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B cTaTbe onvcaH ciyyaii 6epeMeHHOCTU y MaLMeHT-
K/ C HecoBeplUeHHbIM ocTeoreHe3oMm. OTMeueHo,
YTO B OTEUECTBEHHOW 1 3apyOeXxHOo MeguLMHe 3Ta
NaTosiorMA ABNAETCA MPOTUBOMOKA3aHVEM K BblHa-
WnBaHNIO 6epeMeHHOCTI B CBA3M C BbICOKUM pU-
CKOM OCNOXHeHUI y maTepu 1 nnoga. Mpusoantca
0630p NUTEpPaTypbl, Kacalowmiica npearpaBuaap-
HOW1 MOArOTOBKM, BeleHVA 6epeMeHHOCTM, Croco-
60B pofopa3pelleHna 1 MOAXOA0B K aHecTesum
y MaUMEeHTOK C HecoBepLUeHHbIM OCTeOreHe3oMm.

Ocoboe BHMMaHMe OO6PALYEHO Ha aHeCTe3nOoso-
rMYeckme OC/IOKHEHVS, BO3HUKaloWmMe BO Bpems
pofopaspeLleHs, NpeacTaBneHbl MyTn X MNpeo-
[IOJIEHVIS1 U KOPPEeKUMA. B cBA3M € BbICOKOM YacTo-
TOWM HacnefoBaHVsA 3Toro 3abonieBaHus 6osblioe
3HaueHMe UMEIT METO/bI TeHETNUYECKOTO KOHCYITb-
TVPOBAHUA 1 SKCTPAKOPMOPASIbHOrO OMIOA0TBO-
peHus.

KnioueBble cnoBa: 6epeMeHHOCTb, HecoBepLlleH-
HbIl OCTeOreHe3, OC/IOXKHEHMA.

'TBY3 MO «MoCKOBCKWMI 061aCTHOW HayYHO-NCCNEeA0BATENbCKIN MHCTUTYT akyLIepCcTBa v riHekonorumy»; 101000,

r. Mocksa, yn. MokpoBkKa, 22a, Poccuiickaa Oepepauys

€COBepIIEeHHBIIT ocTeoreHes (osteogenesis

imperfecta), unu 60/me3Hb JTOMKUX KO-

creit (anrn. brittle bone disease), mpen-

CTaB/IsIeT CO00Il peAKo BCTpedarolle-
ecs Hac/le[CTBEHHOe 3a0ojeBaHUe C Pas3TMYHbIM
CHEKTPOM KIMHMYECKUX INposABNeHMii. B ocHose
CTpajaHus JeXUT IEePBUIHBIN JedeKT OeTKOBOro
MaTpUKCa KOCTel M COe[MHUTETbHON TKaHU, 00y-
CTIOB/IMBAIOIMII UX OCTeoneHuo. IIpusHakamm 3sa-
6oneBaHMA ABIAITCA XPYIKOCTh KOCTHOJ TKaHU
¥ BBICOKMII PUCK IIepesloMoB KocTell. Jacrora He-
COBEpIIEHHOTO OCTEOTeHe3a COCTaB/IAeT 1 Ciydait
Ha 20 ThIC. HOBOpOXZieHHbIX [1]. Hapsay ¢ BeicoKoOI1
JaCTOTO Iepe/IOMOB KOCTeHI /ISl HeCOBEPUIEHHOTO
OCTeOTeHe3a XapaKTePHBI M APYyTrue KIMHIMYecKue

MPOSIBNIEHNST: HEBBICOKUIT POCT, CKO/INO3 TI03BOHOY-
HUKa, TPeyTro/ibHasA KOHuUrypanus nuua (6onbLIoi
cBOj, HEDA, MasleHbKasl HIDKHSS 4YelCThb), fedop-
Malys 4epera, CHIDKeHUe CIyXa, ronybble CKIephl
13-3a YMEHBIIEHHOTO COfiepXKaH!s KO/IareHa, IIpu-
BOJALIETO K BUJVMOJ NUIMEHTALMUM COCYRVUCTON
0007104KM I71a3, He3aBeplleHHOe oOpas3oBaHUe 3y-
60B, TOparkeHNe COeMHUTETbHOI TKaHM CB304HO-
o ammapara u KIalaHoB CepALa.

HecoBepiieHHBIT 0OCTeOTeHe3 IIOfpas/ensieTcst
Ha 8 TuoB, Hambolee 4acTo BCTpedarorcA 1-, 2-,
3- u 4-11 [2]. [lepBblit THII HECOBEPILIEHHOTO OCTEO-
reHesa sBJIAETCA CaMOl JIETKOI U paclpocTpa-
HeHHOI (opMmoit 3aboneBaHMs, 3a KOTOPON IO Ts-
JKECTU OCTIOKHEHMUIA CIefyIoT 2-, 3- M 4-i1 TUIIBL
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Puc. 1. Kupockonmos
Y NauveHTKN

C HeCoBepLIEHHbIM
OCTeoreHe3om
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CpaBHUTENTBHO HEJABHO OBUIN KIACCUPUIIMPOBAHBI
TUIIBL 5, 6, 7 11 8, KOTOpbIe 06/1aJa10T TEMU K€ KJIVMHU-
YECKMMI OCOOEHHOCTAMM, YTO U 4-11, HO Ka>K/Iblil U3
HUX MMEET YHUKA/IbHbIE TUCTOIOTNYECKIE U TEHETH-
yeckye faHHble. CyMMapHas 9acTOTa TPeX TAXKENTbIX
BPOXZIEHHBIX (OPM HECOBEPIIEHHOTO OCTEOTeHe3a
(2-, 3- u 4-11 Tunsl) cocrasnAer 1 Ha 10-30 ThIC. Oe-
PEMEHHBIX, @ 4aCTOTa BCTPEIaeMOCTH KaXkjoil Gpop-
MBI — 1 Ha 28,5-620 TbIC. fleTell, pOJMBIINXCA KVBbI-
mu [1, 3, 4].

B coBpeMeHHOIl nMTepaType ONMCAHBI CIydau
YCHEIIHOTO pOfopaspelleHus IalMeHTOK C He-
COBEPIIEHHBIM OCTEOT€HE30M, OJJHAKO KaK B OTe-
YeCTBEHHOII, TaK ¥ B 3apyOeXXHOI MeVIIIHE 9TO
3abo/ieBaHMe CYMTAIOT IPOTHMBOIIOKA3aHMEM K Oe-
PEMEHHOCTH, a IIPU €€ HACTYIIEHUM PEKOMEHIYIOT
UCKYCCTBEHHOE TIpepbiBaHMe. Takas TaKTMKa CBA3a-
Ha C BOSHUKHOBEHVEM B IIepUOJ OepeMEHHOCTH 1 BO
BpeMs pOOpa3pelleHNsA 3HAYUTEIbHOIO YMC/Ia OC-
JIO)KHEHUI, TIOJYaC CMEPTENbHBIX /IS MaTepy U /1A
10/,

B mpepcraBieHHOM KIMHMYECKOM HaOIIOIeHNN
OTpa’keHbI 0COOEHHOCTH BEIeHN I POJIOB y MAL[MEHT-
K C HECOBEPILIEHHbBIM OCTEOT€HE30M.

bonpuaa P.26 ner noctynumas 'bY3 MO MOHMMAT
¢ auarHosoMm «bepemeHHOCTh 37-38 Hepenb. [omoBHOe
npejnexanue. HecosepiieHHbIll ocTeoreHes 2-To TUIa.
JIBYCTOpOHHMII KOKCapTpO3.
II-III crenenn. KococyxenHnpiit Tas. CkeneTHas JyC-
mnasusi. COCTOsIHME TOCITEe OIIEPATUBHOIO JIEYEHUA II€-

IlosICHUYHBIT  CKOJINO3

penoMoB GefpeHHBIX KOCTell ¢ UX ocTeocnHTesoM (1997,
1998, 2001). Bogsinka 6epemenHbix. PeronmareHTapHas
HEJOCTaTOYHOCTDb. BpOoXX/IeHHbINI OPOK Pa3BUTKA IIJIO-
Ta — CKe/leTHas JMUCIIasusA. MuonaTtus cpejiHel cTeme-
Hu. Dx3o¢Tanbm. KepaTokoHyc, MMONMYeCKIit acTUTMa-
TU3M”.

bepemennoctp mepBas. Hacrynmma crHoHTaHHO.
B I rpumecTpe B cpoke 7 Heflenb IO MECTY >KUTENbCTBA
TPOBOIMTIOCH CTALMOHAPHOE JIeUeHNe YTPO3bl ee Ipephl-
Bauus. Ilomyuama pgupgporecrepon ([Jodacron), ceun
C MmamaBepyHOM, TpaHeKcaMoBoit kuciaoToit (Tpanekcam),
CelaTMBHYIO TEPATINIO.

B nonuxnuunke I'bY3 MO MOHMMAT 6epemennas
Habmofanace ¢ 12 Hefenp recraumu. Ilpu yabrpasByko-
BoMm uccnenosanunu (Y3V) y mmopa BIepBble BBbIABICHA
MIaTOMOTMA — AIlIa3MsA HOCOBBIX KOCTel. B mampHeitmem
B cpoke 24 Heftenu npu Y3V y nj1071a ycTaHOB/IEHA CKEJIET-
Has JVICIIa3nsA, HeCOBEPIIEHHBIN OCTeoTeHe3 2-TO THIIA.
Bo II TpuMectpe y 6epeMeHHOII BbIABICHBI GaKTepyab-
HBIIl BaryvHO3, ypeamaasMo3, BUPYC NaIVIIOMBl 4eso-
BeKa BBHICOKOTO OHKOTEHHOTO puckKa. [IpoBefieHa canammus
Braraamuma (MakponujHble aHTUOMOTHKY, Tep)KMHaH).
B III TpuMecTpe NOSABUINCH 006YCTIOBIEHHbIE OepeMeHHO-
CTDBIO OTEKM HV>KHIX KOHEYHOCTEII.

IIna popopaspemenus 6onbHas nocrynmna B ['BY3
MO MOHMMAT 05.11.2013.

OO6BEKTMBHO: COCTOSIHME YHOBIETBOPUTENBHOE, XKa-
7106 HeT. [INcIponopuoHanbHas HU3KOPOCIOCTb (POCT —
130 cM, Bec — 58 kr). OcaHKa Bsiyas, yCUIEHBI TPYAHON
K103 1 HOSICHUYHBII 10pRo3 (puc. 1). Ocb KOHeTHOCTEIT
posHasA. O6MmuIl MbILIEYHbII TOHYC CHIDKEH. YMepeHHoe
OrpaHMYeHNe poTaluu jeBoro Gexpa. Yepen Tpeyronn-
HOJT (OpPMBI, HIDKHAA YeMICTh HemopasButa. CKiepb
UMEIOT TOy00it OTTEeHOK (puc. 2).

B nerkux ¢ 06euX CTOPOH AbIXaHHUE BE3UKYIAPHOE,
xpumnos HeT. Yacrora gbixanusa — 16 B 1 munyry. Tons
cepAla TPOMKIME, PUTMUYHbIE, IIYMOB HeT. Yacrora cep-
JleYHbIX COKpallleHMit — 72 B 1 MuHyTy. ApTepuanabHOe
nasnenne — 110/70 MM pT. CT.

Knuandecknit M OGMOXMMMYECKUIT aHA/NIU3BI KPOBI,
aHa/IM3 MOYM, 37IeKTPOKapAMorpaMma — 6e3 IaToNMorni.

KoHcynbralus revernka: Gpopma 3aboneBaHms — CII0-
pajudeckas (Majas cecTpa, MaTh 1 OTEI] 3J[0POBBI).

IIpu Y3U nnopa: mpepmonaraemas macca — 2300-
2500 r. Cungpom 3agepxku pocta mropa I-II crenenn
(Munyc 2-3 Hemenn). O6Hapy>keHbl MOPOKM pPa3BUTHUSA
I7I0fja: HYDKHME KOHEYHOCTV YKOpodeHBI Ha 10 Hepenb,
KOCTHU C KaMIOMUeNNeN, Helb3: UCKIIOUUTD I1epenom Oe-
I PEHHOM KOCTU; KOCTU BEPXHMUX KOHEYHOCTEN YKOPOYEHbI
Ha 6 Heflenb, He ICKpUBJIeHbl. MajnoBopue.

IIprHuMasa BO BHUMMaHMe [OHOIIEHHBIN CPOK recra-
LUN Y IepBOO6epeMEHHOT C TsXKeIoil BPOXK/IEHHOI aTo-
JIorMell KOCTHOTO CKeJleTa M 3PEHMs, POJbl Yepes3 ecre-
CTBEHHbIE POJIOBbIE IIYTU COY/IM HEBO3MOXXHBIMMU. BpIno
pelleHo MPOBECTU DPOfOpaspelleHNe MalUeHTKy ITyTeM
onepaluK KecapeBa Ce4eHNs B ITTAHOBOM IOPAJIKe.

11.11.2013 BbimonHeHO upeBocedeHne mo Ildan-
HEHLITU/IIO, KeCapeBO CedYeHMe B HIUXKHEM MaTOYHOM
cermeHTe — paspesom 1o Hdepdnrepy. IIpumenstacy 06-
masg aHecTe3us C MCKYCCTBEHHON BEHTMIALMEN JEerKuX
IO CTaHJapTHOI cxeMe. Vcmonb3oBaHa MHTYOAINOH-
Hasi TpyOKa MeHbIIero, yeM OObIYHO, AuameTpa (N 6).
VI3Bneyena >xmBasi MOHOIIEHHAsA JIeBOYKa maccoir 2520 1,
pocToMm 48 cM, ¢ oueHKoII 1o mKajae Amrap 7 u 8 6aos.
Y pebeHKa BBIABICH BHYTPUYTPOOHBIN IepeoOM JIEBOTO
6enpa (puc. 3).

B mocrneonepanoHHOM mepuope ¢ InpoduaaKTuye-
CKOJ1 IIe/Ibl0 MallMeHTKe IPOBeleHa aHTUOaKTepuaabHasd
TepanusA neporakcuMoMm 1 r 2 pasa B [jleHb BHYTPUMBbI-
1Ie4yHo B TedeHue 3 pHeit. [locreonepanonHbplil Iepuoy,
mpoTeka 6e3 0C/IOKHEHMIL. Bblnucana foMoit B yIoBeT-
BOPUTEIbHOM COCTOSIHUY Ha 7-€ CyTKM II0C/Ie OIepaliiim.

C y4eToM pefKOro HacClIefCTBEHHOrO 3a00/neBaHMs
MAlMEeHTKM - HEeCOBEPUIEHHBII OCTeOreHe3 ayTOCOM-
HO-JJOMMHAHTHOTO TUIIA HAC/IelOBAaHMA C BBICOKUM (50%)
PUCKOM i IOTOMCTBA — IPU KaXK[OM IIOC/IEe[yIoLiei
6epeMeHHOCTU PEKOMEH/[OBAaHO IpOBeIeHNe MOTIeKY/IAp-
HO-T€HEeTUYEeCKOTO aHajyM3a MyTalluy B reHe KoJjareHa

AKyLLIEPCTBO



KaK XXEHIIMHe, TaK U pebeHKy B 1abopatopuu 61OXUMM-
YeCKOV TeHETUKM Ha 68.36 MCI[I/IKO—FCHCTI/I‘{CCKOI‘O Hay‘{—
Horo neHtpa PAH.

Bo Bpems GepeMeHHOCTHM y MAI[MEHTOK C Heco-
BEPLICHHbIM OCTEOTEHE30M MOXKET YBe/INYMBATHCA
MIOfIBVKHOCTD CYCTaBOB. AHTEHATaJIbHbINI JMATHO3
BKJIIOYA€ET JNEeTANIbHBIN YIbTPa3BYKOBOI aHA/IN3 aHO-
Manit y IIoza ¥ 61M0XMMMYeCKIil aHa/IN3 BOPCUHOK
TKaHeil XopuoHa. [I/1s1 onpesesieHy s BO3MOXXHbIX OC-
JIOKHEHMIT IpY MHTYOAL MY Tpaxel B pOiaX BecbMa
BaXKHBI JIAPMHIOCKOIIMYecKoe min ¢ubpoorrnde-
ckoe 00C/IeJoBaHMs MIPOXOAUMOCTY JIBIXaTeTbHBIX
myTeit. OnucaHpl CIyday paspblBOB MAaTKM y MaI{i-
€HTOK C 1-M TUIIOM HeCOBEpPIIEHHOTO OCTeoTeHesa [4,
5], 4TO MO>KeT OBITH CBSI3aHO CO CHVMKEHHBIM COZlEp-
JKaHMeM KO/JlareHa B MUOMETPUI MaTKY [0 CpaBHe-
HUIO CO 3[I0pPOBBIMI bepeMeHHBIMU [6].

OcnoxxHeHMs, pa3BUBAIOIINECS BO BpeMsl re-
CTalMM, BKJIIOYAIT KPOBOTEYEHUs, IIePETOMBI
KOCTell, paspbIBbl MAaTKM, €€ aTOHNI, MaTOYHbIE
KPOBOTEYEHNsI, TUIOTUPEO3, Pa3PbIBbI aHEBPU3-
MbI a0pThI. He3aBMCMMO OT TuIa HeCOBEPIIEHHOTO
ocTeoreHe3a Hambosee 4acTO BO BpeMs OepeMeH-
HOCTM MJIN IIOCIe POfioB HabmofawTcss 6onn B 06-
JIACTU CIIMHBI [3].

[TanyeHTKM C HECOBEPIIEHHBIM OCTEOreHe30M
IDO/DKHBI TPONTYU TeHeTHYeckoe KOHCYIbTUPOBA-
HUe ¥ IIpeHaTaNbHYI0 AMAarHOCTUKY. bepemeHHOCTD
mpyu 3ToM 3abo/eBaHMM NpOTHUBONOKasaHa [7, 8].
Jnst obecriedeHuss poXXAeHMs 3[40POBOro pebeHKa
B T€HETUYECKY OTATOIEHHON CeMbe MOKa3aHa KOH-
CYNIbTallMsI TeHETHKA, PEIPOAYKTOIOra IO BOIPOCY
[IpUMEHEHMsI BCIIOMOTATeIbHBIX PEIPORYKTVMBHBIX
TEXHOJIOTUI C JOUMIIIAHTAIMOHHOI TeHEeTUYeCKON
IVMATHOCTMKOJ MyTalluy eHa KoJIaTeHa.

ITogroToBKa K pofiaM IIPOBOAUTCSA C Y4YeTOM
pUCKa  aHeCTEe3MONOTMYECKOr0  BMeNIaTe/lbCTBa.
R. Cubert u coast. (2001), ob6cnemoBaB 167 Gepe-
MEHHBIX C HECOBEPILIEHHBIM OCTEOTeHEe30M, HPUILIN
K BBIBOJIY, UTO KecapeBO CedeHye He CII0COOCTByeT
CHIVDKEHMIO YaCTOTHI IEPe/IOMOB V JeTeil. ABTOpBI
OTMEYalOT BBICOKYI0 YaCTOTY Ta30BOTO IpeisieXka-
HUsL, YTO MOXKET OBITH CBSI3aHO C AaHOMAIMSIMU IIPU-
CIIOCO6/IEHNsT MAaTKY TIPU CTPYKTYPHBIX aHOMAJIUAX
w1oAa (AUCIpONOpIMOHaIbHO 60/IbIIAs TON0Ba, KO-
POTKIe KOHEYHOCTM, BO3MOXKHBIE edopMaruu Ko-
CTell ocyIe epenoMos) [9].

[Tpu BbIpaXkeHHBIX HedOpMaLMsX CKe/leTa MaTe-
PV VI IVIOJA, TIPM CYLIIeCTBEHHON HeCOPasMEPHOCTI
Me>XKLy TOTIOBKOJ IVIOfIa ¥ TA30M MaTepH, a TAKXKe Py
TSDKEZIOM 0O0TIeBOM CHHAPOME B CYCTaBaX M KOCTAX
Marepu B OOBIIMHCTBe cry4aeB (54%) mpoBOfUTCA
KecapeBo ceueHue (3, 10]. Hexoropsie aBTOpPBI CuM-
TAIOT BO3MOXKHBIM Y IIALMEHTOK C HECOBEPILIEHHBIM
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Puc. 2. TpeyronbHaa dopma yepena, ronyboii LBeT cknep
Y NALMEHTKN C HECOBEPLUEHHbIM OCTEOrEHE30M

Puc. 3. BHyTpuyTpoOHbI Nnepenom nesoro beapa y pebeHka ot
NALMEHTKN C HECOBEPLIEHHbIM OCTEOTEHE30M

OCTEOTeHe30M BeJleHJe CaMOIPOM3BOJIBHBIX POJOB
yepe3 ecTeCTBEHHbIe pofoBble myTH [11].

B coBpeMeHHOII TuTEpaType OMUCAHO UCIIONb30-
BaHue obuieit [12], snupgypanpHoit [13] u couHamb-
HOII aHecTe3uu [14] mpu xecapeBoM cedenun. IIpu
Mo60M criocobe aHecTe3MM HeOOXOAUMO YIUTHIBATD
BO3MOXXHOCTb IIePeJIOMOB KOCTell, HapylLleHe IIpo-
XORMMOCTH [BIXaTeIbHBIX IYTell, IaTOIOTUIO et
HOTO OTZHea MMO3BOHOYHMKA U CKIOHHOCTb K KPO-
BoTeueHMsAM. OCHOBHble aHeCTE3MONOTUUECKIIE
OCTIOKHEHN s OTPa)kKeHBbI B Tabnue [2].

Ilpy wW3sMepeHMU apTEpPMANLHOTO JABTIEHMA
C L|ebI0 CHVDKEHMSA PYICKA MepelioMOB KOHEYHOCTH
JIOJKHO OBITH MCK/TIOYEHO JICIIOIb30BaHMe MaHXKeT
C aBTOMAaTMYeCKVMM HaTrHeTaHMeM Bo3fyxa. boree
6e30I1aCHO MHBAa3WBHOE JMHTPAOIEPAIVIOHHOE MO-
HUTOPMPOBaHMEe apTepUaIbHOrO JABJICHVA WIN ero
ompepenenue 1o Metony Koporkosa.

Y OGONbHBIX C HECOBEPUIEHHBIM OCTEOTeHEe30M
B CBA3M C YMEHDIICHNEM BBICOTBI IIEHHBIX IIO-
3BOHKOB, MajbdopMaleil 3y060B, HeLOpasBUTUEM

Mpassan C.P, ULlyzuHuH 1.0, Hosukosa C.B., Ynpamosa E.fO., bouaposa U, Kyderko JTA.
HecoBeplueHHbI 0CTeoreHe3 1 bepemMeHHOCTb: NPOGEMbI, HapacTaloLMe K pofam
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AHecTe3nonornyeckme OCNOXHeHMA npn HecoBepLleHHOM oCTeoreHese

Cucrema opraHos

Bupa HapyweHun

AHecTe3nonornyeckmne nnm Xnpyprmyeckmne ocioxHeHnA

KocTHO-MbllweyHan
cuctema

Crctema KpoBeTBOPeHUA

DHAOKPWHHaA cnuctema

CeppeyHo-cocyancTas
cuctema

OpraHbl criyxa

KneTouHbin meTabonusm

Mepenombl KocTen

KVI¢0CKOJ'IVIO3 (BCJ'IE[JCTBVIG yBennyeHuAa noaBmMMKHOCTU
MeXMNO3BOHKOBbIX CyCTaBOB)

lMepenombi WeiHOro oTAena NO3BOHOUHNKA, 3y6OB, TPaBMbI
Tpaxen

HecTabunbHOCTb WeHOro oTaena No3BOHOYHYIKA (runonnasus
Il wWeliHOro No3BoHKa)

[Nedopmaumu rpyaHoOI KNeTKM Nocse nepenomos pedep
B aHaMHe3e

CKJIOHHOCTb K KpOBOTEUEHUAM (BO3MOXHbIE aHOManum
KonuuecTsa n GyHKLIMOHANbHOM aKTUBHOCTW TPOMOOLITOB,
XPYMNKOCTb COCY[10B)

Tunotnpeos B 40% cnyyaes

OCTOPOXHOCTb NPU NepPeKNafbIBaHNM 1 GUKCALUN GONbHDIX.
1136eraTb aBTOMaTUYECKOTO N3MEPEHVIA apTEPUANbHOTO JaBAEHNA NPU
BbIPaXXeHHbIX MPU3HaKax HeCOBEPLIEHHOTO OCTeOreHe3a

Komnpeccusa HepBHbIX CTBOMOB.

CNoXXHOCTV NPV NPOBEAEHUN PErMOHANIbHON aHeCTe3nm U3-
3a Henpeackasyemom 31aCTUYHOCTY COeANHNTENbHON TKaHN
CNYHHOMO3IOBbIX NMPOCTPAHCTB.

CHVXeHVe pecnmpaTopHOro pesepsa

MckniounTb TpaBMUMPOBaHME WENHOro OTAeNa NO3BOHOUYHMKA, HUXKHEN
YenocTy 1 3y6oB BO BpemaA MHTYGaLMK Tpaxeu, npesycMoTpeTb
BO3MOXHOCTb NCMOJIb30BaHWA C 3TON LieNblo pnbpoonTnyeckom
VHTY6aumn

MpoBeaeHvie prbpoonTnyeckoi MHTybaLmy Tpaxen

CHUXeHVe PecnmnpaTopHOro pesepsa

BblCOKMIN pUCK CNMHANIbHOW FemaToMbl.
YBenunueHvie prcka nepronepaLMoHHbIX KPOBOTEUEHWI

OnpepgeneHne 1 Koppekuna GyHKLMMN LUUTOBUAHOW Xene3bl

PaclumpeHvie KOpHs a0pTbI, PacciioeHe aopTbl, MPonanc
MUTpPanbHOro KnarnaHa

Tnyxota

HapywweHus sHepreTnyeckoro metabonuama KneTtok (ycuneHue
MeTabon13ma, rMnepTepmms Bo Bpems obLuyelt aHecTesum)

ApVTMUK, Pa3pbiBbl a0PTbl, HEOOXOAMMOCTL NPOPUNAKTVKN SHAOKAPAWTA

Mpobnembl obLeHNs

MHTpaonepaLuroHHas TepMOMETPUSA, MOHUTOPPOBaHMWE NapLmanbHOro
AaBneHna AMOKCHAA yrnepoaa
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BepXHeIl Ye/II0CTI HEOOXOAMa OCTOPOXKHOCTD P
MHTY6aMu Tpaxen BO u3bexxaHMe TPABM U Iepe-
JIOMOB TI03BOHKOB, HYDKHeI Yemoctu 1 3y6oB. Ecnin
[Py BU3yanM3alMy TOPTAHM BO3HMKAIOT CIIOKHO-
CTI, PEKOMEHYeTCsI MCIIOIb30BAHNE 9TACTUIECKOTO
6y>xa mnn GpubépoonTUIECKON TEXHUKA [2].

B cryvae pasBuTys rumepTepMmUM OHA Yallje Bce-
rO He HOCUT 3/710Ka4eCTBEHHOro Xxapakrepa [15].

[TpoBefieH e perMOHAPHOI aHECTE3 Y OTPAHN YN -
BaeTCs CTENEeHbI0 K1 OCKOoNo3a, mpobaemamu, BO3-
HUKAOLMUMI [IPU CO3[JaHUM HEOOXOLMMOro IOJIO0-
JKEHMISI TeJIa, BO BPeMsI IIYHKIIVM M3-32 IIPebIAYIIX
epeIoMoB pebep ¥ TO3BOHOYHIMKA, a TAK)KE Ma/IbIM
pOCTOM ManueHTOK [2]. Y maumeHTOK ¢ KpoBOTede-
HIIEM B aHaMHe3e [0 IIPOBeJleHIIsI PeTrYIOHapHOIT aHe-
cTe3ny HeOOXOIVMMO MCCIIEOBATh CBEPTHIBAEMOCTD
KPOBI, YMC/IO TPOMOOIUTOB U X GYHKIMOHAIBHY IO
AKTUBHOCTD. [I/Is1 OBICTPOIT OLIEHKM CBEPTHIBAEMO-
CTM KPOBU MOXKET OBITH MCIIONb30BaHA TPOMOOIIA-
crorpadus. K MOMeHTy omepaTBHOrO popopaspe-
IIeHVSI O/DKEH OBITh 3aTOTOBJIEH 3a11ac KPOBIL.

OnHMM U3 OCTIOKHEHUIT TOC/Ie KecapeBa CedeHN s
y TMAIMEHTOK C HECOBEPIICHHBIM OCTEOTeHe30M sB-
nseTcs obpasoBaHMe I'PBDK GeIoil MMHUM KXUBOTA,
BBI3BaHHOE fepuINTOM KO/MIareHa. B ¢cBsisu ¢ aTum
PEKOMEH/IyeTCsI HA/lOXKeHMe HepacCachIBAIOLIIXCS
IIBOB HA aIIOHEBPO3 IIPSIMBIX MBIIII] XIBOTA.

B mocneposoBoM Tmeprone BO3MOXKHA CKIIOH-
HOCTb K KPOBOTEUEHISIM, YBEIMIEH PUCK 06pasoBa-
HIISI CIIMHATBHOT T€MaTOMBL.

JledeHne MALMEHTOK C HECOBEPIIEHHBIM OCTEO-
FeHe30M, B TOM 4ICIe GepeMEHHBIX, BKIIOYaeT Te-
panuio 6ucdochonaramm, BurammHom D; u mpe-
napatamu Kaabpuus [16]. bucpocdonarsr sBsoTCs
CHHTETHYECKUMM QAHAIOTAMU eCTECTBEHHBIX IIN-
podocdaros, ycTONIUBBIX K [EICTBUIO COOCTBEH-
HBIX (epMeHTOB oprauusma. OHM COCTaBIAIOT
KOCTHBIII MATPUKC U IIPOAB/AIOT CBOICTBA aKTUB-
HBIX MHTUOUTOPOB OCTEOK/IACTOB JI KOCTHON pe-
30p6uuu. MexaHM3M, C IIOMOIIBI0 KOTOPOTO OHU
HOfAB/ISIOT KOCTHYIO Pe3opOLio, KO KOHIA elle
He BBISICHEH. B cOBpeMeHHOII muTeparype OIMCcaHo

AKyLLIEPCTBO



a¢dexkTUBHOE UCIIONb30BaHMe IIpernapara 3TOil
rpynmsl y OGepeMeHHOII, cTpajatomell 3abojeBa-
HUEM, CXOJHBIM C HECOBEPUIEHHBIM OCTEOT€HE30M
(6onesup I'ayyepa): 6onbHas BeIHOCKTIA pebeHKa 6e3
CKeJIeTHBIX aHoManuii [17].

HecmoTpss Ha TO 4TO OepeMEeHHOCTb IIpU HECo-
BEepIIEHHOM OCTeOreHe3e IIPOTEeKaeT C IOBBIIIEHHBIM
PYUCKOM KPOBOTEUEHMII U pa3pbIBa MATKM, Yallje BCETo
OHa 3aBeplraeTcsi GmaromnonydHo. KpaiiHe ClO>KHBIM
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