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Onucan cryyaii 6epeMeHHOCTH y NALNEHTKU C HECOBEPLIEHHBIM OCTEOreHe- \
30m (HO). Kak 0Te4ecTBEHHO, TaK 1 3apybexHo MeANLNHON JaHHOE CTpa-
JAaHne npu3HaeTcs MpoTMBONOKA3aHUEM K BbIHALUMBAHNIO GEPEMEHHOCTN B
CBSI3U C BbICOKUM PUCKOM OCTIOXHEHWIA y Matepu v nioga. [pnBeseHsl JaH-
Hble 0 COBPEMEHHbIX MeToZax neyenns HO ¢ ucnonb308aHuem npenaparos,
N10AaBNALMX PE30POLMIO KOCTHOU TKaHu. OTMEYEHO, 4TO UX MPUMEHEHNE Y
JKEHLUWH IeTOPOAHOr0 BO3PActa [OSKHO PaccMaTpuBaThCsl B acnekTe npe-
rpasugapHoi MoAroToBKu, Jaxe B Cy4ae ux OTMEHbI BO BPEMS OepEMEH-
HOCTN OHW CMOCOOCTBYIOT YNYYLLEHUIO MEPUHATANIBHOTO UCX0Aa, BHYTPUY-
TPOGHON KOHCONMAALUNN BOSHUKLLUUX N1EPEIOMOB. [JaHHbI BbIBOA CHENAaH Ha
OCHOBAaHNM MPEAbIAYLLIEr0 KITMHNYECKOro HabmoAeHns. [T0ANEXUT 3y4eHnio
0630M1acHOCTb NPUMEHEHNS bGughocehaHaToB, Tepunapatnga, [eHocymaba
W paHenata CTPOHUUS BO BPEMS OepeMeHHOCTH y nayneHTok ¢ HO, a Bo3-
MOXHO — U B [16PNOA NaKTaLnn.

Knwyeesie cnosa: rnHekonorus, 6epeMeHHOCTb, HECOBEPLLEHHbIN OCTEOreHe3,

JleqeHune. j

Hecosepmeﬂﬂbu?l ocreoreHe3 (HO) (osteogenesis imperfecta)
win 60Je3Hb JOMKUX KocTell (briftle bone disease) mnpen-
cTaBjisieT coboit opdaHHoe 3aboneBaHue: 1 ciyyait Ha 15—20
ThIC. HaceseHus [1]. B ocHoBe 3a001eBaHMS JEKUT MEPBUYHBIM
nedekT 6eJIKOBOro MaTpukca KOCTei U COeAMHUTEIbHOM TKaHU,
00yCJIOBIMBAIOIIMI ocTeoneHno. OCHOBHBIMU MPU3HAKAMU 3a-
0oJIeBaHUS SIBJISTIOTCSI XPYNMKOCTb KOCTHOM TKaHW M BBICOKMIA
pUCK nepeoMoB KocTeid. [lalimeHThl XapaKTepu3yIoTCsl HEBBICO-
KHM POCTOM, MPUYMHON KOTOPOTO SIBJISIIOTCSI KOMITPECCUOHHbBIE
MepesoMbl TO3BOHOYHUKA, €ro CKOI1M03. OTMEYaloTCsI TPEYTroib-
Has KoHdurypauus juua (0oyblioil cBoa HEOGA, Helopa3BUTbIE
YeJocTh), Aedopmanus yeperna u CHUXKEHUE ciyxa. YMeHble-
HHUE COIEepXXaHUsI KoJlareHa, MpUBOIsIiee K BUIUMOM MUTMEH-
TallMA COCYIUCTOM OO0OJOYKM TIy1a3, OOYCJIOBIMBAET ToJy0oit
LIBET CKJIEp.

MonekyasapHOil OCHOBOI 3a00JieBaHMSI SIBJISIETCSI HACJEI-
CTBEHHOOOYCJIOBJICHHBIII CMHTE3 aHOMaJIbHOTO KoJjulareHa 1-ro
Tuna. KosiareH 1-ro Tuma mMmeeT CTPYKTYpy TPOWHOM CIU-
panu, B COCTaB KOTOPOI BXOIAT [BE 0,-LEMU U OHA 0.,-LIeTb;
a,-1enb KoHTponupyercst reHom COLIAI B 17-i XxpomocoMme, a
a,-uenb — reHoM COL IA2 B 7-i xpomocome. JIroObie ayToCOMHO-
JIOMUHAHTHBIE MyTallMM 3TUX 2 TEHOB BEIYT K CUHTE3Y aHOMaJIb-
HOTO KoJjuiareHa 1-ro tuna.

B 2004 r. E Rauch u E Glorieux onucanu nauueHtoB ¢ HO
0e3 reHeTUYECKUX MOI(MUKALMiA yKa3aHHBIX TeHOB [2], a B 2006 I.
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A. Barnes 1 coaBT. MpUBEJIM CIy4ail ayTOCOMHO-PEIIECCUBHOM My-
Talluu, TAKKEe HEe UMEIOIIEH CBSI3U C 3TUMM TeHamu [3]. BeisiBiieHbI
X-cLeIJIeHHbIe MYTalliu, SIBJSIIOLINECST OCHOBOM 6—8% ciydaeB
HO w npuBoasimme K M3MEHEHHMIO MPOKOJJIareHa, HapyIIeHUIO
co3peBaHUI0 HUTeH (MOpUHA, a TaKXKe — K TTaTOJOTUM (hOPMUPO-
BaHUs KOCTel 1 ux MuHepanu3auuu [4]. Kpome Toro, B maroreHes
HO MoryT BoBJeKaThcsl HapyLIEHUSI CUHTE3a XPSIIEacCOLUMpPO-
BaHHoro npotenHa (CRTAP), nukioduinHa u psoa 1pyrux cyo-
craHLUuii [5, 6].

TakuM 006pazoM, yIUTBIBasi MHOKECTBEHHOCTh T€HOB, BOBJIE-
yeHHBIX B maToreHe3 HO, kimaccudukamms 3a00aeBaHUsI, OCHO-
BaHHasl HA 3TOM MPUHIIUIIE, HE UMEET KIIMHUYECKOTO 3HAYCHUS.
KivHMYecKy BBIACSIOT 8 MOATPYIIIT; HAUOOJIee YaCTO BCTPEUAl0T-
cst moarpymmsl [—-1V [1].

B xypHane «AnbMaHax KIMHMYECKON MeauuMHBbI» (No37,
2015) HaMM OBLIO OMYOJMKOBAHO HAOJIOAEHNE, Kacaloleecs Be-
NeHUs1 OEPEeMEHHOCTH U POJIOB, a TakXke 0COOEHHOCTEl aHecTe-
3UOJIOTMYECKOTo Iocobus y maureHTku ¢ HO, He mpuHuUMaroiei
1o 6epemenHoctu o6udocdanarsl (bD) [7]. [TauueHTKa paHee 1mo-
Jlydajia npenaparbl Kajiblust, BuTaMuH D,. OnepaTuBHbIE pofibl Y
6epemeHHOI poctoM 130 cm (puc. 1), CO CKOIMO30M ITO3BOHOY-
Huka II-III crerenn, cocTostHrEM TOCIIe 3 Orepalnii o TTOBOLY
MepeioMOB OePEHHBIX KOCTEH 3aKOHYWINCH POXAEHUEM KUBOIA
JIOHOIIEHHOM AeBOYKM Maccoit 2520 T ¢ BHYTpUYTPOOHBIM Tepe-
JIOMOM JIeBOTO Oefpa.

[MpuBoauM KIMHUYECKOE HAOIIOIEHNE C TIOCIEAYIOLIMM aHa-
JIU30M TaTOTeHETUYeCKUX MeTon0B jeueHusst HO B mopsinke rpe-
TPaBUIAPHOW MOATOTOBKU.

boavnaa M., 33 nem (puc. 2), nocmynuna ons nodeo-

moeku K podam u podopaspeuenuss 6 MOHUUAI 22.11.16

¢ duaenosom: bepemennocms 37—38 Hed; mazoeoe npeo-

aexcanue; HO 1-e0 muna; aymocomuo-00MuHaHmHbulil no-

sAcHuyHblil ckoauo3 I1—II1 cmenenu; Kococysceruwiit masz;
8podcOeHHbll nopox pazeumus naooa: HO (ckearemuas
ducnaasus, 6HYmMpuympoOHblil nepesom Aeoil 0edpeHHOl

Kocmu).

Puc. 1. bonbHas P., 26 net Puc. 2. bonbHas M., 33 nert
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B 6o3pacme 6 nem nayuenmka nepeHecaa 8UHMOO-
OpasHulii  nepeaom NPOKCUMANbHO20 Memagu3a neeoil
bedpennoil kocmu, ¢ 2002 e. — nepenom 1e60il KOACHHOI
yauweuku, ¢ 2006 e. — npagoeo 3ansacmos, ¢ 1985, 2008
u 2012 . — nepenomot nozeonouruxa Th,~Th,, L, L.
Penmeenonocuuecku  onpedeasiomcs  KOMNDPeCCUOHHblE
nepeaomvl NO360HOYHUKA C UCXOO0OM 8 KAUHOBUOHYIO de-
gopmayuro.

C 2012 e. noaynaem 6usanoc u puseHopoc, ¢ 3moeo epe-
MeHU nepeaomos He ommeuaem. B cesasu ¢ nacmynaenuem
bepemMeHHOCMU npUemM npenapamos npeKpamuia.

Hacmoswas 6bepemennocmv — nepeas, HACMynu-
aa cnoumanno. Habaoodanrace 6 dcenckoii kKoncyavma-
yuu ¢ 7 Hed bepemenrocmu. Ilpu npogedenuu ckpunuHea
6 I mpumecmpe bepemenrHocmu namonoeuu na100a He @bis6-
AeHo. B 23 ned npu Y3H y naoda o6napyicen enympuympoo-
HbLil nepeaom neeoil bedpennoil kocmu. B I11 mpumecmpe
bepemMeHHOCMU Y JCeHUWUHbI HAON00ANUC OMeKU, NAMO0A0-
euyeckas npubaska mMaccol mead.

ObsekmugHo: cocmosiHue y0081emgopumenstoe, ica-
2100 Hem, pocm cpednuii — 160 cm, macca meaa — 77 Ke;
Makpoueghanusi; uepen mpeyeonvHol POpMbl, HUNCHAA He-
A0CMb Hedopas3euma, ckaepsl 201y06020 ommenKa; Hapyuie-
Hue ocanku (xo0um, Onupasce Ha Mpocmy); 8bIPANCEHHOE
naockocmonue. B aeekux c obeux cmopon dvixaHue 8e3uKy-
asapHoe, xpunos Hem. Yacmoma ovixanus — 16 ¢ munymy.
Tonwsi cepoya epomkue, pummuynsle, ulymog Hem. Yacmoma
cepoeunvix cokpauenuil — 72 ¢ munymy, A0 — 110/70 mm
pm. cm.

Kaunuueckuii u buoxumuueckuii aHaau3vl Kposu, aHa-
auz mouu, KT — 6e3 namonoeuu.

Koncynvmuposana eenemuxom. Ommeuena cnopaduye-
ckas ghopma 3abonresanus (mamo u omeuy, 300P08bl).

Y3U nnoda: npeonosaeaemas macca mena — 2800—
3000 e, eusyaruzauus ne6bix KOHeyHOCMell 3ampyOHeHa 8
C8A3U € NON0JCEHUEM NA00A; ONPedenstomcs Kamnomuenus
A1e60il bedpeHHOll Kocmu, HenponopyuoHaNbHble Pa3mepbl
OAUHHBIX MPYOUAMbIX KOCMell, He3HaAYUmMenAbHoe CHUdICeHUe
axoeenHocmu Kocmuoil maccel. Ilnayenma — no nepedueii
cmeHKe Mamiu.

B céa3u ¢ maxcenoii aposcdernoll namonoeueil Kocm-
HOU mKanu podvl yepe3 ecmecmeentble podogvie NYmu co-
NPSAJICEHBL C BbICOKUM PUCKOM MPABMAMU3AUUU Mamepu U
naoda. bwiio peweno podopaspewiums nayueHmky nymem
Kecapega ceueHus 8 NAAHOBOM Nopsdke npu OOHOUIeHHOI
bepemenHoCMU.

bovira podopaspewena 29.11.16 6 cpok 38 ned be-
pemennocmu. C yeavio 0OepedcHoeo useaeyeHus naooa
BbINONHEHO HUJICHecpeOUuHHoe upesoceuenue. Taxk Kak
naayeHma pacnonazanacy Ha nepedueil cmeHke Mamku,
Kecapeeo ceuenue npoU38e0eHO 8 HUICHEM MAMOUHOM cee-
MeHme nonepeyHviM paspe3om no epgaepy. Yuumoieas
MHO204UCAEHHble NepenoMbl NO360HOYHUKA 6 aHaMHese,
npumensnace obw,as amecmesusi ¢ UCKYCCMBEHHOU 6eH-
muasyueil n1eekux no cmanoapmuoii cxeme. Jas uckao-
YeHus nepepaszeubanus 6 uleliHom omaoene N0360HOYHUKA
60 6peMs uHmMyobayuu mpaxeu UCNOAb308AHO YAYHUIEHHOE
nonoxcenue Jlcekcona ¢ npumeHeHuem AAPUHSOCKONA
Makintosh-flex.

H3zerevena ncueas doHowleHHas 0egouka ¢ Maccoii
mena 3130 ¢, dauna mena — 49 cm. Oyenxa no wikane An-
eap — 5u 7 6annos. JvixamenvHuX u eeMOOUHAMUHECKUX
Hapyulenuii He ommeuanocs. B neaponocuueckom cmamy-



ce — CUHOPOM yeHemeHUs YeHmpaibHoi HepeHoll cucme-

Mol b6e3 0uaeo6oil Heaponoeuteckol cumnmomamuxu. Ipu

podcdenuu obpawano Ha cebs GHUMAHUE GblHYICOEHHOe

nosodicenue €0l HUdCHell KoHeYHocmu, Komopas 0blia
npugedena K myao8uuly u cOZHyma @ K0AeHHOM cycmage.

Ommeuanocs oepanuuenue 00sema AKMUBHbIX OBUNCCHUL.

B I-e cymku wcusnu pebeHKy npogedeHo peHmeeHO0.10-

euveckoe o0caedoganue, NpuU KOMOPOM OUACHOCMUPO-

8aHbl KOHCOAUOUPOBAHHbBIE nepenoMsl aegoeo bedpa, 1X

u X pebep. Ilpu uccaredosanuu mazodedpeHHblX cycma-

606 GbIAGACHbI IXO-NPU3HAKU He3PeAocCmuU: cnpasa —

muna 1B, creea — 2A. Pebenok 0Obln KOHCYAbMUPOBAH

mpasmamonocom-opmonedom u eeHemuxom. 3akaiote-

Hue: cpocuuiics nepeaom IX u X pebep creea; éapycnas

deghopmayus neeoeo 6edpa; HO 1-e0 muna. Ha pone no-

CUHOPOMHOIU UHPY3UOHHOI mepanuu cocmosinue pebeHKa

Hopmanuzoeanocs. Y nayueHmku noCaAeonepayuoHHbLil

nepuod npomekan 0e3 0cA0JcHeHUll. Bvoinucana domoil

¢ pebeHKOM 6 y0081emeopUmMeAbHOM COCMOAHUU HA 6-e

cymku nocae onepayuu.

MynsTunucuMIUIMHAPHbBIN TTonxon K JedyeHuo HO mo3Bosns-
€T CYIIIECTBEHHO YJIyJIIUTh KaueCTBO XM3HU NMAllMeHTOB. JleueHue
BKJTIOUAET B ce0sl MprMeHeHNe (pru3noTepaneBTUIeCKuX METOOB,
JIEKapCTBEHHBIX MIPETapaToB, a TPU HEOOXOAUMOCTU — OPTOTICIV -
YeCKYIO TTIOMOIIIb.

TpamuuMOHHO MCIIOJIB3YIOTCA Ipenaparsl BuTammuHa D, u
kanbius. Haubomnee mmpoxo nmpu yMepeHHbIX WX BIPaKEHHBIX
cumntomax HO B 1eTckoM M MOAPOCTKOBOM BO3PAcTe UCIONb-
3ytorcst b, a mpemapatamu BeIOOpA SIBISIIOTCSI alEHAPOHAT U
pusenapoHat (puseHapoc). b®, HazHauaeMble HE TOIBKO TMPU
HO, 1o 1 ipu octeomnopose npyroii atuonoruu, 6onesuu [len-
JKeTa, 3JI0KQUeCTBEHHOU TUMepKaTbIIMEMUU, METACTATUUECKUX
TepeoMax KOCTeH, SIBASIOTCS CUHTETUYECKUMU aHaJIoramMu
€CTeCTBEHHBIX MUpodocdaToB, YCTOMIUBBIX K AEHCTBUIO COO-
CTBEHHBIX (hepMeHTOB opraHu3ma. OHU COCTaBISIIOT KOCTHBIN
MaTpPUKC, WHTUOMPYIOT pe30pOIMI0 KOCTHOM TKaHW OCTEO-
KJ1acTaMH, a TakXke, BO3MOXHO, YBEJIMYMBAIOT MUHEPAIbHYIO
IOTHOCTH KocTHOU TKaHu (MIITKT). MexaHusm, ¢ IMOMOIIbIO
KOTOPOTO OHU TOMABISIIOT KOCTHYIO pe30pOInio, 10 KOHIA He
BoIsicHeH. [Tokazanuewm k ncnonb3oBanuio b® y neteit crapiiero
BO3pacTa SIBJSIOTCS >3 epeoMOB OMHOBPEMEHHO M >2 Tiepe-
JIOMOB 3a TOIl B COYeTaHUU ¢ T-KpuUTeprem Mpu peHTITeHOBCKOU
neHcurometrpun <-2 SD [8]. [IpomoKUTeIbHOCTD JCUYCHUS Y
JeTeil BBI3BIBAET CIIOPHI, TaK KaK Jyqinnii addexT (yBenauueHue
MJIOTHOCTH KOCTHOM TKaHU Ha 72%) OTMeJaeTcs TUIIb B TeUSHME
5,5 rona Tepanuu, a B faJdbHENIIIEM 3TOT MOKa3aTeTb yBeININBa-
eTcs ToJbKO Ha 24% [9].

BbI3bIBaeT MHTEpPEC COBMECTHOE HUCIIOTb30BAHUE ICTPOTe-
HOB 1 b® Hepunponara npu aedeHun HO y nereii. Takas te-
pamnusi 1aeT CyLIECTBEHHO JMyqinunil apdekT, 4eM MOHOTeparnus
B® [10].

U3 cepbe3nbix moO60UYHBIX 3(DGHEKTOB IITUTETHHOTO TMpuemMa
B® cnemyer oTMETUTh HEKPO3 KOCTHOM TKAHU YETIOCTEN, a TaKKe
Tak Ha3bIBaeMble aTUTTUYHBIE TIEPEIOMbI O€IPEHHOI KOCTH, TIPU-
YHa KOTOPBIX 10 KOHIIA HesicHa [11—13].

o Havana teparnuu b® pekoMeHayeTcsi MaKCUMaIbHO yBe-
JIMYUTH TIOCTYIUIEHWE B OPraHM3M KaabUusa ¥ BUTaMuHa D, Tak
KakK MX BBICOKAs KOHIEHTpALUs HeoOXoauma Uil JOCTUXKEHUS
JIyYIIIeTo TepaneBTudeckoro adgdexra [14].

Kaxk oteuyectBeHHasi, Tak U 3apyOexkHasi MEAULIMHA CUUTAIOT
HO nporuBonokaszanuem K 6epeMeHHOCTH [15, 16], ogHAKO psia
aBTOPOB PEKOMEHAYIOT BBIOOP MHAMBUIYAJIBHBIX CXeM HaOIo/e-
HUs uiib 1ipu 2-M (daransHoM) Tune HO [5]. B mocnenHue rombt

TOIXON K OEPEMEHHOCTH M POIOPA3PEIICHUI0 TAKUX MAIlMeHTOK
CTaJl CYLIECTBEHHO 00Jiee ONMTUMUCTUYHBIM [17].

YHaukanbHOCTh (hapmakokuHeTnku B®, a Takke yactoTra mx
WCTIONB30BAHUS U YBEJIMUCHUE YUCIIA XKEHIIUH PeTPOTYKTUBHO-
TO BO3pacTa JAeJaloT aKTyaJbHBIM BOMPOCHl O MX 0E30MacHOCTU
BO BpeMsi OepeMEeHHOCTH 1 JakTauuu. [Ipernaparsl 2T0i rpymmmsl
TIPOXOST Yepe3 MIalleHTApHbBIN 6apbep, a SKCIIEPUMEHTHI Ha X1~
BOTHBIX CBUIIETETLCTBOBAIM O VX HEOIATOTIPUSITHOM BO3IEHCTBUU
Ha TUION, XOTSl MCTIONb3yeMble HO3MPOBKU TMPEBBILIAINA TaKOBBIE
y yenoBeka [18]. I. Stathopoulos u coaBt. (2011) mpoaHanu3upo-
BaJli TEUYEHUE PONOB U OEPEeMEHHOCTH, a TAaKXKe IMepUHATAIbHBIN
nporHo3 y 78 GepeMeHHbIX, ToaydaBmiux b® no wam Bo Bpems
OepeMeHHOCTH, B TOM Uucie y 7 — U BO BpeMs jakTtaiuu. Cepbes-
HBIX TTOOOYHBIX 3((HEKTOB KaK CO CTOPOHBI MaTePH, TaK U TUIONA
He BbIsiBIeHO. OTMEUYeHO HECKOJIbKO CIIyJaeB MPeXIeBPEMEHHBIX
pOIOB, CHHApPOMA 33/IEPXKKM POCTa TUIONA U TPEXOMSIIeil THUIo-
KaJblIEeMHUH Y HOBOPOXIeHHOTO [18].

B 2009 r. S. Levy 1 coaBT. Ommy0aMKOBaIN Pe3yJbTaThl MHO-
TOIIEHTPOBOTO TIPOCTIEKTUBHOTO KOTOPTHOTO WCCIIEOBAaHUS O
6e3omnacHoctu nmpueMa b® Bo Bpemsa GepeMeHHOCTU. B uccie-
noBaHMe ObUTa BKItOYeHa 21 >keHIIWMHA, mojydaBinas bd me-
Hee yeM 3a 3 Mec 10 GepeMeHHOCTH WJIM BO BpeMs Hee, a TakKe
21 maumeHTka 6e3 (akTopoB TepaToreHHOCTU. [lepBUUHOIL
KOHEYHOI TOUYKOW SIBISUIMCH BPOXAEHHBIE NedeKTs Tioaa, a
BTOPUYHOI — ApPyTHe UCXOABl OEpEeMEHHOCTHU, HATIPUMeEpP BBI-
KMIOBIIK. Y XeHIIWH, nonxyyaBmnx b®, ormeyeHo 18 XuBo-
pOXIeHW, 2 CMOHTAaHHBIX a0opTa U | TepaneBTUYECKUii abopT.
3HaYNMBIX Pa3TUYU MEXIY TPYIIaMU 110 3TUM U IPYTUM aHa-
JIM3UPYEMBIM TIOKa3aTesIsiM He BBISIBIEHO. Y pebeHKa OIHOit
13 ManueHTok, nomydaBmmx b®, ompeneneH cuHapoMm Arepa
(BpOXIeHHasT aHOMaJusl Pa3BUTHSI Yeperia, codyeTaronasics C
OTKJIOHEHUEM OT HOPMBI Pa3BUTHUsS KUCTel pyk) [19]. ABTOpBI
cuuTaloT, uro mpuMmeHeHue b®d B mopsake mperpaBUIaApHON
TIOATOTOBKHU U B | TpuMecTpe GepeMeHHOCTH He TPeaCTaBIIsIeT
OTMAaCcHOCTH IS TUTOAA.

HoBas tepaneBtnueckass taktuka jedeHuss HO mpemycma-
TPUBAeT MPUMEHEHWe Tepumnapatuaa (PeKOMOWHAHTHOTO Yeso-
Beueckoro mnaparupeougHoro ropmoHa — I1TI) u neHocymaba,
CHITXAIOIIETO aKTUBHOCTh OCTEOKJIACTOB MyTeM YMEHBIIEHUS MX
yuca.

OCHOBHBIM MexaHu3MoM neticTBust HnoreHHoro [T mpu
peryJsiiuy KanblieBoro u ¢hochopHOro MeTaboam3Ma B KOCTSIX
U TIOYKaX SIBIISIETCST CTUMYIISIIIUST (POPMUPOBAHUST KOCTHOU TKaHU
MyTeM TPEUMYIIeCTBEHHOTO YCWJIEHUsI aKTUBHOCTU OCTeo0ma-
CTOB TI0 OTHOIIIEHUIO K aKTMBHOCTU OCTEOKJIACTOB. buomormde-
ckoe neticteue [1TT ocyiecTBnsieTcst BeiiecTBUE CBSI3BIBAHUS CO
criennUIecKMU pelienTopaMu Ha TTIOBEPXHOCTU KJIETOK, KOTO-
pble SIBSTIOTCST aHAJIOTUYHBIMU ¥ JJIsT Tepunapatuna. [Ipemapar
CIOCOOCTBYET (HOPMUPOBAHUIO MOJIOJIOI KOCTHOM TKaHU, a cop-
MUpOBaHHAsA KOCTHasl TKaHb MMeEEeT HOpMaibHOe cTpoeHue (Oe3
ob6pazoBaHUs peTUKYI0(PUOPO3HON KOCTHOW TKaHW U (Gpudpo3a
KOCTHOTO MO3Ta).

Jleuenune B reueHne 18 mec B3pocioro nmamueHta ¢ HO 1-ro
TUMA TEpUIapaTUAOM CONpoBoXAanoch yBeanueHuem MITKT
U YPOBHS APYTUX MapkKepoB ¢GOPMUPOBAHUS KOCTHOU TKaHU
[20], uTO MO3%e OBUTO MOATBEPXKIEHO PEe3yabTaTaMu TBOWHOTO
CJIeTIOTO TTalle00KOHTpoIUpyeMoro ucciaenosanus [21]. Kpo-
M€ TOTO, TepuIapaTh] paccMaTpuBaeTcs KakK Mperapar, Cro-
COOHBIN CHU3UTH HebmaronpusaTHoe neiicteue b® Ha KocTHYIO
TKaHb [22].

JleHocymab — HOBBI aHTHMPE30pOTUBHBIN TMpernapaTr s
neuernst HO 6-ro turma, ycroitunBoro K tepanuu b® [23]. Dror
i HO cBs13aH ¢ mytanueit reHa SERPINF I, Komupyromero mnr-
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MEHT snuTenniizaBucumoro dakropa (D3®). [1pu usmeHeHUN B
pesysbTaTte MyTaluuu cTpyKTypsl reHa D3®d B KpOBU OTCYTCTBYET.
B cBoro ouepenp, D3P unrndupyet nuddepeHInaIno 0OCTeOKIa-
CTOB U, CJIEIOBAaTEbHO, Pe30POIINI0 KOCTU Yepe3 TaK Ha3bIBAeMBbI i
pelenTop-aKTUBATOp SIAEPHOTO TPACKPUIIIIMOHHOTO Karma-B-
dakTopa (NF-kB) — RANKL (Receptor activator of nuclear factor
kappa-B ligand), sBasitomniicas MeMOpaHHBIM OEJIKOM ceMelicTBa
¢akTopoB HEKpO3a OMYyXOJIW W JIUTAHIOM ISl PELENITOPOB TIPU-
ponHoro aHtaroHncra RANKL — ocrteonporerepuna (ORG) u
RANK [24]. OtHomrenne RANKL/ORG mo-pa3zHomy peryaupy-
ercsl B (pU3MOTOTMYECKUX W TIATOJOTMYECKUX YCIOBUSX, a C Ha-
pymeHusiMu 6ananca B cucteMe RANK/RANKL/ORG cBsizaHbl
MHOTHE TaTOJIOTUYEeCKME TIPOLIECChI, XapaKTePU3YIOIInecs: Kak
HapyIIeHUsI PeMOIETMPOBAHUSI KOCTHON TKAHM — OCTEOTOpO3,
apTpuT U 1p.

RANKL saBnsieTcst kntodeBbIM (hakTOpoM AuddepeHIInpoB-
KM ¥ aKTUBAllUd OCTEOKJIACTOB — KJIETOK, KOTOpbIe obOecreun-
BalOT pe3opbuuio kocTHoit TKaHu [25]. Kpome atoro, RANKL
YUYacTBYET B PETY/ISIIMM UMMYHUTETA. beok axkcrpeccupyercst Ha
T-xenmepax v BOBJIEUEH B CO3PEBAHNE 1 BBIKMBAHUE JEHIPUTHBIX
ki1eTok. AktuBanus T-mTuM@OLMTOB MPUBOIUT K MHAYKIINU IKC-
TPECCUU LIMTOKWHA, TOBBIIIEHUIO OCTEOKJIACTOreHe3a U ToTepe
KOCTHOM TKaHH.

JeHocymMab — MOHOKJIOHAJIbLHOE aHTUTENO, OJIOKHMpYIOllee
RANKL, narubupytoiiee o6pazoBaHue OCTCOKIACTOB, Aerpaaa-
LIVI0 KOCTHOM TKAaHW W yBeln4uBaiiee Maccy. [lomydeHsr mep-
Bble OOHAIEXKMBAIOIINUE PEe3ybTaThl JieueHus aeteit ¢ HO 6-ro
THIA, B TOM YKCJIE — B MPOCIEKTUBHOM uccienoBanuu 2016 .
[26, 27].

Kpowme npemnapara pozennpoc, maimeHnTka M. monyvana 6u-
BaJIOC, SIBJISIIOLIMIACSI paHENIaTOM CTPOHIIUSI, CTUMYIUPYIOIIUM
perIMKalNIo MPEeIIIeCTBEHHUKOB OCTE00IaCTOB, CUHTE3 KOJ-
JlareHa B KYJbTYpe KOCTHBIX KJIETOK, a TakXKe YMEHBIIAIOIINM
pe30pOIrIo KOCTHON TKaHU IyTeM roaaBieHus nuddepeHun-
POBKM OCTEOKJIACTOB M UX Pe30pOTUBHON akTuBHOCTU. [1pema-
paT IpUMEHSIETCSI B OCHOBHOM TSI JIEYeHUSI TTOCTMEHOIIay3alb-
HOTO ocTeornopo3a [28], omHaKO B MOCIeIHNE TOAbI TOSBUIUCH
co001IeHusT (TT0Ka — SIBIISTIOIINECS TOJIBKO Pe3yIbTaTOM dKCIIe-
PUMEHTOB) 00 YCTEIIHOM ero mpuMeHeHuu mpu jedyenun HO
[29]. Tem He MeHee maHHBII Mpenapar naueHTka M. momaydana
c2012r

HMHHOBalMOHHBIE METONWKM, BKJIIOUAIONINE B cebs TpaHC-
TJIAHTAIMIO ME3eHXMMAaJIbHBIX CTBOJIOBBIX KieTok [30], a Takxke
KOCTHOTO MO3Ta, HaXOAsITCs B Tipoliecce usyueHus [31].

Takum 00pa3oM, COBpeMEHHbBIE MOXOIbl K AuddepeHIInpo-
BaHHOMY JieueH1I0 HO MO3BOISIIOT HE TOJIBKO YAYUIIUTH KAYECTBO
>KM3HU TIALIMEHTOB, HO U MOJABUThH PE30POIIMIO KOCTHOI TKaHU,
YBEJIUIUTD €€ MII0THOCTb. [ltntenbHoe edeHue nesouek ¢ HO co-
BPEMEHHBIMU TpernapaTtaMu, pa3HbIMU MYTSIMH MONABISIONIUMU
pPe30pOIMI0 KOCTHOW TKaHU, TOJKHO PacCMaTPUBATHCS KakK dJie-
MEHT TIperpaBUIApHOl MOATOTOBKU, a TAKOE MX MCIOJIb30BaHUE
JaXxe B CIyyae OTMEHBI BO BpeMs OEpEeMEHHOCTU CITOCOOCTBYET
JIyqiieMy TiepuHaTaTbHOMY UCXOMY U BHYTPUYTPOOHOI KOHCOM-
JalMy BO3HUKIINX MEPETOMOB. AKTYaabHO NalbHeiiliee nsyde-
Hue 6e3omacHocTy npumeHeHust b, repunaparuaa, neHocymabda
U paHesiaTa CTPOHIIUS BO BpeMsi O6peMEHHOCTH, @ BO3MOXHO — U
B MIEPUOJ JIAKTALIVH.
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OSTEOGENESIS IMPERFECTA TREATMENT AS AN ELEMENT OF PREGRAVID
PREPARATION

Professor S. Mravyan, MD, S. Novikova, MD; I. Shuginin, MD; E. Upryamova;,
N. Biryukova; I. Bocharova, MD

Moscow Regional Research Institute of Obstetrics and Gynecology, Moscow

The paper describes a case of pregnancy in a patient with osteogenesis
imperfecta (0l). Both Russian and foreign medicine recognizes this disorder
as a contraindication to pregnancy due to the high risk of maternal and fetal
complications. The paper gives data on current treatments for Ol with drugs
that inhibit bone resorption. It is noted that their use in women of childbearing
age should be considered as an element of pregravid preparation; even in case
of their discontinuation during pregnancy, they contribute to the improvement
a perinatal outcome and to the intrauterine consolidation of resulting fractures.
This conclusion is based on a previous clinical observation. The safety of using
bisphosphonates, teriparatide, denosumab, and strontium ranelate in patients
during pregnancy and, possibly, lactation is to be investigated.

gynecology, pregnancy, osteogenesis imperfecta, treatment.





