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Pesrome

AKXTyalIbHOCTD IIPOO/IEMBI OCTEOIIOPO3a y fleTell
¢ MykoBucnypo3oM (MB) 06ycnoBieHa BBICOKMM
PMCKOM CHIVDKEHMS MIHEPaJIbHOM IIOTHOCTYU
koctu (MIIK) y aHHOJ KaTeropuy IalyieHTOB.
ITo panHBIM Perncrpa 60TbHBIX MYKOBUCLIM-
mo3oM B P® 3a 2021 roj maHHOE OC/IO)KHEHUIE
BCcTpevaeTcs y 6,4% manueHTtos (1,8% petent
u 19,2% B3pocinbix). Takue ¢pakTopsl, KaK Xpo-
HIUYeCKOe BOCIIaieH e, CUH/[POMBI Manbabcop6-
LIV U MaJIBUTECTUN, IpJeM TOPMOHATbHBIX,
MIPOTVBOBOCIIA/INTE/IBHBIX MIpeIIapaToB, MeTa-
OoYecKe HapyIIeHU A, HeraTVBHO BIMAIOT Ha
IIPOLIeCCH PEeryIALY KOCTHOTO MeTabonu3Mma,
9TO0 NpUBOAUT K cHIDKeHMI0 MIIK, octeonoposy
U IIepesIoMaM IIpy JaHHOM Ho3o0/morum. Vzy4yeHne
OUMHaMUKU 9acToThl cHybkenusa MIIK y mereit
¢ MB niput coBpeMeHHBIX AMarHOCTNYECKUX U Te-
pamleBTUYeCKNX MO/IXOAaX IMTO3BOMINT OLIEHUTD
3¢ deKTUBHOCTD Mep, IPUMEHEMBbIX 151 BbI-
SIBJIGHV A OCTEOTIOpO3a U IIPEJIOKNUTh HOBBIE
ITOPUTMBI TPODUIAKTUKY U JIEYEHNSI.

enb: omennth yacTtoTy cHMXeHua MIIK
y MallIeHTOB C MYKOBMCIM/IO30M IEeTCKOTO
BO3pacTa B IMHAMUKE 32 IePUOJ HAOTIONeHM s
2006-2021 rop,

Marepuainsi 1 MeTopbl: B 2006 1. Ha 6a3e PIKB
. MoCKBBI IIpoBefieHo 06cnenoBanye 128 mamu-
€HTOB C MYKOBUCIIJ030M — 60 Ma/ib4MKOB 1 68
meBOYeK B BospacTe 5-18 nmeT. B 2020-2021 romy
Ha 6ase 'BY3 «<HMKU perctBa M3 MO» 6p1710
o6cenoBaHo 40 meTell ¢ MyKOBUCII030M (28
IeBoYeK, 12 ManpunKoB B Bopacre 13,6+2,4 rozia)
1 35 310pOBBbIX feTeit (24 feBouKy, 11 MaTp4nKOB

B Bo3pacre 14,2+2,2 roga). CocTosiHMe KOCTHOM
TKaHY MaIlMeHTOB OLIEHVBA/IN IyTeM IIpOBe-
IeHNA IBYX9HEPreTU4eCKOl PeHTTeHOBCKOM
abcopomomerpun (DXA) B OSCHUYHOM OTHENE
no3BoHouHKKa (L2-14) u comepxanmem MumHe-
panos B koctu (BMC). Y Bcex manjuentoB ¢ MB
OIIEHMBAIOCh MOTPeb/IeH1e KaablUs C MNIIei
U QYHKIIVA BHEIIHETO IbIXaHUA.

Pesynprarel. B 2006 rogy camxenne MITK <-2
Z-score 66110 0O0Hapyx)eHo y 35 (27%), ocTeore-
Hus (Z-score MIIK <-1) -y 33 (26%) manyeHToB
¢ MB. B 2021 roxy camxenne MIIK <-2 Z-score
ObLIIO BBISIBJICHO Y OFHOTO pebenka (2,5%) ¢ MB,
ocreonenns —y 10 (25%) mereit. Y Bcex 31opo-
BBIX fieTelt mokasatenu MIIK 6b11n B ipese-
nax HopMbl. Cpennaa MIIK y nanmentos ¢ MB
B 2021 r. 6p11a HYKe — 0,26+1,3 r/cM2 110 cpaBHe-
HUIO C TTIOKa3aTenAMHI 3/J0poBbIX 0,74+0,71/cM2
(p=0,000). IToxasatenu BMCy nanuenros c MB
TaK>Ke Ob1 HyKe — 39,6+13,0r npotus 50,4+14,8r
(p=0,000) y 3popoBbix. [ToTpebneHne KanbLus
cnumet B 2021 ropy coctasuino 1830,5+782,2 mr/
CyT, 4TO B 3 pasa Bblllle, YeM y HAIMIeHTOB
B2006 roxy — 543+44 mr/cyT (p=0,000). Dynxums
NeTKuX y nauueHTos B 2021 rogy 6b1/1a BbILIE,
O®B1 83,1%+17,8, mo cpaBHeHUIO C 67,9%+23,1
y manuenTtos B 2006 roxy (p<0,05).

3aKk/I04YeHMe: COBpeMeHHble MeTO bl 11a-
THOCTMKIU U TePaIuM IO3BOIV/IN 3HAYUTETTBHO
cokpatuTh yactory cHmkenua MIIK y mereii
¢ MykoBucuujgosom. OfHaKo, 3Tu MoKa3aTe-
JIU BCe ellle He JOCTUTAIOT 3HaYeH Ul 3[[0POBBIX
neTen.
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Summary

Relevance. The actuality of the problem of oste-
oporosis in children with cystic fibrosis (CF) is
due to the high risk of a decrease in bone min-
eral density (BMD) in this category of patients.
According to the Register of Patients with cystic
fibrosis in the Russian Federation for 2021, this
complication occurs in 6.4% of patients (1.8% of
children and 19.2% of adults). Factors such as
chronic inflammation, malabsorption and mal-
digestion syndromes, hormonal, anti-inflamma-
tory drugs, metabolic disorders negatively affect
the processes of regulation of bone metabolism,
which leads to a decrease in BMD, osteoporosis
and fractures in this nosology. Studying the
dynamics of the frequency of decrease in BMD
in children with CF with new diagnostic and
therapeutic approaches will allow us to evalu-
ate the effectiveness of measures used to detect
osteoporosis and propose new algorithms for
prevention and treatment.

Objective: to assess the dynamics over the
follow-up period 2006-2021 of the frequency of
decrease in BMD in children with CF.

Materials and methods: In 2006, 128 patients
with cystic fibrosis — 60 boys and 68 girls aged
5-18 years — were examined on the basis of the
FSAEI HE N.I. Pirogov RNRMU MOH. In
2020-2021, 40 children with cystic fibrosis (28
girls, 12 boys aged 13.6+2.4 years) and 35 healthy
children (24 girls, 11 boys aged 14.2+2.2 years)

were examined on the basis of the RCIC. The
condition of the patients’ bone tissue was assessed
by conducting dual-energy X-ray absorptiometry
(DHA) in the lumbar spine (L2-L4) and bone
mineral content (BMC). Dietary calcium intake
and respiratory function were evaluated in all
patients with CF.

Results. In 2006, a decrease in BMD <-2
Z-score was found in 35 (27%), osteopenia
(Z-score BMD <-1) - in 33 (26%) patients with
CF.1In 2021, a decrease in BMD <-2 Z-score was
detected in one child (2.5%) with CF, osteope-
nia - in 10 (25%) children. In all healthy chil-
dren, BMD indicators were within the normal
range. The average BMD in patients with CF in
2021 was lower - 0.26+1.3 g/cm2 compared to
healthy 0.74+ 0.7g/cm2 (p=0.000). BMC values
in patients with CF were also lower - 39.6+13.0g
versus 50.4+14.8¢ (p=0.000) in healthy patients.
Dietary calcium intake in 2021 was 1830.5 +£782.2
mg/day, which is 3 times higher than in pa-
tients in 2006-543+ 44 mg/day (p=0.000). Lung
function in patients in 2021 was higher, FEV1
83.1%+17.8, compared with 67.9%+23.1 in pa-
tients in 2006 (p<0.05).

Conclusion: new methods of diagnosis and
therapy have significantly reduced the frequen-
cy of decrease in BMD in children with cystic
fibrosis. However, these indicators still do not
reach the values of healthy children.

Keywords: children, cystic fibrosis, osteoporosis, osteopenia, densitometry, mineral density,

calcium intake



BBenenue

MyxoBucunpnos (MB) - yactoe MOHOTeHHOe 3a-
6oseBaHNe C Ay TOCOMHO-PELleCCUBHBIM TUIIOM
Hac/IeJJOBaHN A U ONMMOPTaHHBIMIY IIPOSBIIE-
HyAMU. J711 MyKOBUCIIM03a XapaKTepHO Ha-
Maye OCIOXKHEHUIT, YaCTOTA U TSXKECTb KOTO-
PBIX YBeIMUMBaeTCA ¢ Bo3pactoM. OgHNM 13
JaCTBIX ¥ HECBOEBPEMEHHO [IMArHOCTYPYEMBbIX
OCTIOKHEHMII IBIIsIeTCs ocTeoropos [1]. B csi3n
C BBICOKOJ PacIIpOCTPaHEHHOCTBIO, OCTEONOPO3
SIBJISIETCS OJJHOI 13 Hambosee 3HAYMMBbIX MIPO-
671eM MMpOBOTO MacLITaba B 061Ie IO y/IALN
Hapsy ¢ MHQPEKIMOHHBIMY, OHKOIOTMYeCKUMU
U CeplieYHO-COCYUCTBIMM 3a00IeBaHUAMN [2].

ITo panupiM Perncrpa 60/IbHBIX MYKOBHUC-
nuposoM B PD 3a 2011 rogy ocTeonopos ObIT
OVArHOCTUpPOBaH y 14,5% manuentos (4,6%
meteit 1 33,1% B3pocnbix) [3]. B 2021 rop man-
HOe OCTIOKHEHNe BCTPEYanoch y 6,4% 60MbHBIX
(1,8% mereit 1 19,2% B3pocnbix) [4]. Hecmotps
Ha IIporpecc, KOTOPBIN YAanoch JOCTUYb, IIa-
LIMeHTHl ¢ MB, B TOM uuciie 1eTcKoro Bo3pacTa,
IIO-TIPEeXXHEMY ABJIAI0TCA TPYIION pUCKa MO pas-
BUTHIO CHVDKEHI S MUHEPAIbHO ITIOTHOCTM KO-
ctu (MIIK). Cpepyt maToreHeTYeCKMX 3BEHbEB
MYKOBMCIIMJ032, IPUBOAALINX K CHIUKEHIIO
MIIK, He06XOIMMO BbI/IETUTh: XPOHUYIECKUIT
BOCHATUTEIbHBIN IIPOIECC, XPOHNYECKYIO MH-
(ek1uIo ABIXaTeIbHBIX My Tell, 9K30KPUHHYIO
HEJOCTATOYHOCTD MOMKEeNYLOUYHOI XKee3bl,
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3a/Iep>KKY II0IOBOTO CO3PeBAaHMA ¥ TUIIOTOHa-
AV3M, IATOJIOTMIO IeIaTo-OVIMapHON CUCTeMBI,
a TaxKe npsamoe BosfelictBye reHa CFTR Ha
KOCTHYIO TKaHb 1 gpyrue paxropsl (Puc. 1) [5].

[TocnemHmMe nuTepaTypHbIe NaHHbIE MOJ-
TBEpPXKZaloT, 4T0 reH CFTR urpaeT BaKHYIO PO/Ib
B BbIpaboTke ocreonporerepuna (OIII) u me-
tabonmuta IJOI-2 npocrarmanpuua E2 (IITE2),
IBYX K/IIOUEBBIX PEryIATOPOB POPMUPOBAHUA
U pereHepanyy Kocrtu [5].

Ha6op Macchl KOCTHOJ TKaHY IPOUCXORUT
B JIETCKOM M IIOZPOCTKOBOM BO3pacCTe, JOCTH-
ras Makcumyma K 20-30 rogam. OTcyTcTBIE
TOCTVDKEHN A MMKa KOCTHOM MacChl B MOJIOIOM
BO3pacTe CIOCOOCTBYeT HU3KMUM IIOKa3aTelAM
MIIK y B3pocnbix. OfHOBpEMEHHO IPOUCXOAT
IBa IPOTUBOIOIOKHBIX IIpoLiecca: KocTeobpa-
30BaHIe 1 KOCTHas pe30pOums, ot 6amaHca Ko-
topbix 3aBucut MIIK, KauecTBO ¥ IPOYHOCTD
KocTu. PeMopenpoBaHme KOCTHOM TKaHU 3a-
BUCUT OT cOCTOAHMS $POCcHOPHO-KATIBIIVIEBOTO
obMeHa, TapaTUPeoUTHOIO TOPMOHA, BUTAMIHA
D, ropMoHa pocTa, KaTblUTOHNHA, TUPEO/i-
HBIX TOPMOHOB, ITTIOKOKOPTUKONOB, CTAPEeHU
M aCCOLMMPOBAHHOIO C HUM CEKpeTOpHOro de-
HoTHUMA U T.Jj. OCTEONnopo3 pasBMBaeTCsA U3-3a
HapylleHus 6aaHca MeX/y pe3opOLueit KocTu
mocreocuHTe3oM. OCHOBHO TPUYMHON ucha-
JTaHCa MPOIECCOB KOCTHOTO PEMOJIETMPOBAHMN A

AneKBaTHbI NoA6bop NUTaHUA
1 GepMeHTO3aMecTUTENbHOI Tepanni

ﬁawwoe':iaeJLbMHeoe [lobaBKu € BUTaMUHOM
aI-FI)Tl/IGMOTMKOB SK30KpUHHAA D 1 kanbunem
XpoHuyeckas HEeJOCTaTOYHOCTb
MHbeKuus noa<enyaoyHom
xenesbl/ HU3KuUn UMT
3apepxKa
CHVKEHVEe YacToTbl noﬁopaoro 3amecTuTenbHas
NEroYHbIX 060CTPEHUI Bocnanenue Cruketme MK co3peBaHus / ropMoHarnbHas Tepanuis
npn TUMOTOHaAN3M
MyKOBMCLMA03e
CFTR npsmoe
lMoBbliweHne dpuznyeckon BospencTBie Jleuenve
aKTUBHOCTY 1 Habop LR UCTLYIGAIRAHE) BbICOKO3(PDEKTUBHBIM
MbILLIEYHOW MACCbl mogynatopom CFTR
Huskoe Qusueckoe  EPUUNT MHCYAMHE /
passutye / HapyLueHne
HapyLueHve MeTabonM3ma roKo3bl /
BbIpaboTku
Tepanua VIHC(gﬂVIHOHOJmﬁHOrO CBefieHne K MUHUMYMY
aKTOpa pocTa 1CMob30BaHUA
CCNTIOIROIMAICH FNIOKOKOPTUKON0B

[lnarHocTtrka n Tepanma HapyLueHvuﬁ 0bMmeHa rnoKo3bl

PucyHok 1.
MaToreneTuyeckmne
daxTopbl, BAMALLME
Ha pemopienmpoBaHmne
MMK npu mykoBucym-
nose.

MNpumeyaHwme:
M3CA - mykoBucum-
A03aCCoLMMPOBAHHbII
caxapHblit fuaber.
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Ta6bnuua 1. Bospact ButamuH A (ME)
PekomeHzyemble cyTou-
Hble 403bl XUPOPACTBO- C poxpennus fo 12 mecses 5000
PAMBIX BUTAaMUHOB Mpi C 12 Mecsmes o 10 et 10000
MmykoBucumao3se [13].
C 10 go 18 et 5000
Bornee 18 et 5000-10000

ButamuH D (ME)

ButamuH E (ME)

ButamuH K (ME)

400-800 80-150 0,3-0,5
400-800 200-400 0,3-0,5
400-800 40-50 0,3-0,5
400-800 100-200 0,3-0,5

Ta6bnuua 2. Bospact HauanbHasa posa
HavanbHbie f03bl
BuTamuHa D3 (ME/cyT) C poxpennus fo 12 mecses 400-500
1 peKOMEHAAL NI O C 12 mecses o 10 tet 800-1000
neyeHuio fepuunta
BuTammHa Dy getein C 10 mo 18 et 800-2000
1 B3pOCAbIX, CTPajato-
bonee 18 ner 800-2000

wux MB [14, 15].

YBenuueHHasa fosa

MakcumanbHas po3a

800-1000 2000
1600-3000 4000
1600-6000 10000
1600-6000 10000

siBrsieTCs fepUIUT KanbUus U/ BUTAMU-
Ha D. Bmecre ¢ Tem fedbnuut Kanbius, gaxe
KpaTKOBPEMEHHBIV, IIPVBOANUT K ITOBBIIICHIIO
cexpenuu naparupeoujuoro ropmona (I1TT)
MapalMTOBUIHBIMI XKe/le3aMI I KOMIIEHCATOP-
HOW MOOVM/IM3AI[MY KA/IBIVSI M3 KOCTHOTO JIET0
B KPOBAHOE pyciIo [6, 7].

ITo maHHBIM 3apyOeXXHBIX M POCCUIICKUX
MCCIeloBaTeneil OCHOBHbIMMU daKTOpaMu pu-
cka cHyxenua MIIK y gereit ¢ MB aBnAroTca:
TSDKeoe TedeHme 3a00/1eBaHMsl, CTENEHb JIbI-
xaTenbHON HemocTaTrouHocTu [I-111, Hanmame
LMppo3a neyeHu, BoiceB P. aeruginosa us pe-
CHMPATOPHOTO TPAKTA, TeHETUYECKMIT ;UATHO3
F508del / F508del, orpanuyenne gpusugeckoi
aKTMBHOCTY, OTCYTCTBME PU3NIECKOI HATPY3-
KU, a TakxKe AeunT moTpedaeHms KaabIius
C ImuIey U NpUEM CUCTEMHBIX KOPTUKOCTEPO-
unoB [8-11]. B3aMOCBsI3b TAXKEIOrO TEUEH M
3a00/1eBaHMs C pa3BUTUEM OCTEOINOpo3a 00-
yC/IOBJIeHa BIMAHMEM CUCTEMHOTO BOCIANIN-
TeJILHOT'O OTBeTa Ha (QYHKI[MIO OCTEOK/IACTOB.
B HacTosimee BpeMs M3BeCTHO 60/bIIOe KO-
JINYECTBO IPOBOCHAINTETbHBIX IUTOKIHOB:
nnrepnenkuusl (IL)-1, -6, -11, -15, -17, pak-
TOp HeKposa onyxonu -anbda (TNa), murang
pelieniTopa akTuBaropa sizepHoro ¢pakropa-B
(RANKL), koTOpbIe 0Ka3bIBAIOT CTUMYINPYIO-
wuit 9 ekt Ha pa3BUTUE OCTEOKIACTOB U UX
AKTUBHOCTD, IIPUBOJSI K KOCTHOI pe3opouun.

Y 6onpubIX MB B nepuoz 060cTpeHms 1eroy-
HOVl MH(DEKI MY OTMEYEHO MOBBINIEHNE YMCTa
MMOTEHI[MA/IbHBIX IPeJIIeCTBEeHHIKOB 0CTeO-
K/1acToB B nepudepudeckoit KpoBu, KOTOpoe
CHIDKAJIOCH ITOCTIe Kypca aHTMOaKTepUaaIbHO
tepanun [12].

o 2016 r. B PO npumensanucy npodunak-
TUYeCKue [03bl XOJIeKanblndeposna B COOTBET-
CTBUMU C peKoMeHzanusamu EBporeiickoro ob1ie-
CTBa JJeTCKMX FACTPOIHTEPOJIOTOB, TelIaTO/IOT0B
n wyrpunuonoros (ESPHAGAN) (ma6n. 1).

B 2016 r. B cooTBeTcTBUM ¢ HanmoHaabHBIM
KOHCEHCYCOM NpodUIaKTUIeCKIe JO3bI XOTIe-
Kanpudeposna 6bUIM epeCMOTPEHBI Y 3HAYM-
TEe/IbHO YBEIMYEHbI, IPOBeieHa IIPOCBETUTENb-
cKasi paboTa c pOAUTeNIMI ITAIIMEHTOB U JIeThbMU
o ponu ButaMnHa D B oprannsme.

ITo pesynbpraTaM MHOTOLIEHTPOBOTO MICCIEN0-
BaHusA kouueHTpanuu 25(OH)D y mereit c MB
B 2018 1. OTMEYEHO, YTO HOPMAJIbHOE COJIEPKa-
Hue BUTaMIuHa D 3aperncTprupoBaHo B TOJIOBUHE
00pasIoB CBIBOPOTKY KPOBH, HECMOTPSI Ha BBI-
COKJe TpodIIaKTUYeCKUe TO3bI, IIOJTyYaeMble
nanuentamn. Copep)xanne Butamnutua D B 06-
1ell rpyIe OOIbHBIX OBIIO 6IM3KO K HIDKHEN
IpaHuIle HOPMBI.

Ienp uccnemoBaHMsA: OLIEHUTD B TUHAMIKE
3a nepyoy HabmopeHna 2006-2021 rog yacTory
cHykenna MIIK y nanueHToOB ¢ MyKOBUCIUJO-
30M JIeTCKOTO BO3pacTa.
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MaTepI/Ia)II)I N ME€TOAbl UCCIIEJOBAaHNA

B nacrosiieit paboTe NpoBeeH CpaBHUTEb-
Hblil aHanus MIIK nanuenTos ¢ MB, koTopbie
Habmogannuch B PoccuiickoM LieHTpe MyKOBUC-
numo3a B 2006 u 2021 rr.

B 2006 r. o6¢cnefoBanme 128 mereit mpoBo-
aunoch Ha 6ase PIIKB r. MockBsl. Bece geTn
HaXOJUINCh HAa MOCTOAHHON 0a3UCHOI Te-
panuy 1o nHoBOJY OCHOBHOIO 3a00IeBaHMA:
(bepMeHTHO3aMeCTUTe/IbHAA Tepanus, My-
KONMUTUKY, YPCOMIE30KCUXONeBasd KINCNAOTa,
TTONIMBUTAMIHBI B BO3PACTHBIX [JO3MPOBKaX.
CocTosiHMe KOCTHOV TKaHU ManueHToB ¢ MB
OII€HMBAJIOCh ITyTeM IPOBEeHN A JEHCUTOME-
TPUM B MOSICHNYHOM OTZe/Ie IO3BOHOYHNKA Ha
ypoBHe L2-L4. JInarHo3 ocTeoneHn1/ocTeono-
po3a ycTaHaB/IMBAaJCA COINTACHO KPUTEPUAM
BO3 Ha ocHOoBaHuu mmoxasarens Z-score [16].
Crermenb gbixaTenbHol HegoctaTourocTu (JIH)
OlleHMBAIaCh KJIMHUYECKY U 110 JJaHHBIM CIIN-
porpacduu Ha anmapare Spiroanalizer ST-95.
[ToTpebneHne Kanplus C €0 OLLEHNUBATOCH
MyTeM aHKETUPOBAHMA POAUTENEN C YKa3aHU-
€M KOJIM4eCTBEHHOTO 11 KaYeCTBEHHOI'0 paljo-
Ha pebenka 3a Hepento. OreHKa obecredeHHO-
CTY Ka/IbIlVieM IUTAHMA fIeTell Beach C y4eTOM
3HAYEHUII COflep>KaHM s KaTbIVs B IUI[EBBIX
MIPOJIYKTaxX M CONOCTAB/IEHNEM C JaHHBIMU
CIIPaBOYHBIX TAOMUI[ ¥ BO3PACTHBIX HOPM.
300poBbIe AeTU C 1ieNbl0 KOHTponA B 2006 T.
He 00Ce[oBanach.

B 2021 rony uccnenosanue cpepu 40 manum-
eHTOB npoBoaunock Ha 6aze 'BY3 «HUKU
pmerctBa M3 MO» r. Mertuiu. CocrosHue
KOCTHOJI TKaHM HAI[MeHTOB OLIEHMBAJIN IyTeM
NIpOBeJIeHN A IBYX9HEPTeTNIeCKOI peHTTeHOB-
ckoit abcopbrmomerpuu (DXA) B HossCHUYHOM
otperne mo3BoHouHMKa (L2-L4) u conepxannem
muHepanoB B Koctu (BMC). Y Bcex manuen-
TOB ¢ MB orjeHuBanocey norpebienne Kaib-
s ¢ nuieil M GyHKIMs BHEITHErO AbIXaHU .
JanHbIe 0 TOcTyIIeHNy BuTamMyuHa Ca ¢ nuien
y MallMeHTOB C MyKOBMCLIMJ030M ObIIN MOJTY-
YeHBI C IOMOIIIbI0 aHa/MN3a 3-X THEBHOTO MEHIO
AHKETHO-OIIPOCHBIM METOZIOM C MICIIO/Ib30BaHMU-
eM nmporpamMmbl 9BM «MOHUTOPUHT HYTPUTHB-
HOTO CTaTyca, pallyioHa MUTaHN A U pepMEeHTHO
Tepanyy» (CBUIETEIbCTBO O TOCYAapCTBEHHO
peructpanuu nporpaMmsel ana 9BM OUIIC
Ne 2016 660762 ot 21.09.16).

[Tpu npoBefeHNY CHNPOMETPUN Y JieTeli cTap-
11e 6 JIeT onpeensnch 06beM GopCupoBaHHO-
ro BbIgoxa 3a 1-10 cexynny (O®BI, 1,%nomx.)
n popcupoBaHHas KU3HEHHAS] eMKOCTD JIETKIX
(®XXEJL, m1,%m0mK.) B COOTBETCTBUM CO CTaH-
NapTHBIMM PeKOMEHAAIMAMU AMEepPUKaHCKOTO
TOpakaabHOTO 1 EBporneiickoro pecnnparopHo-
ro obmects [17].

Kpurepnun BKIIOYEHNA: yCTAHOBIEHHBIN
AMAaTHO3 MYKOBMCIIM/I03a, IIOAIIMCAHNE [1O-
6poBonbHOrO MHGOPMUPOBAHHOTO COT/IACHUS.
ViccnenoBaHue ofo6peHo 9TUYeCKUM KOMUTETOM
OI'BHY «MI'HILI» (mporoxon Ne 9 ot 8 mexabps
2017 r.).

B rpynny kontpona B 2021 r. Bouno 35 fe-
Ten 6-17 ner, He MUMEBIIMX XPOHUYECKUX 3a-
607eBaHMIt, TPOXOMBIINX JIMCIIAHCEPHOE Ha-
6mogenne B I'BY3 «HUKU merctBa M3 MO».
Bcem petsim Oblta IpoBefieHa PEHTTEHOBCKA S
BEeHCUTOMETpUS.

ITo gaHHBIM MeXayHapORZHOro 0bIecTBa
kmHnveckoi gencuromerpun (ISCD), gerckuii
0CTeOTIOPO3 B HACTOAIIee BpeMs OIIpefieNsAeTCA
(1) coueTanmem Z-score MUHEPaTbHOM INIOTHOCTH
koctHoit Tkauu (MIIKT) < 2SD (cranpgapTHbIX
OTKJIOHEHMT) U KJIMHNYECKY 3HAYMMBIX Iepe-
JIOMOB B aHaMHe3e, OIIpefie/IIeMbIX KaK Hammaue
ABYX My 6ojiee IepeJIOMOB IJIMHHBIX KOCTel
B Bo3pacte 1o 10 et vu Tpex 1 boriee nepeioMoB
JUIMHHBIX KOCTeN B T1I060M Bo3pacTe fio 19 neT;
w (2) OFVH MU HECKOTTBKO KOMITPECCUOHHBIX
[IepeIOMOB [TO3BOHKOB 0€3 BBICOKOAHEPTETH-
YeCKOJ TPaBMBI VJIU JIOKAJTBHOTO MTOPakeHM A
KOCTU, He3aBUCUMO OT Z-score MIIKT [18].

B maHHOM MccIeJoBaHUY BBIPaXKeHHOCTD
ManbabcopOL MM He YYUTHIBAJIACh, Al IEHTDI
HOJIyYa/Ii afleKBaTHYI0 103y (pepMeHTOB.

Craructudyeckass ob6paborka npoBejeHa
C MCII0/Ib30BaHMeEM IaKeTa nporpamm SPSSS
Statistics 17.0 c onpefieieHNeM: CpeiHET0, Cpefi-
HeKBaJpaTU4ecKoro oTkjoHeHnA. CpaBHeHMe
KOMMYEeCTBEHHBIX TPU3HAKOB IIPOBEJIEHO C JC-
II0/Tb30BaHMEM KpuTepus MaHHa-YUTHU A1d
HEe3aBMCUMBIX BBIOOPOK. AHAIN3 pasmnduii Ka-
YeCTBEHHBIX IIPY3HAKOB B IBYX HE3aBUCHMBIX
IPYINIIax BBIIIOTHANN IPY IOMOILIN TOYHOTO
kputepua Ouiepa ¢ ABYCTOPOHHEN JOBEPU-
TETbHON BepOATHOCTbI0. CTaTMCTUYECKN 3HA-
YYMBIMU CYUTany pasnuyna npu p<0,05.
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* MpumeyaHme:
cpeau 66 nauveHToB
cTapuwe 13 nert.

Pesynbrarnl

B 2006 r. npoBeneHo obcnenoBanme 128 mamu-
€HTOB C MYKOBUCIMJJ030M — 60 Ma/IbYMKOB 11 68
IeBOYeK B Bo3pacTe 5-18 jetr. Bce nmanumeHTsl,
obcnegoBanuble B 2006 I. MMeNIN CMELIAHHYIO
dbopmy mykoBucnugosa. CpegHeTsKen0e Te-
YeHUe 0TMeqasoch y 48 pereit (37%), Tsaxénoe
teyeHue -y 80 mereii (63%). 3ameprKa I10JIOBOTO
PpasBUTUA OTMevayIach y 45 neteit (68%) 13 66 na-
1uenToB crapuie 13 net. IIpu onenke dakrnye-
CKOro muTaHus gedunT noTpe6IeHNs Kanbius
c et cpefiut 76 aHKeTUPOBAHHBIX OTMEYaJICs
y 63% (48 60/1bHBIX), IPU ITOM YCTAaHOBJICHO,
YTO 3TU ATy noaydanu <60% oT BO3pacTHOI
HOPMBI, TOTpebieHe KanblMs C MUIE CO-
craBuio 543+44 mr/cyt. Cpeu OCIOXHEHNUIA
MB, accouunpopaHHbIX co cHIDKeHneM MIIK,
MYKOBUCIM/I03aCCOLMMPOBAHHDIN CaXapHbIN
muaber (M3C]I) Obln BpIsABIIEH Y 4 OONIBbHBIX,
LUPPO3 redeHn ¢ GOpMIPOBAHIEM TOPTATIBHON
TUIIEPTEH3UN MMET MECTO y 9 fieTeit.

I crenens [JH oT™euanacs y 35% (45 mereit),
II crenens JH -y 34% (44 pebenxa), III cre-
nenb JH -y 9% (13 peteit). Bce geru nonyya-
JI BHYTPUBEHHYIO aHTHOAKTepUaTbHYIO Te-
paIuIo C pa3HOil KPaTHOCTBIO B Te4eHMe TOfia.
CucremHble rnokokoptukocteponbl (IKC)
ajbpTepHUpPYOWUM KypcoM (0,5 Mr/kr yepes
IeHb) nony4anu 29 feTeil B TedyeHue 1-14 ner.
Ha nocrosannoit tepanuu 'KC B cpegnux

M BBICOKMX JJO3MPOBKaX HaXoAua0ch 19 merent
IUINUTENIbHOCTDIO OT 1 Tof1a.

B 2021 ropy 6n1710 06¢cnenoBano 40 neTeil
¢ MYKOBUCIIMZO30M 6-18 jieT (28 meBouek, 12
MasripuMKOB B Bo3pacre 13,6+2,4 roga) u 35
3/I0pOBBIX fieTeit (24 meBouKM, 11 MaTbINKOB
B Bo3pacTe 14,2+2,2 ropa). [letu He umMenu fibi-
XaTe/IbHOI HeJJOCTaTOYHOCTU U He IIPMHUMAIN
cuctemubie IKC. Tsoxenmoe Teuenne 3aboneBanme
6b110 12 (30%) meteit, TedeHMe CpeHEN TsKe-
ctu y 28 (70%) nanyuentoB. OyHKIMA JIETKUX
y manueHToB B 2021 rogy 6bl1a BbILIE, OCDB1
83,1%+17,8, mo cpaBHeHMIO C 67,9%+23,1 y na-
nueHToB B 2006 roxy (p<0,05).

3ajiep>KKa IOJI0BOT'O Pa3BUTUS JUATrHOCTU-
POBaHO He OBLIO.

KinmHuyeckas xapaKTepyUCcTIKa 00C/Ie[yeMbIX
rpynn B 2006 1 2021r npejcraBieHa 8 mabnuye 1.

B pesynbrare nccnefosanua 2006 rofa cHI-
xkeHue MIIK <-2 Z-score 6b1/10 0OHapY>KeHO
y 35 (27%) merei, octeonenus (Z-score MITK
<-1) -y 33 (26%) maunenTos ¢ MB.

[TorpebneHne KanbLys ¢ MUIEN COCTaBUIIO
543+44 mr/cyT.

PesynbTaThl McCIeRoBaHM A ObIIN OIYOINKO-
BaHBI B MEAMIIMHCKOM XypHase B 2006 T. [18].

B 2021 roxy camxerne MIIK <-2 Z-score 6b110
BBISBJICHO Y OfHOTO pebenka (2,5%) ¢ MB, ocre-
onenus -y 10 (25%) mereit (Puc. 2).

CwmemranHas popma n,%
Jlerounas dopma n,%
Tsxenoe Teyenne n,%
Teuyenne cpegHeli TsKeCTH n,%
Oq)Bl, Mim

Brices Paeruginosa n,%

BeiceB Achromobacter spp. n,%

BriceB B.cepacia n,%
o]

JOH I-IIIcT. n,%

Tepam/m CUCTEMHDBIMI KOPTUKOCTEPONAAMI 1'1,%

ITuppos nevyeHn
3ajiep>KKa I0TI0BOr0 Pa3BUTHUA

Bcero

BuyTpuBeHHas aHTHOAaKTepyanpHas Tepanus 1-4 pasa B rog n,%

MyKOBMCIME03aCCOLMMPOBAHHBII CaXapHblii fuabet n,%

128 (100%) 36 (90%)
0 4 (10%)
80 (63%) 12 (30%)
48 (37%) 28 (70%)
67,9%+23,1 83,1%+17,8
52 (40,6%) 12 (30%)
6 (4,7%) 0
5 (3,9%) 0
128 (100%) 9 (22,5%)
102 (79,7%) 0
48 (37,5%) 0
4(3,1%) 0
9 (7%) 3 (7,5%)
45 (68%*) 0
128 (100%) 40 (100%)
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MIK 2006 n 2021 rr., n (%)

120

100

1(2,5%)

80

10 (25%)

60 33 (26%)

40 -

20

60 (47%)

V¥ Bcex 30poBBIX fieTeit mokasarenu MIIK
61y B mpepenax HopMbl. Cpepguas MIIK y na-
muenToB ¢ MB B 2021 1. 6112 Huke - 0,26+1,3 1/
CM2 10 CPAaBHEHUIO C II0Ka3aTe/lAMU 300POBbIX
nereit 0,74+0,7r/cm2 (p=0,000). ITokasarennu
BMC y manueHToB ¢ MB Tak)xe ObII HUXe —

O6c¢cyxenne

CoBepuieHCTBOBaHME JUATHOCTUKU U Te-
panuy MyKOBUCLM03a IO3BONUIIO NOCTUYD
yCIIeXOB B NpOoUIaKTUKe Pa3BUTUA PaHHUX
OCJIOXKHEHUI MyKOBUCIII03a, (MEKOHVEBDII
nieyc, CMHAPOM IceBfo-baprrepa, BUTaMUH
K-gedunutHble KpoBoTedeHus1). OmHAKO, OC-
JIO>KHEHU 1, XapaKTepHbIe /1151 Tal[IeHTOB CTap-
LIETO BO3pacTa C yBeIMYEHMEM IO/ B3POC/IbIX
B onynAuuu MB no-npexxHeMy BIUAIOT Ha
Ka4yeCTBO XM3HU U ABNAKTCA XU3HEyIpoXKa-
IOLIVMIL.

CpaBHeHMe KJIMHMYECKUX ITOKa3aTesen 3/10-
poBba feteit 3a nepuop 2006-2021 1. BpIABU-
JIO 3HAUUTE/IbHOE OT/INYMeE TSAXKEeCTU TeUeHU s
3a060/1eBaHM s, IOTPEOHOCTI B BHYTPUBEHHON
AHTUOAKTEPUATBHON TepalluN 1 TePAIIUU CU-
cremubIMy I'KC, MUKpoOHOM Heji3arke BepXHUX
JbIXaTeNTbHbIX ITyTel NalyeHToB. JlaHHbIE 13-
MeHEeH A XapaKTepHBI J/I 001eeBPOIeiICKO
nonynAnuu MB 1 oTpakeHbl B €XKeTO/JHbIX J10-
knafiax EBpomnerickoro perucrpa nanyueHToB
¢ MYKOBMCIUZI030M [19].

ITanuenTts! B uccnemoBanvu 2021 r. eMOH-
CTpUpOBAIM JNyYllNe IToKazaTeau GyHKIUN
JIETKVIX, 4YTO OOYCIOB/ICHO IIPMMEHEHUEeM MHTa-
JIALLVOHHBIX M BHYTPUBEHHBIX aHTUOAKTEPU-
AJIbHBIX IIpelapaToB Ha cOBpeMeHHOM aTare. [To

39,6+13,0r mporus 50,4+14,8r (p=0,000) y 3p0-
POBBIX.

[ToTpebnenne kaapuys ¢ muieit B 2021 roxy
cocrasuno 1830,5+782,2 Mr/cyT, 4TO 6bITO BBIIIE
B 3 pasa nokasarenein 2006 1.

OIy0/IMKOBaHHBIM B XypHaje Lancet JaHHBIM,
nokasarenu (pyHKIUY TerKIX (Od)Bl,% OT JJO/IK.)
B 2018r yBenmmumancey B cpegHeM Ha =~5% y ma-
nueHToB ¢ MB 6-11 net, Ha =10% y manueHToB
12-21net u =15% y manueHToB cTapiue 26 1eT 10
cpaBHeHuIo ¢ fanubiMu 2006 1. [20].

B cooTBeTcTBUM C TTOCTABIEHHOM 11€7bIO WC-
CJIeOBaHA OBLIO U3Y4eHO, KaK MeHsmach MITK
meTell 1 MOAPOCTKOB, cTpagamux MB, c 2006
o 2021 rop B CBsA3M C HOBBIMIU METOAMU JiMia-
THOCTMKU U TePAIINH, IEPECMOTPOM IIpoduIaK-
TUYECKUX [03 BUTaMMuHa D, BBefleHMeM KJN-
HUYECKUX PEKOMEHIAINII TI0 MyKOBUCIIUJIO3Y
2021r, BKIOYAMUX JUArHOCTUKY CHUKEHU S
MIIK. Aranusupys noxkasaTeny MUHepanbHO
INJIOTHOCTU KOCTHU Y feTell ¢ MYKOBUCIIVTO30M
B 2006 1 2021 1. OBIIO OIIpefie/IeHO CHUXKEHME
ponu peteit ¢ MIIK <-2 Z-score B 10 pa3 n yBe-
AMYeHue feTell ¢ HOpMaJbHbIMU IOKa3aTeln
MIIK B 1,5 pasa. Takxxe ObIJIO YCTAaHOBJIEHO,
4YTO B OT/INYME OT 3LOPOBBIX IeTeil, KOTOpble
B 100% memoHcTpupoBanu nokasarenu MIIK
B IIpejileflaX HOPMBI, Cpe/iu nanueHTos ¢ MB
cakenye MIIK B 2021 r. Habn0#anOCh y 4erT-
BepTU AL MIEHTOB.

Huskue 1o cpaBHEHUIO € [TIOKAa3aTeIAMU KOH-
TponbHO rpymsl qudpel MIIK onpenendaorcsa

Puc. 2

MK peTen ¢ myko-
Bucumao3som B 2006
n2021r.
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B Pa3/IMYHBIX MCCIETOBAHNAX. B nccmeoBanmm
Gupta S. u sp. MIIK (SD) y meTeit ¢ MyKoBUCIU-
I030M Obl/Ta 3HAYUTETBHO HIDKe KaK B Iolybep-
taraoMm rieprofe (0,7 (0,1) r/cm2 mpotus 0,9 (0,1)
r/cM2 y mereit 6e3 MB; (p<0,001), Tak u B mepu-/
nocrybepraraoM nepuoge (0,9 (0,1) r/cM2 mpo-
tuB 1,1 (0,1) r/cm2; (p<0,001) o cpaBHEHMIO CO
3/JOPOBBIM KOHTpO/eM [21]. AHasmoru4yHele pe-
3y/IbTAThI OBUIN IIOJTYYEHBI IIPU 00C/IeJOBaHUY
100 peTeit c MykoBucnuposom B Ionbme B 20151
[22]. Bo Bcex mpoBefieHHBIX UCCIELOBAHMSX
ypoBeHb Butamyuua D y manuentos ¢ MB 6b11
HMKe TIOKasaTeiell geTeil B 0o1en IOy TALIIN.

TpexkpaTHOe mopbieHNe yposBH: Ca mo-
CTymnamwluero ¢ nuuieii, B 2021r mo cpaBHEeHNUIO
c nokazaTensamu 2006 I., BepOATHO 00YC/IOBICHO

3aKaoueHne

IIporpecc B fMarHoOCTUKe U Ie4EHUM MYKOBMC-
LJ/I03a IPYBeN K 3HaUMTe/IbHbIM U3MEHEHUAM
MIPOOKUTENBHOCT KM3HU IPY 3TOM 3a6071e-
BaHuU. C ee yBeJIM4eHMeM NIpUOOPeIN 3HaYM-
MOCTb TaKle OC/TIO)KHEHU A MYKOBUCIIM03a, KaK
0CTEOII0PO3, 3a60/IeBaHM A IeYeHN, MyKOBUCI -
T03aCCOUMMPOBAaHHBIN CaXapHbI nuaber, maro-
JIOTU A peIPOJyKTUBHOI CUCTEMBbI, XapaKTepHbIE
IJ1A MallMeHTOB CTapllIero BO3pacra.
ITpo¢unakTuka 0CTEONOpO3a y NALMEHTOB
C MYKOBUCIIMIO30M B IIE€PBYI0 OYepeb 3a-
K/II04aeTCA B yCOBEPIIEHCTBOBAHUY Tepanumn
OCHOBHOTO 3a00JIeBaHUS U BO3JEICTBUS Ha
IaTOTeHeTUYeCKIe 3BeHbs OCTEONopo3a Ipu
MB: cHM>KeHMe YacTOThI GPOHXOJIETOYHBIX 000-
CTPEHMIA, ONTUMMU3AL A HYTPUTUBHOTO CTaTyca,
cBoeBpeMeHHoI iuarnoctuky M3CI u gp.

OVHAHCUPOBAHWE

IMPOKUM CIIEKTPOM AONOTHUTENbHOIO IIUTa-
HIA, KOTOpOe BXOJUT B palliOH MHOTUX IIa-
III€HTOB.

ITonyuyenHble JTaHHbIE CBUIETEIbCTBYIOT O HE-
obxopumoctu KouTponst MIIK y gereit, crpapa-
omux MB, nprMmeHeHust mpoduIaKTUIeCKIX
no3 ButaMuHa D cornmacno HaumonanbHOTrO
KOHCEHCYyca 10 MyKoBUCcLMA03y (2019) n xin-
HM4YecKuM pekoMenganusam 2021 r., HasHa-
yeHMs 1edeOHBIX 03 BUTaMUHa D npu cHu-
JKeHMY YPOBHA Kanbluauosna Hyke 30 Hr/MIIL.
CocTossH1e MUHEePaIbHOM IVIOTHOCTU KOCTHU
B Oy[yleM oIIpefieNisieT PUCK pa3BUTHUA Iepe-
JIOMOB ¥ IIPU €€ CHVKEHUY OTpaHMuMBaeT IIpo-
BeJleHle TPAHCIIJITAHTal[ MY JIETKUX /15 JAaHHO
Kareropmu 60IbHBIX [23].

OnHOBpeMeHHO, HeOOXOAMMO BO3[ielICTBIE
Ha 6oree crenuduyeckue GakTOPbl, BINAIO-
1ye Ha KOCTHBIN MeTabonusM. [IpumeHeHne
60s1ee BBICOKMX NPOPMIAKTUIECKUX TO3 BUTA-
MyHa D B cOOTBETCTBUM C peKOMEHAALUAMU
HanmoHnanbHOro KOHCEHCYCa 110 MyKOBUCIIUJIO3Y
(2019), knuanvecknMu pekomenarusamm 2021,
aKTUBHAsA IPOCBETUTENbCKaA paboTa cpenu
MalYeHTOB U UX POJUTENEN, IPU PETYNAPHOM
koHTposie ypoBH: 25(0OH)D B cbIBOPOTKe KPOBU
MO3BO/IWIN B 1,5 pasa yBeIMYNTD IIPOLIEHT IeTeN
c HopManbHoit MIIK cpepu nanuentos ¢ MB.
Tem He MeHee, TOJIA MALMEHTOB C OCTEOIIEHUEN
cocTaBnAeT 25%, 4TO MpeBbINIAeT TOKa3aTeNnu
30pOBBIX #eTeil. Heo6XoauMo Npogo/mKuTh
YCOBEpIIEHCTBOBaHMe NMarHOCTUYECKUX U Te-
paneBTUYECKUX TOJXOM0B Y MalYIeHTOB IPYTIIIbI
pucka no passuTuio cHykeHna MIIK.

PaboTa BbinosiHeHa B pamkax HP «3akoHOMEPHOCTM 1 MeXaHW3Mbl CHVXXEHWA MUHEPaNbHON NAOTHOCTW KOCTH Y 3A0-

POBbIX AIETEN 1 NPU Pa3NNUHBIX MOAENAX BOCMANEHUS (MUKPOOHO-BOCMANMTENBHON, anfeprimyeckoi, Metabonmyeckomn
11 ayToumMMyHHOW). CoBepLIeHCTBOBaHWE NPOGUNAKTUKN Vi Tepanum B peanbHON KNMHUUECKOV NPaKTHKe», HoMep rocpe-

rucTpaummn 1211222001691

KOHOMMKT MHTEPECOB
ABTOPbI 33ABNAIOT 06 OTCYTCTBIN KOHONVKTA HTEPECOB.
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11 BbIBOLIbI, CTPYKTYPUPOBAHYIE MaTeprana, OKOHUaTeIbHaA NpoBepKa PyKOMMCH.
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