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KIMHUYECKW CITYYAW

PEAKUE TEHETUYECKUE 3ABOJIEBAHUA KOCTHON TKAHU: KNIMHNYECKOE

HABJNIOAEHUE CEMbU C HECOBEPLUEHHbIM OCTEOTEHE3OM U
®OCOONEHUYECKON ®OPMOI OCTEOMANALUN

© W.10. Monosa, T.A. pebeHHMKOBA, A.H. Tionbnakos, K.C. Kynnkosa, J1.A. PoxnHckas, XK.E. benan

OIBY «HauroHanbHbIN MeAVLIMHCKIIA NCCNER0BATENbCKUIA LEHTP SHAOKPpUHonornm» MuHsgpasa Poccum, MockBa, Poccunsa

HecoBepLueHHbI ocTeoreHes (HO) n pocponeHnyeckas popma octeomanaumnm ABAAIOTCA PeAKMMU reHETUYECKUMI 3abone-
BaHNAMMU, KOTOPbIE NPUBOAAT K MOBbILLEHUIO XPYNKOCTU KOCTEN, Pa3BUTUIO HA3KOTPaBMATUYHbIX MePenomMoB 1 gedpopmann
KOHeYHOCTel, HaumMHan C feTckoro Bo3pacta. HO BO3HMKaeT BCNeACTBYE HapYLLUEeHNA Pa3fIYHbIX 3TaNoB CUHTE3a KoJlareHa
1 TvnNa, B 3aBNUCMMOCTM OT TMMNa MyTaLMK, YTO MPUBOAMT K HApPYLLIEHWIO MPOYHOCTY cKkeneTa. B ocHoBHom, HO Hacneayetca no
ayTOCOMHO-AOMMNHAHTHOMY TUMY, OAHAKO, BCTPEYAIOTCA U CJyYan ayTOCOMHO-PEeLIeCCMBHOIO HaciefoBaHmA. B HacToAwee
Bpems BbligensioT 16 Tunos HO, 13 KoTopbix Hanbosnee TaxenbiM cuntaetca Il Tun, Tak Kak xapakTtepusyetca 100% cmepT-
HOCTbIO B HEOHATaNlbHOM VNN NepriHaTanbHOM nepuopax. MNpuunHoi pa3sutra ¢pocdoneHmyeckor Gpopmbl 0OCTEOMANALUN
ABNAETCA HapyLeHMe MUHepann3aLumMm KOCTHOWM TKaHM 13-3a HapyLeHMs BcacbiBaHMA U peabcopbumm docdopa, 06ycnos-
neHHoro myTauumei B reHe PHEX. KocTHasa TKaHb «pa3MAryaeTcay, Uto conposoxgaeTtca gedopmaumein AIMHHbIX TpyOuaTbIX
KocTeil. B jaHHOI cTaTbe NPUBOAMTCA KIMHUYECKOE HabMlogeHNE CeEMbM, B KOTOPOW, HECMOTPSA Ha PEAKOCTb, BCTpeUaloTcs
naumeHTbl ¢ 060MMU NpefcTaBneHHbIMU 3aboneBaHmA. KNMHMYECKMI cyyaid pacCMOTPEH C ABYX CTOPOH: B3rNAg KMHW-

Ln1CTa N OTKpOBEHME NMalneHTa.

KJTIOYEBBIE CNTOBA: KnuHunyecknin cnyyai; HeCOBEpPLUEHHbIN OcTeoreHes; octeomanauns; Gocdop; 0CcTeonopos; reHeTnyeckme 3a6o-

neBaHnA

RARE GENETIC DISEASES OF THE BONE TISSUE: THE CASE OF A FAMILY WITH OSTEOGENESIS
IMPERFECTA AND X-LINKED HYPOPHOSPHATAEMIA
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Osteogenesis imperfecta (Ol) and X-linked hypophosphataemia (XLH) are rare genetic diseases, which lead to childhood-on-
set bone fragility, low-trauma fractures and limb deformities. Ol occurs as a result of impaired type 1 collagen synthesis at
different stages, depending on the type of a genetic mutation, which leads to bone strength impairment. In most cases Ol
is a disorder with an autosomal dominant inheritance. However, there are also cases of autosomal recessive inheritance. To
date, 16 types of Ol are distinguished, with type 2 being the most severe due to 100% mortality rate in neonatal and perinatal
periods. XLH is characterized by altered bone mineralization due to impaired phosphorus absorption and reabsorption, as
a result of mutations in the PHEX gene. The bone tissue «softens», and this process is accompanied by deformities in long
tubular bones. In this article we describe the family, in which both diseases are presented, despite their rarity. The case is
investigated from points of view: the clinician’s and the patient’s perspective

KEYWORDS: osteogenesis imperfecta; X-linked hypophosphataemia; phosphorus; osteoporosis; hereditary diseases;
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AKTYAJIbHOCTb

Penkue HacnencTeeHHble 3ab60neBaHMA CKesleTa retepo-
FeHHbl NO 3TNUOJIOrNN, BO3PaCTy MaHI/I(I)eCTaLI,I/II/I N TAXKECTU
nopaxeHus. OCHOBHbIM YC/IOBUEM PeIKOCTY NATONOMMN AB-
NAETCA YacToTa BCTpeyaemoctn meHee 1:200 000 cnyyaes.
VlCCJ'Ie,D.OBaHI/Iﬂ nocnegHUX net nNo3BONUIN MOHATb MeXa-
HU3MbI, NeXKaLlne B OCHOBE BaprabenbHOCTU peaknx 6ones-
HeW KOCTHOW TKaHM 1 3aKOHOMEPHOCTU UX Hac/eOBaHUS.

HecoBepueHHbIN ocTeoreHes (HO) npeactasnaet cobon
Hanbosiee pacnpocTpaHeHHoe 3aboneBaHne coeanHUTESb-
HOW TKAHWU C AYTOCOMHO-JOMNHAHTHbIM U ayTOCOMHO-pe-
LecCMBHbIMK TUNMaMW HacnegoBaHWA, OTINYUTENbHbIMU
NpU3HakaMmy KOTOPOro ABMAITCS HM3Kas MMHepanbHas
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MAOTHOCTb KOCTHOWM TKaHu (MITK), BbICOKMA pUCK nepeno-
MOB, aepopmaunmn KOCTel N HU3KUN POCT naumeHToB. Pac-
npocTtpaHeHHOoCcTb HO coctaBnsaeT 1:20 000 HOBOPOXAEH-
Hbix [1]. MepBas knaccudumkauma HO 6Gbina npepnoxeHa
Sillence B 1979 rogy, KOTOpbIN Bblenui 4 OCHOBHBIX TWMa
3ab0neBaHNsA B 3aBNCMMOCTU OT KIIMHNYECKOW KapTUHbI [2]:

« Tun | - markaa $opma, xapakTepusyowasnca Tpragon
KIIMHWYECKUX MPU3HAKOB: roNybbiMy CKIlepamMu, CHUXEHNEM
cnyxa v pa3BUTUEM HU3KOTPaBMaTUYHbIX NEPESIOMOB.

« Tun |l - nepuHaTanbHas popma € neTasibHbIM NCXOLOM.
Hanbonee pacnpocTpaHeHHON NPUYMHON CMEPTU ABNAETCA
neroyHasa HefOCTaTOYHOCTb, BO3HMKalOLWAA BCeACTBUE Ma-
noro obbema rpygHom KneTku, nepenioMoB pebep 1 passu-

TUA NMHEBMOHNN.
GLOKEIe)

Osteoporosis and Bone Diseases. 2018;21(1):28-33




CASE REPORT

Octeonopos v octeonatuu / Osteoporosis and Bone Diseases | 29

« Tun Il - sBnseTca Hanbonee TAXENOW HeneTanbHON
dopmoii. [laHHble naLuWeHTbl MMEWT Mporpeccupyomne
MHOECTBEHHbIe MepenomMbl Y BblpaXeHHble AedpopmaLmu
KOCTewn.

« Tun IV (ymepeHHO TAXKenbii) XxapakTepusyeTca Wnpo-
KUM EHOTMMUYECKM [Mana3oHOM, COUYETALWUM KIUHNK-
yeckue npusHakuy | n lll Tinos

I-IV Tunbl HO obycnoBneHbl Hanmumem mMyTaumm B reHax
COLTAT n COL1A2, oTBETCTBEHHbIX 3a CMHTE3 KOoJulareHa
1 Tuna. Pa3BnTre reHeTUKU CNOCOOCTBOBANIO BbISIBIEHUIO
OPYrvX reHoB, MyTaLun B KOTOPbIX MPUBOAAT K MOCTTPAHC-
NAUMOHHOM MoandmrKauum KonnareHa, agedpektam ocreobna-
cToreHesa u, Kak cnegcraue, passutumio HO. MNoatomy knac-
cndukaums Sillence 6bina paclurpeHa 1 B HacTosLLEE BPEMS
BKntoyaeT 16 nogrunos HO [2, 3].

®ocdoneHuyeckas popma ocTeoManaLmUm — 3To pegKoe
HacnefCcTBeHHOe 3aboneBaHue ¢ X-CLemnsieHHbIM TUMOM Ha-
C/leloBaHA, BO3HMKalOLLEee BCNIEACTBME UHAKTMBUPYIOLEN
MyTauum B docdaTt-perynupyioliem reHe PHEX. YkasaHHan
MyTauua MPVBOAUT K HapyLWeHW CUHTe3a/gerpagaumu
dakTopa pocta ¢mbpobnactoB 23 (ODPD23) B ocTeoumTax
[4]. DPD23 uHrnbupyet peabcopbuuio bocdatoB B NoUKax
N HapywaeT meTabonusm ButamuHa D, B pe3ynbrate yero
pa3suBaetca runopocdatemusn n runepdocdatypus. Hapy-
weHue ¢pochopHO-KanbLUeBOro obMeHa NPUBOANT, B CBOIO
ouepeb, K Pa3BUTMIO OCTEOMANALMU, KOTOPAA KIUHNYECKU
HauMHaeT NPOABNATLCA B PaHHEM [JEeTCKOM BO3pacTe B BUAe
fedopmMaumm ANNHHBIX TPYOGUaTbIX KOCTEN 1 OTCTaBaHUA B
pocTe. PacnpocTpaHeHHOCTb 3aboneBaHuA coctasnseT 1:20
000 HOBOpOXAEHHbIX [3].

MauneHTbl C reHeTUYeCKMMN 3a60/1eBaHNAMN KOCTHOWN
TKaHW BCTPEYAIOTCA B PYTUHHON NPaKTUKe Bpaya-3HAOKpW-
HOJOra He Tak 4YacTo, MO3TOMY 3a4acTyl AMArHO3 yCTaHaB-
NMBAETCA MO34HO, Koraa Bpemsa Ans Hambonee 3ddekTus-
HOW Tepanuu ynyLieHo, a HabnogeHne 1 neyeHre Bbi3biBaeT
TpygHocTu. Mo NpryrHe TAXKeCTV NaTonorny n peHoTunmye-
CKNX OCOOEHHOCTEN, He BCE NaLVEHTbI ABNATCA COLMANbHO
afanTMPOBAHHBIMU, YTO AOMOSHUTESNIBHO YCIIOXKHAET paboTy
Bpaya. B gaHHOI cTaTbe NpuBeAeHO OnrcaHue cembi, B CO-
CTaB KOTOPOV BXOAWUT NauueHT ¢ ¢pochoneHnyeckom ¢op-
MOW OCTeOManALuK, NaLMeHTKa C HeCOBEpPLUEHHbIM OCTe-
oreHe3om | Tvna n nx goub ¢ pochoneHnyeckon Gopmon
octeoManauun. Mbl NPYBOAUM KIIMHUYECKO-TEHETUYECKYIO
XapPaKTEPUCTUKY MALMEHTOB U TaKTUKY JIeYeHNs C TOUKU
3peHMA Bpava-KIMHMLMCTA, a TaKkKe NpefcTaBisem B3rnag
Ha npobnemy ¢ TOUKM 3peHrA NaLmeHTa.

OMUCAHUE CNNYYAEB

MNauwmeHT A., 26 net, obpatunca B OrbY «HMUL sHgo-
KPUHONMOrMM» C kanobamm Ha HU3KNIA POCT 1 NPOrpeccupy-
oLyto fedbopmMaLmio HUXKHUX KOHEYHOCTEN.

O6beKTMBHO: pocT 147 cM, BeC 43 Kr, MHAEKC Macchl Tena
(UMT) 19,8 kr/m?. lMpr OCMOTPe OTMEYANIUCL YKOPOUEHKEe U
BapycHble gepopmaLv 06erx HXKHUX KOHeYHocTel (puc. 1),
UTO 3aTPYLHANO NepeaBuKeHne nauneHTa 1 6bi10 BO3MOX-
HO VICKITIOUUTENIbHO C OMOPON Ha KOCTbINW. HacnencTBeHHbIN
aHamHe3 oTAroleH: ¢pocponeHuuyeckan Gopma octeomans-
unn y matepu (grarHo3 npeanosioxeH PeTpoCcneKkTVBHO Mo
KNMHNYECKUM AaHHbIM), TeYeHUs He nonyyana.

M3 aHamHe3a K3BECTHO, YTO BapycHble aedopmauum
HUXXHUX KOHEYHOCTEN NOABMAUCL C FO4OBANOro BO3PacTa,

Korga nauueHT Havyan XoauTb. DTU U3MEHeHWUs HapacTanu
C TEUEHMEM BPEMEHMU, YTO NMOTPEOOBANO NPOBEAEHNA NATY
Koppurmpyowmux onepawmin, HaumHas ¢ 12-neTHero Bospac-
Ta (KoppeKuma 0Cx NPaBOoN 1 NEBOWN HUXKHMX KOHEYHOCTEN C
VHTpaMeayasipHbIM apPMUPOBAHMEM CiMLaMu GeapeHHbIX
n 6onbluebepLoBbix KocTen). MNocnegHee xupypruyeckoe
BMELLATENIbCTBO ObINIO BbIMOSIHEHO B Bo3pacTe 17 neT — uH-
TpameaynisAPHbIN OCTEOCUHTES JIEBOW HeipeHHOI KOCTH.

MepnvikameHTO3HasA Tepanus akTUBHbIMW MeTabonutamu
M HaTMBHbIM NpenapaTom BMTaMrHa D npoBogmnack Hepe-
rynApHO, HaunHan ¢ 13-neTHero Bo3pacTa. TonbKo B BO3pac-
Te 23 neT 6biNa gMarHocTMpoBaHa docdponeHnyeckasn dop-
Ma OCTeOMansuuu, AUarHO3 MOATBEPKAEH FeHEeTUYECKUM
aHanusom Kposu: myTauua p.R549X B reHe PHEX.

Mpw nocTynneHnn B CTaLrOHap No pesynbTatam 6uoxu-
MMWYECKOr0 aHanm3a KpoBwu Obinu BbiABIEHbI U3MEHEHNSA, Xa-
pakTepHble ansa ¢ocdoneHnyeckon Gopmbl OCTEOMANALUN:
runodocpatemus, runeppocdaTtazms nNpy HOPMATbHOM
YPOBHE KanbLUs KPOBU W HU3KUN UHAEKC peabcopbummn
¢docoopa (Tabn. 1).

NHpekc peabcopbunn docdopa (TybynapHas peabcopb-
uma docdatos (TRP, %)) paccunTbiBaeTcsi no dopmyne:

TRP = [1-((Uph/UCr)x(PCr/Pph))Ix100%, roe

« Poh—docdatbl nnasmbl (Mmonb/n),

+ PCr—KpeaTuHuH nnasmbl (MMonb/n),

« Uph—docdatbl B Moue (Mmonb/n),

» UCr—KpeaTrHMH B Mo4e (Mmosb/n).

PedepeHcHble 3HaueHua pna MHAeKca peabcopbuun
¢docdopa coctaBnaAT 85-95% [5].

Mo pesynbratam geHcutomeTpun MIK He cHuxeHa: L1-
L4 1,3SD, Radius total -1,25D no Z-kputeputo, MIK weikn
6eapeHHON KOCTN ONpefennTb HEBO3MOXHO 13-3a UHTPa-
MeAYNISPHOIro apMUPOBaHUsi 6efjpeHHbIX KOCTeN cnvLamm.
PeHTreHOrpammbl HUXHKX KOHEYHOCTEN: COCTOAHME nocsie
MHOXECTBEHHbIX OCTEOTOMUI KOCTEN rosfieHen n GeppeH-
HbIX KOCTel; 3amefJiIeHHas KOHCONMMAALUMA Ha YPOBHE OCTe-
oTOMUN GeppeHHbIX, 6onbleGEPLIOBBIX 1 ManobepLoBbixX
KOCTeW; JIO’KHble CyCTaBbl IOKTEBbIX KOCTEN.

[ns nosblleHns BcacbiBaHus ¢ocdopa B XKenygou-
HO-KUMLIEYHOM TPaKTe, NoBbleHUst peabcopbuum dpocdopa
W, KaK CrefCcTBre, YCUNEHMA MHEPanu3aumm KOCTHOM TKa-
HU MaUMEHTY Ha3HaYeHbl aKTUBHbIE METaboNNTbl BUTaMUHA
D B cpefHen TepaneBTMUECKON A03€e Ansl AaHHOro 3abone-
BaHWA — anbdakanbuugon 2 Mkr/cyT. Kpome Toro, HasHaveH
Konekanbundepon B nogaepxusatollein gose 20000 ME/He-
Zenio [6]. PekomeH0OBaH KOHTPOJIb YPOBHSA KanbLus, Gpoc-
dopa, wenouHom pocdartasbl, MAPATTOPMOHaA U KpeaTnHVHa
KpOBWU, a Takxe UHAeKca peabcopbunn pocdopa 1 pa3 B 6
mMecAueB. C Lenblo NCKMIOYEHUS MOYEKAMEHHON 6one3HM
Heob6xoAMM KOHTPOMb COCTOAAHUA MOYEK NOCpeacTsom Y3
1 pa3 B rog.

MauywenTKa K., 34 net, noctynuna 8 ®rby «<HMUL|, sn-
LOKPUHONOrMmu» € Xanobamm Ha 60nm B KPYMHbIX CycTaBax
1 60nu B CrivHe.

O61bekTrBHO: pocT 130 cm, Bec 37 Kr, UMT 21,9 kr/m2. Mpwn
OCMOTpE BbIsIBNIEHbI roybble CKNepbl (prc. 2), yKOpOUeHUe 1
nedopmaLmsa HUXKHMX KOHeYHOCTen (purc. 1), nepeaBuxeHrie
C OMNOPOW Ha TPOCTb. HacneacTBeHHbIN aHAMHES He OTATOLLEH.

OwnarHo3 HO nocTaBneH B AeTCKOM BO3pacTe Ha OCHOBa-
HAWN KINUHUYECKOW KAapTUHBI: MHOXECTBEHHbIE HW3KOTpPaB-
MaTWYHbIE NMepenombl B COYETAHMM C OTCTaBaHVEM B POCTE 1
CUMMTOMOM «rofy6bIx cknep». HaunHas ¢ paHHero 1eTckoro
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Ta6nuua 1. MNokasatenn pocopHo-KanbLmeBoro obmeHa nauymnenTa [. (pocponeHunueckan popma

ocTeomMansiymm)
Mapametp 3HaueHne PedepeHCHbIN NHTepBan

Kanbuunn obwwmin, Mmonb/n 2,33 2,2-2,55
Kanbuun NOHN3NPOBaHHbIN, MMOJb/N 1,11 1,03-1,29
®ocdop, Mmmonb/n 0,63 0,74-1,52
LLlenoyHas pocdatasa, Ea/n 225 50-150
MapaTropmoH, nr/mn 57 15-65

NHaekc peabcopbuun pochopa 30% 85-95%
OcTeoKanbLWH, HI/MN 29,96 11-43

Ta6bnuua 2. Mokasatenun pochopHo-KanbLMeBOro obMeHa naumneHTKm K. (HeCoBepLLEHHDIN OCTEOreHE3)

3HaueHune PedepeHcHbI NHTepBan

MapameTp
Kanbunn obwwmin, Mmonb/n 2,43
Kanbuun NOHN3NPOBaHHbIN, MMOJb/N 1,17
®ocdop, Mmonb/n 1,3
LLlenoyHas pocdatasa, Ea/n 67
MapaTropmoH, nr/mn 24
C-KOHLIeBOW TenonenTua KoninareHa 013
1 Tnna, Hr/mn ’
Puc. 1. BHewHuii Bug nauvertos K. (c HO) n . OcTeoKanbLyH, HI/MN 20

2,2-2,55
1,03-1,29
0,74-1,52
50-150
15-65
0,01-0,69

11-43

(c pocdoneHnyeckomn popmoit octeomansLmm)

Tabnuua 3. MokasaTtenn pocopHo-KanbLmeBoro obmeHa naumeHTkn M. (ocdoneHnueckasn dpopma

ocTeomanauumn)
Mapametp 3HaueHne PedepeHcHbI NHTepBan
Kanbuun obwmin, mmonbs/n 2,47 2,2-2,7
Puc. 2.1 K cHO p Kanbuumn NoHN3NpOBaHHbIN, MMOJb/N 1,17 1,03-1,29
nc. 2. llaymeHTKa K. C — ronyoble CKnepbl (DOCCbOp MMOﬂb/ﬂ 0,95 1’45_1 ,78
WenouHas docdatasa, Ea/n 497 156-369
Mapatropmon, nr/mn 21 15-65
NHpekc peabcopbunn pocdopa 53% 85-95%
OcTeoKanbUyH, HI/Mn 20 11-43

BO3pacTa, 3adpUKCMPOBaAHO 9 NepPeioMoB AJIVHHbIX TPy6ua-
TbIX KOCTen, nocneanun - B 21 roa. B 30 net nauneHTKa ne-
peHecna HECKONIbKO KOPPUTMPYIOLLMX ONepaLnii Ha HUXKHUX
KOHEYHOCTAX B BUAY HEMpaBUIbHOTO CpalleHus nepeso-
MoB. C 32 neT nayuneHTKa Hayana nonyyatb Tepanuio npena-
paTamu Kanbuma 1 HaTUBHOrO BUTamuHa D.

Mpu obcnefoBaHMM B CTaLUMOHape OUOXMMUYECKME
nokasatenu ¢ocpopHO-KanbLMeEBOro obMeHa 1 KOCTHOTO
pemMonenvpoBaHva B npegenax pedepeHCHbIX 3HaYeHUN
(Tabn. 2).

Mo pe3synbratam [OEeHCUTOMETPUM OTMEYAETCs MOoJo-
XuTenbHaa guHamuka MIMK Ha ¢oHe aByxneTHero npuema
npenapaTtoB Kanbuma v BuTammnHa D: L1-L4 -1,65D (+4,4%),
Radius total 3,4SD no Z-kputeputo, MIK weiikn 6egpeHHON
KOCTU ONpeaenvTb HEBO3MOXHO U3-3a XUPYPruyeckux BMe-
LIaTenbCTB.

Ina noaTBepXAeHWA AMarHosa MpoOBeAEHO reHeTuye-
CKOe uccnefoBaHme, No pesynbTaTaM KOTOPOro HalaeHa re-
Tepo3nroTHasa mytauma B reHe COLTAT c.977G>A p.G326D,
YTO B COBOKYMHOCTY C KJIMHUYECKOW KapTUHOW CBUAETENb-
ctByeT 0 Hanuumm HO | Tuna.

YumTbiBas OTCYTCTBUE HOBbIX MEPEIOMOB BO B3POC/IOM
BO3pacTe, NonoxuTenbHyto AnHammnky MK, H13Kuin ypoBeHb
C-KoHUeBoOro TenionenTnaa KonnareHa 1 Tmna (Mapkepa KocT-
HOW pe3op0buun), NoKasaHWi ana HasHayeHus 6rcdocdoHa-
TOB HeT. PekomeHOOBaHO MPOJOMKUTL Tepanuio npenapa-
Tamuy Kanbuus (kap6oHaT Kanbuus 500 Mr/cyT) © HaTUBHOTO
BuTamuHa D (konekanbumdepon 15000 ME/Hegento).

B 2013 rogy B cembe nauym-
eHtoB [1. n K. pogunacb aoub
M. YuntbiBaa X-cuenseHHbIn Tvn
HacnegoBaHuA docdoneHmnye-
CKOW oCTeoManAuuu, EBOYKE ne-
pepanocb paHHoe 3aboneBaHue
oT oTua. BapycHble gedopmauyun
HVXKHMX  KOHEUYHOCTeM  Havanu
noaBnATbCA ¢ 1 roga nocne Hava-
na XOXAeHus, Torga xe 6bin Ha-
3HayeHbl npenapatbl $ochopa B
no3e 30 Mr Ha 1 Kr maccbl Tena B
couyeTaHun ¢ anbdaKkanbLMaoNoM.
B Bo3pacTe 4-x nieT Ha GOHe Henpe-
PbIBHOW MeAMKaMEeHTO3HOWN Tepa-
nu nabopaTtopHble MoKasaTenu
dochopHO-KanbUMeBoro obmeHa
NpUGAMXeHbl K LieneBbiM (Tabn. 3),
a gedopMaLn HUXKHUX KOHEYHO-
CTel MOCTEMEeHHO CrnaXunBatoTcA
(puc. 3). PocT naymeHTKM He BbIXO-
IWT 3a npefenbl BO3PacTHOWM HOp-
Mbl. PEKOMeH0BaHO NPOJOMKNTD
Tepanuio npenapaTtamn pocopa
1 aKTVBHbIX METAOONNTOB BUTaMU-
Ha D c KoppeKuwnen fo3bl No Becy
Ha MNPOTSXKEHWM BCEro nepuoga
AKTUBHOIO poCTa pebeHKa (Kena-

Puc. 3. MNauneHTka M.

¢ docdoneHnyeckom
dopmoli octeomanaumm —
BHELUHWI BUZ NaLMEHTKU.

MpumeyaHue: crnaxnsaHne
BapyCHbIX Aepopmaiuii
HUXXHUX KOHEYHOCTeN Ha
¢doHe neueHmns
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TenbHo A0 18 neT) Nog KOHTPONIEM OCHOBHbIX MOKa3aTtenen
docdopHo-KanbLmeBoro obmeHa 1 pas B 3 MecsALa, a TakxKe
exerogHoro Y3/ novek gnsa ncknoyeHns Hedbponmtmnasa.

OBCYXXAEHUE

HO BcTpeuaetca B pasHbIX PacoBbIX Y STHUYECKUX FPynM-
nax, C OQMHaKOBOW YaCTOTOWN CPeay MyXUMH U XeHLWH (40%
MEHLWMHBI60% My<umHbl). Mo oueHke cneyvanncTos, B CLLA
3abonesaemoctb HO gocturaet 25 000-50 000 cnyyaes B rof
[7]. Ecnun yumuTtbiBaTb AaHHyto oueHky B CLLUA Ha 2007 rog, Kor-
[a YNCNEHHOCTb HaceneHua coctaBnana 302.2 MIH YenoBek,
TO, UCXOAA U3 TOro, YTo HaceneHne Poccun no oueHke Poccta-
Ta Ha 1 aBrycTta 2015 roga - 146.4 mnH yenosek, B Poccnm pac-
npoctpaHeHHocTb HO pomkHa gocturats okono 12 500- 25 000
cnyyae B rog [8]. OgHako BO MHOrux criydyasx 3aboneBaHue
OCTAETCA He AMArHOCTMPOBAHHDIM, YTO CBA3AHO KaK C MATKUM
TeueHnem HO (IV Tun), Tak 1 € OTCyTCTBUEM JOCTAaTOYHOTO Ofbl-
Ta Y Bpaya-KnmHunumcta. 3anogo3putb HO y nauueHTa cnepyet
NPY COYETaHUN HECKOSBbKUX CUMMTOMOB: MHOXXECTBEHHbIE HU3-
KOTpaBMaTWYHbIEe NMepenioMbl, HU3KUIA POCT, rofyoble CKnepsl,
HEeCOBEPLUEHHbIN AEHTUHOTEHES, MMMNePMODOMIIBHOCTb CYCTaBOB
1 nporpeccupyowias notepsa ciyxa [9]. Ytobbl noateepantsb
[MarHo3, HeobxoAyYMO NPOBECTU MOJIEKYTIAPHO-TEHETUYECKUIA
aHanm3 KPoBU Ha Hannume MyTauUii B reHax, OTBETCTBEHHbIX
3a cuHTe3 KonnareHa | Tuna: COLTAT, COLTA2; n MuHepanmsa-
U0 KocTHow TKaHu: BMP1, CRTAP, FKBP10, IFITM5, LEPRET, PPIB,
SERPINF1, SERPINH1, SP7, TMEM38B, WNTT1 [3].

HecmoTpa Ha 3HauUMTeNbHbIN NPOrpecc B MOHNMaHWM More-
KyNApHO-reHeTnYecknx ocHoB HO, 0TMeyaloTca 3HaumTeNbHbIe
TPYOHOCTU B COMOCTaBNEHNM PEe3yNbTaTOB MOJIEKYNAPHO-TeHe-
TUYECKOrO aHanM3a C KIMHMYECKOW KapTUHOWN 3aboneBaHus,
a caMu reHeTUJYecKue MeToAbl MOATBEP)KAEHUA AMarHo3a He
ABNATCA 00LefOCTYNHbIMK BO BCEX pervoHax Poccun. Mos-
Tomy avarHo3 HO pegko ycTaHaBIvBaeTcAa CBOEBPEMEHHO U
MauMeHTam He HasHauyaeTcs 3PeKTMBHOE, MaToreHeTUYeCcKn
0060CHOBaHHOe neveHvie. [lepopmaumn ckeneta, 00ycrIoBIEH-
Hble MHOXXECTBEHHbIMM H3KOTPaBMaTUYECKIMM NMEPETOMamu,
BO MHOTVX C/TyYasX NMPUBOZAT K CHVXEHMIO KauyeCTBa XM3HU 1
VIHBaANIMAW3aLUMnN NaLNEHTOB.

«30/10TbIM CTAaHAAPTOMY B JIEYEHUN HECOBEPLLEHHOO OCTe-
oreHe3a CuuMTaeTcs npumeHeHne 6rcdocpoHatos (BD). B oc-
HOBHOM, UCMOJb3yeTCA 30/1e4POHOBasA KNCoTa 5,0 Mr B CBA3M C
Havbornee BblpaXeHHbIM aHTUPE30POTVBHBIM 3 deKTOM Cpeau
OpYryx npenapaToB rpynnbl M HU3KOW YacTOTON BBeAEHWA —
1 pa3 B 12 mecaueB. b® nosbiwator MIK, ogHako He BAUAIOT
Ha CUHTe3 KonnareHa 1 Tmna. Tem He MeHee, B HECKOJTbKMX MPO-
CNEKTUBHbIX WCCNIENOBAHUAX ObIIO MOKAa3aHO CHUMEHWe ua-
CTOTbI NepennoMoB Ha ¢oHe neveHus bO y naumenTtos ¢ HO [10,
11]. BmecTe ¢ Tem, 6€30MacHOCTb AONTOCPOYHOrO neveHus 6@
npwu HO (ocobeHHO npu Havyasne Tepanuy B JETCKOM BO3pacTe)
He M3yyeHa. ANbTepHATUBOW ABNAETCA NMPMMEHEHVe npenapa-
TOB C OT/INYHbIM OT BO MexaHn3Mom AelcTBuA: geHocymaba 1
Tepunapatiga. [leHocymab, obnagalowmin MOLHBIM aHTUpe-
30pOTUBHBIM AENCTBUEM, B OT/IMUME OT b He HakannBaeTca B
KOCTHOW TKaHW, YTO 0COOEHHO aKTyaslbHO MpW €ro HasHaueHnu
[EeTAM B Nepuog akTMBHOro pocta. OgHaKo, B HaCTosILLee Bpemst
Masio CBeeHUIN O pe3ysnbTaTax ero npumeHeHna npu HO [12].
Tepvnapatng npeacTasnaeT cobor aHabonuyeckuin Nnpenapar,
KOTOPbI CTUMYNIMPYET KOCTEOOPA30BaHME 3a CYET MPSAMOro
B/IMAHUSI HA OCTEOONACTbI, U TaK »Ke, KaK 1 BbllenepeuncrieH-
Hble NpenapaTbl, 3aPErMCTPMPOBaH ANA NeYeHNA NOCTMeHOMNa-

y3anbHoro ocreonoposa [13]. B knuHnueckom nccnenoBaHmum
UCMONb30BaHVA Tepunapatuga y 79 B3poCsibiX MALMEHTOB C
HO nokasaHa ero 3¢¢$peKTMBHOCTb Ansa nosbiweHus MIIK [14].
OpHako, ero nNpuMeHeHvie y AeTell NPOTUBOMOKa3aHo B BUAY
BO3MOXHOCTV Pa3BUTUS OCTEOCAPKOMBbI, YTO CBA3AHO C OTKPbI-
TbIMW 30HamK pocTa [15, 16].

B npriBejeHHOM KIMHYECKOM Cyyae y nauveHTku K. B Ha-
cTosfLLee BPEMS HET MOKa3aHU AJisl Ha3HAUYEHUA MeaViKamMeH-
TO3HOW Tepanuu, TK. [NINTENIbHOE BPeMsi He ObiNo HU3KOTPaB-
MaTUYHbIX nepenomoB. OgHAKo, B ClyuYae MX BO3HUKHOBEHMS
HeobX0AMMO PAaCCMOTPETL AaHHYI0 BO3MOXXHOCTb.

MauyueHTkam ¢ HO, nnaHvpyowmm 6epemeHHOCTb, peKo-
MEHJOBAHO OnpefeneHre reHEeTUYECKOW MyTauun fnA npo-
BEEHUA MpPeHATaNIbHOM [AMAarHOCTVKK, C LMl POXAEHUA
30POBOro MOTOMCTBA. KOHCynbTauma Bpava-reHeTrka Heob-
XOAVMA nepeq MiaHNpPoBaHeM 6epemMeHHOCTY B CEMbE C Ha-
cnencTBeHHbIMU 3aboneBaHusmMn. OfHAKo, B JaHHOM CJlyyae
Cynpyruv He CTanu obpaLlaTbCs 3a MEQULIMHCKOW MOMOLLBIO MK
MIaHUPOBaHNN GepeMEHHOCTU.

X-cuenneHHas pochoneHnyeckana octeoManauus ABs-
eTca Havnbornee PacnpPOCTPAHEHHOW HacneacTBEHHON dop-
Mol octeomManauuu. 3aboneBaHue, Kak NpaBuUIoO, AMArHo-
CTMpyeTCa B AETCKOM BO3pacTe, KOraa BO3HUKAET 3afieprKKa
B pocTe U gedbopmauus HUXKHUX KOHeYHOCTel. JleyeHre B
[LEeTCKOM BO3pacTe 3aK/loYaeTcs B Ha3HauyeHuu npenapa-
ToB docdopa 1 aKTUBHbIX MeTabonuToB BUTamuHa D, uto
CNoco6CTBYET perpeccy KIMHUYECKON CUMMTOMATMKM 1
HOpManM3auum oceBOr CKOPOCTN POCTa cKkeneTta. Tepanusa
npenapatamu pocdopa B page CyvaeB MOXKET MPUBOANTb K
TMMNOKANbLMEMNM Y, KAK CJIeICTBUE, MOBbILIEHNIO CEKPeLUn
napatropmoHa [17]. YKa3aHHble M3MeHEeHUA B romMeocTase
KasnbLus MOTyT CNMoCO6CTBOBATb Pa3BUTUIO HedppoKanbLu-
HO3a, MO3TOMY HEOOXOAUM PErynspHbIA KOHTPOSb 3a Mo-
KasaTtenamu GocPpopHO-KanbLeBOro obmeHa 1 GyHKUMen
noyek. Ecnn KoHcepBaTMBHOE NleueHMe, NPOBOAMMOE Ha
npoTaXeHun 1,5-2 net, He BOCCTaHaBIMBAET HapPYLUEHHbIN
npoLecc MruHepanusauum, NpruberaT K onepaTMBHOMY fe-
YeHMo KOCTHbIX Aepopmauunii [2]. B nocneonepaynoHHOM
nepuoge cnepyeT NPOAOKMTbL MpPUYeM npernapaToB AnA
NPodUNaKTMKM NMOBTOPHbIX NMepesioMoB KocTel, obpa3oBa-
HMA JIOXKHBIX CYCTAaBOB M APYruX KOCTHbIX Aedbopmanuii.

MNocne onpegenexuna ponn OPDO23 B pa3suTn X-cuenneH-
Hol doconeHnueckon octeomansaumm 6bin paspaboTtaH npe-
napaT MOHOKJIOHanbHoro aHtutena Kk ®PM23 — Gypocymab,
KOTOpPbIN B HACTOsLLEe BPeMs NMPOXOAMUT KIIMHUYECKME rcCre-
J0BaHMA. Y nauneHToB ¢ X-cuernyieHHon ¢ochoneHnYecKon
ocTeomansuven 6ypocymab nosbiwaet peabcopbuumio docdo-
pa B MouKkax u 3Kcnpeccuto depmeHTa 1a-rmgpokcnnasbl, oT-
BETCTBEHHOrO 3a MeTabonmsm ButammHa D. Cnelyet otMeTuTh,
YTO NpY NPUMEHeHUM Bypocymaba He OTMeYanocb PasBUTUSA
BTOPUYHOIO runeprnapatmpeosa 1 HedpokanbLmHosa [18], B
OT/INYME OT TPAAULIMOHHOWN CXEMbl KOHCEPBATVIBHOW Tepanuu.
MpumeHeHre aHTUTeNa K OPD23 Ha MbILLMHOM MOZENM Crocob-
CTBOBaJIo 06paTHOMY pa3BuTUIO fedopmaumii ckeneta [29]. Ta-
KM 06pa3om, bypocymab ABNAETCA NepCreKTBHbIM Npenapa-
ToM Ans nedyeHus GoconeHnyeckorn Gbopmbl OCTEOMANALIMN.
OpHako, B HacTosLLee Bpems, MpenapaTt HelocTyrneH B Poccuy,
MO3TOMY NauueHTKa M. n ee otel ([l) nonyyatoT TPagULIMOHHYO
Tepanuio npenapatamu ¢ochopa M aKTUBHBIX METAbONMTOB
BuTammHa D. Tak kak 3aboneBaHue Yacto obycnosneHo X-cue-
NIEHHON JOMVHAHTHON GOPMOI HacNeloBaHNA U XKEHLUMHDI
nepepaiot ero B 50% criyyaeB Kak govepsam, Tak U CbIHOBbAM
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(maTtb naupeHTa [1.), a oTubl B 100% crnyyaeB fouyepsam, Heums-
6eXHO BCTaeT BOMPOC O MPeHATaNIbHOW AMArHOCTUKE y Mpu
NMaHNPOBaHNK 6EPEMEHHOCTM, O YeM HALUW MauueHTbl Obin
UHGOPMIMPOBAHBI.

3AKNIOYEHUE

3a nocnegHee pecATANETME AOCTUMHYTbI 3HAUUTESIbHbIE
YCMEXU B MOHVIMAHUW FEHETUYECKUX M MOJIEKYNISPHBIX Mexa-
HV3MOB Pa3BUTUA PefKnxX 3aboneBaHnini KOCTHOM TKaHW. B pe-
3yribTaTe Hallv BO3MOXHOCTU B IUArHOCTUKE TaKuxX NaTosiorui
3HAUUTENbHO MOBbLICUNNCH. OHMMaHWe naToreHesa reHeTu-
YECKMX HapYLIEHWI JernaeT BO3MOXHbIM CO3aHNe COBPEMEH-
HbIX JIEKAPCTBEHHBIX MPEnapaToB, KOTOpble CMOCOOCTBYIOT
dU3MONOrMyeckom KoMMeHcaumn COCTOSHMA MaUUeHTOB. Tak,
CVHTE3 MOHOKNOHanbHoro aHtutena Kk OPM23 — 6ypocymaba,
OTKPbIBAaET HOBbIE BO3MOXXHOCTV A1 NleuyeHnst X-CLeneHHoN
docdoneHuyeckon dopmbl octeomansauum [19]. B ciyuae HO,
naToreHeTUYeCKasi Tepanus B HACTosILLEe BPeMs He pa3pabo-
TaHa BBUAY reHETNYECKON reTeporeHHOCTY naTtonorum. Tem He
MeHee, paboTbl B 3TOM HaMpPaBIEHUN YKe BeyTCA.

B 3aknioueHve mMbl NPYBOAMM UCTOPUIO STON MOSTIOAON Ce-
MbW, paccKasaHHyio naumeHTom [. (cornacve Ha ny6nukauuio
MeAMLMHCKOW UHGOPMALMI 1 ONIMCAHME NCTOPWU CEMbY MOJTY-
YeHO, UMeHa N3MEeHEeHbI):

«Mlcmopus Hawel ceMbU Ha4yanace 8 2. KypeaH, 8 yeHmpe
umeru I'A. Minusaposa. B nepuod ¢ 2007-2008 200a A nexan 8
ueHmMpe Ha nIaHos8oU onepayuu nNo ucnpassieHuio oegopmayuu
npasoli Hoau, u 8 Ha4asne 2008 200a 8 omoesieHue, 20e 5 bbis, NO-
cmynusa JleHa. B mo apems s 6611 ewé coscem toHeil, a K. cmap-
wie MeHs, U 0719 MeHs 803MOXHOCMb KAKUX-/TU60 omHouweHul ¢
Hell kasanoce HedocmynHoU. Xoms JleHo4YKa nposAesisia Ko MHe
UHMepeC U BHUMAHUe, NOCMOSAHHO 3aX00u/1a KO MHe 8 nasamy.
B anpene 2008 2. MHe CHAIU annapam, U S NOMHI0, Mo U3 omae-
JIeHus ye3xasn no30Ho, aJleHa nposoxana meHs 0o iugpma. To2oa
Ha npowaHue s1 8nepabie NOYEJI08AJT €€, NyCMb 0dXe U NO-0py»Ke-
cku. Jlemom s npuexan 8 KypeaH CHUMAme 2uncogyro noss3Ky,
JleHouka ewé nexana e omoesneHuu. [omHio, 4mo nodapun et
nepayto po3y (KomMopyro, KK OKA3as10Ck, OHA XPAHUIA, U Oaxe 3a-
6pana domoli npu 8bINUCKE), d Ko20d Mbl CHO8A NPOWA/TUCh, OaXe
He HadeAUCb CHo8d Opye Opyaa yeudemb.

Jlemom 2009 200a A cHosa npuexan Ha onepayuto NPagou
Hoeu. Y1 bykeasnbHO yepe3 Hedeso nocsie Mmoell onepayuu npue-
xana Jlena. Kcmamu ckazame, nedawjuti 8pady y Hac 6uis1 00UH —
K. A.Al, u Kak oH Nnomom 2080pusi, YMO CneyuanbHo 8bi3eas JleHy
JIemom, Xoms No NJIaHy OHA OO/IXHA bbl1a siedb 8 omoesieHue
mosbko 8 okmsbpe. Moxem u mak, Ho Kak MoJibKO A e€ yauoes,
06HSI/1, U 3MOo He nepedamb C/108aMuU, HO MOYHO NOMHIO, YMO
noHs1 — 6onbwie eé He omnywyy. C mo2o MoOMeHmMa A Ha4yasn ee
dobusamscs, U 3Haeme, npasody 2080psAM - 1110608b sieyum 6071b,
U owyweHue annapama ywiau 8oobuje 8 HUKyoa. JleHy npoone-
pupo8asu, Nnocmasusiu anndpam Ha sieeoe 6edpo. A xoous K Hed,
C ee paspeuwieHus 2aadus eli cmony, Ymobbl 60s1U 6610 MeHbUIE,
U 0m npuKocHo8eHUU K Hell 51 8ce 60/1bLLIe NOHUMAJT, YMO OHA MOe
cyacmee, Mos cyObbd, Ymo OHA - 3mMo 8¢€ 0s1s MeHs. MOoXHO cKa-
3ame, YMO MAkK 8ce U HaYaoCh, Mbl Bblsu 8ce20a emecme. U yxe
HU nanama, HU omoesieHue, HU 8006Le yeHmp Mnusapoea He
6bls1U 0519 HAc 6o/1bHUYEU, a bbITU HAWUM CHACMJIUBLIM MUPOM.

Ho mak nonyyunocs, ymo mMHe 8 oKmabpe nocmasusu an-
napam Ha negoe 6edpo, a y JleHol HO mom MomeHm yxe bbina
He njioxasi OUHAMUKA no pe2eHepayuu, u 6yKeasibHO Yepe3 Ka-
Koe-mo 8pems eli CHA/IU annapam. []es1o wiio K ee 8binucke.

B mom momeHmM npuexanu Hawu Mamel, U i NOMHIO, YMO OHU
He OMHeC/1uCb K HaWUM OMHOWeEHUAM cepbe3HO. JleHy 8binuca-
J1U, U OHa 00/KHa bbina yexams domod, 8 2. bpamck. Tenepeb yxe
A NPOBOXAJT ee NO30HO HOYbIO, Mbl NJIAKA/IU U HUKAK He Xomesu
ppaccmasamscs, Ho 3mo 6b1710 0718 HAc ucnbimaxue, komopoe boz
nocnan Ham padu Hawet s1lo6su. Mbi yesbimu OHAMU pazeoeapu-
801U NO MeJieghOHY, NEPeNUCHIBAIUCL Yepe3 NONYJIAPHY0 moz0a
npozpammy AcbKy, HO paccmosHUe U 3mo paccmasaHue 6ui10
msxesibIM 8pemeHeM 0718 HAc, 6osibHee 8cex onepayull.

B 2010 200y 8 KOHUe AHBAPA MHe CHAIU 8ecb anndpam ¢
npagou Hoeu, a 8 ¢hespasie u ¢ n1egoz2o bedpa. JleHuUHa mama
npugesna JleHy ko mHe domoli 8 Kemeposckoro obsacme. Mei
3apaHee 3mo 8ce 062080pusu, U pooumenam yxe He 6blI0
CMbIC1a 60POMbCA UNIU KAK-MO npensimcmeosame HAM. JleHy
scmpemusia Mos Mamd, a JleHuHa Mama noexana 3a MHou 8
KypeaH. Al npuexan domou 20 peapasns, 0omol, 20e x0ana meHs
MOS NosI08UHOYKA. Hawa ecmpeya nocie makozo 00/120 0514
Hac paccmasarus 6u11a KaKkol-mo He3emMHoU, kak 6yomo ye-
meipe ¢ N0s108UHOU MecAayd - 3mo bbls1 COH, U He bbL10 paccma-
8aHUS, U Mbl 8C€ 5MO 8peMms OblIu 8Mecme.

BecHoti 2010 200a yxe 8080éMm ¢ JleHoli Mbl e30usU Ha Npo-
8epky 8 KypeaH. U yxe nemom 2010 2. Mbl noexasnu 8 2. bpamck,
20e bbl1a HAWA yepemoHus 6pakocodyemanus. [Tnamee wusna
JleHUHa mama, nosy4usI0Cb NPOCMOo (haHmacmuuyecku. B koHye
Jsiema Mbl npuexasau 06pamHo 8 Kemeposckyro obiacms, yxe
ouyuanbHo cmas cembédl.

OceHvlo 51 8epHysica HA y4eby 8 azpapHeili mexHUKym. Mol
Hayanu xume 8 2. MapuuHcke, Ham 0asu KOMHamy 8 obuje-
x)xumuu. COenanu pemMOHmM, Kynuiau mebesib, cmanau eums
CB0E 2He30bIWKo. A xo0un Ha 3aHamus, JleHa xoasia meHs.
Momom emecme Oenanu ypoku. VI cyacmee Hawe pocso
C KAXObIM OHEM.

B2011 200y Mol nepeexanu 8 Bepx-Hebyny, Ham danu 0om Ha
8CI0 CeMblO 8KJII0HAA MOto Mamy. B 2012 200y JleHa ycmpounace
Ha pabomy 8 palioHHyto 6ubsiuomeky. A 1emom 3mo2o xe 2004
Mbl obseH4anucy 8 Bepx-YebynuHckom xpame. Y 6ykeaneHO
yepe3 uemelpe MeCAYa NOcsie 3mo20 NPeKkpPdcHoz20 cobbimus
Mbl Y3HAJIU, 4MO CKOPO cmaHem pooumenamu. He cmomps Ha
8ce npedocmepexxeHus U 0dxe omeosopsl 8payeli, Ml bbisiu
HacmpoeHbl peluumesibHO. bepeMeHHOCMb NPOXoousIa OYeHb
Xxopouio, JleHo4ka 00 Noc1e0HUX OHel HOCUJIA XXUBOMUK C Jie2-
kocmeto. Y 8 utosie 2013 200a, 4ymb paHblue HA3HAYEHHO20
CpOKa 8 nepuHamasabHoM yeHmpe 2. Kemeposo ¢ nomouwibio
Kecapesa ceyeHus, Ha ceem NoA8uU/Idck Hawd 004b, 8ecom 3560
2. U pocmom 52 cm, yem yoususia 8cex HaWUXx pOOCMBEHHUKOB.
Pox0eHue 004KU - 5Mo KAk Jly4yuk ¢ Hebd, komopwil npudasn
ewje 60/1bUIe OCO3HAHUSA XU3HU, mensa, J1lob68u, cmpemsieHus
JXUmb Odsiblue, paou Hee, U JII0bUMb ee makxe CU/IbHO, KaK Mbl
no6bum opyz opyea. Celiuac desouke yxe 4,5 200a, oHa pacmém
NpeKpacHvIM 4es108€4KOM, d Mbl O4eHb HA0eeMcCs, Ymo Cymeem
cdennams 071 Heé 8ce U, B0O3MOXHO, 8 Oydywem cmame el npu-
Mepom Hacmosweli 11068U U ceMeliHO20 CYacmbs.»

PS.: B HacTosLLee BpeMs ceMbsi >KOET BTOPOro pebeHkKa.

AONOJIHUTENIbHAA UHOOPMALINA

Cornacue nayueHToB. MauveHTbl LO6POBOILHO NoANMCcany MHGoOPMM-
poBaHHOe cornacue Ha Ny6nmnKaLumio NepcoHanbHON MeANLIMHCKO NH$OpP-
Maumu B obe3nnyeHHon popme B xKypHane «OCTeonopos 1 octeonatum.

KoHnuKT nHTepecoB. ABTOpPbI AeKIapypyOT OTCYTCTBUE ABHBIX U
noTeHLManbHbIX KOHGNMKTOB MHTEPECOB, CBA3aHHbIX C Mybnukauuein Ha-
cToALWEen cTaTb.
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