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eHepanu3oBaHHbIi ocTeoneTpos (I"0) — penkoe HacneacTBeHHoe 3abosieBaHue, XxapakTepuayloLeecs
HapyLleHveM DOPMMPOBaHMA KOCTEN CKefleTa, KOCTHOMO3MOBOr0 KPOBETBOPEHUS, HEBPOSIOMNYECKUM
AechuumToM 1 cnenoToit. OCHOBHOM METOR Tepanumn — ansoreHHas TPaHCMIaHTaLWs reMono3TUYECKNX
CTBOSOBbIX KIeTok (anmo-TICK). Llenb paboTbl: aHanus onbita BbinosiHeHus anno-TI CK naumeHTaMm ¢
ayToCOMHO-peLeccusHon chopmor 'O B oTAeneHnn TpaHcnnaHTaumm kocTHoro Mosra PKB, oueHka
KayecTBa MCMoJIb3yeMoro NpoToKoNa KOHOULMOHUPOBAHUSA, ero NePeHoCUMOCTU U 3CPCHEKTUBHOCTY.
B nepuog ¢ 2010 no 2018 rop B otoenenun TKM PIOKBE nposeneHa anno-TICK 7 nauveHTam ¢ ayTo-
CoMHopeLieccuBHoi dpopmoit '0. MeaunaHa BospacTa nauyeHToB Ha MomeHT TICK — 5,5 ropa (1-11 neT).
lMepen TpaHcNNaHTaume y 5 NaLuMeHTOB UCMOMNb30BanNy M1enoabnaTuBHbIN PEXXUM KOHAMLIMOHUPOBAHWS
— TpeocynbhaH, chnyaapabuH, MenbdanaH; y 0gHOro nauueHTa — TpeocynbdaH, dnyaapabuH, Tmo-
hocdpamun; y ogHoro — TpeocynbdaH ¢ dpriogapabuHoMm. Mpu HepoacTBeHHbIX anno-TICK B kKoHAMLMO-
HWpOBaHMe Bbis1 A0BABMEH aHTUTUMOLMTAPHBIA UMMYHOTOBYIMH (ATT). ICTOUYHMKM reMonoaTUYecKmX
CTBOJI0BbIX KMETOK: HePOACTBEHHbIM foHOP HLA-10/10 coBMeCTUMbIi KOCTHBIN MO3r (n = 4), nepudre-
puueckue cTeososble KneTku Kposu (MCKK) (n = 1), HLA 8/10 n 9/10 nynosuHHas Kposb 2 obpasua
(n = 1), poactBeHHbit poHop HLA-10/10 cosmecTtumbiit MCKK (n = 1). MpodunakTuka peakumm
«TpaHCMaHTaT NpoTuB xo3auHa» (PTMNX): umMknocnopuH A/Takponumyc + MeToTpekcaT/MUKOgeHo-
nata modpetun. JlefikouuTapHoe BOCCTaHOBMEHWE 3adhNKCMPOBaHO Y 6 13 7 NauneHTOB B MEPUOA C
+13 no +22-i pexb (MeanaHa +17-1 geHb). Y peumnueHTa nynoBUMHHOM KPOBU, MOSTyUMBLLErO OAWH MUe-
noabnaTuBHbIN Npenapat, 3acdmKcpoBaHa bbiCTpas ayTOPeKOHCTUTYLMA reMonoasa. PaHHWe nocT-
TPaHCMNIaHTaLMOHHbIE OCMOKHEHUA: OpodhapuHrearnbHbli MyKO3UT 0O 2-11 CTeNeHn — y 6 NaLneHTOB;
HEWTPOMEHNYECKNIA SHTEPOKONWT [0 2-1 cTenenn —y 4; no 3-# ctenenn —y 3; cencuc —y 3 nauneHToB.
MposiBnenus PTIX oTMeueHbl Y 2 NauMeHTOoB: KOXHasA dpopMa 1-i 1 2-i cTeneHew, MHTeCTUHanNbHas
dhopmMa 4-i1 cTeneHu. bbin oanH NeTanbHbIA UCXOA Y NaLMeHTa ¢ HelpoaereHepaTnBHON hopMoWt 0CTEO-
neTpo3a Ha hoHe HapacTaHWsi ruapoLedanbHO-TUNEePTEH3NOHHONO CUHAPOMA, COMPOBOMKAAIOLLErOCS
OTEKOM IOfTIOBHOIO MO3ra C BKIMHEHWEM ero B BosbLLOe 3aTbIfIOYHOe 0TBepCThE. 3TOMY NaLUMEHTY Npo-
BENVM BEHTPUKYISIPHOE LLYHTUPOBaHWe Ha +25-11 aeHb nocne anno-TI CK. Y 5 ycneLuHo TpaHCcnnaHTMpo-
BaHHbIX NMaLUMeHTOB Habniogany rmnodhyHKLUMI0 TpaHCMnaHTaTa B TedeHne 5—6 Mec. nocne anno-TICK,
farnee npoucxoauna pesykumna SKCTpamMedynisapHOro reMonoasa n ctabunusaums yHKLUK TpaHc-
nnaHTata. Yepes 2—5 Mec. nocne TpaHcnnaHTauuy Bbin 0TMeYeH Nepuop, runepKanbLueMmnm, Kynmpo-
BaHHbI BBefeHeM budboccporaTos. Mocne anno-TICK cocTosiHWe 3peHus NaLMeHTOB He MEHAMOCH.
HauuHas ¢ 4—6-ro Mec. nocne TpaHCNnaHTaumm y 5 yCrneLHo TpaHCMIaHTUPOBaHHbIX NaLUEHTOB NPo-
MCXO[NI POCT OCEBOMO CKesleTa, yMeHbLUanach BbipaKeHHOCTb AedhopMaLmm yepena Ha hoHe oTCyT-
CTBMSA HOBbIX O4arOB KOMMPeCCHK YepenHbix HepBOB. [lanbHeliLlee NcMxopeyeBoe pa3BUTMe NaLMEHTOB
cooTBeTcTBOBano Bospacty. Anno-TI CK — achdpekTnBHbIV MeToR cuctemMHoro nevenws 0. Mockonb-
Ky nopasenue LIHC nocne anno-TICK He koppurvpyetcs, nauveHTam ¢ Taxenon gucdykumen LIHC
NpoBefeHune TpaHCMaHTauum He nokasaHo. Mcnonb3oBaHve MyenoabnaTMBHOro pexmMa KOHAMLMO-
HUPOBaHWSA C ABYMS aNKUNMPYIOLLMMK NpenapaTamMn obecneunBaeT anioreHHylo PEKOHCTUTYLIMIO reMo-
no33a. B nocTTpaHcnnaHTaLMoOHHOM Nepuoae HeobXoaMMO NpPedynpeaaTh Pa3snTe runepKanbLmeMmu.
PaHHAA onarHoCTMKa MO3BOMWUT YNpaBnAThb fleyeHneM naunenTos ¢ 0: cBOeBpEMEeHHO onpepensTb
nokasaHusa 1 BbinonHATL anno-TI CK, obecneuvBaTb peabunutaumio v npeaynpexaaTb HacTynneHve
TAKENon MHBanNnomn3aunn. ﬂaHHoe nccrnenosaHne nognepkaHo He3aBUCUMBIM 3TUYECKUM KOMUTETOM
Poccuitckoi feTCKo KNMHMYeckom 6onbHALbI.

KnioueBble cnoBa: ocTeoneTpos, ayToCOMHO-PELIECCUBHBIN, aroreHHas TpaHcnaaHTaums
reMornoaTU4YeCcKnx CTBOJIOBbIX KITETOK
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Practice of allogeneic hematopoietic stem cell transplantation
for infantile autosomal recessive osteopetrosis
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Generalized osteopetrosis is a rare hereditary disease characterized by impairment of skeleton bones formation, bone marrow
dysfunction, neurologic deficiency and blindness. The main treatment for osteopetrosis is an allogeneic hematopoietic stem
cell transplantation (allo-HSCT). To review and analyze experience of Department of bone marrow transplantation of RDKB
(BMT RDKB) of allo-HSCT for patients with autosomal recessive generalized osteopetrosis; to evaluate tolerability and efficacy
of the conditioning regiment administered. Between 2010 to 2018 years, 7 patients (2-male, 5-female) with autosomal
recessive generalized osteopetrosis underwent allo-HSCT in tDepartment of bone marrow transplantation of RDKB. Median
age at the moment of HSCT was 5,5 years (1-11 years). Before the transplantation myeloablative conditioning regimen was
used: treosulfan, fludarabine and melphalan for 5 patients, treosulfan, fludarabine and thiotepa for 1 patient and treosulfan
with fludarabine for 1 patient. In case of unrelated allo-HSCT antithymocyte globulin was added to the conditioning regimen.
Bone marrow from matched (HLA- 10/10) unrelated donor was used for 4 patients, peripheral blood stem cells from matched
unrelated donor was used for 1 patient, two grafts of unrelated umbilical cord blood (HLA 8/10 and 9/10) for 1 patient and
peripheral blood stem cells from matched (HLA 10/10) from related donor — for 1 patient. For “graft-versus-host” disease
(GVHD) prophylaxis either cyclosporine A/tacrolimus and methotrexate/ mofetil mycophenolate was used. White blood cell
recovery had been achieved for 6 from 7 patients on +13 to +22 day (median +17 day). Quick autoreconstitution of hemopoesis
was observed for the recipient of umbilical cord blood who got one myeloablative drug. The following early post transplantation
complications were registered: oropharyngeal mucositis up to Il degree in 6 patients, neutropenic enterocolitis up to Il degree
in 4 patients, up to lll degree in 3 patients, sepsis in 3 patients. The GVHD symptoms occurred in 2 cases: skin form of Il degree
in one patient and skin form of Il degree and intestinal form of IV degree in another patient. One patient with neurodegenerative
form of osteopetrosis died with increase of hypertensive-hydrocephalus syndrome, cerebral edema with downward cerebellar
herniation. During 5-6 months after allo-HSCT the 5 successfully transplanted patients experienced poor graft function but
then reduction of extramedullary hemopoesis occurred and full engraftment was achieved. Hypercalcemia was reported
in 2-5 months after allo-HSCT and was treated by administration of bisphosphonates. Visual impairment persisted after
allo-HSCT. After 4-6 months after transplantation axis skeleton growth occurred for all 5 successfully transplanted patients,
skull deformation reduced and no new zones of nerve’s compression were observed. No patients had any developmental delays
after the treatment. Allo-HSCT is an effective systemic treatment of autosomal recessive generalized osteopetrosis. However
because serious neurodegenerative condition cannot be reversed by allo-HSCT, such treatment may not be recommended
for patients with heavy CNS impairment. Myeloablative conditioning regimen with two alkylating agents provides allogeneic
reconstitution of hemopoesis. In post transplantation period, measures for hypercalcemia control are necessary. Early diagnostic
of autosomal recessive generalized osteopetrosis can help to evaluate feasibility of allo-HSCT and to start treatment on time
thus provide chance for long-term rehabilitation and prevention of serious disability. The study was approved by the Independent
Ethics Committee of Russian Children's Clinical Hospital.
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CTEONeTPO3, U3BECTHbIN TaKKe KaK «MpaMopHas

BonesHb», — pedKoe reHeTudeckoe 3abornesa-

HWe, NpuBoasALLee K AedMLMTY UK AUCCYHKLMM
ocTeoknacTtoB [1]. OcTeoKnacT — eaMHCTBEHHAs KNeTKa,
OCYLLEeCTBNsAOLLAsA PacTBOPEHUE MWHepann3oBaHHO-
ro MaTpuKca — COMeit KanbLus U KomnnareHa, a TaKske
pe3opbumio KOCTU. B pesynbTaTe 3aMefieHus unu oT-
CyTCTBMA pes3opbumu HapyllaeTcs mpoulecc pemofe-
NMPOBaHUSA KOCTU, YTO BbI3bIBAET AMDCDY3HOE CKIepo-
3MpoBaHMe TKaHW. PaspacTaloLumitcss KOCTHOMO3IOBOW
MaTPUKC 3aMoJIHSAeT KOCTHOMO3roBble <HULLW»> — ecTe-
CTBEHHbIe OTBEPCTUS W KaHallbl KOCTEW, Bbi3blBas UX Cy-
weHue [2].

HecMoTpsi Ha TO UTO MepBOHAYanbHO MPU OCTeo-
neTpo3e MOpPaskaloTCA KOCTW, OH OKa3blBaeT MHOKe-
CTBEHHOE MaTOMorMyeckoe BO3AEMCTBME Ha OpraHbl
TKaHu [3]. BropuuHoe nopaxeHue HepBHOM W KpOBET-
BOPHOWM CUCTEM — 0BbIYHO BERYLLMIA MPU3HAK B KIIMHUYE-

CKOW KapTuHe 3aboneBanusi. OcTeoneTpos NposiBnseTcs
aHemuen, TpombouuToneHweln, OoByCrnOBMEHHbIMK CO-
KpalleHneM nnaujapMa KOCTHOMO3MOBbIX MPOCTPAHCTB
M KOMMEHCATOPHBIM MOSIBIIEHMEM 3KCTPaMeLyfnspHOro
remMonoa3sa. HapylueHve pocta u hopMupoBaHus yepe-
na NpuBOAMT K aucbanaHcy pocTa rofioBHOro Mosra c
MEPBUYHBIM MPOSIBIIEHNEM B BULE ruppouedanbHO-TU-
MepTEeH3MOHHOr0 cuHapoMa. CyxeHne KaHanoB 1 0TBEp-
CTWI Yepena BbI3blBaeT aTpOIMio YEPEMHO-MO3rOBbIX
HepsoB. Okono 75% cnyuyaeB 3aboneBaHusa nNpoTekaeTt
C aTpodhMyecKnM MOpakeHeM 3pUTENbHOMO HepBa,
MMEHHO NoTeps 3peHNst — OCHOBHasA NPUYMHA paHHel He-
obpaTuMol nHBanNMaM3aLMmM TakKUX NaLMEHTOB.
CkreposupoBaHMe TKaHU KOCTU — CaMbl paHHUM
npv3Hak 3aboneBaHusl, KOTOPbIN BbISBMSETCA Ha PeHT-
reHorpaMmax yxe B npeHaTtansHoM nepuope [4]. Onpe-
OensioTCA Crepylollme PEeHTreHONornyeckne npusHa-
K ocTeoneTposa: AMdysHbIA CKIEpPO3, HapyLLeHue
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KOPTVUKO-MemynnapHon audpdepeHumaLmm v CUMNTOMbI
«KOCTb B KOCTW>» — CUMNTOM ApfieknHa, Macka uHonma-
HETAHMHA, CUMMTOM TESbHALLKM, CUMMMTOM C3HABUYA,
CMMNTOM KOMBbl. PeHTreHomnornyeckass KaptTuHa crne-
uUMbUYHa M ABMSETCA AOCTOBEPHBIM AMArHOCTUYECKUM
MPU3HAKOM «MPaMOPHON BonesHW>.

OcTeonetpo3 knaccudmuMpyeTcs Mo CTEMeHu
arpeccMBHOCTM Npouecca U BapuaHTy MyTauuu. B 3a-
BMCMMOCTM OT TUNa HacriefoBaHWs OCTeoneTpo3 pas-
LeNAT Ha [OOMWHAHTHBIA, MPOMEXYTOUHbIA ayTOCOM-
HO-PELIECCUBHBINA, TSKEMbIA ayTOCOMHO-PeLEeCCUBHbIN
(MHdpaHTMBbHBIN) M X-CLenneHHbI PeLecCuBHbIN Bapu-
aHTbl [5-8].

B cnyyae goMMHaHTHOro Tuna HacnefosaHus 3abo-
neBaHWe MMeeT OTHOCWTENbHO BnaronpuaTHoe TeueHne
1 penKo NposBIAEeTCA paHee NMOAPOCTKOBOro BO3pacTa.
AyTocoMHo-pelieccuBHas dhopMa ocTeoneTtposa (MIOP)
— 3TO TAMENbI MpPOrpeccupyoLwmin npoecc. KnuHnye-
ckas npe3eHTaums 3aboneBaHns NPOMCXOANT Ha PaHHMX
Cpokax nocrne poxaeHus. MonnMopdHOCTb KITMHUYECKOM
CMMMNTOMaTUKK, pa3Has CTeMeHb BbIPAsKEHHOCTU OJHMX
M TEX e CUMMTOMOB Y Pa3HbIX BOJSIbHbIX OCMOMHAET U
3a[lepXKMBaET AMarHOCTUKY 3aboneBaHns Ha MecsAubl 1
rogbl. BMecTe ¢ TeM paHHAA AMArHOCTVIKA 3HAUNTENbHO
ynyJLllaeT pesynbTaTbl JIEUYEHWST U MOXET MpeaoTBpa-
TUTb MHBaNMAM3aLUMIO NauMeHToB. [pu OTCYTCTBUM Ne-
yeHust 3aboneBaHve NpUBOAMT K fleTanbHOMY MUCXOLY B
TeveHue nepsbix 10 neT skun3Hn pebeHka, 1 Tonbko 30%
BonbHbIX NepexMBaloT 6-neTHUit BospacT [9].

["eHeTUYeckne nonomku npu 3abonesaHun retepo-
FEHHbI: OMMcaHbl MyTauun B 12 reHax, OTBETCTBEHHbIE
3a pasBUTME ayTOCOMHO-peLieCCUMBHOW (DOPMbI OCTEO-
neTposa [10]. MaTonornyeckas TPaHCMOKALMA MOMKET
BbI3blBaTb AMCCPYHKLMIO OCTEOKIIACTOreHesa Ha pasHbIX
atanax. llonomkn B reHax RANK n RANCL HapywaioT
npouecc aMddepeHLMPOBKM OCTEOKIACTOB ¥ NPUBOAST
K CHWXKEHMIO KOMMYecTBa MM OTCYTCTBMIO OCTEOKNa-
CTOB B KOCTHOM Mo3re. B 70% cnyuyaeB TpaHCrokauum
BbI3bIBAIOT HapyLLUEHWe OCTEOKnacToreHesa Ha CTaguu
dyHKUMOHNpoBaHua ocTeoknacta: TCIRG1, CNCL7,
0STM1, CA-Il, RLEKHM1, KINDIN-3, IKBKG (NEMO),
MITE v gp. [6, 11-14]. Mpn MyTaumsx C HapyLLUEHUIMM
Ha 9Tane (PYHKUMOHMPOBAHUA OCTEOKNacTa B MyHKTa-
Tax KOCTHOrO Mo3ra OBHapyuBaloT HOpMasibHOe WK
MOBbILLEHHOE KOIMYECTBO (PYHKLMOHANBHO HEAKTUBHbIX
OCTEOKS1aCTOB.

[Mpu HekoTOpbIX MyTaumsax chopMa 3aboneBaHus Ho-
cuT cneundnyeckuii XapakTep 1 UMeeT YETKO OYepYeH-
HYIO COMYTCTBYIOLLLYIO MaTOMOrMYECKYI0 CUMMTOMATHKY.
Bbino pokasaHo, yto nonomku reHoB CLCN7, OSTMI1 n
CA-Il vrpaloT aBTOHOMHYIO pOfib B Pa3BUTUM MOPaKEHUA
LIHC u BbI3bIBAIOT NEPBUYHO-MPOrPECCUPYIOLLMIA NINMO-
thycumHo3 ronosHoro mMosra [14]. Mpu peako BcTpeyato-
LLLerCA MyTaumm B reHe, kopupytowiem CA-Il, napannens-
HO OCTeomneTpo3y MPOWCXOAUT pas3BuTve TybynspHOro
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auupos3a KaHambleB MOYeK, a MpW JanbHenweM npo-
rPeccupoBaHuy pasBMBaeTCA KanbLMHO3 DasanbHbIX
Aapep ronosHoro Mosra. [locne anno-TMCK y Takux
NaLMEHTOB NMPOUCXOAMIIA KOMMEHCALWS MOPasKeHUA KO-
CTeN, HO COXPaHANoOCh TeyeHne TyBynspHOro aumposa.
Y yacTu BorbHbIX Ha NO3OHMX CPOKax Nocre TpaHcaH-
TauMM OTMeYeHo nporpeccupoBaHve nopaskenus LIHC
[13, 15]. Mpu opyromM penKo BCTpeYaeMoM BapuaHTe 3a-
BonesaHusa ¢ MyTaumeit B reHe IKBKG (NEMO) npeobna-
[al0T CUMMTOMbI TSXKENOro MMMyHopedpuumTa [1].

Yactota BcTpeyaemoctn MIOP — okono 1:200000
HOBOPOKLEHHbIX. CoobLuaeTcs o Bonee BbICOKOM ypOB-
He 3aboreBaeMOCTM B HEKOTOPbIX pernoHax Poccum:
B Pecnybnuke Yysawwma — 1:3500; B Pecnybnuke
Mapwuii On — 1:14000 [16]; B MeskayHapORHOMN NpaKTUKe:
Ha ocTpoBax Kocta-Puku — 5:100000; B CpenHei Asunmn —
1:80000 [3, 16].

UacToTa BCTPeEYaeMOCTM pasHbiX TpaHCMoKauui
HeoaMHaKoBa Ans pasHbix reHoB. Camasi yacTo OnuChI-
BaeMas MyTauusa, BcTpevawwasncs B 50% cnydaes, —
MyTauusi B reHe T-KNeTOYHOr0 MMMYHHOIO perynsTtopa
1-ro Tuna (TCIRG1), KoTopbIit KoAMpyeT CyGbeanHuLy
ad — cybveamHuuy V-ATdasbl, 0TBETCTBEHHOW 3a ne-
peHOC MOHOB H+ B 30HY nnsuca KocTu. TpaHcrnokaumm
B reHe CLCN7 coctaensawoT 15% crnyyaes, a B reHe
0STM1 - 5%. Oba 3Tu reHa y4yacTBYIOT B KOLUPOBKE
cybbeamHuL, KaHana, 0TBETCTBEHHOI O 3@ MEPEHOC MOHOB
Xropa B 30He pe3opbuuun KocTu. [pyrue BapuaHTbl MyTa-
LM OTHOCSIT K PEAKMM, KX YacToTa He npeBsbiwaeT 1-4%
B nonynaumu 6onbHbix. B 30% cnyyaes He onpepensieT-
CS HM OfHA U3 U3BECTHbIX MyTauuit [14].

O6blYHO MaUMEHTbl OFHOIO PervoHa WMMelT OfMWH
TUN FEHEeTUYEeCKON TpaHCnoKaumu. [ns nauueHToB U3
Pecnybnmkn YyBaluma xapakTepHa TpaHCrokauus
TCIRG1 ¢.807+5G > A [16]. Bcero mnsa reHa TCIRGI
onucaHo okono 50 BapuaHTOB MyTauui, pacnpocTpa-
HeHHbIX B pasHbIxX pervoHax mupa [17].

B nocnepHve ropbl NPOMCXOOMT OTKPbITUE HOBbIX
MyTauuii ¥ BapuaHTOB MyTauui B npepenax W3BecT-
HbIX FEHOB, OTBETCTBEHHbIX 3@ Pa3BUTME OCTEONeTPO3a,
hyHKLMOHamMbHbIE MOCMEACTBUSA W 3HAYEHWE KOTOPbIX
elLe NpeacTouT onpeaenmTs [3].

3acnyKvBaeT OTAENbHOr0 BHUMaHMWS KIMHWYECKas
npe3eHTaumsa v obcrnepoBaHWe MaUMEHTOB C OCTEO-
neTpo3oM. [lMarHocTMpoBaTb CMOPaAMYECKUiA Cryyan
0CTeoneTposa npu HecneunuUHOCTM U MHOroobpasum
KIIMHUYECKON CUMMTOMAaTUKA MOXHO B [BYX CIlyyasix:
MpY PEHTrEHONOrMYecKOM MCCnenoBaHuM mioboi 30HbI
WK MOMbITKE BbIMOMHWUTL KOCTHOMOSIOBYIO MyHKLMIO UK
moboe fpyroe xvMpypruyeckoe BMelLaTeflbCTBO B 00-
nacT KocTW. HeBO3MOXHOCTb MPOKOMa MII0THOW KOCTM
HanpaBnsieT AMarHOCTUYECKU nouck. TpenaHobuoncus
M KOCTHOMO3roBas MyHKUMA He BXOAAT B CTaHAapT
obcrnenoBaHMs naumeHTa [ns MOCTAHOBKM AMarHo3a
«OCTEOMNEeTPO3>.



OPUTUHANbHBIE CTATbU

BTOpon BaHbIM 3neMeHT AMarHOCTUKM — onpepe-
NEHVe CTeMeHW BOBfIEYEHWSI B MaTONMOrMYECKWIA Mpo-
Llecc rofloBHOro Mo3ra M OLeHKa BEpOSITHOCTW pa3Bu-
VA HelpopereHepaumn. [opaskeHne rofioBHOro Mosra
MPOVUCXOANT NaparnnesibHo OCHOBHOMY MaTONOrMYyecKo-
My npoueccy, yTsxensas ero. [1o gaHHbIM nuTepaTypsbl
M COBCTBEHHOMY OMbITY, MaLUMEHTbl C OCTEOMETPO30M
BCErfa MMeloT 3a[iepXKKy HEPBHO-MCHUXMYECKOrO pPa3Bu-
TUSA Pa3HOW CTEeMEeHW BbIPaXEHHOCTU. B ogHMx cryyasx
3TO CBSI3aHO C MEPBWUYHOW BOBJIEYEHHOCTBIO MOSIOBHOIO
Mo3ra, 0DyCrnOBMEeHHOW CcneunruyeckmMmn reHeTmye-
CKMMW MONOMKaMW, a B LAPYrvx — pesynbTaT BTOPUY-
HOro mpouecca Ha (hoHe KpPaHWOCMHOCTO3a, ruppoLe-
dhanbHO-rMNEePTEH3MOHHOMO CMHAPOMA, (DOPMUPOBaHMS
ManbchopMaumn Kvapw, cnenoTbl, CHUXKEHHOW OBura-
TenbHOW akTMBHOCTW. OueHka HEPBHO-MCUXMYECKO-
ro craTyca naumeHTa — OAMH M3 OCHOBHbIX (DaKTOPOB
npv onpeneneHuy NokasaHui K annoreHHon TpacnnaH-
Taumu [14].

OnwvcaHbl pefkve crlyyan aTUIMYHOrO Havana npo-
fIBNleHns ocTeoneTposa. Tak, npu BapuaHTe 3abone-
BaHWs,, acCOLMMPOBAHHOM C TOMO3UIOTHOW TpaHCMo-
kauven TCIRG1 ¢.1536C < A, Habniopanacb Taxenas
runokansumemus [18]. 3abonesaHve nebioTMpoBano ¢
MOABIEHUSA TMMOKaNbLMEMUYECKMX CYROPOT Y MaLMeHT-
KU1 C runoBuTaMmnHo3oM [13. beina oTMeyeHa pesncTeHT-
HOCTb rMMoKanbLMeMnn K CTaHAapTHON Tepanuu npena-
paTamu Kanbums v [125(0H). JleueHune akTuBHOI chopMoit
BuTaMuHa [13 — 1,25(0H)2 6bino adydeKTmBHO v npoae-
MOHCTPUPOBANO HOpManu3aumio nokasaTenen Kanbums
W LWenoyHol pocdraTtasbl B KPOBU. [JaHHOE OCIOXHEHNE
CBSI3aHO C HapylleHWeM MuHepanbHoro banaHca Ca/P
B ocTeoHe [18] 1 coyeTaHHbIM HapyLLueH1eM aumamdu-
Kauuu B OCTEOKIIAaCTaxX M MapueTarnbHbIX KIeTKax e-
nynka [19]. B atoit paboTe 0TMeueH MHTEepEeCHbIH haKT
PaHHEro BbISBIEHNA PEHTIEHONOrMYECKNX CUMMTOMOB
OCTEOMEeTPO3a: CUMMTOMbI «KOCTb B KOCTW» Onpepe-
nanucb y pebeHka Ha 46-1 LeHb MOCHe POXOEHWS,
a NpusHaku renatocnsieHoMeranuum ccopmMmpoBanmch
K 54-My fHI0.

Ha ceroprsawHui aeHb anno-TICK — eAnHCTBEHHbIN
MeTon 3P(EeKTUBHOW paLMOHanbHOW Tepanuu ayTo-
COMHO-PELIECCMBHON (POpPMbI  OCTEOMETPOo3a. TpaHc-
nnaHTaumsi obecneunBaeT W3feveHWe W ASMTENbHYIO
BbIYKMBAEMOCTb Takux nauneHToB [3, 14]. Bnepsble
TICK (HSCT) ans neuenuns MIOP BbinonHeHa B 1976 ro-
oy [20]. B 1980-M [21] nokasaHbl pesynbTaTthbl ycneL-
HO npoBeneHHbIx amno-TICK y Takux BonbHbIx. Mocne
TPaHCMNaHTaUMyM  MNPWKUBMEHWE [OHOPCKMX MaKpo-
charoB n nx npeobpasoBaHne B OCTEOKMACTbl BOCCTa-
HaBMMBaeT PeMOAenMpoBaHMe U MeTabonnaM KOCTHOM
TKaHW M CO3[aeT YCMoBWS 19 HOPMarbHOro remMoroasa.
B noctTpaHcnnaHTauMOHHOM MEpVOAe MOPaKeHWe Ko-
CTen npeTeprneBaeT obpaTHOe pa3BWUTHE: BOCCTaHaBMM-
BAETCs POCT M PEMOLENNPOBAHNE KOCTEN, MPOUCXOANT

PeRyKUMA IKCTPaMedysnsapHbIX 04aroB KPOBETBOPEHWS.
OpHako mpy aTpodMYECKOM MOPAaMKEHWUN YepPEMHO-MO3-
roBbIx HepBoB unn natonoruv LUHC komMneHcaumu yTpa-
UeHHbIX PyHKUMIA He npoucxoouT [9]. B crnyyae passu-
TUA NEPBMYHON HemponaTuyeckor hopMbl 3abonesaHne
nMeeT HebnaronpuaTHbIA MPOrHO3 — MPOrpecCcUpoBaHne
CUMMMTOMAaTUKM NPUBOAWT K CMepTH BOSbLUMHCTBA Naum-
EHTOB B BO3pacTe A0 2 feT.

Wexopbl anno-TICK npoaHanuavposaHsl EBponei-
CKOM rpynnoi TpaHCrnaHTaumm KocTHoro Mosra (EBMT)
[6]: 5-neTHsn BbIMMBaEMOCTb cocTaBuna 88% ans pe-
LMMNMEHTOB poncTBeHHoro HLA-cOBMeCTMMOro TpaHc-
nnanTata; 80% — ONS peuunueHToB HEPOACTBEHHOMO
HLA-coBMecTUMOro TpaHcnnaHTtata; 66% — ansa ranno-
MOEHTWUYHOrO TPaHCMaHTaTa.

C uenblo YMEHBLUEHWUS PUCKA Pa3sBUTUSA TAXKENOM
PTMNX B kauecTBe MCTOYHMKA CTBOMOBbLIX KETOK MPMO-
PUTETHO MCMOMb30BaHME CTBOJIOBbIX KIETOK KOCTHOrO
MO3ra; B Clly4ae MCMosib30BaHWS B KayecTBe MCTOYHU-
Ka nepudyepryecknx CTBOJSOBbLIX KNETOK NpeanaraeTcs
npuMeHeHne T-kneTouHon penneuwn (CD3+, CD19+)
ANs CHWEeHUs ypoBHs fo 10-50 x 10%/kr.

MpeanpuHUManMChb NOMbITKM UCMONb30BaHUA CTBO-
MOBbIX KISIETOK MynoBuHHOW KpoBu [4, 7] B KadecTse
MCTOYHVMKA CTBOJI0BbIX KIETOK. JTeMKoLMTapHOe MPUKMB-
neHue 0TMeYeHo y 67% naumneHToB Ha +23-11 ieHb nocre
TpaHCMnaHTaumn, 6-neTHAS BbIKMBAEMOCTb COCTaBW-
na 46%. B cBA3K C BbICOKUM PUCKOM Herpuskuee-
HWUS/OTTOPSKEHUS TpaHCNaHTaTa MpUMEeHEeHWe TpaHc-
nnaHTaTa KMeTok MyrnoBuHHOM Kposw npu [0 orpaHu-
YeHo.

[na BocTUKeHUsa yCneLuHoCTU TpaHChnaHTaumm uc-
Nosb3yloT M1enoabnaTuBHbIA PEKUM KOHOMLMOHMPOBA-
Hus. MepBOHaYanbHO KYPC KOHOMUMOHMPOBaHWA Ans Ta-
KUX NaLmeHToB Bkoyan bycynbdaH, unknodocdamug,
anemty3ymab. Viccnenosatenu oTMeyaloT TOT haKT, uTo
YPOBEHb TOKCUYECKUX OCIOMHeHui anno-TI CK, Takux
Kak MynbMOHapHas apTepuasibHas rMnepTeH3ns U Be-
HOOKKJTI031OHHasA H0f1e3Hb NeYeHu, Bbille Y NaLuneHTOoB
¢ MIOP, ueM B rpynnax nauueHTOB C APYrMMU HO30510-
rusimu. [py ncnonb3oBaHnn Lknodocdammaa B pesu-
Me KOHAMLUVOHMPOBaHWUA 5-NMETHAA BbIXKMBAEMOCTb A5
rpynn MauMeHTOB C POACTBEHHbIM W HEPOACTBEHHbLIM
COBMECTMMbIM JOHOPOM cocTaBuna 62 u 42% cooTseT-
cTBeHHo [6]. MpoBeneHo UccnenoBaHWe UCMOSb30BaHUS
BMeCTO Uuknodocthammpa riogapabuHa, obnapato-
LLIero MeHblLLIei 3HAOTENMUarnbHOM ToKcMuHoCTbIo [3], npu
3TOM OTMEYEHO CHVIKEHWE [0NN TOKCUYECKMX OCIIONK-
HEHWI OT KOHAMLIMOHUPOBAHWS NPY COXPAHEHUN YPOBHS
MPVKMBEHUA TpaHcnnaHTata. [poBopATCcs NWUMOTHbIE
MCCNEefoBaHUs MCMOoMb30BaHUA TpeocysfibdhaHa BMeCcTo
BycynbchaHa. B BonblumMHCTBE paboT AOKA3aHO CHUKe-
HWe TOKCUYHOCTM NpK TpeocynbaH-acCoLMMPOBaHHOM
pesxunMe u ynydlleHve nepeHocumoctn TICK y nmaum-
eHToB ¢ MIOP [22]. CornacHo pekoMeHpaumnsam [3, 14]
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aKTyanbHO UCMONb30BaHWe Kak bycynbchaHa, Tak 1 Tpe-
ocynbaHa B coyeTaHuu ¢ chriogapabuHoM B pexmmax
KOHAMLIMOHNPOBAHMS.

YunTbIBas yCMELUHbIA OMbIT TPAHCNMaHTaLUun ¢ 0o-
CTUXKEHWEM MEPEKPECTHON KOPPEKLIMM NaToNornyecko-
ro npouecca B LIHC npu mykononucaxapupo3se | tuna
(cuHppoM TMyprep), NpoBOAMUAUCH MOMBITKU TpaHCMIaH-
Tauuu y MauMeHTOB C HerponaTuyeckon hopMoi ocTe-
onetpo3a. TpaHCNMaHTaumio BbIMOMHAMM Y MNauMeHTOoB
MEpBbIX MECALEB M3HWU — HOCWUTeSNlei TpaHCRoKauui
CLCN7, OSTM1 — npw ycnoBuu OTCYTCTBUSA MOpPae-
HMS TOSIOBHOMO MO3ra K MOMEHTY TpaHCMniaHTaumm
[9, 23]. Mpu ucnonb3oBaHUM Kak BycyrnbdhaH-, Tak w
TpeocynbaH-abnaT1BHOrO pesknuMa KOHAULMOHUPOBa-
HUA He BbiNo MOMYYEHO <«HEeBPOSIOrMYECKOr0 MPUMKMB-
NeHuns» 1 3aMecTuUTeNIbHoro adpdpekTa TpaHcnnaHTaTta
y MauUMEHTOB C MEPBUYHON HeponaTuyeckon ¢hopmoi
MIOP. CunTaeTcsi, UTO MpefLIeCcTBYIOLLee TAXeN0e no-
paseHue LUHC unu Hanuune MyTauuin B reHax, CBsi3aH-
HbIX C pa3BuTheM nopaxenns LIHC, — npoTvBonoka3axune
K NMpoBeaeHuio TpaHcnnaHTaumm [14].

Mpn MCnonb3oBaHUM ranoMAeHTUYHOrO AOHOPA
YCMELUHOCTb TPaHCMaHTaLMK pe3ko cHuxaeTcs (oKoso
25%) BCrencTeve pocTa YacTOTbl PA3BUTUS MUNOQIYHK-
LMW 1 OTTOPXKEHUA TpaHcnnaHTaTa. onbiTku Ucnonb-
30BaHMA TpaHCMNMaHTaTa ranfonageHTUYHOro [oHopa C
MPMMEeHeHneM uuknodocdamMmaa B NOCTTPaHCNaHTa-
LIMOHHOM MEepuoae He [oKa3anu CBo 3PdEKTUBHOCTD
B AaHHOM rpynne BOfbHbIX B CBSA3W C BO3pacTaHWeM
OCIMOXHEeHUIN, 0BYCMOBMEHHbIX AHAOTENNANIbHOM TOKCUY-
HocTbio [24]. MpoBeneHo neveHne 3 geTeit B Bo3pacTe
no 1-ro ropa ¢ mMyTtauwmen B reHe TCIRGI. Tonbko y on-
HOr0 U3 3TUX NALMEHTOB OTMEYEHO NeikoLuMTapHoe Npu-
YKMBMEHWE C MOJIHBIM [LOHOPCKWUM XUMEPWU3MOM; Y ABYX
OpYrvx nauneHToB Habnioganacb runocyHKUMA TpaHc-
nnaHtata c ObiCTPbIM OTTOPKeHWeM (oba maumeHTa
yMepsiM OT TOKCMYHOCTW MOBTOPHOM TpaHCMaHTaLmm).
MHoroobeLualowyM BbIFMAANT UCMONb30BaHWe T-genne-
TMPOBaHHOMO rannoTpaHcnnanTaTa [25]: y 4 nauneHToB
¢ MIOP Ha +100-4 peHb nocne TpaHcnnaHTauum Lo-
CTUIHYTO CPYHKLIMOHMPOBaHWE reMonoa3a npy MosiHOM
LOHOPCKOM XMMepu3Me. B paHHeM nocTTpaHcnnaHTaum-
OHHOM Mepuofe BCe MauueHTbl nonyyanu nedmbpoTun
BBMJY BbICOKOIO PUCKA OCIOHEHWM, aCCOLMMPOBAHHbIX
C SHLOOTENWarnbHON TOKCUYHOCTbIO: BEHOOKKITI03MOHHASA
BonesHb NeyeHn, NeroyHast rmunepTeHans, TpoMboTnye-
CKasi MMKpoaHruonaTus. [1sym n3s 4 nauneHTtoB notpebo-
Banocb nposeneHue boost (BBeaeHne LONOMHUTENBHOTO
TpaHcnnaHtata [CK 6e3 KOHOWUMOHMPOBaHUSA) B CBS-
31 C OTCYTCTBMEM TPOMBOLMTApPHOrO NMPUMXMBMEHWS Ha
+45 1 +49- fHu.

MoTcTpaHCcnIaHTaLMOHHbBIA NEPVOL Y MALMEHTOB C
MIOP unmeeT ocobeHHocTH, Bonee ONMUTENbHbLIA Nepuog
CTaHoBMeHWs oyHKUMM TpaHcnnaHTaTa [4]. Mpu ycnew-
HOM TpaHCMMaHTauuu, MOSIHOM LOHOPCKOM XMUMepU3Me
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M OTCYTCTBMM OCMOMHEHWI MOMET HabriogaTbcsi ofn-
TeslbHasi TMNOPYHKLUMA TpaHCMnaHTaTa C COXpaHeHneM
TpaHCy3NOHHOM 3aBUCUMOCTM 10 b Mec. (COBCTBEHHbI!
onbIT). B aT0T nepuop y 6onbluMHCcTBa BOMbHBIX per-
CTPVPYETCA TUNepKanbLUMeMmUs, 4TOo, BEPOATHO, CBSA-
3aHO C MPUKMBIEHNEM OCTEOKIACTOB U MX CDYHKLMEN.
YpoBeHb KarnbLUusi HOpManuayeTcs Ha hoHe MHDy3u-
OHHOWN Tepanuu, WCMONb30BaHWN OUYPETUKOB. Y YacTu
nauueHToB TpebyeTcs ucnonb3oBaHue budpocdoHaToB.
OnucaHbl cnyyan, Korga runepkanbUMemMust Hocuna Ts-
XerblN PeLManBMPYIOLLMIA XapaKTep, NpY 3TOM NoKasaHo
adpdpeKTMBHOE UCTONb30BaHMe AeHoTy3ymaba (Mponwva)
[26].

Mo paHHbIM nuTepaTypbl, y naumeHToB ¢ 0 Ha-
Briofaetca BonbLUas YacToTa TakWMX OCIIOKHEHUM, Kak
BEHOOKKJS1I03MOHHaA 6onesHb MeyeHu, pas3suTue Myrb-
MOHapHOW apTepuanbHOM TUNepTeH3uW, uauonaTuye-
CKOW MHeBMOHMM B nepuog no 90 pHew mocne TpaHc-
nnaHTaumn. OnucaH cryyai pasBuTUSA MySIbMOHAPHOM
apTepuanbHom runepTeHaum nospgHee 100-ro gHs nocne
TpaHcMnaHTaumMM y naumeHTa, He WMEBLUero TsKesblX
OCMOXHEeHWI, HaxopuBlLlerocs Ha ambynaTopHOM Ha-
BniogeHun B xopoLuem comaTtnyeckom cratyce. OctaeT-
CS HESICHBIM NaTOreHeTUYECKUIA MeXaHWU3M pasBUTUSA OT-
CPOYEHHbIX OCIIOMHEHWI Y MALMEHTOB C OCTEOMNETPO30M,;
He oBHapysKeHO MOKa WM AOCTOBEpPHOW fEeKapCTBEHHOM
0byCcrnoBNEHHOCTY pa3BUTWSi NySIbMOHAPHOW apTepuyarnb-
HoW runepTeHsuu [27].

MATEPWAIbI U METO[1bl CCINELOBAHUA

B nepuon ¢ 2010 no 2018 rop B otneneHun TKM
POKB BbinonHena anno-TICK y 7 nauneHToB C ay-
TOCOMHO-peLieccuBHoit chopmoit MO (2 Marbuvka w
5 nesouek). MenuaHa Bo3pacTa MaLMEHTOB Ha MOMEHT
TpaHcnaHTaumum coctaesuna 3,6 roga (1-11 net). lan-
HOe 1ccnepfoBaHve Nopaep)aHo HesaBWCUMbIM 3THYe-
CKMM KOMUTETOM POCCMICKOWM [OETCKOM KIMHUYECKOM
BonbHMLbI.

Y Bcex NauMeHTOB CMMNTOMbI 3abofieBaHUs NosiBu-
JUCb B PaHHWE CPOKM MOCIe POXAEHUA: ruapoLedans-
HbI CMHOPOM Bbin BbISIBNEH y AeTer B BospacTe oT 0
00 4 Mec., y OQHOrO nauneHTa OTMeYarnu BbIPaXEHHbIN
KPaHWOCMHOCTO3, B MOMEHT POLOB Pa3BWOCh BHYTPU-
EMYLOYKOBOE KPOBOM3NMsIHWE. ATPOhuIio 3pUTENBHOIO
HepBa, BrepBble NPOSIBMBLLYIOCA B Bo3pacTe 2—4 Mec.,
AMarHocTMpoBann y BCeX 7 MaLMEHTOB; TOMbKO y 0f4-
HOr0 M3 HUX aTpodhmsa bbina OQHOCTOPOHHEN. AHeMwUs
¥ TPOMBOLIMTONEHUA CPefHEN CTEMEHN TSKECTU MOABU-
mmcb y pgeTen B nepuwop, oT 1 fo 9 Mec. xusmHu. ena-
TOCMNIEHOMeranusa AnarHoCTUpoBaHa y BCEX NaLMEHTOB
00 9 Mec. KU3HU. Ha MOMEHT AMarHOCTMKM y BCEX AeTen
BN OTMEYEHbl OMOMOXEHUE NelKouMTapHoOn dhopMy-
Tbl, aHEMUA, TPOMBOLMTONEHNSA, renaTocneHoOMeranus,
runepcnneHnsm. Taskenas rmnokanbuMeMmns He oTMeye-
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Ha HX y OOHOrO NaumneHTa. Y Bcex feTei bbi1o HapyLUEeHo
cdhopmupoBaHune 3yboB. [lopaxkeHne yenocTen, ocTeo-
MWenUT BbiBMEHbI Y 4 nauueHToB. Y 3 geTeit MnapLle
2 neT octeoMuenuta He bbino; BEPOSITHO, 3TO CBA3AHO
C OTCYTCTBMEM MMKPOTPaBMaTM3aLMmn TBEPLOM MULLEN.

Y BCex NauneHToB Bbifiv CIOKHOCTY C AMArHOCTUKOW
3aboneBaHus; anarHo3 bl ycTaHOBMNEH B BO3pacTe OT
9 Mec. po 5 net (MeamaHa — 2,3 roga).

"eHeTMUECKOe UcCrliefoBaHWe, NpoBeaeHHoe 3 na-
uveHTam u3 Yysawwmm u opHoMy M3 HuxkHero Hosro-
pofa, Nokasano Hanuuve XapakTepHOW FeHeTUYeCKoM
TpaHcnokaumn TCIRGI ¢.807+5G > A. Y 3 ocTanbHbIX
MauMEHTOB MPU FEHETUYECKOM WCCIefOBaHWN TEeHOB
TCIRG1, CLCN7, PLEKLEM TpaHcnokauum He obHapy-
KEHbI.

B HeBponorumueckoM craTtyce 6 nauMeHTOB OTMe-
YeHa yMepeHHO BbIpaXKeHHas CTeneHb 3afepsKKu Mcu-
XOMOTOPHOIO PasBUTUA; Yepen — aCCUMETPUYHBINA, TU-
ppouedbanbHon ¢opMbl, MO3roBoW oToen npeobnagan
Hagd nvueBbIM. JIMKBOpoAMHaMMKa cybKoMneHcupoBaHa,
no gaHHbIM KT/MPT-uccnepnosanmsa. Y 2 u3 7 naumeH-
TOB OTMeyeHO hopMupoBaHne MarnbdopMaumm Kuapw.
Y opHoro naumeHta ¢ resotunom TCIRGI ¢.807+5G >
A, NepeHecLUero BHyTPUKENTyLOYKOBOE KPOBOM3MUSAHME
BO BpeMsi POAOB Ha (hOHe TAXKENoro KpaHMOCMHOCTO3a,
B HEBPOJIOrMYECKOM CTaTyce 0TMeueHa rpybas 3anep-
Ka MCUXOMOTOPHOIO Pa3BUTUA. Y 3TOM0 NaumeHTa BHeLU-
HWe pa3Mepbl Yepena COOTBETCTBOBASIM BO3PACTHOM
HopMe, Habniofanoch yBenuyeHwe pasmepos B0bLIOMO
poaHuuka u ero BbibyxaHue. Mo gaHHbIM KT-ronosHoro
MO3ra, pa3Mepbl MOSIOCTEN Yepena Pe3Ko CYKeHbI, MMe-
IOTCA  MPWU3HaKM  TWUNEepPTEH3MOHHO-TMapoLEedansHOro
CUHOPOMA, MEPUBEHTPUKYISAPHO CHUKEHWE MOTHOCTM
Benoro BeLlecTBa, KOPKOBasi aTPOOUSA, CHUKEHWE NNOT-
HOCTU MapeHXMMbl 3aTbIIOYHbIX AOSeW, NPOMUHMPOBA-
HWe MapeHxuMbl Mo3ra B obracTu 6omblIOro pofHMYKa
¥ KaypanbHasi 3KTOMWS MWHOAMMH MO3XeuKa B obnacTu
BonblUOro 3aTbIIOYHOrO OTBEepCTUSA. KoHCTaTMpoBaHo
pasBUTME BTOPUYHON HeWpopereHepaTMBHON COOPMbI
ocTeoneTposa.

Y BCEX NauMeHTOB WCMonb3oBanu Mwuenoabna-
TVIBHBI PEXUM  KOHAMLMOHUPOBAHWS: TpeocyrbdaH —
42 r/M% donynapabui — 150 Mr/m?% MenbchanaH —
140 mr/M? (y 4 nauvenToB) unu Tuodpocdammp —
10 Mr/kr (y 1 naumerTa). B criyyae HEpOLCTBEHHbIX anmo-
TICK nput KOHAMUMOHUPOBaHUM C UMMYHOCYMNPECCUBHOWM
uenbio Beomunn AT B noze 90 mr/kr. Y ogHoro nauuvexTa
B KOHOMLMOHVMPOBAHUM WCMOMb30Bany OOMH ankuau-
pYIOLLMI areHT — TpeocynbdaH B kKoMbuHauum ¢ donyna-
pabviHoMm n ATT.

Anno-TICK oT nofiHOCTbIO COBMECTMMOro Hepoa-
CTBEHHOro fAoHopa 6bina BbiMOMHeHa 5 nauveHTaM
(4 — KocTHbI Mo3r; 1 — nepudpepuyeckne CTBOMOBbIE
KMNEeTKW KPOBW); OQHOMY MauUMeHTy — TpaHCmmaHTaums
nepndeprmyecknx CTBOSOBbLIX KMETOK KPOBW OT MOSHO-

CTblO COBMECTMMOrO POLCTBEHHOr0 [OHOPa, OBHOMY —
nBa obpasua HepOACTBEHHOW MYMOBMHHON KPOBU C CO-
BMecTuMocTbio 8/10 1 9/10 no HLA-cucTeme.

[osa CD34+ kneTok coctaeuna 1,1 x 10¢/kr ona ny-
MOBUHHOM KPoBW 1 6,9 X 10¢/kr — 9,5 x 10¢/kr (MeanaHa
8,1 x 10¢/kr) — ans KM u MNCK. Mpodomnaktury PTMX
MPOBOAMMM C MUCMONb30BaHNEM pPUTYKCKUMaba, MeToTpe-
KcaTa, TakponmMMyca/umkiocnopuHa A.

PE3YJIbTATbI UCCJIELJOBAHUA

BoccTtaHoBneHne [oOHOPCKOro nenkonosasa bbino
3adMKCMpoBaHO Y 6 13 7 naumeHToB B nepuop ¢ +13 no
+22-11 neHb (MeomaHa +17-i oewb). Y peuunueHTa ny-
MOBWMHHOW KPOBW, MOMyYMBLLErO OAMH MuesioabnaTms-
HbIi MpenapaT B KOHOMLMOHWPOBAHUM, MPUKMBIIEHUE
TpaHcnnaHTata He 3adVMKCUPOBAHO, BOCCTaHOBWIICH
cOBCTBEHHbIV FrEMOMNO03J3.

Y 513 6 naumeHToB Ha +30-1 geHb nocne anno-TI CK
BbiN OTMEYEH MOMHbIA LOHOPCKUIA XMMEPU3M; Y OQHOrO
— CMeLUaHHbI XMMepW3M; [0NsA COBCTBEHHbIX KIIETOK
HapacTtana u k +90-My gHio cocTtasuna 50%. lposoau-
nv Tepanuio donioaapabuHom — 90 Mr/M2, HONonHEeHHY0
TpeMsi TpaHCAy3UAMM LOHOPCKUX NMdpoLmMToB (Makcu-
MarnbHasa no3a — 6,5 x 10¢/kr); nocne 3Toro 3adoMKeu-
POBaHO AOCTUMKEHUE JOHOPCKOro XMMepu3Ma B TeYeHue
2 Mec.

PaHHMI nocTTpaHCNNaHTaUMOHHBIA NEePUOA OCNOX-
HANCA opodhapuHreanbHbIM MyKO3UTOM [0 2-# cTene-
HU TSKECTU Y 7 MaLMEHTOB;, HEMTPOMEHWYECKUI 3HTE-
POKONWT [0 2-1 CTeneHn pasBuBancs y 4 nauneHTOoB;
3-i cTteneHn — y 3 maumeHToB. [ pamMoTpuvuaTenbHbIN
Cerncuc BO3HUK Yy 3 MaumeHToB (ABOe W3 HUX YCMeLlHo
BbifleueHbl); y OBOMX Oblna OTMeueHa TpaH3uUTOpHas
LIMB-Bupemus.

B nepuop BoCCTaHOBMEHWS MeVKoMo33a Yy OfHOro
naumueHTa, TPaHCMIaHTUPOBAHHOMO OT HEPOACTBEHHOIO
LOHOpa, pa3Buiacbk KoxHast doopma PTIX 1-# cTtenexw.
3TOT MauMeHT MMen CMeLUaHHbIn xuMepusm Ha +30-1
neHb ot TICK. Y gpyroro nauunexTa Ha +40-1 geHb bbino
OTMEYEeHO pa3BuUTUe 00 4-N CTEeNEeHW WHTeCTUHaNbHOM
chopmbl PTTIX, koTOpas nMena 3aTssKHOE peuvauBUpY-
loLLiee TeveHve 1 Bbina KynupoBaHa Yepes 6 Mec. nocrne
BO3HMKHOBEHUSA. Y 3TOr0 NaumeHTa COXpPaHAICcs NosiHbIN
LOOHOPCKMI XMMepU3M B TeUeHWe BCero nepuoga nocne
TrCK.

Mo3pHue ocnoxHeHMs TpaHCNAaHTauuu. Y BCeX
YCMELLIHO TPaHCMNaHTUPOBaHHbIX 5 NauMeHToB bbia oT-
MeueHa runoyHKLMSA TpaHCNIaHTaTa B TeueHne 5 Mec.
nocre TpaHcMnaHTaumm, TpeboBaBLLIas 4ONOSHUTENbHbBIX
TpaHCy3nn KOMMOHEHTOB KpOBU. Y BCEX MaUWMEHTOB
yepes 2-5 Mec. nocne TpaHcnnaHTauuu Habnopancs
HERSIMTENbHbIA NEePUOA rMnepKanbLMeMmn, KynmpoBaH-
Hbin 1-2 BBeneHusAMKU budpocchoHaToB M MHADY3MOHHOM
Tepanven.
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HebnaronpuatHbin ncxon, 3abonesaHus Habnofan-
cA y ABYX naumeHToB. OguH meTanbHbIA UCXOA NPOU-
3owen y pebeHka C HeWipogereHepaTMBHON DoOpMON
0CTEeOneTpo3a, BblpasKEHHbIM HAPYLLUEHWEM JIMKBOPOAM-
HaMVKM Ha paHHWMX CPOKax Mocfe TpaHCniaHTauun Ha
dhoHe HapacTaHusi rugpouedanbHO-rMNepTEH3MOHHOIO
CMHOPOMa, COMPOBOMAAIOLLLEr0CA OTEKOM U HabyxaHneM
BeLLleCTBa rOfIOBHOr0 MO3ra C BKIIMHEHUeM ero B 6onb-
LIoe 3aTbIfIOYHOE OTBEpCTUE. 3TOMY MNauueHTy 6bifo
MPoBefeHO BEHTPUKYNAPHOE LLYHTUPOBaHWe Ha +21-i
neHb nocrne TICK ¢ uenbio CHUXeHUs BHYTPUYEPENHOro
[aBfIeHNS; OTMEYEHO MPVKMBIIEHWNE LOHOPCKOrO TPaHC-
nnaHTata u Ha +30-11 feHb 3ahMKCUMPOBaH MOSHbIVA 00-
HOpCKWI xuMepusM. Bo BTOpoM cnyuae Habnioganoch
MEPBUYHOE HEMPWKMBIIEHWE TpaHCMiaHTaTa y peuu-
MWeHTa MymnoBMHHOM KpoBW; K +60-My OHIO Npou3oLuna
PEKOHCTUTYLMA COBCTBEHHOIO reMonoasa. flocne Bbinu-
CKU 13 OTAENeHns fanbHenwasn cyabba aToro naumeHTa
He U3BEeCTHa.

Yepes 4-6 Mec. nocne TpaHCnnaHTaumn y natu
YCMeLHO TPaHCMaHTUPOBaHHbIX MaLUMeHTOB BOCCTa-
HaBnMBasCcs POCT 0CEBOro ckeneta. Ha MOMeHT TpaHc-
nnaHTaumm geuumT pocTa y naumMeHToB B BO3pacTe [0
5 net cocTaBnsan 7 CM OT HWXKHEN rPaHuLbl CpefHero
3HaueHusi, a y naumeHta 11 net — 13 cM OT HUWXKHEN
rpaHuLbl BO3pacTHOM HopMbl. Yepes gBa roga nocne
TpaHcMnaHTauMyM oTCTaBaHWe pocTa Yy 3TUX MaLMEHTOB,
BKNiovas pebeHka, TpaHcnnaHtTuposaHHoro B 11 ner,
COKpaTUNOChb 00 3—4 CM OT HUXKHEN FpaHuULibl BO3PacT-
HOW HOPMBbl.

Y BCex MauMeHTOB YMEHbLUWMIACb BbIPaXKEHHOCTb
pfedhopMaLmm yepena Ha dhoHe OTCYTCTBMS HOBbIX 04YaroB
KOMMPEeccumn YepenHbix HEPBOB. Y MaLueHTa B Bo3pacTe
11 neT coxpaHseTcA BblpaskeHHas LledhopMaLms Yepena,
3k30dTasbM, 4TO NPUBESO K Pa3BUTUIO AEMPECCUBHOMO
coctoaHus B nybeptate. MPT-uccnenosaHve naumeH-
TOB B AMHAMVKE [EMOHCTPUPYET YMEHbLLEHNE BbIPAXKEH-
HOCTM ruapouedanbHO-rMNEePTEH3NOHHONO CUHAPOMA,

PucyHok 1

KoMnbloTepHas ToMorpacvsi FrofNoBHOro Mo3ra:
COCTOfIHMe KaHana 3puTenbHoro Hepsa go TICK
y nauveHTta POKB (cobcTBeHHble aaHHbie)

ero KOMMEHCaLUMIo, OfHAKO HEe MPOW3OLLSIO yBesnye-
HWS pa3Mepa NpocBeTa KaHamna 3puUTerbHOro Hepsa
(pucyHku 1, 2).

lMocne  TpaHCMMaHTauuM  COCTOSIHUE  3peHus
MauUMEHTOB He W3MEeHUNOoCb: pebeHoK, MMeBLUMA of-
HOCTOPOHHEE  MOBPEeXKOAEeHWe  3pUTESIbHOro  HepBa,

COXpaHuI 3peHne, a'y 4 NaLnMeHTOB COXPaHUIOCh TOMb-
KO CBETOOLLYyLLEHNE.

TakuM obpasoM, ycnewHo 3aBepLueHbl 5 annoreH-
HbIX TpacniaHTauwWi; AIUTEeNbHOCTb MOCTTPaHCMIaH-
TaumoHHoro Habniopernst — o1 8 no 50 mec. (MemmaHa
— 30 Mec.). TpaHcdoy3MoOHHas 3aBUCMMOCTb Yy BCEX Ma-
LIMEHTOB COXPaHsnach A0 5 Mec., 3T0 CBA3aHO C MasbiM
nnaugapMoM KOCTHOMO3rOBOrO KPOBETBOPEHUS, runep-
CNSIEHN3MOM U CMEHOW rpynnbl KpoBu. B TeyeHne 5—6
MecC. nocnie TPaHCMNNaHTauun y BCEX OeTell 0TMeYeHo
COXpPaHEHWe W HapacTaHuWe opraHomeranuu, a 3aTeMm
COKpaLLIEHVEe Pa3MePOB MEYEHN W CENEe3EHKMN, PenyKLms
3KCTpaMefynnspHOro remMonoasa. B HacTosLlee Bpems
y BCexX MaumeHToB HabniogaeTcst cTabunbHaa yHKUMS
TpaHcnnaHTaTa.

OBCYXXIAEHUE PE3YJIbTATOB UCCITELOBAHUSA

Anno-TICK — eounHCTBEHHbIM Ha ceropHst adhchek-
TUBHbIV METOf, Tepanuu y MaLueHTOB C ayTOCOMHO-pe-
LieccuBHoM doopMont ocTeoneTposa. JPdEKTUBHOCTb
3TOM npouenypbl  obycrnoBrieHa BOCCTaHOBIIEHUEM
hYHKLMM OCTEOKIACTOB LOHOPCKMMM KIETKaMU TpaHc-
nnaHTaTa. B pesynbTaTte TpaHcnnaHTauuy NPoUCXonsT
BOCCTAHOBMEHWE PEMOLENMPOBAHUS KOCTEN CKeneTa,
dopMypoBaHMe MnaugapMa KOCTHOMO3rOBOrO KpOBe-
TBOPEHWS, MHBOJIIOLUMA 3KCTPaMenysfsapHOro remMonos-
3a; CO3[al0TCH YCIoBWS Af18 POCTa M NCUXOHEBPOJIOMU-
Yyeckoro passuTus pebeHka.

OpHako anno-TICK adpdhbekTnBHa He npu Bcex dhop-
Max ocTeorneTpo3a. [1na npenckasaHus 3hpeKTMBHOCTH
3TOM npouenypbl Nepen ee BbIMOSIHEHWEM B MesAyHa-

PucyHok 2

KoMnbloTepHas ToMorpachus rofoBHOro Mo3ra:
COCTOsIHWe KaHamna 3puTenbHoro Hepsa nocne TFCK
y naumeHTta PIOKB (cobcTBeHHble faHHbie)
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POQHON MpaKTUKe OMpPeRensioT BapuaHT FeHeTUYeCKOon
MOMTOMKM, a TaKsKe OLEHVBAIOT HEBPOOrMYECKUI CTaTyC
naumeHTa. Ha gaHHbI MOMEHT onpefeneHne reHeTnye-
CKOro BapuaHTa 3abonesaHuns BO3MOXKHO ToNbko B 70%
Cry4yaes; y OCTarbHbIX MaLMEHTOB C XapaKTepHOW Kiun-
HWYECKON 1 PEHTreHON0rMYeCcKon KapTvHoi 3abonesa-
HUA FTeHETUYECKMI BapuaHT ero He u3BecTeH. B nutepa-
Type OnucaHbl iBa BO3MOXHbIX FEHETUYECKHMX BapuaHTa,
npu KoTopbix anno-TI CK HeadbdhekTMBHA. OAMH M3 HUX
— nospeskaeHne B reHe RANKL, dyHKLMS KOTOPOro He
BOCCTaHaBnmBaeTcs nocne anno-TICK n obycnosneHa
OPYrUM MaTONOrMYECKUM MEXaHN3MOM, He CBA3aHHbIM C
dhyHKLMEN 0CTEOKI1acTOB. 3TOT BapuaHT OCTEOMETPO3a,
Mo [aHHbIM nuUTepaTypbl, BCTpeyaetca B 1-2% cnyya-
eB. BTopo#i BapuaHT npeackasyemMoin HeadhheKTUBHOCTH
npouenypbl — passuThe y NaumeHTa TAXKeNoro HeBposio-
rMYeckoro aedmumTa NepBuYHOro 1 BTOPUYHOIO Npomnc-
XOXOEHUS.

Mo paHHbIM NMTEpaTypbl, MOBPEXOEHWS B reHax
CLCN7 v OSTM1 BblgeneHbl Kak BapuaHTbl 3abonesa-
HWA, MpOTeKalowmMe C COMyTCTBYIOLUMM TSXKEMbIM M0-
BpexaeHvemM LIHC. He pnokasaHo, uto nepeuyHoe nopa-
»eHne LIHC BcTpeuaeTcsi TOMbKO Mpu 3TWUX BapuaHTax
MOSTOMOK TEeHOB, Y4YacTBYIOLLMX B OCTEOKNacToreHese.
bonee TOro, onpemnenuTb W3BECTHble rEHETUYECKMNE
BapuaHTbl He yaaeTca B 30% cnyuyaes. A npu Hanuuum
MyTauum CLCN7 reHa nMeeTCs NPOMEXYTOUHbIN Bapu-
aHT TeYEeHWS 0CTEONeTPO3a, XapaKTepPHbIN OTCPOYEHHBIM
HayasioM NepBUYHbLIX MPOSBAEHUN. Y TakuMX NauneHTOB
3aboneBaHune NposBRsSETCA B BO3pacTe cTapwe 1-2 net
¥ MMeeT OTHOCUTESNIbHO MArkoe TeyeHune bes opraHunye-
ckoro nopasenus LIHC, oueHnBaemMoro no koMmmbioTep-
HOW BU3yanu3aumu.

BosMoxHasi  adpdpekTMBHOCTL  Mpouenypbl  an-
no-TICK gna paHHOM rpynnbl MauMeHTOB He onpepe-
neHa. BaxHo nopuepkHyTb, uTo B€3 TOUHOM reHeTn-
UECKOW [MarHOCTMKM TPYOHO OMPEAenuTb Hanuuune
MepBUMYHOrO HEBPOSIOMMYECKOr0 MOPAKEHWs, TakK Kak
pasBuTME OCTEOMeTpo3a MNPUBOAUT K BTOPUYHOMY MO-
Bpexxpernio LIHC, a nepsuyHoe noepesaeHne LHC
y pebeHKa Ha paHHWX CPOKax Nnocrie POXAEHNS He BCer-
0a VIMeeT KIMHWYECKylo MaHudecTaumio v nposisne-
HUSI MO AaHHbIM KOMMbIOTEPHON ToMorpadoum unm MPT.
B Hawem wccnepoBanun npouenypy TICK nposopuiu
4 naumeHTaMm cTaplle 2 neT, Korpa 3abonesaHue Ha-
X0OMMOChb B CTaguu ctabunusaumu, KoOMneHcaumu, 310
MO3BOSIANO UCKITIOUYUTb MALMEHTOB C TAXenbiMu doop-
Mamu nopaxkenna LUHC yxe no HeBpomnorumueckomy
cTatycy. lNokasaHo, uyto TI'CK nmauueHTy ¢ Helpopere-
HepaTuBHOM chopMol 3aboneBaHus, 0ByCnoBNEHHON Bbl-
Pa)KeHHbIM PaHHWM KPaHWOCWMHOCTO30M, HeapdeKTMB-
Ha. HEBO3MOKHOCTb KOMMEHCALMW IMKBOPOAUHAMMWKN B
criyyae pasBuTWs CUHAPOMOB, CBA3AHHbIX C HApYyLUEHNEM
«KanWnsapHoOM MPOHULAEMOCTW»> BCIEACTBME OHOO-
TENManbHOro MOPAXEHWS, MPUBOAWT K OFPaHUYEHUIO

BbinofiHeHuss anno-TI CK. EcTb ocHoBaHWe npennonararts,
YTO MauMeHTbl He TOJSIbKO C MEepPBUYHbIMW Hevpopere-
HepaTWBHbIMU dhopMaMu 3aboneBaHns, HO M C No6bIM
BapWaHTOM paHHero Tsskenoro nopaxenna LHC He
pocturaioT dhasbl cTabunusaumm u ymupaioT B paHHEM
BO3pacTe.

BmecTe ¢ TeM, Mo [aHHbIM MeAYyHapOLHbIX uccre-
[OBaHWI, MOKa3aHO, YTO MPOBefeHWe TpaHCMnaHTaumm
Bonee ahheKTMBHO B paHHEM BO3pacTe, Tak KaK B 3TOM
CIyyae BO3MONKHO COXpaHeHune DyHKLMKN YepernHo-Mo3-
rOBbIX HEPBOB, B MEPBYI0 OYepefb 3peHns. [1ByCTOpPOH-
Hee Nnopa)keHne 3pUTENbHbIX HEPBOB — rfaBHas NpUYn-
Ha TAKeNOoN UHBaNUAM3aLUmMmn Takux 6onbHbIX. OCHOBHOM
3apayeit Ans ynyylleHus nedveHust BonbHbIX ABMSETCS
paHHss AMarHoCTUKa ocTeoneTposa. B ocHoBe guarHo-
CTVKM NEXMUT BbISBMEHWE BOMbHbIX C CUCTEMHBIMU MO-
BPEXOEHWUAMU, XapaKTePHbIMU ANA OCTEONeTpo3a. Tak,
B rpynne nauneHToB C ruapoLedanbHo-rMnepTeH3noH-
HbIM CMHOPOMOM CrieflyeT BblAeNATb MaLUMEHTOB C remMa-
TONOrMYECKUMU NMPOSBIEHNAMM U BbIMOMHATD PEHTIEHO-
OMarHOCTWKY AJ151 BbISIBIIEHWS MPU3HaKOB OCTEOMNETPO3a.
[Ona peTteit ¢ yKkasaHHbIMM CUMMNTOMaMW W3 3HAEMUYe-
CKMX pernoHoB pecnybnuk Yysawuma n Mapuit 3n Takas
AMarHoCTVKa [OMMKHA BbiTb 06A3aTeNbHOW.

PelieHne o HeobxooMMOCTM TpaHCNAaHTaLUun cre-
ByeT NPUHMMaTb HEe TOMbKO Ha OCHOBE OLEHKW HEBPO-
NOrMYECcKoro cTaTyca, HO M C YYETOM [aHHbIX BU3ya-
nusaumn (KT 1 MPT) v reHeTUYecKux nokasaTtenei s
nonyveHns 6onee 0b6bEKTMBHOW KapTWHbLI NpoLecca K
BO3MOXXHOCTW MPOBOAWTb AMHAMUYECKWA KOHTPOMb M
MpeHaTanbHyl0 AMarHOCTUKy. B Halle# knuHuke pac-
CMaTpMBaeTCs HeobXOAMMOCTb OpPraHM3aLMn KOHCOMU-
[aLMOHHOMO LEHTPa, rae NpoBoamnach bbl OLEHKa AaH-
HbIX MHCTPYMEHTASIbHbIX M FTEHETUYECKUX UCCNEA0BaHUN
nauneHToB ¢ MIOP un chopMupoBancs onbIT NPoBeAeHUs
TrCK. YunTbiBaA 3HauMTENbHOE KOMYECTBO FEHeTuYe-
ckux abbepauwmii mpu ocTeoneTpose, B MPaKTUYECKMX
Lensx 418 peLleHns Bonpoca o NpoBefeHNN TpaHCnIaH-
TauMn HeobXOOWMMO OLEHUTb Hanmuuve MyTauui reHoB
RANKL, OSTM1, CLCN7 (c paHHWM KIIMHUYECKWUM Oe-
BI0TOM) [/ UCKITIOYEHUS BapUaHTOB 3abonesaHus, npu
KOTOpbIX JleyeHne ¢ ucnonb3oBaHnem anno-TI CK 3ase-
LOMO He 3(hPEKTUBHO.

Ha ocHOBaHWM HaLLEero KIMHUYECKOrO OMbiTa UMeeT-
Cs ABa NMPaKTUYeCKNX BapuaHTa NOAXOA0B K MPOBELEHMIO
TpaHcnnaHTaumn. B Hallel KNnHWKe Npoxopunu feve-
HWe naumeHTbl cTapwe 1-1,5 roga, B KOMNeHcaTOpHOM
CTagun TeuyeHnus octeonetpo3a. OueHka HeBporornye-
CKOro cTaTyca 3TUX MaUMEHTOB He CII0HA — OCMOTP
U MHCTpyMeHTasnbHoe obenenosanue (MPT umu KT ro-
NOBHOro Mo3ra). Kak nokasbiBaeT Hall OfbIT, NpoBefe-
HWe TPaHCMMaHTaUMM y TakuX nauneHToB 3dOPeKTUBHO
BOCMONHAET [edeKTbl KPOBETBOPEHWUSA, Pa3BUTUSA Mbl-
LLIEYHOM U KOCTHOM CUCTEM; MPOUCXOAMT AanbHeNLlee
MCUXOHEBPOSIOFMYECKOE  PasBUTUE, HO MOpPaskeHue

Pediatric Hematology/Oncology and Immunopathology
2019 | Vol. 18 | Ne 2 | 43-52



TpaHCﬂJ’IaHTaLI.VIﬂ M KNeToOYHble TexHonorumwm

YyepernHo-MOo3roBbIX HEPBOB, B MEPBYIO OYepenb 3PEHNS,
MpPMBOAMUT K HeobpaTvMoW WHBanNMAM3aLUMW MaLMeHTOB
3TON rpynnbl.

BTopoit nyTb oCHOBaH Ha MMeloLLMXCS NuTepaTyp-
HbIX OaHHbIX W npepnonaraeT nposepexne anno-TI CK
B paHHeM Bo3pacTe — 1o 1 ropa. PaHHue cpokn TICK
MOFYT CHW3UTb MPOLEHT DOJIbHBIX C MOTEPEN 3peHus,
obecneuntb rapMoHUYHOE HEepPBHO-MCKMXNYECKOEe U chu-
3nyeckoe pasBuTMe naumeHToB. OfHako mpoBegeHue
anno-TICK B paHHMe CPOKK, BEPOATHO, CHUSUT NPOLIEHT
yCneLHoCTW npoueaypbl. Ha paHHWX aTanax pa3suTus
3aboneBaHusi HET NOCTOBEPHbIX cnocoboB npeackasa-
HUSA ¥ OLLeHKN Pa3BUTUA HEBPOSTOrMYECKOr0 NOPasKeHUs.
BoamoskHO, Bonee nospHee nNosiBieHUe M MPOrpeccupo-
BaHue nopaxeHus LUHC npu ocTeoneTpose MOXeT He
MMEeTb YETKMX OUarHOCTUYECKUX KPUTEPUEB, MO AAHHBIM
MHCTPYMEHTasbHbIX MCCnefoBaHui K MomeHTy TICK.
MpenBapuTenbHO CrepyeT WCKIIOYMTb MauMeHTOB C
reHeTuuecknmu abbepaumsimu, npu kotopbix TICK He-
adbdpekTnBHa. OcTaeTCs OTKPbITHIM BONPOC 3dhPeKTuB-
HOCTW TpaHCNMaHTaUMM AA NIeYEHNUs MPOMEXYTOYHON
dopMbl y naumeHTa ¢ MyTaumen CLCN7.

B HalueM nccnenoBaHnn 3apepskka NCMxoMOTOPHO-
ro pasBUTKA B paMKax ruapouedanbHO-TUNepTeH3NOoH-
HOro cuHppoMa bbina y Bcex 7 mauueHToB C AebloToM
B Bo3pacTte oT 1 fo 4 Mec. OgHaKo NauMeHT, KOTOpPOMy
Bbina BbINOSIHEHa YCMeluHas TpaHCMnaHTauus B BO3-
pacTe 3 neTt, COXpaHwn 3peHve M ycrnesaeT B 0BbIYHON
cpenHen wkone. CyLlecTByeT CMOKHOCTb 0B bEKTUBHOM
OLIEHKN HEeBPOJIOrMYECKOro cTaTyca TaKux MalMeHTOoB.
MbI MPUHXManM KomnermansHoe peLleHre O NPOBEAEHNUN
TPaHCMNaHTauMM — HEeBPOSIOrOM W TPaHCMIaHTOSI0rOM
VHOMBWAYasbHO 15 KasKOOro NaumeHTa.

Ewe opHa «cepas» 30Ha B NoLxofax K NeyeHuto
OCTEOneTpo3a — OMNepaTUBHOE fIeYeHne TakMX NnaumeH-
TOB. CyLLECTBYIOT CIOXHOCTU NMPU COCTaBMIeHUN feveb-
HOro MnaHa, CBsi3aHHble C OMpefefieHneM MoKasaHum,
BPEMEHM BbIMOSTHEHUA OMepaLmun, a TakKe, HanpuMep,
C HeobxooMMOCTbi0 NPOCHMIAKTUYECKON YCTAHOBKM
nioMbonepuToHeansbHOro LWyHTa. Mo-suanMoMy, y 6onb-

LUMHCTBa MaLMEHTOB MOTEPS 3PEHWUA MPOUCXOAMT 3a
CYeT HapyLUeHUst BEHO3HOI0 OTTOKa Ha (DOHE NOBbILLEH-
HOrO BHYTPWYEPEnHOro [aBMeHus, YTo MOATankueaeT
OOKTOpa K CKOpenLleMy BbINOMHEHWIO TPaHCMNaHTaumm
Kak HavMeHee TpaBMaTUYHOMY U 06LLeadhheKTBHOMY
BapWaHTy feyeHus.

Takum obpasoM, paHHee npoBefeHve anno-TICK
obecneunBaeT 6osbllyl0 TepaneBTUYECKylo 3dddek-
TUBHOCTb MpoLeaypbl, HO MPXU 3TOM BO3MOMHO MOBbI-
LLeHWe 4acToTbl Heyaad, obycnosrieHHoe nonafaHvem
Ha TPaHCMMaHTaUMI0 MauMeHTOB C MPOrpeccupyiowmnM
YXYOLUEHVWEM HEBPOMOrMYeCcKoro craTyca.
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