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OnbIT NpoBeAeHUs ansioreHHou
TPaHcNMaHTauMUmu reMonoaTUYeCKUX
CTBOJIOBbIX KJ/IETOK Y NauMeHTa

c runep-lgE-cuHppomoM

A.A. ba3saes, C.H. Kosnosckas, A.ll. Bacunbesa, 10.B. Ckeopuosa, [1.H. banawios

®PIBY «HaumoHarnbHbIVi MEANLIMHCKWI NCCIIeq0BaTeTbCKUI LUIEHTP AETCKOM remMaTosiornym, OHKOIormm
u ummyHornorum uM. [imutpus PorayeBa» Mun3gpasa Poccun, Mocksa

Knaccudeckuit runep-IgE-cuHapoM (Bcrieactsve MyTaumu reHa STAT3) — 3T0 NepBuUHbIi UMMYHOLEOULKT,
COYETAIOLLIMIACS C MYNbTUCUCTEMHBIM MOPAXXEHNEM OPraHoOB W TKaHel. K HacTosLLeMy BpeMeHW U3BECTHO
TINLLIb O HECKOJbKUX OMYBIIMKOBaHHbBIX CITyyYasx NPOBEAEeHWA TPAHCMIaHTaLMM FreMOMNO3TUYECKX CTBOSIOBbIX
KNEeTOK NMpu aHHOM 3aboneBaHWK, YTO He NO3BONSET B NMOMHOM Mepe cyAnTb 06 OCHOBHbIX achdheKTax
TpaHCnaHTaumMm B 3TON rpynne nauneHToB. B gaHHoi paboTe npeacTaBneHo onmMcaHme KIMMHUYECKOoro
Crnyy4as NpoBefeHNs TPaHCMNaHTaLMM reMOMO3TUYECKNX CTBOSIOBbIX KIETOK OT HEPOACTBEHHOMO OHOPA
¢ TCRoB/CD19-menneumeit y nauvenTa ¢ runep-lgE-cuHLpoMoM, BbinosnHeHHoi 8 @FBY HMULL IFOU um.
ImuTpuns Porayesa. Pogutenu naumexTa ganu cornacue Ha MCnosib30BaHme MHPopMaLIm, B TOM Yncne
doTorpachuii pebeHka, B HayuHbIx UCCenoBaHusx 1 nybnukaumsx. Yepes 5 net nocne nposeneHHOM
Tepanuu y nauueHTa HabniopaeTcs xopoluas yHKUMS TpaHCNaHTaTa, OTCYTCTBYIOT MPU3HAKK
UMMyHoaedMLMTa 1 COXPaHAETCA YAOBNETBOPUTENbHbBIN KOHTPOSb MHADEKLIMOHHBIX OCIIOKHEHWI. Tem
He MeHee, HECMOTPS Ha COMPOBOAUTENbHYIO Tepanuio brucdocdoHaTaMm M OTCYTCTBME NPU3HAKOB
OCTEOMNeHWM MO AaHHBIM JEHCUTOMETPUYECKOrO UCCMENOBAHNSA, Y NaLMEHTa COXPAHSIIOTCA HapyLLEHUS
OMOPHO-ABUraTENbLHOr O anmnapara, CONpOBOXAAIOLLIMECS CMIOHTaHHBbIMU NMepenioMaMu TpyBuaTbIx KocTei
W TSKENbIMU CYCTaBHbIMM AecopMaLmMaMK.

Kniouesble cnosa: runep-IgE-cuHapoM, nepBnyHbI UMMYHOLEHUUMNT, MYSIbTUCUCTEMHOE NOPAaXeHUe,
TpaHcnIaHTaUMs reMono3TMYeCKuUX CTBOTOBbIX KITETOK
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A case of allogeneic hematopoietic stem cell transplantation
in a patient with hyper-IgE syndrome

A.A. Bazaev, S.N. Kozlovskaya, A.P. Vasilyeva, Yu.V. Skvortsova, D.N. Balashov

The Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare
of the Russian Federation, Moscow

Classic hyper-IgE syndrome (due to a mutation in the STAT3 gene) is a primary immunodeficiency associated with multisystem
disorder affecting organs and tissues. To date, there are only few published cases of hematopoietic stem cell transplantation
for this disease, which does not allow us to fully assess the main effects of transplantation in this group of patients. This
article presents a clinical case of hematopoietic stem cell transplantation from an unrelated donor with TCRo3/CD19 depletion
in a patient with hyper-IgE syndrome, which was carried out at the Dmitry Rogachev National Medical Research Center of
Pediatric Hematology, Oncology and Immunology. The patient's parents gave consent to the use of their child's data, including
photographs, for research purposes and in publications. At 5 years after treatment, the patient has a good graft function and
no signs of immunodeficiency, and infectious complications remain controlled. However, despite accompanying bisphosphonate
therapy and the absence of osteopenia signs according to densitometry, the patient still has musculoskeletal disorders,
associated with spontaneous long bone fractures and severe joint deformities.
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YTOCOMHO-AOMWHAHTHBIW, WU KNAaCCUYECKUN,
runep-lgE-cuHgpom (unu cuHopom Voea), paseu-
BaloLLUMNCA BCIeACTBME MyTaLuM C noTepen
dyHKumK B reHe STAT3, npenctaBnseT cobolt nepBUYHbIV
uMmmyHogedouumnt (ML), ans KoToporo xapaKkTepeH
CMMMTOMOKOMMIIEKC MYNIbTUCUCTEMHOIO MOPANKEHUS!
yacTble TsKesble MHAEKLMOHHbIE MPOLECCHI, 3K3eMa,
aHOManum1 pasBUTMS KOCTHON U COEAVMHUTENbHON TKaHew,
aHOManuu CTPOEHWS NIMLIEBOrO CKEMeTa, a TakKe Bbipa-
)KEHHOE MOBbILIEHNE KOHLEHTPaLuUn CbiIBOPOTOYHOIO
umMmyHornobynuxa E (Ige) [1].
NHdeKUMOHHbIE OCNOXHEHWS Npu runep-lIgE-cuH-
OpOMe NpeAcTaBneHbl NPeUMYLLIECTBEHHO MOPaXKEHNEM

BEPXHUX Y HYKHUX ObIXaTeIbHbIX MYTeR, KOXM 1 NMOAKOK-
HO-KMPOBOW KNeTyaTku rpubroBov nnu BakTepuanbHom
3TUONOMMM N HEPELOKO HOCAT 3aTAKHOW WU peuuamBu-
pylowuit xapakTep [2]. HecMoTps Ha conpoBoauTenbHyio
Tepanuio, BK/IOYAIOLWYI0 COBPEMEHHblE MOAXOAbl K
NPOOUMaKTUKE N NIEYEHUI0 MHPEKLMOHHBIX OCIOXK-
HEHWI, CpefHsAs NPOACIIKUTENBHOCTb W3HW NaLNEHTOB
¢ runep-IgE-cuHopoMoM 0bbluHO He npeBbiwaeT 40 nerT,
a y bonblwuHcTBa NauneHTos 1 20 net [2-5]. OpHoi 13
Hanbonee cepbesHbIX XU3HEYrpOKaLLUNX UHAEKLUN-
OHHbIX NpobnemM B 3TON rpynne NauMeHTOB ABMAIOTCA
MHDEKLMM PECNMPaTOPHOro TPaKTa, B YaCTHOCTW MHBA-
3VBHblE MUKO3bI.
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B ocHoBe HenHdeKLMOHHBIX NPobrieM y NaumeHToB ¢
runep-IgE-cMHOPOMOM, YacTO YCMOMHSIOLLMM KOHTPOSb
MHZEKLIMOHHBIX OCIIOMHEHUI, NIEXKMT NaTONOrUA Coenu-
HUTENIbHOM TKaHW, YTO Takse 0BycrnosnueaeT xapak-
TEpHbIA (DEHOTUN NMLLEBOr0 CKeNeTa, KOKHYI0 aTonumio
C HapyLleHWeM ee penapaTWBHbIX CBOMCTB, a TaKxe
WHTEpPCTUUMANbHbIE U3MHEHUSA NIEFKUX U CKITOHHOCTb K
hopMMPOBaHMIO MOCTUHADEKLMOHHBIX 3MEHEHWI B BUAE
BpoHx03KTa3 u nNHeBmatouene. KpoMe Toro, xapakrep-
HbIMW NposiBneHusMK runep-IgE-cuHaopoma sBnsioTCA
HapyLLEHWs OMOPHO-ABUraTeNlbHOro annapara, Takue
KaK OCTEOMNEHMs U CKIOHHOCTb K NepenoMam TpybuaTbix
KOCTEN Npyv MUHWUMArbHOM TPaBMe, CKONNO3, AereHepa-
TUBHbIE U3MEHEHWS CYCTaBOB W MX rMNepMoBUIbHOCTD,
HenopasBUTME UMK HenpasubHas 3aknaaka 3ybos [6, 7].

TpaHcnnaHTauua reMono3aTUYeCKUX CTBOSOBbLIX
knetok (TFCK) cerogHs sBMSETCA LUMPOKO MCMOMb3y-
EMOI TEXHONOIMEN NIeUEHNUS NMALMEHTOB C TAMENbIMM
cpopmamu MUL [8]. OnbiT TFCK npu runep-IgE-cuu-
LOPOME Ha CEerOfHALIHUN OeHb CYLLECTBEHHO OrpaHUYeH,
a pesynbTaTbl HE JalOT B MOJIHOW Mepe OLEHUTb Kypa-
TUBHbIV 3PPEKT fAHHON TEXHOMOMMM Ha BCE OCHOBHblE
NPOSIBNEHUSA KIMHMYeCcKoro deHoTuna 3abonesaHus.
MepBbin cnyyar annoreHHon TI'CK y pebeHka ¢ runep-
IgE-cvHpopomom, onybnmkoBaHHbin B 2000 r., conpo-
BOXK[aNcA nmapumasnbHbiM OTBETOM Ha MPOBEAEHHOE
neyeHne ¢ OTCYTCTBUEM HOPMasIM3aLMK CbIBOPOTOYHOTO
IgE v coxpaHeHWeM UMMYHHbIX ocnoskHeHuit [9]. B To
e Bpems, no gaHHbiM T.A. Nester ¢ coaer. [10], npen-
CTaBMBLLUMX pe3ynbTaTbl Tepanqu B3pOCNOro nauueHTa,
B pesynbtate TICK bbinv JOCTUIrHYTHI HOpManu3auums
MMMYHHOIO cTaTyca M KOHTPonb YpoBHs IgE, ogHako
nauMeHT yMep nosgHee Ha OOHE MPOrpeccuMpoBaHus
hnbposa nerknx BcrneacTsne paHee cOOPMUPOBAHHbIX
M3MeHeHUl Ha d)oHe TAXKeNoro TeyeHust 3abonesaHus.

B HepnaBHO onyb6nuMkoBaHHOM MCCRefoBaHUU
S.C. Harrison u coasT. [11] npenctaeneHbl pesynbTaThl
LONrOCPOYHOro HabnioneHns u NpogeMOHCTPMPOBaHa
100% BbIMBaeMocTb y 8 naumeHToB ¢ runep-IgE-cuH-
npomom nocne TFCK. BaxHo oTMeTuTb, UTO, HECMOTPSA
Ha Taxenoe TeueHue BpoHxonHeBMmoHun go TICK y
6 nNauMeHTOB, MOCMe TpaHCNnaHTauuu OOCTUIHYThI
XOpOLLIasA MOSOKUTESIbHAA AMHAaMUKa CO CTOPOHbI NIErK1X
W ynyuJLLeHne TONIePaHTHOCTM K (OU3NYECKUM Harpy3KaM.
Co CTOpPOHbI HEMMMYHHbIX NposiBNeHuiA runep-lgE-cuH-
LpOMa OTMeuancsa pasHoHanpBreHHbIn adpdpekT. Y 1
nauMeHTa COXpaHanacb CKMOHHOCTb K naTonoruve-
CKMM NepenoMam, B 2 cryyasix 0TMeuYeHa Nporpeccus
ckonuosa, 1 6onbHOM nepeHec MHGAPKT MUOKapaa B
pesyfbTaTe BaCKynonaTum KOPOHapHOW apTepum.

B naHHoin paboTe npencTaBieHO OMUCaHUE KIWMHU-
yeckoro cnyyas nposeneHus TICK y nauneHTa ¢ runep-
IgE-cunppomom B HMULL IFOU mm. OMutpusa Porauesa
W pesynbTaTbl 5-NETHEro KaTaMHeCTUYeCKoro Habnio-
OeHus. PoouTtenu naumeHTa fanu cornacue Ha Ucnosb-
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30BaHMe uHdopMauuu, B TOM uyucne doTorpadmm
pebeHka, B Hay4YHbIX UCCIefoBaHMAX U NybnvKaumsx.

KIMUHUYECKUI CNYYAN

Y nauueHTa K. Cc poskoeHuss oTMeyanuchb peunaun-
BUPYIOLLME MHEKUMOHHbIE 3MW30AbI: BE3UKYMOMNy-
CTynes, «x0flogHble» abcuecchl CTadnIOKOKKOBOIO
reHesa, YyPyHKYme3, OCMOMKHUBLUMIACA CEMTUYECKUM
npoueccoM. B 2 ropa cnyuuncsa nepenioM NIOKTEBON
KOCTU Nnocrie MMHUMarbHon TpaeMel. [pu obcrnenosaHmnm
BbISIBNEHO NoBbileHWe ypoBHsa IgE no 1310 ME/mMn
(Hopma mo 100 ME/mn) u 3anogo3spex MU — runep-IgE-
CUHAPOM. [InarHo3 NoATBEepKAEH MOMEKYNAPHO-FEHETU-
YECKUM UCCEROBAHWEM, BbISIBIEHA MUCCEHC-MYyTaLMs
c.1144C>T B reHe STAT3. HecMoTpsi Ha perynspHyio
npodunnakTUyYeckyio Tepanumio B obbeme Lmnpodiokca-
LMHa, KO-TPUMOKCa30r1a, MHTPaKOHa30s1a 1 PerynsapHyo
3aMeCTUTEeNbHYIO Tepanuio BHYTPMBEHHLIM MMMYHOTT10-
BynuHoM (BBUIM), y pebeHka coxpaHsAnucb NoBTOpHbIE
MHPEKLMOHHbIe 3MU30[bl: OTUT FPUMBKOBOW 3TMOMOrUK,
BPOHXUTLI, peunanmBupyloLLMEe NapoOHUXUK, Nepuo-
CTUT HUKHEeW yeniocTu. bonee nogpobHo KNMHKMYecKas
KapTuMHa 3aboneBaHua y faHHOro nauveHTa npeacTas-
neHa paHee B nybnukauum A.K. KaHTynaeBow 1 coasT.
[12].

B cBsian c TAxenbIM TeyeHueM 3aboneBaHusa B
Bo3pacTe 6 neT pebeHKy BbIMOMHEHa anmoreHHas
TFCK ot HepoacTeenHoro 10/10 HLA-coeMecTuMoOro
poHopa ¢ TCRoB/CD19-menneumneit TpaHcnnaHTaTa.
PesuM KoHOMUMOHWMpOBaHUS BKMYan dnynapabuH
150 mr/M? (c —6-ro no —2-i aHu), TpeocynbdaH 42 r/m?
(c =5-ro mo —3-i gHu), Tmoteny 10 mr/kr (c —5-ro
no —4-i auu), Tumornobynud 5 mr/kr (¢ —=5-ro no —4-i
[HK), puTykcuMab 375 Mr/M? (B —1-i1 fieHb). MICTOUYHMKOM
rEMOMO3TUYECKMX CTBOJOBbIX KIETOK ABMAMack nepude-
puUueckas Kposb, MeTof npoueccuHra — TCRoB/CD19-ne-
MAeumns, KNeToYHble XapaKTepUCTUKM TpaHCcMaHTaTa:
NC 6,32 x 10%/kr, CD34* 11,63 x 10%/kr, CD3*
3,04 x 10%/kr, CD3*TCRap* 0,63 x 10%/kr, CD19*
0,07 x 10%/kr. MocTTpaHcnnaHTaUMOHHaa npodunak-
TWKa peakumu «TpaHcniaHTaT npoTus xosanHa» (PTIMX)
He nposopunack. Ha +7-1 geHb BbIMOfHEHA NnaHoBas
MHAY3NS LOHOPCKUX NMMMAOLMTOB MaMATKM Mnoche
CD3*CD45RA*-penneumnn npogykta B pnose no CD3*
50 x 10%/kr.

MpwxMBRNEeHne TpaHcnnaHTaTa no rpaHynounTap-
HOMY U MerakapuMouMTapHOMY POCTKaM 3aperucrpu-
poBaHo Ha +10-1 geHb. Ha +30-11 geHb onpepensancs
MONHbIA 0BLWNA OOHOPCKUIA XMMepU3M B nepudpepu-
YeCKOW KpoBM ¢ HanununeM 47% cobCTBEHHbIX KETOK
B CD3*-numdounTtax. PaHHMI nocTTpaHcnnaHTaum-
OHHbIN Nepwop npoTekan 6e3 ocobeHHOCTe, NpU3HaKoB
TeueHuss PTMX u Tasenbix UHeKUUn He oTMeva-
nocb. [locTUsKEHWE MOSTHOro AOHOPCKOrO XMMepH3Ma B



CD3*-numdpountax bbino 3admkcmpoaHo Ha +180-1
oeHb nocne TICK.

Mo pesynbTaTaM KOHTPOSNbHOrO obcrnepoBaHus
yepes 1 ropg nocne TICK oTMevanucb ynoeneTso-
puTenbHas PYHKUMA TpaHCMnaHTaTa, OTCyTCTBME
npu3HakoB TeueHus PTIX, onpenensncs NonHbIn QOHOp-
CKUI XMMEPU3M U1 Y0BNETBOPUTENbHbBIE TEMMbI UMMYHO-
NOrMYECKOW PEKOHCTUTYLIMN.

UYepes 1 rog nocne TICK naumeHT nepeHec neso-
CTOPOHHMIA OTUT (paspelunncs Ha dooHe aHTMbaKTepu-
anbHoOM Tepanuu), fanee TAXENbIX MHADEKUNA He Bbino.
Uepes 4,5 roga oTMevarncst 3nM3of rHoMHOro NaHapvums,
pa3peLuMBLLMIACA MOCMe XMpypruyeckoro neyexus. Co
CTOPOHbI TEYEHUS KOKHBIX MOpaxeHui yepes 3,5 ropa
nocne TICK Habniopanocb AnuTeNbHOE 3aMUBEHUE
BE3MKYII0-TYCTY/Ie3HbIX 31eMEHTOB (BEpOSTHO, Ha dhoHe
3HTepoBupycHon uHderumnn) (pucyHok 1). NMomumo
aToro, y pebeHka coOxpaHANUCb OPTOLOHTUYECKME
npobnembl B BUaEe AAMTENBHOIO Npope3biBaHWs 3yboB C
HEOoPa3BUTON U NMOBPEKOEHHON 3MarbIo.

Ha npoTsskeHun 5 net nocne TICK coxpansnuch
npobneMbl onopHo-ABUraTenbHOro annaparta. Yepes
10 mec nocne TI'CK nepeHec nepenom 5-i nmiocHeBOW
KOCTM MpaBoW CTOMbI, Mocfe Yyero bblla MHULMUPO-
BaHa Tepanwus 30/1eHAPOHOBOM KMCMOTOM B fo3e 1,5 mMr
1 pas B 3 Mec. OgHako, HecMOTpA Ha Tepanuio bucdpoc-
doHaTaMn U OTCYTCTBME [AHHbIX 3@ OCTEOMEHUIO MO
pesynbTaTam AeHCUTOMETpUM, Ha Cpoke vepes 4,5 roga
nocne TICK Ha dboHe MUHUManbHOW TpaBMbl OTMeYarscs
3aKpbIThIA MepesioM KOCTeW MpaBoro npepnneybs co
cMeLLeHreM (pucyHok 2).

PucyHok 1

Beaukyno-nycTynesHble 3neMeHTbl C ArMTENbHBIM 3a5KUB-
neHveM B ucxode MHdekumm Yepes 3,5 roga nocne TICK

Figure 1

Vesiculopustular lesions with prolonged healing time that de-
veloped due to infection 3.5 years after hematopoietic stem
cell transplantation (HSCT)

MoMWMoO 3TOrO, y NaumneHTa oTMeYanach BanbrycHas
nedopMaums 0boMx KOMEHHbIX CYyCTaBOB, MO MOBOAY
Yero ABakabl MPOBOAMIIOCH XMPYPruyeckoe BMeLLaTesb-
cTBO B 0bbeMe remmanudmanopesa yepes 3 un 4 roga
nocne TICK. K cosaneHuio, Ha MOMEHT MOCNefHero
HabniogeHMs cHoBa 3aperMcTpuMpoBaHa OTpULATENbHAS
LVMHaMUWKa B BUe NOBTOPHOM BasbrycHoM fechopMaumu,
B CBSI3V C YEM MIIaHUPYETCS OUYEpPENHOe XMPYPruyecKkoe
neuvenue (pucyHok 3).

Ha MoMeHT nocnepHero HabniopeHus uepes
5 net nocne annorexHHo# TICK coxpaHseTcs ynoBs-
neTBopuTeNibHas OYHKLUMS TpaHcnnaHTata ¢ NosHbIM
LBOHOPCKMM XMMEpPU3MOM U HOpManbHbiMM nabopa-
TOPHbIMU pe3ynbTaTaMu UCCMefoBaHWA MMMYHHOIO
cTatyca (Tabsmua), OTCYTCTBYIOT TAMENble MHAEKLM-
OHHble 3MNn30fpl, NOTPeBHOCTb B MPOBEAEHUN NPOTU-
BOMWKPOOHOW Tepanuu v 3aMecTUTEeNbHON Tepanuu
BBUT.

3AKITIOYEHUE

vnep-IgE-cuHopom ¢ MyTauven B reHe STAT3
SBNACTCH TSKENbIM MYNIbTUCUCTEMHBIM 3aboneBaHueM.
Mbl NpeLCcTaBUAN KIIMHWUYECKUIA CryYail NpOBeneHus
TICK y pebeHnka ¢ runep-IgE-cuHopomMoM ¢ MyTauwmew
B reHe STATS3. lNo pesynbTataM 5-neTHero HabniopeHus
y naumMeHTa OTCYTCTBYeT CMMMNTOMOKOMIIEKC UMMYHO-
0eduUMTHOrO COCTOSAHMS, YTO, BesycnoBHo, cBuaeTenb-
CTBYyeT B nonb3y adpcpekTnBHocTH npoBepeHHon TICK
LS151 KOHTPONA UMMyHoLedMLMTa U acCOLMMPOBAHHbIX
OCIOMKHEHUN. B To e Bpemsa y pebeHka coxpaHsiTca

PucyHok 2

3aKpbITbIf NepesioM KOCTel NpaBoro NpeanieyYbs Co cMe-
LeHreM vepes 4,5 roga nocne TICK

Figure 2

Displaced closed fracture of the bones of the right forearm
4.5 years after HSCT
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PucyHok 3

BanbrycHas pedbopMaums HUKHUX KOHEYHOCTe: A — cocTostHMe [0 Koppekumm vepes 3 roga nocne TICK; b — cocTosHne
nocrne remmanuduanonesa oboux KoneHHbIx cycTaBoB yepes 4 ropa nocne TICK

Figure 3

A valgus deformity of the lower extremities: A — condition before correction 3 years after HSCT; b — condition after hemiepiphysiode-
sis of both knee joints 4 years after HSCT

Tabnuua
3HaueHus cybnonynaumi MMMOLMTOB U CbIBOPOTOYHbBIX UMMYHOM100YIMHOB y NaumeHTa go annoreHHon TICK u
yepes 5 net nocne Hee

Tables
Values of lymphocyte and serum immunoglobulin subpopulations of the patient prior to allogeneic HSCT and 5 years after it

HOpMaanble 3HauyeHus HOPMaﬂbele 3HayeHusa

fonmaren AT, Gowommaers v Spennusne IOk anasgspacrs 13 er
(3-4 years of age) (9-13 years of age)

€03 (T-mumchouut), x 10°/n 3.6 15-3,87 4,0 107-2,27
R
e el | 04128 176 0.38-058
gDDllg‘?[éBc—;nlS(]e"rrvildq;(LlO"/n 1 0,31-1,13 0,64 0,17-0,63
CD36:8, (g < 10
}g,ﬁ' gr/L“ 2,57 03-15 038 0.9-2.9
}gmgr/{” 2.4 0.8-16 0,82 0,62
}gg'gr/{” 10,6 6,8-15,4 5.8 8,4-16,6

IoE. gr/L” 18 800 0-100 354 0-100

TSKENMbIE HapYLLUEHUS OMOPHO-LBUraTesIbHOro annapara,
ABNAIOLLMECS MPUYMHON UHBANTUAM3ALMN CO CHUKEHNEM
KauyecTBa SKU3HU U 06BbEKTMBHON HeobxoaMMoCTbio B
HabniogeHWn TpaBMaTosiora-opToneaa M cTtoMaTonora,
a Take ¢ NoTpebHOCTbIO B MEPUOAMYECKON XMPYpruye-
CKOW KOPPEKLMWN NaTonornyeckux HapyLueHuin. Cnenyet
06paTUTb BHUMaHWeE, YTO NaTOSIOrMYECKNe NEPESIoMbI,
a Takxe gedopMauun KOCTel M CYyCTaBOB COXpaHs-
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I0TCS, HECMOTPS Ha MCMOJIb30BaHWE aHTNPEe30PBTVBHOM
Tepanuu 1 OTCYTCTBME NaTOJIOMMYECKUX U3MEHEHUW
npu LeHcuToMeTpuyeckom obcnepoBaHunmn. 3ToT hakT
MOXET ObITb apryMeHTOM A1 NepeoCcMbICNeHns BK1aaa
Tepanuun bucdocdoHaTamm B NpoPnNaKTUKy Bblllie-
npencTaBneHHbIx HapyLweHuin nocne TICK y nauveHToB
¢ runep-lgE-cuHapoMoM 6e3 06bEeKTMBHBIX MPU3HAKOB
0CTEOMNEHUH.



MHEHUE 3KCNEPTA

A.Nl. Nabepko, KaHA. MeA. HayK, Hay4HbId
COTPYAHUK OTAENa onTUMM3auuu neyeHus u npodm-
NaKTUKW OCJIOKHEHUI TpaHCMIaHTaLuu reMonos-
TUYECKUX CTBoONOBbIX Knetok ®rbY «HMUL, ArOU
uMm. [IMutpusa PoraueBa» Munsgpasa Poccum, Bpau —
nepvarp, anneprosior-uMMyHoOJIOr OTAENEeHUs TpaHc-
NnaHTauMm KOCTHOroO Mosra Ansa aetew ¢ opcaHHbIMM
3abonesanuamm HUU OOMuT ®rB0Y BO «[epBbii
CNBIrMY um. akap. W.MN. MNaenosa» MuHsppasa Poccuu

Ha cerogHaLWHMIA feHb annoreHHas TpaHcniaHTaums
reMonoaTUUYECKNX CTBOMOBbIX KreTok (TFCK) sensaeTcs
PYTUHHBIM METOLLOM Tepanum TaxesbIX hOpM NepBUYHbIX
ummyHogedpuumtos (ML), npu KOTOpbIX CONPOBOAN-
TenbHas Tepanus He MOXeT obecneunTb ageKBaTHbIN
KOHTPO/b MHADEKLIMOHHBIX OCIIOKHEHWI, @ TaKKe coxpa-
HAETCS PUCK pPasBUTUA ayTOMMMYHHbIX U 3f10Kaye-
CTBEHHbIX OCIOKHEHW.

[Mpn 3TOM, K COKaNeHWio, 0CTaloTCA HO3010rMYecKme
dhopmbl ML, npu koTtopbix TICK He MoxkeT BbITb Npenno-
)KEHa B Ka4YeCTBe KypaTMBHOW OMumMM BBMAY NMBO OTCYT-
CTBUS TOUKU MPUITOMKEHNS AN KOPPEKLMN UMEIOLLIMXCS
MMMYHOJOrMYECKNX HapyLUEeHUN, NMBO BbICOKMX PUCKOB
WHBaNMAM3auUmMmn U NeTanbHOCTU, conpsieHHbix ¢ TICK,
KOTOpble MPEBLILLAIOT NOTEHUManbHYI0 MoMb3y LaHHOM
npouenypbl. K nepsbiM MOXKHO OTHECTM FPYMMy CUHAPOMOB,
B OCHOBE KOTOPbIX JIEXUT MaTonorus Tumyca, Hanpvumep
cuHopoM [un[lskopasku, KO BTOpbIM — 3aB0reBaHuns ¢ TsKe-
MbIMU NPOrPECCUPYIOLLIMMU NPOSIBIIEHUSAIMU CO CTOPOHbI
OpraHoB W CUCTEM, HE UMEIOLLIMX OTHOLLIEHWSI K KPOBETBO-
peHuio, HanpuMep cnHopoM Jlyu—bap.

Mpu pane NN Bonpoc o noTeHUManbHOM NoMb3e
TFCK ocTaeTca OTKpbITbIM. Tak, Ha MPOTAMXEHUU
MHOrUX 1eT 6bino 1 ¢ runep-IgE-cuHopoMomM, ocobeHHo
yunTbIBas onbiT nepBbix 2 ciyyaes TICK npu paHHOM
3abonesanun [9, 10]. HepaBHO onybnuKoBaHHbIe
Harrison u coaBT. faHHble o0 pesynbtatax T[CK y
8 bonbHbIX ¢ runep-lgE-cMHOpOMOM CyLLECTBEHHO
nononHunu uMmelowmniica onsiT [11], ogHako Hagmo
MpU3HaTb, YTO OH OCTaeTCA KpalHe OrpaHUYeHHbIM.
PesynbTtat TI'CK y onucaHHoro B gaHHon nybnukauum
nauMeHTa CXOX C NPOAEMOHCTPMPOBaHHbIM Harrison u
coaBT. OcHoBHbIM adhbchekToM TICK 6bina Koppekums
NPOsIBNEHU UMMyHOoAedMLUNTa, B YAaCTHOCTM YacTOThl
N TSXECTU MHADEKLIMOHHBIX NPOSIBMEHWIA. Henb3s nckio-
UMTb, YTO, KaK M MpWU APYrUX BPOXKAEHHbIX AedieKTax
MMMYHWUTETa, KOPPEKUMS MMMyHogeduumMTa nocpen-
cteoM TI'CK npenoTBpaTuT 1 pUCK pasBuTUa NUMAOMBI,
X0Ts, BesycnoBHo, Ana ero oueHkn Tpebyetcs Bonee
LnuTenbHoe Habniopewue. [lpyrve e nposiBieHus
AaHHoro 3aboneBaHWsi 0UJAEMO He pa3peLumsninucb
nocrne NpoBefeHns TpaHcMaHTaumu. B cBAsm ¢ aTum

nauueHTbl ¢ runep-IgE-cuHopomom nocne TICK Hyxpa-
l0TCA B MyNbTUANCLMNIIMHAPHOM HabniogeHun ¢ NoaKio-
YeHMEM Bpayen pasfIMYHbIX cneunanbHoCcTen, oT
CTOMaTOs0roB A0 3HAOKPUHOMOrOB 1 OPTOMNEA0B.
MHTepecHO, 4TO XOTA Yy OMMWCAHHOrO nauueHTa
nposonmnacb Tepanua bBucdocdoHaTaMu, 3TO He
nNpefoTBPaTUNO pa3BuTMe MepefioMa KocTen npen-
nneybs Ha POHE MUHUMasbHOM TpaBMmbl. B nccnepo-
BaHMM Sowerwine v COaBT. NOKa3aHO, YTO CHUKEHWE
MWHepanbHOM NNOTHOCTM KocTel Habnopetca y 79%
nauneHToB ¢ runep-IgE-cMHOPOMOM, OQHaKO CTeneHb
OCTEOMEHUN HMKAK He KOpPPeNiMpyeT C YacToTon nepe-
NOMOB, CBSI3aHHbIX C MUHUMAaSbHBIMK TpaBmamu [13].
TakuM 06pa3oM, MOXHO 3aKJIOUUTb, YTO MaLMUeHTaM
¢ runep-IgE-cuHopomMoM Kak go, Tak u nocne TICK
NoKasaH AMHaMUYECKUIA KOHTPOSb KOCTHOW MIIOTHOCTY.
B cnyyae BbifiBNeHna ocTeoneHnn [omkHa bbiTb pexko-
MeHpoBaHa Tepanus bucdocdpoHaTaMu 4ist yCTpaHeHus
LOMOHMTENBHOI0 (DaKTOpa pUCKa NepenioMoB KOCTEN.
BaskHo, uTo NpepncTaBneHHbIn ciyyan T CK y naumeHTa
¢ runep-lgE-cnHOpOMOM roBopuT O BO3MOXHOCTM YacTWy-
HOO YyYLLIEHNS KAYEeCTBa KU3HW 1, BEPOATHO, MOBbILLIEHNS
ee NPOJOIKUTENBHOCTM 33 CUET CHUMKEHUS PYCKA XK3HEY-
rPOsKaIOLLMX MHADEKLIMIA U 3MTOKAYECTBEHHbIX MPOLECCOB.
OpHaKo, K CoMKaseH o, COXPaHSIIOLLMECS PUCKM KOCTHBIX
OCIIOMKHEHWIA, BACKYIONaTUIA U NMOPAyKEHWS JIErKUX HE MOTYT
obecneunTb NOMHOMO M3neunBaHus 3aboneBaHus, omaae-
MOro Ha coBpeMeHHoM aTane nocne TICK npu opyrux MAL.
Boibop kaHoupaTtoB Ha npoBeneHve TICK Takke ocTaetcs
HENpOCTOM 3afiayeit, NoKa OnbIT JaHHOM Tepanum SBMAETCS
CTOJIb OrPaHUYeHHbIM. YUMTbIBas PUCKM NETASIBHOCTU U
WHBanMaM3aLumn, accoLumMmMpoBaHHble ¢ npoeepeHueM TICK,
a TaKKe HEMOSHYI0 KOPPeKUMio 3aboneBaHusa nocre Hee,
Ha CerofHALLHWIA AeHb faHHasA OnuUMA [OKHa paccMmaTpu-
BaTbCA Y MaUMeHTOB ¢ runep-lIgE-cMHopoMoM TombKo npu
HanMumm TSKeNbIX NPOABNEHWIA UMMyHopedmLmTa. Takumm
ABNAOTCA MHPEKLMK, NIOXO MOANAIOLLIMECS KOHTPOSIO B
YCNOBUAX NPOBEAEHNSA PErynApHON NPochnnaKTUYecKom
NPOTUBOMUKPOBHOM Tepanun 1 3aMecTUTESIbHON Tepanum
BBUI™ n passutne numdoombl. Kak u npu niobom ML,
NpennoYTUTENbHBIM AOMKHO ABMATLCS npoBeneHne TICK B
paHHeM BO3pacTe, 0 Pa3BUTUS HEOBPaTUMbIX U3MEHEHUI
OpraHoB, B YaCTHOCTM NErKMX, KOTOpble MOryT MOBJIEYb
LOMOSNHNUTENbHbIE PUCKK OCHOKHEHU TICK.

MCTOYHUK ®UHAHCUPOBAHUSA
He ykasaH.

KOH®JITUKT UHTEPECOB
ABT Opbl CTaTbW MOATBEPAMSIN OTCYTCTBME KOHCDIIMKTa MHTEPECOB, O
KOTOPOM HeobxoanMo CoobLLNTB.
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MpaBuna ochopmMneHus crateu

1. CraTbs pomkHa 6bITb NpeAcTaBneHa B 3NIEKTPOHHOM Buae
(8 oTAenbHbIX hainax: TEKCT CTaTbu CO CMUCKOM NUTepaTyphl,
Tabnuubl, rpaciuKy, PUCYHKM, NOAMUCH K PUCYHKAM, pe3ioMe).

Bce cTpaHuLbl NpoHyMepoBaHbI.

LLpndot - Times New Roman, 14 nyHkros, 1,5 nHtepsana.

2. Ha 1-# cTpaHuue: Ha3BaHWe CTaTbM, MHULMaNbI U haMunuu
BCEX aBTOPOB, NOJIHOE Ha3BaHUE YYPEXAEHUN, B KOTOPbIX BbINON-
HeHa paboTa, X NOMHbLIN aapec C UHAEKCOM.

B KOHLe cTaTby: KOHTaKTHble TenedoHbl, pabounin agpec ¢ ykasa-
HUEM MHAeKca, dhaKe, afpec 3MEKTPOHHOM NoYTLI U haMuUnus, UMs,
0TYeCTBO, 3aHMMaeMasi IO/KHOCTb, YUYeHasa CTeneHb, yYeHoe 3BaHue
aBTOPOB.

3. 0bbeM cTaTen: opurnHanbHas — He bonee 12 cTp.; onucaxue
HabrniofeHni, 3aMeTKM M3 NpaKTvku — He bonee 5 cTp.; 063op nuTepa-
Typbl - go 20 cTp.

K cTaTbe HOMKHO BbiTb NPUIOKEHO pPesioMe Ha PYCCKOM K
aHIMIMINCKOM A3blKax: Ha3BaHMe CTaTbu, haMunuM U MHULManamu
aBTOPOB, Ha3BaHWeE YUpeXOeHUN, coaep)aHne paboTbl; AN opurn-
HarlbHbIX CTaTell — CTPYKTYpUpOBaHHoe pesioMe (BBeneHve, MaTepuarbi
¥ MeTofbl, pesynbTathl v T.4.). 06beM pesioMe — no 1500 3HaKoB ¢
npobenamu; KonNM4yecTBo Kioyesblx cnos — go 10.

4. UnniocTpaTuUBHbIN MaTepuan:

® choTorpadhum [LOMsKHbI BbITb KOHTPACTHBIMU; PUCYHKM, rPacinku
1 AMarpamMbl - YETKUMM;

® choTorpachun NpeacTaBnATCA B OPUrMHaNe Uik 3MeKTPOHHOM
Buae B copmate TIFF, JPG, CMYK c paspeluennem He MeHee 300 dpi
(Touek Ha gronm);

® rpachukun, cxeMbl U pucyHkn - B cpopmate EPS. Adobe
Illustrator 7.0-10.0.

® Bce pyCYHKM [OSKHbI BbiTb NPOHYMepOoBaHbl U CHabKeHbI
NOAPUCYHOUHBIMW MOAMUCAMU Ha OTAENbHOM NUCTe, hparMeHThl
pucyHKa obo3HaualoTcs CTpouHbIMUM BykBaMu pycckoro andasuta. Bce
COKpaLLieHnsa 1 0bo3HaueHNsi, UCMOMNb30BaHHbIE Ha PUCYHKE, [OSKHbI
BbITb pacLuMbpoBaHbl B MOAPUCYHOUHON NOAMNCH;

® Bce Tabnuubl NPOHYMepoBaHbl, UMETb Ha3BaHWe; BCE COKpa-
LLieHWs pacLundppoBaHbl B pUMeYaHnm K Tabnuue;

@ CCbITKM Ha Tabnuupl, PUCYHKM M Op. UMNIOCTPATUBHbIE MaTe-
puanbl NPUBOAATCS MO TEKCTY CTaTby B KPYTIibiX CKOBKax.
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5. EnmHnubl usmepenuit patorca B CU.

ABbpeBMaTypbl B TEKCTE MOSHOCTHIO PacLLMdPOBaHb! NPy NEPBOM
ynoTpebneHuun. Mcnonb3oBaHne HeODBLLENPUHATBIX COKpaLLeHWUi
He ponyckaeTca. Ha3BaHWe reHoB MULLETCA KypCMBOM, Ha3BaHue
6enKkoB — 06bI4YHBIM LLPUGITOM.

6. Cnncok uUTUpYyeMoii nuTepaTypbl:

@ CrNVCOK CCbINOK B MOPAAKe LWTUPOBAHWS; BCE UCTOYHUKM
NPOHYMepOoBaHbl, X HyMepauus [OfKHa CTPOro COOTBETCTBOBAaTb
HyMepaLyv B TEKCTe CTaTby;

@ 19 KaXA0ro UCTOYHWKA HeobxoamMMo ykasaTb: dhaMunun u
MHWLManbl aBTopos (ecnu aBTopoB Bonee 6, yKasbiBaloT nepsbie 6,
[anee <1 [p.» B PyCCKOM W <et al.» — B aHrNUIACKOM TekcTe);

@ 1pun CChINIKE Ha CTaTbW W3 KYPHANIoOB YKa3biBaloT Ha3BaHWe
CTaTbu; ypHana, rofi, TOM, HOMep BbIMyCKa, CTPaHULIbI;

® npun CChiNIKe Ha MoHoOrpaduu yKasblBaloT NOMHOE Ha3BaHWe
KHWMW, MecTo M3AaHUs, Ha3BaHWe U3AAaTeNbCTBa, oM U3NaHNS;

® npyu CChiNKe Ha aBTopedbepaTbl AMCCEPTaLMIA - MOMHOE Ha3BaHVe
paboTbl, IOKTOPCKas UMK KaHAMOATCKASR, FOf, U MECTO U3AAHMS;

@ npu CCbiNiKe Ha faHHble, NoflyyeHHble U3 HTepHeTa, yKasbl-
BAIOT 3MEKTPOHHbIV afpec LMTUPYEMOro MCTOUHMKA;

® BCe CCbIfIKM Ha TUTePaTypPHbIE UCTOYHUKM NeyaTaloT apabekumm
umcbpamm B KBaApaTHbIX CKobKax: Hampumep [5];

® KONMMYECTBO LUTUPYEMBIX PaboT: B OPUIMHAMbHBIX CTaTbsX
»enatenbHo He bonee 20-25 NCTOYHMKOB, B 0B30pax uTepaTypbl - He
6onee 60.

7. MpencTtaBneHue B pefakumio paHee onybnukoBaHHbIX cTaTei
He fonyckaeTcs.

8. Bce cTaTbi, B TOM YMCrie MOArOTOBNIEHHbIE acNMpaHTaMn U
coucKaTensM1 yYyeHoW cTeneHu KaHaMAaTa HayK no pesynbraTaM
cobCTBEHHbIX UCCeloBaHMIA, NPUHUMAIOTCA K neyaTtn becnnatHo, B
nopspke obLyen ouepenu.

CTaTbu, He COOTBETCTBYIOLLME AaHHBIM TPeBOBaHUSM, K pacCMo-
TPEHMIO HE NMPUHUMAIOTCS.

Bce nocTtynaioLume cTaTbu peLeH3npyloTcs.

lMpucnaHHble MaTepuanbl 06paTHO He BO3BPALLAIOTCS.

Pepakuus ocTtaBnseT 3a coboll NpaBo Ha pefakTUpoBaHue
cTaTeW, NPEACTaBNeHHbIX K Mybrnvkaumm.
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