (2014), yacrtora
MEKOHMEBOTO WJjieyca y MalueHTOB ¢ MYKOBHUCIIMIO30M
6,6%. PacipocTpaHeHHOCTh MEKOHUEBOTO MJieyca y Je-
Teil B Bo3pacte 10 1 roga cocrasuia 22,1%, a no naH-
HBIM aHaMHe3a B Tpymre B3pocibix — 1,5%. ITo maH-
HeiM apyrux peructpoB (CHIA, Hramnusa, Iepmanus),
pacrmpocTpaHeHHOCTh BapbupyeT ot 13 mo 21% [9, 13].

Tab6auya 3. Knuanvyeckne 0COOEHHOCTH MALMEHTOB PA3HOTO BO3PACTA C MYKOBUCIIHI030M, TepeHeCIMX MeKoHueBbIi mieyc (M)

[Mokazarenb [pynna 6onbHeIx 63 MU Ipynna 6onbHbIX ¢ MU p-value
Oo6mas rpynmna (1971 6onbHoi 6e3 MU, 141 — ¢ M)
Yacrora cuHapoma riceBno-baprrepa, % 3,55 7,97 0,0091
Yacrora aJyIeprudeckKoro OpOHXO0JIEr0OYHOro acreprusuiesa, % 1,38 2,16 0,0091
Tpymma or 1 roma mo 7 set (628 GobHEIX 6e3 MU, 75 — ¢ M)
TToToBBII TECT, MMOJTb/JT 106,07£19,81 112,13+ 18,57 p=0,0157
Tpymma or 7 no 18 ner (680 GonbHbIX 63 MU, 40 — ¢ M)
Macca Tena, Kr 33,7+£12.9 28,8+9.8 0,0203
Pocr, cm 140,9£17.5 134,4£17.8 p=0,0269
Ipyrma ot 18 g0 25 net (323 6oabHbIX 663 MU, 9 — ¢c M)
Yacrora ABJIA, % 0,99 11,1 0,0083
YacToTa iMppo3a MevyeHu ¢ MopTabHOM TUIepTeH3neit, % 6,8 33,3 0,0033
Tpynma B3pocibix (603 60mpHBIX 663 MU, 9 — ¢ M)
YacroTa 1iuppo3a neyeHu ¢ MopTalbHOM TUllepTeH3ueit, % 5,0 33,3 0,0002

[pumeuanue. TpuBeneHbI TOKA3ATENH, TSI KOTOPBIX MOJTyYEHbI JOCTOBEPHO 3HAYMMbIE pa3indus, p — Kputepuii Manna—Yutau (U-kpute-
puit); AaHHbIE TPUBEAEHBI ISl MALIMEHTOB, Y KOTOPBIX B pETUCTPe MMesach nosiHast nHbopMalus 06 udyyaeMbix mokasatessix. ABJIA — annep-

rMYECKUit OPOHXOJIETOYHBIN acreprusuies.
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Kom)pambeea E.U. u coaem. KnuHUKO-TeHeTHYECKAs XapaKTEPUCTUKA U UCXOJIbI MEKOHMUEBOTO UIEYyCa ITPU MYKOBUCIINIO3€

PacrnipocTpaHeHHOCTh MEKOHMEBOTO Wieyca B TEpBBI
roJ XM3HU OTpaxaeT peajbHylo curyauuto [9]. Tlpo-
BEJEHHOE MUCCIEJOBaHUE T0KAa3al0 TMO3UTUBHYIO POJib
HEOHATaJIbHOTO CKPUHUHTA B AUATHOCTUKE MEKOHUEBO-
ro wjieyca B CTpaHe U COXPAaHEHUM COCTOSIHUS 310POBbSI
OOJILHBIX C MYKOBHCIIM030M B TI€pBbI€ TOMbI KU3HU [7],
YTO TOATBEPXKAAETCS U APYTMMM HCCIEAOBaHUAMU [8—
11]. C Bo3pacToM KOJUYECTBO MAIIMEHTOB, MIEPEHECIIINX
MEKOHHUEBBIM MJIEYC B HEOHATAIBHOM IEepUOe, YMEHb-
IIAeTCs, YTO MOXKHO CBsI3aTh ¢ OTCyTcTBUEeM 10 2006 T.
HEOHATaJTbHOTO CKPWHWHTA, TTO3IHEH IUarHOCTHKOM
3a00sieBaHuUsl, TUOEBIO NETEN OT AIEKTPOJUTHBIX HAPY-
IIEHUI M IPYruX OCJIOXHEHUI MyKoBUcLMIo3a. Ha 3To
yKa3bIBaeT BO3PACT CMEPTU MAIMEHTOB C MEKOHUEBBIM
WJIeycoOM — TIepBble TpU roja Xu3HU. B Gosiee crapiiem
BO3pacTe MPUUMHOIN CMEPTH MOXET SIBUTHCS B TOM YHUCIIE
LIMPPO3 TIEYEHHU.

ITo maHHBIM JUTEpATYpHI, Y IeTeil, TIEpeHECITUX Me-
KOHMEBBI WJIEYC, OTMEUAalTCsl HU3KWE ToKa3aTeau
Macchl U JuHbl Tena [14]. [To maHHBIM TIPOBEAEHHO-
ro uccinenoBanusi, UMT y maumueHTOB ¢ MEKOHMEBHIM
ujieycoM B aHamHe3e ObUl HUXKe B 00lleil rpymre ae-
Teli M B3pocibiX. B Bo3pacte 10 7 JeT paznuuuii B pocte
U Macce He HaOIIoaauch, OIHAKO B BO3PACTHOM TpyIie
oT 7 no 18 neT naHHble Mokaszarean ObUIM HUXE Y AeTei
C WJIEYCOM B aHaAMHE3e.

IMpuunHOl cMepTH B3POCIBIX MAIUEHTOB, BEPOSIT-
HO, ObUI LIMPPO3 MeYeHU WK Oojiee arpecCUBHOE Teye-
HUe O0JIE3HU, XapaKTepHOE JIJIST «TSIKEIbIX» T€HOTUTIOB.
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