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bosnesup loiie: akTyanbHbie
BOIIPOCHI 3aMECTUTEIBHON
dbepMeHTHOI Tepanun

Oo0Hoii u3 Haubonee pacnpocmpareHHvlx cpedu PeoKUX HACIEOCNB8EHHBLX TU30COMHBLX 00Ie3Hell HAKONIeHUS
Aensemcs 6onesnv Ioue — cucmemuoe 3a60ne6arue, 8 0CHO6e KOMOPO2O JIeH UM HACTIEOCBEHHDLTI

degpexm memabonusma. B pamkax cumnosuyma komnanuu «Ixnensatim» eedyujue cneyuanicmol u3
Temamonozuueckoeo HayuHozo yenmpa (Mockea) paccmompenu xapakmepHoie KAUHUMeCKUe NPOSBTIEHUS,
cospemeHHble MemMo0bl OuazHOCmuKky u mepanuu 6onesHu foue. bvino ommeueno, umo cospemenHblii yposeHn
71a60pamopHOLl OUAZHOCMUKY U HAZUYUe IPPeKMUBHbIX NPenapamos 3amecmumenvHoli pepmeHmHoul
mepanuu No360NAI0M USMEHUMb NPOZHO3 U MedeHUe 3020 MAHEeI020 3a001e6aAHUS.

Kom.n.
K.A. Jlykuna
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onesub lomie — ogHa U3 Hau-
B6onee YaCTO BCTPEYAOLIIXCS

¢$hopM HacnenCcTBeHHBIX (ep-
MeHTOmaTuii. B ocHose 3abonena-
HUS JIKUT HACIeCTBEHHBII fedu-
LIUT aKTMBHOCTU JIM30COMAIbHOTO
(depMeHTa, yIACTBYIOLIETO B IeTpa-
[ALUU IPOAYKTOB KIETOYHOTO Me-
TabonmsMa, — KUC/Ioit 6eTa-TrIoKo-
3upgaspl (raokounepedposngassl).
len raokoiepebpos3umgassl m0Ka-
NU3yeTCA B pervoHe q21 Ha mepsoii
xpomocoMme. HemocTaToK aKTUB-
HOCTU (epMeHTa WIN OTCYTCTBIE

HeraTuBHas ponb cnneHaKkTomum npu 6onesHu lowe

[II0KOLepe6pO3nas3bl TIPUBOISIT
K HaKOIUJIEHVIO B IM30COMax Mak-
podaros HeyTUIU3MPOBAHHBIX JIU-
IIJIOB M COOTBETCTBEHHO CybcTpaTta
6onesuu - xnerok loiue, meperpy-
JKEHHBIX T/TIOKOL[epe6PO3UIOM.

B 3aBUCMMOCTM OT KIMHUYECKOTO
Te4eHMs BBIENAIOT TpyU Tuna 6o-
nesHu ['ollle HA OCHOBAHMY HANUYUA
WY OTCYTCTBUSA CMMIITOMOB ITOpa-
JKE€HUA LeHTPaTbHO HEPBHOMN CHUC-
tembl. Hanbonee pacrnpocrpaHeH
nepBbl T 601esHu [omre, xapaxTe-
pU3YIOLUNIICA OTCYTCTBUEM BOBIIE-
4YeHNUs B MATONOTMYECKUI MpoIecc
LIEHTPa/IbHOV HEPBHOM CHCTEMBI.
JIBa npyrux Tuna 6oje3Hu CBsA3a-
HbI C HaJIM4uMeM HeBPOIOTUYeCKOI
cuMnromMaTuku. Bropoit tum - oct-
Pblil HEIPOHONIATUYECKUIT — BCTpe-
YaeTcA y JleTell paHHero BO3pacra,
OTINYAETCA NPOTPeCCUPYIOIIUM
Te4eHMEeM U TAXKeIbIM ToparkeHueM
LIEeHTPaJIbHOI HEPBHOM CUCTEMBI.
3aKaHYMBAETCA JIETAIBHBIM UCXO-
TIOM Ha IEPBOM-BTOPOM FOfy XKM3HIU.
Y manueHToB ¢ TPETbUM TUIIOM 60-

ne3Hn Tomre (XpoHMYECKUM HeNpo-
HOIIaTMYeCKUM) HeBPOJIOTMYeCKMe
CUMIITOMBI, OT/ANYalomyecs 6onee
MeJITIeHHBIM IIPOTPeccCUpPOBaHNEM,
MOTYT IPOABIATHCA M B paHHEM,
U B IIOfPOCTKOBOM BO3pacTe.

Ins KIMHUYeCKO! KapTUHBI 60-
nesun lomle xapaKTepHBI cIe-
HOMeranms, remaToMeranaus,
LUTONEHMNA, IOpa’keHNe KOCTHO-
cyctaBHOM cucrembl. Kupa AHa-
tonbeBHa JIYKMHA, x.M.H., OoT-
MeTH/a, YTO CTeHeHb MOpPa’KeHU s
KOCTHO-CYCTaBHOJ CUCTEMBI OII-
penenseT TsHKeCTb TedeHMs 3a60-
nepaHus. IlopakeHns KocTel xa-
PaKTepU3YIOTCA MCKIIOYNUTETbHOM
reTepOTeHHOCTDIO U BapbUPYIOT OT
6eCCUMIITOMHOII OCTEOIEHUU IO
TAXKEJIOT0 OCTEOIIOpPO3a C MHOXe-
CTBEHHBIMU IIATO/IOTMYeCKNMM TIe-
peIoMaMM M OCTeOHeKPO3aMI.

B HacTosA1Iee BpeMs 307I0THIM CTAH-
mapToMm nedeHus 6omesHm [oure
ABJIAETCA NOKM3HEHHOE Ha3Hade-
HUe 3aMeCTUTE/IbHO (pepMEeHTHON
Tepanuu peKOMOMHAHTHOI ITIIOKO-
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nepebposugasoit. [Ipemapar BBO-
IOUTCS BHYTPUBEHHO B Te4eHNe I0-
JIyTOpa-[iByX 4acOB OJiMH Pa3 B JIBe
HeJleNu, 03U POBKa Bapbupyer oT 15
mo 120 EJl/xr macce! Tena. Ilpu om-
peneneHUN O3MPOBKY Ipelapara
YUUTHIBAIOT CTENIEHD TSKECTH 3a00-
JIeBaHM A, BO3PACT MaIleHTa, BOBJIe-
YyeHle B MaTOJOTMYECKUIl mpolecc
KOCTHOJ! CHCTEMBI.

o mosABMeHUS 3aMeCTUTENbHOI
(dhepMeHTHOI Tepaluy /g HOpMa-
NMU3anuy MoKasaTenell KpoBu y Ma-
I[MI€HTOB C BbIPA>KEHHOI CIIJIEHOMe-
rajueil ef[UHCTBEHHBIM CIIOCOOOM
nedeHns 6pta cruteHskTomus. Of-
HaKO HAaKOIJIEHHBIN KIMHUYECKUI
ONBIT BeJleHMA TAKMX IAILMIEeHTOB
II0Kasaj, YTO IOC/e yhaneHus ce-
neseHKu KneTku lomre Hakamam-
BAIOTCA B KOCTAX, JIETKUX, NT€YEHM,
HpUBOAs K PasBUTUI0 Heobparu-
MBIX M3MEHEHUII: NUpPpO3a IeYeHN,
IPOTPECCUPYIOLIEr0 IOPaKeHU
KOCTelT 1 CyCcTaBoB, ¢pubposa ner-
KIUX U CEePJeYHOll HeJOCTaTOYHO-
ctu. Takum obpasom, mokasaHus
K CIJIEHSKTOMUY Ha CETOHAIHNI
IeHb OTPAaHMYMBAKTCA CIIOHTAaH-
HBIM VI/IM TPAaBMAaTUYECKUM pa3phbl-
BOM CEJI€3€HKIL.

Joknaguuk npusena pe3yabTaThl
UCCNe[JOBAaHNUA, 1L[e/IbI0 KOTOPOTO
ObIIO M3ydeHMe CBA3M MHpeplle-
CTBYIOLIEIl CIIJIEHO9KTOMUM U TsIKe-
JIBIX IOPa>Ke€HM I KOCTHO-CYCTaBHOI
cucreMbl. ['pymmy nccieoBanms co-
crasyy 100 rmaneHToB ¢ 60/1€3HbIO
Toute mepsoro tuma (36 My>X4nH
n 64 >KeHIIMHBI B BO3pacTe OT 16
10 79 net, menuana — 30 net). Y Bcex
HalVIeHTOB [UarHO3 ObLI IO TBEPX-
IeH GpepMeHTHON AMAarHOCTUKOM —
oIpefiensanach aKTMBHOCTb KMC/IOM
6eTa-I/II0KO3M/{a3bl B JIEIKOLIMTAX
KpoBHU. B xone ucciegoBanus npo-
BeJleHa CpaBHUTE/NbHasA XapaKTe-
PUCTUKA NALMEHTOB, IepeHeCcIINX
cienskroMuio (n=39), u manu-
€HTOB HeCIIJIEH9KTOMMPOBAHHBIX
(n=61). Pe3ynbpraThl cCpaBHUTE/Nb-
HOTO aHajM3a MoKas3any, 4To CIIje-
HOMETa/Nus BBIABIANACh y BCEX
HEeCIIJIEH9KTOMMPOBAHHBIX Hallu-
enToB (100%), remaToMeranus mpu-
CYTCTBOBaA y GO/MBIINHCTBA HAL{A-
eHTOB IIOC/Ie CIIEHIKTOMUM 1 6e3

OHKonorna, remaronoria v paauonorna. N° 2

[locne yaanenus ceneseHkm Knetkin fotle HakannuBaTcs
B KOCTAX, NETKIX, NEYeHI, NPUBOAA K PA3BUTHIO
HE00PATUMbIX M3MEHEHHIA: LMpPO3a Neyerw,
NPOrPeccUpyILLIEro NopaxeHna KOCTeii 1 CycTaBos,
(O1OP03a NEerKIAX 11 CepAeYHOI He0CTaTOYHOCTH

Hee. [TopakeHnsA KocTeil MUMenu Bce
nanyeHTsl. Cpefiy HeCIITIeH9KTOMM-
POBaHHBIX NMALMEHTOB TpoMbOIU-
TOIleHMA BCTpevanach B 100% cuy-
4aeB, aHeMIA U N1efiKonenns — B 50%
ciydaeB. Y CIIJIEHSKTOMMPOBaHHBIX
MaIMeHTOB aHeMUs 3aUKCUpoBa-
Ha B 31% crny4aes, TpoMboLMTOIE-
HUsA — B 15%, nevikonenusa — B 5%.
CremneHb TAXECTU TOPaXEHNA
KOCTHO-CYCTaBHOJ CHCTEMBI y Ia-
LIMIEHTOB OLIEHMBA/AM C IOMOLIbIO
peHTreHorpadum M MarHUTHO-
pe3oHaHCHOI ToMorpaduu 6egpeH-
HBIX KOCTeil, Ta300eIpEeHHBIX I KO-
JIEHHBIX CycTaBOB. Bce manmeHTH
Ob1M OCMOTpeHBI opTotenoM. Kpu-
TepUM OLIEHKY TAKECTU MOpaKeH A
KOCTHO-CYCTaBHOI CUCTEMbI BKIIIO-
gajau MHPUIBTPALUIO KOCTHOTO
Mo3ra GefJpeHHBIX KOCTell KIeTKa-
Mmu Tonre, HanM4Me OCTEOHEKPO3OB
(nmnacussr/mMeraduss befpeHHBIX
KOCTell), aCeNTU4YeCKUX HeKPO30B
(ronoBkm GegpeHHBIX KOCTeI), ma-
TOJIOTMYECKMX IIEPETIOMOB.

Jlerkoe mopasxenne (MHGUIBTpaLIVs
KOCTHOTO MO3Ta 0efIpeHHbIX KOCTell
ketKamu [orre) 6BII0 yCTaHOBIEHO
y 14 manueHTOB. YMEpPEHHO TsAXe-
7I0€e TopaXkeHue KOCTeil onpefens-
70Cch y 58 manueHToB, IOMMUMO MH-
¢uIbTpanNM KOCTHOTO MO3Ta § HIX
OTMeYeHbl OYary HeKPO30B B Jua-
¢dusax u meradpusax GempeHHBIX
KoCTelt. Y 25 MalMeHTOB C TSXKeTbIM
HOpajkeHeM KOCTelt 6N BbIABIIE-
HBI He TO/IbKO MHQUIBTPALNsI KOCT-
HOTO MO3ra KjeTKaMu l'omre n ogarn
OCTEOHEKPO3a, HO U acenTudecKue
HEKPO3bI TOTIOBOK OeIpeHHBIX KOC-
Tell C pa3BUTUEM BTOPUYHBIX apT-
po30B. B oTfenbHyo rpymiy Obiin
OIIpejie/IeHbl MaLMIeHThl CO CBEpX-
TAXKEbIM IIOpakeHMeM KOCTHO-

CYCTaBHOM CUCTEMBI, Y KOTOPbIX
IMIOMMMO BCeX BbILIeNepedyncIeH-
HBIX ITaTOJIOTUII BBIABIEH TSAKENbIit
0CTEONOpPO3 C MHOXECTBEHHBIMU
MaTONOTMYECKMMU IIepeoMaMu
Tpy6uaTsx KocTeil. Pesynbrars
CPaBHUTENbHOTO MCCAEJOBAHUA
IIOKa3asll, YTO Cpefiy MallYIeHTOB CO
CIVIEHOKTOMMEll B aHaMHe3e 6oree
monoBuHb (51%) MMenu TsaXKenoe
U CBEpXTsKeNoe MopakeHne Koc-
Tell. B To >ke BpeMs cpenu HecIe-
HOKTOMMPOBAHHBIX MAIIMEHTOB Ts-
JKejloe U CBePXTAKenoe IopakeHue
KOCTell MMe/Iu TONbKO 13%.
CpenHuit BO3pacT IPOBEAEHUS
CIIJIEHOKTOMUM Y MaLIMEHTOB C JIer-
KM U yMEpEeHHBIM IOpa’keHUeM
KOCTeit cocTaBuil 19,6 ropa, a y ma-
IJVEHTOB C TSXKENbIM U CBEPXTH-
JKeNbIM MOpaXXeHMeM KOCTHO-
cycraBHOU cucrtembl — 11,5 ropa.
PesynbTaThl Mccnef0BaHMUA IOJ-
TBEPAM/IN: YeM PaHblle IIPOBeJeHa
CIVIEHSKTOMI A, TEM BBILIE PUCK pas-
BUTA TAXKETBIX TOPaXkeHUI KOCTeit
U CYyCTaBOB.

Takum 06pa3oMm, MOKa3aHO, UTO
CIJIEH3KTOMMSA acCoOMuUpyeTcs
C perpeccoM IUTOMNEHUYECKOTO
CUHpOMA, HO fABNsAeTCA (PakTo-
pOM pUCKa Pa3BUTUA TAXKENIOTO
MOpa>keHusA KOCTHO-CYCTaBHOMN
cucrteMsbl. IlpoBenenne crnneHsk-
TOMWM NPY YCTAHOBJIEHHOM JMa-
rHo3e «6one3Hb l'omie» BOZMOXKHO
TONIBKO IO aOCOMIOTHBIM ITOKasa-
HuaM. bonesup I'ome cregyer nmc-
K/II04YaTh y BCEX MAllMIEHTOB C CIIIe-
HOMeTanuem U I1UTOINEeHUemn
HesACHOTrO reHe3a U IPOBOAUTH
OMOXMMMYECKIIT aHAMN3 AKTUBHO-
cTu 6eTa-TII0KOIepe6po31assl 0
HNPUHATHUA pellleHus o HeobXonu-
MOCTH JIe4eOHO-MaTHOCTUYECKO
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CIIJZIECH3KTOMUMN.

BeJIMYEeHNEe B pa3Mepax

cemeseHKM (CIIeHOMe-

rajaus) sABISAETCA CaMbBIM
9acTBIM 1 Hanbosee paHHUM HpPHU-
3HakoM 6one3Hnu lome. Pazmepsr
Ce/lle3eHKU MOTYT yBelIM4YMBaTh-
Csd BO MHOTO pas, IPM 3TOM OHa
MOJKET 3aHMMATb NPAKTUYECKU
BCI0 OPIOIIHYIO II0/IOCTh. B cBA3H
C 9TMM y TAIMEHTOB C 6ONTE3HDIO
lomre pasBMBalOTCA TAXKENbIE CO-
CTOAHMSA — aHeMU:A, TPOMOOIUTO-
neHus. IIposeieHue CcIIeHSKTO-
MUI TaleHTaM ¢ 6onesnpio lome
C BBIPAa’>KEHHOJ CIJIEHOMeraauen
OIpaBIaHHO B eJMHNYHBIX CTy4a-
AX U CTIeLMaTbHBIX IIOKa3aHUAX.
Ponanpa bopucosna YABBIHYAK
HPOEMOHCTPUPOBANa KAUHUYE-
CKMII C/ydYali, KOrjia IpoBefleHue
creHsKToMyy npu 6onesun lomre
ObIJIO OIpaBJaHHBIM.
B TemMaTomorm4eckoM Hay4YHOM
IeHTpe Hab/Moanach ManMeHTKa
1990 r.p. OcobeHHOCTHIO aHAMHE-
3a ABNAETCA OOHapyXXeHuUe y mHa-
IIMEHTKM B paHHeM HeTcTBe de-
HM/IKETOHYPUM, B CBA3Y C YeM eIl

[lpoBeeHue CNNeHIKTOMIM NaLeHTam
C 60ne3Hbio [oLLie ¢ BbIpaXEHHOI

cnneHomeranuen 0npdaBAdHHO

B €AUHWYHBIX CTYYdAX NPU CNeLnanbHbIX
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MOKd3dHNAX

KnuHnyeckaa AEMOHCTPaLUA: Koraa CrjieH3KToMuA onpaBAaHHa

Obl1a TI0OKa3aHa queTa u pedebHoe
nutanue. B 2006 r. B Bo3pacTe
16 yeT y mauMeHTKU JAMATCHOCTU-
POBaHBI CIIJICHOMeTa/INs U TMaHIM-
TomeHust. Ha ocHOBaHUM KIMHU-
YeCKUX 1 TaO0paTOPHBIX JAHHBIX
Obla [MAarHOCTYpPOBaHa 00NIe3HDb
Toure. JuarHo3 BepuduuupoBan
9H3MMOLMATHOCTUKOI, 3adUKCH-
POBaHBI CHIUJKEHMe YpOBHA OeTa-
D-rnwokosupgassr (1,8 HM/mMr/49)
U TIOBBILIEH)E YPOBHA XUTOTPUO-
3umasel (18 230 uM/mn/4). ITaru-
eHTKa BIlepBble Obl/Ia TOCIUTANIN-
3upoBaHa B [emMaTomormueckuit
Hay4HbIN LeHTp B 2007 r. B BO3pac-
Te 17 net. B K1MHM4YECKOI KapTUHE
OTMedYasnu OTCTaBaHue GprsnIecko-
ro (Macca Tema 41 xr, poct 152 cm)
U ICUXUYIECKOTo pas3BuTus. llpu
YIbTPa3ByKOBOM MCCIELOBAHUN
(Y3U) obuapyskeHa BBIparkeHHas
cruedomeranus (321 x 108 mm).
IIpy peHTreHONOTrMYeCcKOM McC-
ClIeJlOBaHUY KOCTHO-CYCTaBHOI
CUCTEMBI KIMHUYECKU 3HAYMMOTO
HOpaXXeHMsI BBISIBIEHO He Oblo.
Pesynbprarhl m1ab0opaTOpPHBIX MCCIIe-
IOBaHMUIT KPOBM IOKA3a/Iy CHIUKe-
HIle YPOBH reMOINo6MHa 1o 61 /71,
TpoMmbouutonennio 28,0 x 10°/1,
nerikoneHuo 3,6 x 10°/11, ypoBeHb
obrero 6enka 58 r/n. OTmMeuyena ru-
nepdeppurnHeMusa 2532,6 MKr/I,
olpefe/eHbl ypPOBEHb >Xelesa
13,6 MKMOJB/7, 06118 JKEeMe30CBA-
3bIBAIOIIAsl CIIOCOOHOCTDH CHIBO-
pOTKM 66,9 MKMOJb/JI, HaChIIIEeHe
TpaHceppuHa xenezoM 20,3%.

Ha ocHOBaHUM yCTaHOBJIEHHOTO
AVArHosa NalyeHTKe IPU BbIINC-
Ke ObI/Ta peKOMEH[OBaHa 3aMmec-
TUTenbHasE pepMeHTHasl Tepanns
B mo3e 30 EJl/kr, 4TO cocTaBasimo
1200 E]Jl Ha BBemeHMe. 3aMeCTU-
TenbHasi (epMeHTHas Tepamus
npogoixanach ¢ 2007 mo 2013 r.
Yepes mBa rojga oTMedeHa II0JIO-
JKUTeNbHASA AMHAMMKA C TOBBI-
IIeHJeM ypOBHell reMornobuHa,
TpoMbouuTos, neikonuToB. Of-
HaKo Yepes3 4eThIpe rofia OT Havyasa
nedeHMsA 3apUKCUPOBAHO HOCTe-
[IeHHOe YXYALIeHMe Tab0opaTOPHbIX

nmokasareneil. B 2013 r. manueHTKy
(23 roga) B TAXKEIOM COCTOSAHUM
CHOBa rocnuTanusuposanu B le-
MaTOJIOTMYECKMII HAYYHBI LEHTP.
Macca Tesa malMeHTKM Ha 3TOT
MOMEHT COCTaBaANAa 59 KI mpu
pocre 162 cM. Y 601bHOI IPOsB-
JIANINACH BBIPaKeHHBIE CUMIITOMBI
aHeMmM3alNy, a TaKXXe CIOHTAH-
HBIJI TeMOpparu4ecKuii CuUHgpOM
(cpimp Ha xoxke). Ha Y3U BbisAB-
JIeHa TUTAaHTCKas CIIJIEHOMeranns
(310 x 112 mm). Pesynbrarsr mabo-
PAaTOPHBIX UCCIEOBAHMNIT: YPOBEHD
reMorjao6uHa B Kposu 40 r/11, TpoM-
6ouutsl 17,0 x 10°/71, meiKOIUTbI
2,5 % 10°/n, obmuit 6enok 60 r/m,
¢depputun 176 Hr/MII, CBIBOPOTOU-
HOe Xene30 6,0 MKMOJIb/, o01as
JKele30CBA3bIBalONmasg CI0cob-
HOCTD CBIBOPOTKM — 61 MKMOJIB/TL.
IIns MCKITIOYeHMs JPYTOTO ayTo-
MMMYHHOTO 3a00/IeBaHNs, YIUTHI-
Bas [I/INTE/IBHYIO 3aMECTUTE/NTbHYIO
(depMeHTHYIO TepaINIo, MALVEHTKY
obcefoBany Ha HaauM4Me MpU3HA-
KOB HAaC/IeICTBEHHOTO IeMOIN3a.
ITpusnaku remonnsa He 6bIn 06-
Hapy>XeHbl. [TallMeHTKe MpoBeeHo
VICCTIe[JOBAHNE COCTOSIHMS KOCTHO-
CyCTaBHOII cucTeMbl. [Ipy MarHUTHO-
pe3oHaHCHOI ToMorpadum KocTeit
OTMeYeHa BBIPAXKEHHAs] MHQUIb-
Tpanus KOCTHOro Mosra. Takum
obpasoM, KIuHMYeckas u nabopa-
TOpHas KapTuHa y 00/nbHOI 6Obla
IpefiCTaB/IeHa TUTAaHTCKOI CIIIEHO-
Meranueli ¥ IITy0oKoil MaHLIUTOIIe-
HUeIl — CUMIITOMOKOMIIJIEKCOM, II0
BBIP@>KEHHOCT COOTBETCTBYIOMIUM
6onesun [ome 6e3 pepmenTosamec-
TUTEIbHOI Tepannim.

YauTeiBas TMTAHTCKUE Pa3Mepshl
celeseHKM 1 Hajauuue nHpapkra,
HMaHIMTOIEHNIO C 3aBYCYMOCTBIO OT
reMOTpaHCPYy3uiL, mareHTKe OBII0
pelLIeHO IPOBECTI CIVIEHIKTOMUIO
¢ /e4e6HOI ¥ AMATHOCTIYECKON
LeTISIMIL.

A6IOMMHANIPHYIO CIIEHSKTOMUIO
¥ GVOTICHIO TIEYeH Y TPOBENY 24 IO
2013 r. KpoBonoreps y malueHTKN
coctaBuaa 1300 M. Pamnumii moce-
OllepALVIOHHBIII [IEPUOJ Ipo1er 6e3

JddekTuBHaA hapmakorepanua. 37/2014



MeznumHcknii dopym

CaTe/IUTHBIN CUMIIO3MYM KOMITAaHUM «[]>KeH3amm»

ocoberHocreit. Bo BpeMst oneparyn
Obl/Ia yfajeHa cele3eHKa Maccoil
4 KT, 3aHMMAIIAasA NPaKTUIECKN
BCIO OPIOIIHYIO ITOIOCTb.

IIpoBemeHo rucromormyeckoe Mc-
CllefloBaHMe TKaHell celle3eHKH, Ipu
KOTOPOM BBIsIB/IEHA ee MHUIbTpa-
uus knerkamu [omre. [lampHenmmin
IOC/IeoNepallIOHHbII TIepHUOof, Ipo-
TeKas C MOCTCIIEHIKTOMUYECKUM
Tpombornurozom (1600,0 x 10°/m)
U pa3BUTUEM IPUCTEHOYHOTO TPOM-
603a [paBoit BETBY BOPOTHOIT BEHBI,
OOHApy)XeHHBIM IpY IPOBEEHUN
V3. IlanuenTKe 6bl1a Ha3HaYeHa
AHTUKOATYIAHTHAsA U fle3arpera-
HTHaA Tepanns. KourponpHoe Y3V
MIOKa3aJi0 peKaHa/lIN3aluio TPOM-
603a IIpaBoil BOPOTHOI BeHBI. I1pn

BBINVCKE 13 [eMaTOIOrn4ecKoro Ha-
YUYHOTO LIEHTPA COCTOsIHIE OOIbHOIL
YIOBIIETBOPUTEIbHOE, TabopaTop-
HbI€ TOKa3aTe/N KPOBI: TeMOTTIOONH
99 r/n, TpombounTsr 960,0 x 10°/11,
neitkonuThl 10,0 X 10°/1. Buoxumn-
YeCKMil aHa/Mn3 KPOBM: aclapTart-
amuHotpaHcdepasa 67 E/n, ana-
HuHaMuHOTpaHcdepasa 132 E/n,
>kene30 1,9 MKMOJIb/II.

Yepes ceMb MecsleB MOCIe HPO-
BeEeHHOV CIJIEHOKTOMMUM U IIEeCTU
C MMOIOBUHOI JIET 3aMECTUTEIbHOM
(dbepMeHTHOI Tepanmmy ManyeHTKa
CHOBa 6bIa o6cnemoBaHa B Iema-
TOJIOTMYECKOM HAyYHOM IIeHTpe.
CocTosiHME ee YIOBIETBOPUTENb-
HOe, ypOBEHb reMoIIo6yHa B KpOBI
130 r/n, Tpom6onyToB 250,0 X 10%/1,

bepemeHHOCTb U poAbl Yy NaLiNeHTOoK C 6onesHblio lowe

PaBaHHO B PefKUX CIyUasix.
oknan Enensr IlaBmoBHBI
CBICOEBOM 6bin mocBs-
IeH npobiemMaM BeJeHU S

OepeMeHHOCTN ¥ pojopaspelie-

HUS y )KeHIINH ¢ 6onesHpio [omre.

[lepBoe omucaHme TedyeHns Gepe-

MEHHOCTM y JeBSTV MaljMeHTOK

¢ 6onesupio l'ome OBIIO cleTaHo

B 1953 r. bepeMeHHOCTM 3aKOH-

YUINCHh POXIEHMEM IEBSATHU 3[0-

POBBIX [ieTell, 13 4ero 6bII chenan

BBIBOJ, 4YTO OepeMEHHOCTD He IIPo-

TUBOIIOKa3aHa MalueHTKaM ¢ 60-

ne3ubio [omre’.

OpHako CHenMaauCcTOB MO-Mpex-

HeMY MHTEpPeCOBaJIo0 MHOTO BOI-

pocoB: Kak 6omesup [omre Bauser

Ha 6epeMeHHOCTb 1 CIOCOOHOCTD

60/MbHOM pORMUTH pebeHKa, Kak

6epeMeHHOCTb, POLBI U TaKTAI VS

B CBOIO OYepefib CKa3bIBAOTCA Ha

TedeHuu 6onesHu Iome. Bwimo

IpPOBefieHO HEeCKOIbKO MCCIefoBa-

HIIT, B TOM YHUC/Ie PeTPOCIEKTHB-

HBIX, Ha OCHOBAaHMU OIPOCHUKOB.

Takx, B CC/IeNOBAHNY, [IUBIIEMCS

50 neT (1952-2002), 6b111 3aperuc-

TpupoBaHbl 302 GepeMeHHOCTH,
KOTOpbIe 3aKOHYM/INCh POXIEHNU-
eM 264 310poBbIx feteit (88% Oma-
TOIIOTY YHBIX MICXO/IOB).
[ToTeHUMaTbHBII PUCK [ 3[0PO-
Bbsl HMAI[MeHTKM C 6oe3Hbio [omre
00yC/IOB/IEH TeM, YTO BO BpeMs
U ocie 6epeMeHHOCTU MOTYT yCy-
IyO/ISATHCSL OCHOBHBIE IIPOSIBIIEHIISI
3aboeBaHUs, TaKMe KaK I[MTO-
meHus (aHeMus1, Tpombornurorme-
HISI), MAaCCHBHAsI TeIaTOMeTans
U CIIEHOMerasamns, KOaTyJsiu-
OHHbIe HapyIIeHUs, IMOPaKeHU s
KOCTHO-CYCTaBHOII CHCTEMBbI’.

B 2009 r. 6bi1m omyb6nmkoBa-
Hbl pe3y/IbTAaThl aHajaM3a Mccie-
poBaHMul 91 HAydyHOTO LIEHTpa.
[IpoaHanM3MpOBAHB MCXOMBI
U TedeHue OepeMeHHOCTH Y 416 ma-
I[MEeHTOK ¢ 6oye3ubio Tomure B cpas-
HeHUN C 247 HebepeMeHHBIMU
nmanyeHTKaMm’,

I'pynmsl 6epeMeHHBIX ObIIN pasfe-
JIeHBI Ha TonyvanInx (n=78) u He
nonyvaomux (n=338) samecTu-
TeJIbHYI0 epMEHTHYIO Tepaluio.
Y 6ONbHBIX IIePBOJI IPYIIIBI OBIIO

neiikounTos 11,0 x 10°/n1. Pesynbra-
ThI IOKa3aTejlell OMOXMMUYECKO-
TO JMCCNefloBaHMA KPOBU B HOpMe.
B cBA3M ¢ KpaliHe 3aTPyJHEHHBIM
BEHO3HBIM JIOCTYIIOM HaIlMEeHTKe
PEKOMEHIOBAaH PEXXUM BBeJeHMNs
Ipemapara 3aMeCTUTENbHON ¢ep-
MeHTHOII Tepanuu Llepesum (mmur-
monepasa) mo 1600 EJl ogun pas
B MeCsII.

Hakonnenue xnetox lomre B cene-
3eHKe BefleT K pa3BUTUIO THUIEp-
CIJIEHM3Ma, HOCHeAylolell aHe-
MMM ¥ YMEHDbUIEHUIO KOMMYeCTBa
TPOMOOIIMTOB B KPOBM. YUNUTHIBAs
BBICOKMII PUCK BOSHUKHOBEHMUS OC-
JIO)KHEHUII, IPOBefieHe TedeOHO-
OVATHOCTUYECKOW CIIIEHIKTOMMUMA
nmamuenTaM ¢ 6onmesHpoo lome or-

JOCTOBEPHO BBINIE KOMUIECTBO
CBOeBPeMEHHbIX POJIOB, TOTZa KaK
B rpyimme 0ONTbHBIX 6e3 3aMecTu-
TebHON (depMEHTHON Tepamuu
OBIIO BBIIIE KOMTMIECTBO IPEX/IEB-
PEMEHHBIX POJJOB, MEPTBOPOXK/IEH-
HBIX JleTell M CHOHTaHHBIX a60PTOB.
YxypureHue oO6IIero COCTOSIHMA,
ycunenue 6oseit, 4acToTa pasBu-
TUSI OCTEOHEKPO30B OTMEYEeHBI
Cpeny HalMeHTOK, He IPUHNMaB-
IIMX 3aMeCTUTENbHYIO TEPAIINIO.

Takum obpaszom, coctosHMe Ge-
peMeHHBIX Cc 6onme3Hbpo [ome
B pe3y/IbTaTe 3aMeCTUTEAbHON
dbepMeHTHOI Tepanuy OBIIO CTa-

! Bromberg Y.M., Toaff R., Diengott D. Pregnancy and Gaucher's disease // Brit. Med. J. 1953. Vol. 2. Ne 4839. P. 761-763.

2 Granovsky-Grisaru S., Belmatoug N., vom Dahl S. et al. The management of pregnancy in Gaucher disease // Eur. J. Obstet. Gynecol. Reprod. Biol. 2011. Vol. 156. Ne 1. P. 3-8.
3 Zimran A., Morris E., Mengel E., Kaplan P. et al. The female Gaucher patient: the impact of enzyme replacement therapy around key reproductive events (menstruation,

pregnancy and menopause) // Blood Cells Mol. Dis. 2009. Vol. 43. Ne 3. P. 264-288.

OHKonorna, remaronoria v paauonorna. N° 2

K.m.n.
E.II. Covicoesa
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O6UNPHBIM Oraromapsi HMOAepiKa-
HIIO XOPOUIMX IeMaTOMOTMIeCKNX
IoKa3aTeseil ¥ CTabuIn3anum co-
CTOSHVIA UMMYHHOJ CUCTEMBI.

Ba>kHBIM MOMEHTOM HOCJIe POJIOB
y Ia1meHToK ¢ 6ome3ubio lomre sB-
JsieTCA MepUo NaKTauun. Y 310-
POBBIX JKEHIVMH 33 BpeMs JIaKTa-
uuu Habnwaaercs noreps 3-7%
KOCTHOI MaccChl, KOTOpas caMo-
CTOSITeJIBHO BOCCTAHABAMBACTCS
B TeYeHNe Tofia II0C/Ie OKOHYaHUA
TPYBHOrO BCKapMauBaHuA. s
HanueHToK ¢ 6onesHpio [ome sTo
KIMHMYECKU 3HAaYMMBble IOKasa-
Te/NN, MO9TOMY >KelIaTelbHO Or-
PAaHMYNTD [JINTEIbHOCTD JaKTa-
LM IIeCTbI0 MecAnaMu. BausaHue
3aMeCTUTeIbHON (epMeHTHOI
Tepanuy Ha TPYJHOE BCKAPMIIN-
BaHHUe ObIIO HPOAHATU3UPOBAHO
TOJIIBKO B OHOM MCCIIeOBaHMU".
B crangapTHOM pexxuMe 6OIbHBIM
BBOJM/IACH B TEYEHME 4aca OfMH
pas B iBe HefjeMM MMUTLIIOIepasa
B go3se 60 EIl/xr. lllectp Mecs1eB
UCCTIe0BaNN KOHLIeHTpanuio dep-
MeHTa B CBIBOPOTKE KPOBIU Y I'PYJ-
HOM MOJIOKe 10 MHy3un u papma-
KOKMHETUKY B TedeHue 24 4acoB
nocie nHdysun. B xome uccneno-
BaHNA [IOKAa3aHO He3HAYNUTENIbHOE
HOBBILIEH)E KOHIEHTPAL I UMUT-
JIOL[epasbl B IePBOI HOPLWUY TPYA-
HOTO MOJIOKa II0CIIe MH(Y3NIL.

E.IL. CpicoeBa mpeacTaBMIa OMBIT
BelleHNA O6epeMeHHOCTH Y TMaIlu-
eHTOK ¢ 6onesHpio [ome B oTfe-
neHuu opdaHHBIX 3a60IeBaHMIT
lemMaTOMOrM4e€CcKOro Hay4YHOTO
LeHTpa. B mocnepHue roasl B Le-

bonesub lowe He ABngeTcA

NPOTUBOMOKA3dHUEM ANIA HACTYNNEHUA

bepemeHHOCTW. [1naHMPOBaTb

bepemMeHHOCTb LienecoobpasHo nocne
NOCTUXKEHUA Lieneil neyenus Ha oHe
3aMeCTUTENbHON GEPMEHTHOI Tepaniu

HTpe Habmoganuch 107 manmueHToK
¢ 6onesublo [ome, 13 HUX 43 ObIIU
OepemeHHBI. Y 64 eHIIUH Gepe-
MEHHOCTU He OBIIO MO pasHbIM
npuyYMHaM: He IJIaHUPOBAINU 3a-
BOAUTH pebeHKa mM3-3a IOHOTO
BO3pacTa, IJIOXOI0 CaMOYyBC-
TBusA (n=37) UAKM 1O COIMANb-
HbIM npudnHam (n=22), B CBsI3U
C mepBUYHBIM bOecnmopueM (n=4)
un GecnnonueM, 06yCIOBIEHHBIM
MEIMIMHCKUM abOpTOM C Tepe-
BA3KOM MaTOYHBIX Tpy6 (n=1).
OTMedeHBbI MOMOXUTENbHBIE VC-
XOMBI HabmojaeMbIX 6epeMeHHOC-
Teil y MallMeHTOK, IOy4aBIINX
3aMeCTUTENbHYI0 (GepMeHTHYIO
tepanuo. Tax, B rpynne u3 13 Ge-
PEMEeHHBIX, [T0JTyYaBIINX 3aMeCTHU-
TeTbHYI0 (epMEHTHYIO Tepaluio,
POIMINCDH KEBSITH 3L0POBBIX AETEN
(omna TpybHas GepeMeHHOCTH
MPOONEPUPOBAHA, TPU MAIMEHTKI
Ha 14-31 Henerne 6e3 OCIOXKHEHNIT).
MHorue nanueHTKu ¢ 60NE3HDIO
Tome, HabnomaBmuecs B leMa-
TOJIOTMYECKOM HAayYHOM L[E€HTpE,
nmenT 6o0mee ogHOTO pebeHKA.
OpHa popua 4eTBephIX feTell ellje
IO MOCTAHOBKM [MarHosa ¥ Hada-
na Tepannu. YeTsipe MarjMeHTKN
UMEIOT 110 Tpu pebeHKa, IpuyeM
TpeThero BbIHAWNMBanu Ha (oHe
3aMeCTUTENIbHOI pepMEeHTHOII Te-
panun. E.II. CbicoeBa npuBena He-
CKOJIBKO KITMHMYECKUX IPUMEPOB.
[Manuentka O.b. (1983 r.p.). B msaTh
et 60JIbHON MOCTAB/IEH IMAaTrHO3
«6onesnp lome» u mposepmeHa
crenskromus. B 2007 r. y manu-
eHTKHN (24 roma) Hacrymmaa Oe-
PEMEHHOCTD, IpOTeKawmas 6e3
ocnoxHenuit. OmHaKo oHa Oblna
npepBaHa Ha 21-22 Hepene IO Ha-
CTOSIHUIO aKyIIePOB-TIHEKOMIOTOB
Ha OCHOBaHUU JMarHo3a «00/e3Hb
Tome». C 2009 r. manmeHTKa II0O-
Aydana 3aMecTUTeNbHYI dep-
MeHTHYI0 Tepanuio 1600-1200 EJJ
OfiVH pa3 B gBe Hefgenu. B 2012 r.
y ManMeHTKM CHOBAa HACTyHMIa
O6epeMeHHOCTD, IIpoTeKaBuias 6e3
ocnoxxHeHuit. Ilpu pogax BbImos-
HEHO IIJIAHOBOE KeCapeBo CevYeHIe.

Omepanus mpoina 6e3 0CIoXHe-
HIIT, pe6EHOK 3T0POB.

ITayuenTka M.X. (41 rojg), muar-
HO3 «bonmesup lome 1-ro Tuma»
IIOCTABJIEH B 14 jIeT u NpoBeJeHa
creHaKToMMA. Macca ceneseHKn
2700 r. Habnrogancsa acemnrudec-
KV HEKPO3 TOMOBOK OeapeHHBIX
KOCTel, BTOPMYHBINI KOKCAapTpPO3
IV crapgun. C 2008 r. et npoBojK-
Y 3aMeCTUTEbHYI0 pepMEHTHYIO
tepanuw. B 2010 r. nposeneHo
9HIOTPOTE3UpPOBaHIE JIEBOTO Ta-
306egpeHHOro cycraBa. JJuarso-
cTupoBaH ZedopMuUPYBOLINI OC-
Te0apTpPO3 KOJNEHHBIX CYCTaBOB
I-IT ctapguu. B 2012 r. mactynmia
6epeMeHHOCTHh Ha GOHE IPOFOT-
JKaIOIeNics 3aMeCTUTeNbHOI dep-
MEHTHOI Tepanuu. Pogopaspemnie-
HIle C IOMOIIbI0 KecapeBa cedeHn A
3JOPOBBIM pebeHKOM, 6€e3 0CIIOXK-
HeHni. Yepes roj mocie pox/e-
HMsA pebeHKa MMalMeHTKa CHOBa
nocrymnanaa B I'eMaronormdeckuin
HAy4HBII L[eHTp A1 obcrenoBa-
HUSA ¥ IPOBEReHNA 9HAONPOTE3N-
poBaHuMs IpaBoro tazobeqpeHHO-
ro cycrana. Ilocime onepaTuBHOTO
BMelIaTeIbCTBA ABM)KEHNUE B CyC-
TaBaX IMOTHOCTBIO BOCCTAHOBJIEHO.
E.Il. CpicoeBa mOiUEpKHYIA, YTO
cpenu Habnwgaembix B Iemarto-
JIOTUYeCKOM HAay4YHOM I[eHTpe
MalMeHToK ¢ 6onesHbio l'ome je-
TaJTbHBIX MCXOMOB BO BpeMsA po-
JmopaspelnieHn A U B ITOCTIePO0BOIL
nepuop He oTMedeHo. bonee Toro,
6epeMeHHOCTD U POLBI IPOTEKAIN
y )KeHIIUH 6e3 OCIOKHEHNIT U 10
Hayajia 3aMeCTUTeNbHOI depMe-
HTHOU Tepanuy. TakuM ob6pasom,
6omesunp [omre He ABNAETCA NIPOTHU-
BOMOKa3aHMeM /151 GepeMeHHOC-
tu. [InaHupoBaTh 6epeMEHHOCTH
TAaKUM MalleHTKaM 1enecoobpas-
HO ITOCJIe JOCTVKEHN A IesIeit ede-
HJs1 3aMeCTUTEIbHOI (PepMEHTHO
Tepanuu. B HacTosAmmee BpeMA HO-
Ka3aHa 6€30IacHOCTD IPOBEfEeH NS
BO BpeMs OepeMEeHHOCTM U JIaK-
TaIMY 3aMeCTUTEIbHON Tepanun,
O/lHAKO BOIIPOC O €€ MPOJO/IKEeHNN
B 3TM NEePUOABI JOMKEH pellaTbcsA

* Sekijima Y., Ohashi T., Ohira S. et al. Successful pregnancy and lactation outcome in a patient with Gaucher disease receiving enzyme replacement therapy,
and the subsequent distribution and excretion of imiglucerase in human breast milk // Clin. Ther. 2010. Vol. 32. Ne 12. P. 2048-2052.
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CaTe/IUTHBIN CUMIIO3MYM KOMITAaHUM «[]>KeH3amm»

MHAUBUYATbHO B Ka>kKOM KOHK-
pEeTHOM crydae.

IIpn aTOM NmIaHMpOBaHME U MO-
HUTOPUHT OepeMeHHOCTU Yy Ia-
LMEeHTOK ¢ 6omesHbio [ome Tpe-
OYIOT MYIbTUAMUCLUIINHAPHOTO
moAXofa C IpuUBIeYeHNMEM CIie-
LMaTNCTOB pa3Horo npodus:
reMarosiora, opTolnefia, aKyuepa.
HeobxoumMo nmpoBeeHMe reHeTH-
YeCKOT0 KOHCYIBTUPOBAHUA Oy Y-
IIMUX POAUTENIEN.

Ha sranmax nnaHupoBaHusA Oe-
PEMEHHOCTM IaliMeHTKaM ¢ 6o0-
nesHpio ['olle MokasaHo MOMHOE
obcmemoBaHMe, BKIIKYAIOIlee
OCMOTpPHI M KOHCY/IbTAaLlMM Bpa-
Yeli-crennanucToB (remaronora,
opTomeaa, TMHEKOIOTa) U IpoBe-
JeHle MaTHUTHO-pe30HaHCHOI
TomMorpaduu, ZEeHCUTOMETPUN
KocTeil. BOMbHBIM KOpPEKTUPYIOT
BBIsIBJICHHDbIe MeTaboIM4YecKue Ha-

pyllIeHMs, Takue Kak gepuuuT Bu-
TaMMHa Blz, ¢domatos, BuTamuHa D.
Crnepmyer Tak)Xe OTMEHUTD IIpUEM
6nucdocdonaros 3a 6-12 MecAles
O HpepAIoaaraeMoro 3adaTus.
Ba>kxHBIM KOMIOHEHTOM Bejie-
HUsT 6epeMEeHHOCTH Y MallMeHTOK
c 6onesupio lome siBisieTcss MoO-
HUTOPUHT, B Ipolecce KOTOPOro
OLIEHVBAIOT CUMIITOMBI 0OJEe3HU
B IMHAMUKe IO pe3yinbraraM 06-
mero u 6MOXMMMYECKOrO aHA/IN30B
KpOBU, KOAryJIOTpaMMBI, a TaKXe
Y3W (KOHTpOIb pasMepoB Ie4eHNU
U celle3eHKN). Bpaun Takke orcie-
JKUBAIOT Ha/IM4Me OCCANTNIECKOTO
CUHJpPOMa, KOMOPOMHBIX COCTOSI-
HU MaLeHTOK ¢ 60ome3Hbio Tomre.
Heob6xoauMo paccMOTpeTh CIOCO-
Obl pojjopaspelleHNs UCXONA U3
MHAUBULYATbHBIX 0COOCHHOCTEIL
aHaMHesa, TsDKecTu 6omesnn lome
u TedeHus 6epemenHocTu. [Tokasa-

bonesHb lowe. Bo3moxHoCTH XUpypruueckoro

opToneauyvyecKkoro eyeHuna

Opa>KeHMe KOCTeil INpu

6onesun Tomre Bapbu-

pyeT B 3aBUCUMOCTU OT
TSKeCTU 3ab0/eBaHUA M MOXKET
HIpUBECTU K HEOOPATUMBIM OPTO-
nepudeckuM pedexram. Bacumni
EsrenpreBmy MAMOHOB, nHayu-
HBIJI PYKOBOJUTENb OTHEICHUSA
PEKOHCTPYKTUBHO-BOCCTAHOBU-
TeJIbHOJ OpPTOIEefVMN, OIpeeInI
COBpeMeHHbIE 1Ie/IM ¥ METOJ bl XU-
PYyPTMYECKOTO OPTOIE[NIECKOTO
JIeYeHN s TMallMeHTOB C 00/Ie3HBIO
lTome. B oTcyTcTBMe 3aMecTH-
TenbHON (GepMEHTHON Tepamnuu
mopa)keHue KocTeil npu 60me3Hn
lomle mpUBOAUT K IMepPMaHEHTHO-
My pa3pyIIeHNI0 KOCTHOJ TKaHU
¥ MHBaAUAU3AUNM IMal[MEHTOB.
3amectutenbHas gepMeHTHAs Te-
pamus mpegoTBpamaeT OONIbUIYIO
YacTh KAMHUYECKUX IPOSBIEHUI
60/1e3HM, OJJHAKO JI/IS 3TOTO HeoO-
XOJAMMBI paHHee BbIABIIEHNE, CO-
OTBETCTBYIOLee JedyeHe ¥ MOHU-
TOPMHT KOCTHOI IaTO/IOTUM.
OmnepaTuBHOrO OPTOIEMIECKOTO
nedeHus npu 6onesnu loure Tpeby-

OHKonorna, remaronoria v paauonorna. N° 2

eT clefiyIouas NaTo/NIornsA KOCTHO-
CYCTaBHOJ CUCTEMBI:
MaTOJIOTMYECKIE TIEPETOMBI;
ACeNTIYeCKNUIl HeKpo3 anudu3oB
¢ QopMmupoBaHMeM BTOPMYHBIX
apTpo30B u 6e3 HUX;
oceBble jedopMaluyi KOHEYHO-
cTen;
OCTEOMMENNT, NeCTPYKTUBHBIN
THOWMHBIN apTput, WHpeKuus,
CBsA3aHHAsA C HAMM4MeM MMIIIaH-
TOB.
Ilen» omepaTMBHOTO OpPTOIEAU-
4eCKOTo JIeYeHN A Mal[MeHTOoB ¢ 60-
nesHpio l'ole — BOCCTaHOBIEHME
yTpadeHHON QYHKIUM HpK ee
OTpaHMYEHUM WMIN yTpaTe, CaHa-
U¥s o4yara THOWHON MHQEKIUN.
MeTogaMu [OCTUXEHUSA I3TOI
LleNN ABNAITCA OCTEOCHHTES, H-
HONpOTEe3NpPOBaHME CYCTaBOB,
apTpojiesupymouue omnepanuu,
KOppuUTUpYyIoIagd OCTEOTOMMUSA
Y HEKPCEKBECTPIKTOMMNA, MbILIEY-
Has IJIaCTMKA 09ara OCTEOMMUENTNTA.
B.E. MaMOHOB moOpmenuacs OIIbI-
TOM OIIEPAaTMBHOTO JI€Ye€HNA KOCT-
HO-CYCTaBHOJI IaTonoruu npu 6o-

HUSAMMU K OIepaTMBHOMY POLOpas-
pelIeHNI0 ABIAITCSA aKyLUIePCKO-
TMHEKOJIOTUYeCKasl MATOIOTHS,
MAacCUBHasI CITIEHOMET AL, TPOM-
6onuronenus < 30-50 x 10°/1, ge-
dbopmarus kocreit Tasa, 06ycmoB-
neHHas 6onmesHblo Loie.

Takum o6bpasom, mpodeccuo-
HaJIbHOE BeJleHMe OepeMeHHOCTH
ZenaeT BO3MOXHBIM pOXJeHUE
3[l0poBOr0 pebeHKa y MalMeH-
TOK ¢ 6onesnnio Tomre, 4To panee
CYMTANOCh NMPAKTUIECKM HEHO-
CTVMO>KUMBIM. MYIbTUAMCIIUIININ-
HapHBIIT MOAXON K IIAHMPOBAHUIO
U BeJIEHUIO 6@PEeMEHHOCT) ¥ TAKNX
HAIMEeHTOK, MOHUTOPUHT CUMIITO-
MoB 6onesuu l'oure 1 Ha3HaveHMe
3aMeCTUTEIbHO (pepMEeHTHOII Te-
pamnuu 1o MOKasaHUAM CIOCOOHBI
MUHUMU3UPOBATh PUCK OCIOXK-
HeHIUIT BO BpeMs OepeMeHHOCTH
U B IIOC/IEPOZOBOIL TIEPUO,.

ne3nu l'ome B ['emaTomormyeckom

Hay4yHOM IjeHTpe. B 2005-2013 rr.
B IIEHTpe BBIIIOJTHEHO 25 XUPYpPIiu-
YeCKUX OMepanmit y My>xamH (24%)
m XeHIMH (76%). CpeHuit Bo3pact
HaI[MeHTOB Ha MOMEHT OIlepalyy
cocrtaBun 31 ropg (17-55 net). To-
TaJlbHOE 3HIONPOTE3MpOBaHNE
CyCTaBOB BBIIIOJIHEHO B 15 cinydyasx,
B TOM UNCJIe YeThIpe PeBM3MOHHBIX
SHJIONpOTe3NpoBaHus. IIpoBeeHb
OCTEOCHHTe3 IIepe/IOMOB JITMHHBIX
TPy6UYaThIX KOCTeIl B MIECTU CIy4a-
AX U ONlepaTVBHBIE BMeIIaTe/lIbCTBA
IO TIOBOZLY OCTEOMMENNTA B YeTHI-
pex cryvasx.

K.m.n.
B.E. Mamonos
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3a BpeMs HaOMIOJeHMS 3a MAlu-
eHTaMn ¢ 6onesupio ome u aBac-
KY/ISIPHBIM HEKPO30M TOJIOBKU
GenpeHHOI KOCTU ObIIA BBIsIBIIE-
Ha C/efyiolas 3aKOHOMEPHOCTD.
B ne6roTe aBacKyIApHOrO HEKpoO3a
B JIETCKOM BO3pacTe mpeobmaja-
I0T NIPOIIECCH PEMOENMPOBAHISL.
C pocToM pebenka ¢popma roIoBKI
Oenpa u3MeHseTCs, Ipuobperas
rpuboBrugHYH Aedopmanmo, of-
HAaKO PasBUTUs IIATOIOTUU CYCTAB-
HOTO XpsIIa, CYy>KeHNs CYyCTaBHOI
ey He mpoyicxoput. KoHTypsl ro-
JIOBKU Oefipa U BepTIy>XHOII BIIagu-
HBI IPNOOPETAIOT KOHTPYSHTHOCTD,
¥ BO B3pOC/IOM BO3pacTe O Ha/IMIU N
[IATOIOT MY Ta300€e[[PEHHOr0 CycTa-
Ba MOXXHO CYAUTb TONBKO IO yMe-
PEHHOMY YKOPOYEHMUI0O KOHEYHOC-
tu (He 60/ee 2 CM) U HEKOTOPOMY
yMEHBUIEHNI0 00beMa JBV>KEHNIT
B cycraBe. bonu B TazobegpeHHOM
cycTaBe He 0eCIOKOAT flaXke MpH
IINTENbHOI GU3UIECKON HATPY3-
ke. OffHaKoO, ec/y aBaCKY/APHBIN
HeKpo3 rojoBKu Oexpa mebroTu-
pyeT y B3pocioro manueHTa ¢ 6o-
nesHblo Tomre, fa’ke MMHMMANbHOE
HOpa)keHMe COIPOBOXK/AETCS BbI-
PpaKeHHBIM 60JIEBBIM CHHIPOMOM
¥ GBICTPBIM Pa3BUTIEM BTOPUYHOTO
KOKCapTpo3a ¢ HapylueHueM QyHK-
UM Ta306eIpEHHOTO CYCTaBa.

KoHcepBaTuBHasA Tepanus aBac-
KY/ISIPHOTO HeKpo3a mpu 6oj1esHu
Tomre mogpasymMeBaer IpoBeeHIEe
(hepMEeHTHOI 3aMeCTUTENIbHOI Te-
panuu (Lepe3um®), oxpaHUTENb-
HBI/I OPTONEAMYECKUN PEXUM,
pasrpysky nopa>xeHHOJ KOHEYHO-
cTH, Ha3HaveHue 6ucpocponaros,
anbdakaabIUA0NAa, MpenapaTos
Kanplus, 1e4e6Hy0 QU3KyIbTypy,
MCKJII0Yasi OCEeBYI0 HarPY3Ky Ha I10-
Pa’keHHY10 KOHeYHOCTD. [Ipu Head-
($eKTUBHOCTY Tepanmnuy B TedeHIe
rofja ONpefensdlTCsA MOKa3aHUSA
K TOTAJIbHOMY 9HJOIPOTE3MpPOBa-
HUIO Ta300€peHHOTr0 CyCTaBa.

IIpn maTonormveckmx nepenromMax
namuedTaM ¢ 6oe3ubio I'omle BhI-
HONHSAIT O0CTeoCUHTe3. [InA me-
YeHNS MAI[MEHTOB C IepeoMaMu
TpebyeTcsl JOIOTHUTENbHOE JIa-
6opaTopHOoe U TpaHChY3MOHHOE
obecreyeHne sl KOppeKL UM Ha-

OnepaTuBHOe fieyeHue opToneNyYecKkoi NaTonorum
npu 6onesHu fowe no3BonAeT ObiCTPO BOCCTAHOBUTH
YTPaueHHyo GYHKLIA KOHEUHOCTEN 1, Kak CeacTBue,
YAYULLIATD KAYECTBO XU3HN NaLNeHTOB

pyuienuit remocTasa. Ilpegmnouyrn-
TE/IbHO MCIIO/Ib30BaHME MaJIOMH-
Ba3VBHBIX METOJJOB OCTEOCUMHTE3A.
VIMIIaHTBI JOMKHBI 06ecrednBaTh
MaKCUMaJAbHYI CTabUIbHOCTH
U CKopelilllee BOCCTAaHOBJIEHUE
GYHKIMM KOHEYHOCTU B yCIIOBUAX
HajJu4us ocTeonoposa (MHTpaMe-
LYIIAPHOTO OCTeoCuHTe3a). Ilpu
ITAaHOBBIX OIEPaMAX, TAKMX KaK
SHIONPOTE3VPOBAaHNE, NAllMeH-
TaM B IpefoNepalIOHHbIN TIePHUOf
NIPOBOJAT B T€YEHME OFHOTO-IABYX
JIeT 3aMeCTUTENbHYI0 PEePMEHTHYIO
TepaIuIo ¥ TePANNIO OCTEONOPO3a.
[IpemomepanmoHHas MOATOTOBKA
NofipasyMeBaeT KOPPEKIMIO IIa3-
MEHHOTO ¥ TpPOMOOLIMTapHOIrO
remocrasa. Ilpu sHgonpoTesupo-
BaHUM Ta300e[peHHOT0 CycTaBa
NpeJIoYTeHNEe OTAeTCA MMIIJIaH-
TaM Ha OecueMeHTHON QuKcainn.
B mocneomepallMOHHBIN TEpUOJ,
OONBHBIM TNPOBOAAT TEPaAMUIO
TPOMOOTUYECKNX OCITOXKHEHMN
VL OCTEOIIOPO3a.

IIpm THOVHBIX MHQPEKIMOHHBIX
OCTIOXXHEHUAX IOC/Ie XMUPYpTU-
YeCKMX BMEUIATENbCTB IO IOBOAY
KOCTHOIT IaTO/MOruu npu 601e3Hn
lTome pexkoMeHjyeTcsas mpoBefe-
HIe 3aMeCTUTeNIbHON (pepMeHTHOM
Tepannuy U aHTUOAKTepuaabHOI
Tepaluu C y4eTOM YYBCTBUTENb-
HOCTU MUKpodnopsl. BomrbHbIM
MMOKa3aHO pajiuKanbHOE yJaleHue
HEKPOTUYECKMX TKaHell ¢ 3aMelle-
HueM JedeKTa HOCPeICTBOM MbI-
HIeYHOM IUTacTUKM. B mocneonepa-
[MOHHBII MePUOL A1t 06paboTKu
IIOPAa>KEHHBIX TKAHE UCIONb3YIOT
NMPOTOYHO-IPOMBIBHYIO CHUCTEMY
C pacTBOpaMM aHTMCENTUKOB. 3aK-
pBITOE BeJleHNe MoCaeolepalioH-
HOJl paHBI CIIOCOOCTBYET 3aXKMB-
JIEHNIO NMEePBUYHBIM HATSA>KEHMEM.
B cnydae riy6okoit mepunpores-

HOJI MH(}eKIMY Y MalueHTa JoIyc-
KaeTCsI BBIIIO/IHEHNE ABYX3TAITHOTO
SHJIOTIPOTE3UPOBAHUS.

Hapo noMHNTSH, 4TO IpK 60/1e3HN
Toure cyuiecTByeT psif $akTopoB
pUCKa MpOBefeHNsI OpTOmenuye-
CKMX omepanuii. B mepsywo oue-
penpb 3TO CoYeTaHHbIE HAPYIIEHIS
reMocTasa, KOTOpble MPOABIAIOT-
Cs1 CHIDKeHMEM YPOBHs GaKTOpOB
CBEPTHIBAHWS, CUHTE3MPYEMBIX
B IeYeHM, TPOMOOUMTOIEHME,
HapyIIEHMSIMIM arperanun TPOoM-
60IMTOB, a TAK)Ke HaTUYMEM BOJI-
YaHOYHOTO aHTUKOATY/ISAHTA, aH-
tdocPoMMIUIHOrO CUHAPOMA.
K dakropam pucka Takxe OTHOCST
CTPYKTYPHO-aHATOMIYECKIIE M3Me-
HEHM S KOCTeIl, TaKMe KaK OCTeOIO-
P03, UCTOHYEHVE KOPTUKAIbHOTO
crost, 06mmuTepans KOCTHO-MO3-
TOBOTO KaHaja, KOMOOBUIHOE pac-
M peHye AINHHBIX TPyOYaThIxX
kocteit. Eume ogHuM ¢akTopom
pUCKa SIBAsETCS PasBUTHUE MECT-
HOl MH}eKUM BCIe/CTBUE Ha-
pyeHnsa GyHKIuM Makpogaros
M Hanu4uusA OOMIMPHBIX YYaCTKOB
OCTeOHEeKpo3a.

B saknwuenue B.E. MaMOHOB OT-
METUJI, YTO OIIEPATUBHOE JIeUeHIe
OPTOIEANIECKON TATONOTUN TPU
6onesuu l'ome mosBongeT ObIc-
TPO BOCCTAHOBUTDH YTPadyeHHYIO
(YHKLMIO KOHEYHOCTH, YIydIIas
Ka4eCcTBO >KM3HU MALMEeHTOB. XMI-
Pyprudeckoe jgedeHre TaKuxX Hau-
eHTOB TpeOyeT HOMONHUTEIbHOTO
71ab0paTOpPHOro 1 TpaHC(HY3MOHHO-
ro obecreveHns, JIUTENbHOI TIpe-
TOIEePalVIOHHOM OATOTOBKM U CO-
MPOBOXK/IAETCS BBICOKMM PUCKOM
pas3BUTHA MHPEKIMOHHBIX OCTIOX-
HEHUIi, O3TOMY JIO/KHO IPOBO-
AUTHCSA B CIENMaNM3UPOBAHHBIX
[[EHTPaX, UMEIOIINX OIbIT BeJeHI S
ManueHToB ¢ 60ne3Hb10 [ome,
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