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IIpoBemeHO PeTPOCHEKTHMBHOE MCCIEIOBaHUE 35 Ciy4yaeB TIMCTHOIMTO3a M3 KJETOK JlaHrepras-
ca (TKJI) y mereii, mpoxoauBINX JjieueHue B MOPO30BCKOI IeTCKOI TOPOICKON KINHUYECKOI GOJIBHUILE
r. MockBslI B Teuenue 27 ger (¢ 1981 mo 2007 rr.). Bo3pacTt 60JbHBIX HA MOMEHT AUar{€osa O0sLI oT 1 Mec
IO 5 J1eT, COOTHOLIEHNEe MaJIbUUKOB M JTeBouYeK cocTaBuiao 1,8:1, cpemHuii mepuoa HaGIIOIEeHUS OTHOTO
60apHOTO — 3 roma 8 mecaneB. Monocucremuaasa ¢opma I'KJI ormeuanacs y 6 nereii, MyJbTHCHCTEMHA ST
dopma — y 29. [Iyig olfeHKM aKTUBHOCTU MyJabTHcucTeMHOI (hopmbl I'KJI 65171a HcnioIs30BaHa 0L IbHAS
cucrema mo Donadieu J. et al. HccaegoBanue mokasaino, uro myastucucremaas popma I'KJI mo cpas-
HEHHUI0 C MOHOCHCTEMHOI OTJINYaeTCsA PA3HOOOpa3neM KINHUYECKUX MPOSIBJICHUI U (GoJiee TAKeJIbIM Te-
yeHueM 3a0ojsieBanus, npuyem 83% NIAIMEHTOB ¢ MYJbTUCHUCTEMHOU (hopMOIi 3a60/IeBAHUS — ITO JAETH
miamire 2 jget. [Ipu npoBejeHNY XNMHOTEPAIINH Y BCeX eTeli ¢ MoHOcucTeMHOM (hopmoii 'KJI otmeuascsa
IOJIHBII OTBET Ha TEPANUI0, TOTA KAK y JeTeil ¢ MyJbTHCHCTEeMHOM (hOpPMOii MOJIHBIH OTBET OBLI OTMEUYeH
aums y 55% nanueHTos, a B 24% ciryuaer 3a6ojieBaHNe 3aKOHYMIOCH JieTajabHo. IIpornos 3a6onesanus
oIpenesieTcs Ipeskae BCero MePBUYHBIM IMOPAKEHNEM «OPraHOB PHCKa» ¢ HAPYUICHWEM WX (DYyHKI[MA.
Banasnas cucrema aktuBHocTH TeyeHus I'KJI mo Donadieu J. et al. mo3Boasier Tak:ke onpeaeasaTs mpo-
rHO3 MyabTucucremuoii ¢opmer I'KJI mpu uHUIMAIBHOH OIleHKE, YTO MOYKHO MCII0JIb30BaTh I hopmu-
POBaHUSA TepameBTUUYECKUX rPynn pucka. OmpeneaeHue 6aJiia mo 3Toi cucTeMe B Ipoliecce JIeYeHU s M03-
BOJITE€T CTAHJAPTU3UPOBATH OILeHKY 3¢hdeKTa OT IPOBOAUMOI Tepanuu.

Authors performed retrospective analysis of 35 pediatric cases of Langerhans cell histiocytosis
(LCH) treated in Morozov children clinic (Moscow) in period from 1981 to 2007. Patient’s age in moment
of LCH diagnosis was 1 month — 5 years old, male-female ratio — 1,8:1; average period of follow up — 3
years 8 months. Single-system LCH was diagnosed in 6 cases and multysystem LCH in 29 cases. Estima-
tion of multisystem LCH activity was performed with usage of Donadieu score. Examination showed
that multisystem LCH was characterized by more various and more severe clinical presentations in
comparison with single-system LCH, and 83% of patients with multisystem LCH were children ageed
less than 2 years. All the children with single- system LCH gave complete response on chemotherapy,
but only 55% of patients with multisystem LCH gave complete response, and fatal outcome occurred
in 24% of cases. So, LCH prognosis is determined first of all by “organs of risk” lesion with their insuf-
ficiency. Donadieu score of LCH activity also permits to determine multisystem LCH prognosis during
initial estimation and can be used for selection of groups of therapeutic risk. Estimation according to
Donadieu score during therapeutic course permits to standardize estimation of therapeutic efficacy.

T'uctuonuros us wkJyaerok Jlamrepramca (F'KJI) —
3aboJeBaHMe MOHOIIMTApPHO-MaKpo(araJlbHON CcucTe-
eI [1], MmopdosornuecKuM 1 TaTOMOUIUOJIOTTIECKUM
cyOCTPaTOM KOTOPOTO ABJIAIOTCA HPOJIU(GEPUPYIOIIe
kKJeTKu Jlanreprauca. B cooTBeTcTBIUY ¢ peKOMEHIAITH-
MU MEXKIYHAPOMHOI T'PYIIILI SKCIEPTOB, CO3MaHHOMN
B 1985 r., TepMUH «TUCTHUOIIUTO3 U3 KJETOK JlaHrep-
raHca» 3aMeHUJ IITMPOKO PAaCIpPOCTPAHEHHBIN TePMUH
«TUCTHOIUTO3 X », a TAKIKe ero SIIOHUMBI U IpyTue Ha-
3BaHUs OoJsiedHU: 0oJsie3Hb Jlerrepepa—3uBe, 60JIe3HB
Xenpa—Illomnepa—XpucueHa, 503UHOPUIbHAS Tpa-
HyJIeMa, 60jie3Hb TapaTbIHOBA, KOYKHBIN I'MCTUOIIUTO3:
cuagpom XamuMmoTo—IIpuTiikepa MIM BPOXKIAEHHBIN
CaMOM3JIEUNBAIONIUNCA TUCTUOIUTO3, HEJIUIUIHBIN
peTuryJosHaoTe o3 [2]. 3a601eBaeMOCTb COCTABJISA-

eT 2—6 cayuaeB Ha 1 MJIH IeTCKOTO HaceJeHUSA B IO,
mpuYeM UK 3a60J1€Ba€MOCTH IIPUXOAUTCS HA BO3PACT-
myio rpynny ¢ 0 go 4 ner [3]. TKJI usyuaercs GoJee
100 seT, HO ATHOJIOTUA U IIaTOreHe3 3a00JieBAHUS [0
CHUX TIOP HEU3BECTHBHI, II09TOMY STUOJOTUUECKOTO U TIa-
TOT€HEeTUUECKOro JieueHnusa He paspaboramo. C Hauama
1980-x rogoB ObLIM paspaboTaHbl M BHEAPEHBI B IPAK-
TUKY PAa3JUUYHBIE IIPOTPaAMMBI IMOJUXUMUOTEPAINI
(IIXT). Ogzako, HECMOTPS Ha TO, YTO TPOTOKOJIBI [IXT
OOHOBJIIIOTCSA W COBEPIIIEHCTBYIOTCS, JETAJbHOCTD II0-
peKkHeMYy OCTaeTcs Ha BLICOKOM ypoBHe. Kpome Toro,
OCTAIOTCA HEJOCTATOUHO U3YUYEHHBIMU (haKTOPHI, BJIU-
AIOIIME Ha ITPOTHO3 3a00JIeBaHU.

ITenbio maHHOU PabOTHI CTAO U3yUEHUE OCODEH-
HOCTe!l KJIMHUUYECKON KapTUHBI, TEUEHUS U Pe3yJIib-
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tatoB JeueHusa I'KJI y mereii ¢ MoHOCHCTEeMHOII u
MYJbTUCHUCTEMHOU (popMmamu 3abosieBanusA. B pamkax
IIOCTABJIEHHOM eI PeIlaJIiCh CJIeAYIoIne 3aIaum:
n3ydyeHre 0CO0eHHOCTEeH KINHUUECKON KAPTUHBI 1 Te-
YeHHUA IBYX PA3JUUYHBIX (popM 3a00JieBaHUSA, OLEHKA
pes3yJbTaTOB JIeUeHUs, a TaK:Ke nsydeHue GaxTopos,
BJAUSIIONINX Ha IPOTHO3 3a00JIeBaHUs.

MaTepHaJILI 1 MeTOabI HCCJIeJOBAHU A

ITepuon mabatomenus cocrasuia 27 jer. C 1981 mo
2007 rr. B ropoicKoM reMaToJIoTIuecKoM 1eHtpe Mo-
PO30OBCKOI NEeTCKOM TOPOACKON KIMHUUYECKOH 6O0JIb-
HuIEl ¢ guargosom I'KJI Haxoguancsk Ha JieueHUH 53
pebeHKa, COOTHOIIIeHNE MAJbUYNKOB U MeBOYEK ObLIO
1,8:1. PeTpoCmeKTUBHO 0Ka3a/I0Ch BO3BMOYKHBIM IIPO-
aHaJIU3UPOBATDL UCTOPUU 6OJIe3HEN TONIBKO 35 meTeli B
BospacTe oT 1 mec mo 5 ner. Cpeguuii mepuos HaOIIO-
JeHnsa OSHOIr'o 00JIHLHOIO COCTABII 3 Tofa 8 Mec.

O0cemoBanye BCeX MAIEHTOB BKJIIOUAJIO KINHUUYECKUI
0CMOTD, O0IIIM#T aHAIN3 KPOBU, OOIIIM I AaHAJIN3 MOYH, OMOX MU -
YeCKU aHaIN3 KPoBU (0011t 6€JIOK, aIb0yMUH, OUIupyouH,
alaHWHAMUHOTpaHcdepasa, acmapraraMuHOTpaHc(hepasa),
peHTreHorpauio KOCTell CKejera, yJbTPa3BYKOBOE HCCJIe-
moBauue (Y3U) opranoB Opionraoit mosoctu (¢ 1991 r.). Ilo
TIOKA3aHUAM IIPOBOJUJIN WCCJIeJOBaHNE KOHIIEHTPAIMOHHOM
(GYHKIIUY TIOYEK, MYHKIIMOHHYIO U TPEIIaHOOMOIICUIO KOCTHO-
TO MO03ra, OMOIICUI0 KOCTHO! TKaHU, JUM(aTUUYECKUX Y3JI0B,
ceJIe3eHKH, meueHn. [[1arso3 Bo BCexX CIy4YasaxX ObLI TOATBEPIK-
JIeH TucToJiornuecku. BrLio uccienoBano 20 6MonTaTOB KOYKY,
10 — KocTHOTO MO3ra, 4 — TuM@aTHUYECKUX Y3JI0B, 2 — KOCT-
HO TKaHu, 1 — ceseseHKn, 1 — neyenu. IMMyHOTrMCTOXIMU-
yeckoe uccaenoBanue (mposoauau ¢ 2001 r.) 6bLIO BEITIOJTHEHO
7 6OJII>HBIM, B IIperiapaTax BbIABJIAJJACH OKCIIPECCUA aHTUIeHa
CD1la u nporenna S-100 Ha JeHAPUTHBIX KJIETKAX.

Bce metu 66111 pasesieHbl Ha 2 TPYINBL. 1-10 TPYII-
Iy COCTAaBUJIN TMAITMEHTHI C MOHOCUCTEMHOI (popMoit
3a00JIeBaHUs, B KOTOPYIO BOILIN 6 meTeil B Bo3pacTte
oT 2 jieT mo 3 et 5 mec (CpegHUI BO3PACT IMAIlEeHTOB
2 rozma 7 Mec); 2-10 TPYIITy — MAIMEHTHI C MYJIbTHCHUC-
TeMHOIi (hopMoit 3aboeBaHUA, B KOTOPYIO BomLiu 29
Iereii B BospacTe oT 1 Mec 1o 5 jiet (cpeaHmuii Bo3pacT
narueHToB 11 mecsanes). Cpexu gmereil 2-if IPYIIIBI
24 pebenka ObLIM B BO3pacTe MJuaniie 2 JeT U D Je-
Teil — crapime 2 jer. Pacnpenesenue mo moy Ob1I0
CJEMYIONINM: COOTHOIIIEHE MaJbUUKOB 1 JeBOUEK B
1-# rpynmne cocraBmio 1:1, Bo 2-11 rpynne — 1,2:1.

I[J'Iﬂ OL€HKHU BJINAHNA KINHUYECKNUX HpOHBJ’IeHI/Iﬁ B Ha-
yajie 3a00JIeBAHUSA Ha €ro MCXOoJ Oblja MCIIOJIb30BaHA 0aJI-
JbHAas cucTeMa olleHKu akTuBHOocTu TeueHus ['KJI, mpempo-
:kemHas Donadieu dJ. et al. (ta6u. 1) [4].

PesyabpTaTs! 1 X 00Cy:KIEHNE

MonocucremHast popma 3a00IeBaHUSI XapaKTePH-
3yeTcsl N30JIMPOBAHHBIM IIOPaKeHeM KocTell CKeJsiera
B BUJIe 0UaroB JeCTPYKIIUY KOCTHOM TKAHU JIUTUUEC-
KOTO XapakKTepa WJIW KOKU B BUAE CIeu(UUecKOoil
MamnyJe3HOU ChINIM HA TYJIOBUIIE U BOJIOCUCTOI YAaCTU

TOJIOBBI, UM MHOPaKkeHreM JuMMpaTUYeCKUX Y3JIOB,
TPOABIAIOIINMCS UX yBeauueHueM [3, 5].

B Harmem wmcciiejoBaHUY MOHOCUCTEeMHAasA (hopma
3abosieBaHus, OTMeuaBIascsa y 6 00JbHBIX, BO BCEX
caydyasx Oblja IIpeAcTaBJeHA IIOPasKeHHeM TOJbKO
KocTell ckejera. IIpuuem B 5 ciayuasx IopaskeHue
ObLI0 MOHO(OKAJIBHLIM, B OJHOM CJiyuyae — moJudo-
KaabHBIM. [Ipu paccMOTpeHUY CIydyaeB MOHO(DOKAIE-
HOTO ITOPaKeHU A KOCTell cKesieTa ObLIIO BBISIBJIEHO, UTO
y 4 manueHTOB oYar JeCTPYKIUYU ObLI JOKAJIN30BaH B
KOCTSAX Uepelia, a y OJHOTO HalueHTa — B OepeHHo
KocTu. B cayduae monndoKaJabHOTO IIOPAKeHUA KOCT-
HOM CHCTEMBI OUaru JeCTPYKIIUU ObLIN O0HAPYIKEeHBI
B KOCTAX Uepelia, Tasa U HIKHUX KOHEUHOCTE.

OmnyxosjeBuIHBbIe 00PA30BaHUA MATKUX TKaHEH B
TPOEKIINY 0UaroB AECTPYKIINU KOCTell CKejieTa ObLIN
o0HapysKeHBI Vv 4 nmerTell, B OZHOM CJIydyae OIyXoJe-
BUAHOe O00pa3oBaHMWE MATKUX TKaHEUW COUYeTaJOCh C
auxopankoii. Ilopakenue HUKHUX KOHEYHOCTEH co-
TIPOBOYKAAIOCH OOJIEBBIM CUHIAPOMOM yV 3 GOJIBHBIX U
HapyIIeHueM IBUTATEJbHON (QYHKIUU y 2 HMalmueH-
TOB. B 0lHOM ciiydyae Ipu IOPaKeHUU KOCTel OPOUTHI
HabJrogaca 9K30()TAIbM BCJIENCTBUE NHDMILTPAIINNT
TUCTUOLUTAMU PEeTPoOyIb0ApHON KJeTuaTKu. B ciay-
yae moau(POKAIBLHOTO IOPAKEHUs KOCTEH CKejaera
ouaru B KOCTSAX Uepera COUeTaJnCh C JeCTPYKTUBHBI-
MU U3MEHEHUAMHU B BeI[eCTBe I'0OJIOBHOI'0 MO3ra.

Jleuenure mamueHTOB 1-ii IPYIIIBI OCYIIECTBIISIOCH
cJenyIoIuM o0pa3oM. 2 IeTAM ¢ MOHO(OKAJIBHLIM Ba-
PUAHTOM TOpaKeHus ObLIa IPOBEIeHA Pe3eKIIUs IaTo-
JIOTUYECKOT0 ouara 0e3 mOCJIeAyIOIeil X MMUOTePaIIn.
4 nersaM JeueHre IPOBOAMIOCH 1o mpoTokoam IIXT. U3
HUX OJHOMY PEOEHKY ¢ MOHO(DOKAJIbHBIM MOPAKeHUeM
¥ APYTroMY ¢ HoJn(OKAJBHBIM ITOPaskeHreM ObLIO IIPO-
Beseno 6 xypcoB COP (cxema XxmMuoOTEepanuu, BKJIOYA-
[o111asA BBeJeHU IUKJI0(DochaHa, BUHKPUCTUHA U IIPeJ-
HU30JI0HA). 2 MallieHTaM ¢ MOHO(MDOKaJbHOI (hopMoit
IIXT npoogunack mo II mpoTokosly Me:KIyHapOTHOMN
rpynnsl 1o Jgeuenuto I'KJI (LCH II). Bo Bcex cayuaax
HaO/II0AJICA TTOJHBIN OTBET HA IMIPOBOAMMYIO TEPAIUIO,
TpabeKyIApU3aIsa 0YaroB JeCTPYKIIMY KOCTHOM TKaH!
Hacrymaja uyepes 12—36 mec (B cpenuem uepes 21 mec).
JIuis B ogHOM ciiyuae mOIU(OKATHLHOTO MOPaKEeHUA
uepes 24 MecAIa HaGJIOAeHUA COXPAHAICA SK30(DTAIHEM
IPU OTCYTCTBUU OYATOB JECTPYKIINY KOCTHOM TKAHM.

Myaprucucremuas ¢opma I'KJI xapakrepusyerca
TopaskeHmeM JBYyX u 00Jiee OPTaHOB U cucTeM. Brigess-
foT 3 BapuaHTa MyJabTucuctemMHoi dopmbl I'KJI [6—8].
MyapTucucremHuas popMa MOYKET IIPEACTABIATEL CO00
coueTaHNe MOPAKEHUS KOCTeH CKesIeTa, KOMKU U JIMM-
aruueckux ysaoB. Kpome TOro, BBIAENIAIOT TIPYIILY,
IpU KOTOPOM IIOMUMO BBIIIEYKA3aHHBIX IIOPaYKeHUIl B
MIaTOJIOTMYECKUI IIPOIECC BOBJIEKAIOTCA TaK HasbIBae-
MbI€ «OPraHbl PUCKa» — IIeYeHb, CeJIe3eHKa, KOCTHBII
mo3r u Jgerkue [8, 9]. Tperuit BapmanT MyJbTHCHUC-
TeMHOII (DOPMBI 3a00JI€BaHUS XapaKTepU3yeTcs coue-
TaHUEM ITOPAYKEHUs «OPraHOB PHUCKAa» C HAPYIIeHUEeM
ux Qyurmuii. [Ipu mopaskeHUU HeUYeHU BBISBJISETCS
HapyleHue ee 6eJIKOBOCUHTETUYECKOM (PYHKIIUY, TIPO-
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SABJAIONIEeC IIPeXKIe BCero TMIoIIipoTenHeMueii. Mu-
uabTpaua KOCTHOIO MO3ra TMCTUOMUTAMY SIBJISETCS
OPUYNHON AMCPYHKIIUU I'eMOII093a, IIPOABJISIONeiics
MOHO-, O1- UJIU IIAHIIUTOIIeHNell, a MopakKeHne JeTrKIuX
COIIPOBOXKJAETCA NbIXaTeJIbHOI HEOCTATOYHOCTRIO [5].

B mamem wucciaemoBaHuM MOPakeHUe «OPraHOB
pucKa» OBLIO BBIABJIEHO y Bcex 29 mamueHTOB 2-i
rpynnbel (MyJabTHCUCTEMHasA ¢opMa 3abojieBaHUsA).
Hapymenue QyHKIUN «OpraHoOB pucKa» HabJIoxa-
Jochk y 15 gereii, mpuuem 13 u3 HUX OBLIN JeTU MJIaJ-
re 2 jetT u 2 — pgetu crapiie 2 jget. OCHOBHBIMU IIPU-

YHMHAMU IIePBUYHOr0 o0OpallleHns K Bpauy y 00JbHBIX
2-1i TPYNIbI OBLIN JIUXOPAAKa, THTOKCUKAIIUS, IIOTe-
P4 B Bece, KoTopble Habaogaucs y 24 (83% ) mereii.
CaMbIM YacThIM BO 2-i TpyIIle HaIleHTOB OBLILIO
mopaskeHue KOCTel cKejera, KOTOpoe BCTPeUaIoch Y
27 (93% ) nanmenTtos. IIpuuem ouaru B KOCTAX yepera
OBLIV CAMBIM PACIIPOCTPAHEHHBIM IIPOSBICHUEM CKe-
JIETHBIX TOPaKeHuil 1 ObIIM BBHIABIEHBLI ¥ 19 mereii.
KiauuauuecKku gecTpyKIIUs BUCOUYHOI KOCTHU IPOABIIS-
Jlach PeIUAMBUPYIOIINM IT'HOMHBIM OTUTOM, KOTOPHI
BcTpevasica y 10 manueHTOB, OpaskeHne BepXHe u

Tabauua 1
BannsHasa cucrema ouneHkn aktusaoctu I'KJI*
ITapamerpsr KinHnyeckue nIposBIeHNs U HHCTPYMEHTAIbHBIE JaHHBIE Basiet
Kocru (a) Boab 1
OrcyTrcTBHE 60T 0
Kocrtu (b) CraBiieHUe APYTUX OpPraHoB (OpOUTa UJIU IT0O3BOHOK) 2
OTcyTcTBUE CoaBICHUI 0
JIuxopazaka (>38,5°C) Ila 1
Her 0
Jlerkue: mopdosoruyeckue ITaeBmMoTOpaKC 2
u3MeHeHUusd WHuTepcTuriuanbabie ndMeHeHUA pu peaTreHorpadum niau KT 1
OrcyTtcTBue pentreHosornyeckux u KT-usmenenuii 0
Jlerkue: QyHKIUOHATIbHEIE TIorpe6HOCTD B MCKYCCTBEHHOM BEHTUIANY JIETKUX WU CHUKEHUE
HoKasaTesun CIIIPOMETPUUECKUX MMOoKasareseit 6oee uem ua 50% 5
TIoTpe6HOCTh B KUCIOPOAOTEPAINY UJIU CHUIKEHNE CIINPOMETPUYECKUX
nokazareseir na 20—50% 2

Het npusuakoB auchyHKIINT, II1AH03a, HOpMAaJIbHble TOKa3aTen
HACBIIIEHNUA TKAHeH KHUCIOPOIOM

Kooka: pacnpoctpanenue
npoangepaTUBHON ChIIHN

25% MOBEPXHOCTH TeJjIa
5-25% moBepXHOCTH Teja
Mewnee 5% moBEepXHOCTH TeJja

OnyxoJieBUHbIE THPUILTPATEI
MATKUX TKaHen
(Brurouas ITHC)

MaxkcumaabHBIN fUaMETPD cM
MaxkcuMaabHBIA JuaMeTp 2—5 cMm
MaxcumanbHbIi guamerp 0—2 cm

JIumpaTuueckue y3abl Ha
(pasmep Gosee 2 cm) Her
ITeuens Huxe mynka
o nynka
He yBenuuena
Cenesenka Huxe nynka

o nynka
He yBenuuena

YpoBeHb TpaHCaMUHAS
B CBIBOPOTKE KPOBU

Bouee 10 pas oT HOpMBEI
Ot 3 1o 10 pas oT HOPMBI
Menee 3 pas oT HOpMBL

YpoBeHS Y-riryTaMuiaTpaHcde-
pasbl B CBIBOPOTKE KPOBU

Bouee 10 pas oT HOpMBEI
Ot 3 1o 10 pas oT HOPMBI
Menee 3 pas oT HOpMBL

Ansbymun

IlepenuBanusa mpemapaToB alb0yMUHa B TeUeHNE OCJIeHEeN Helenn

Bes nepenuBanuii, HO ypOoBeHb aJb0yMUHA CHIBOPOTKY KpoBu MeHee 30 r/u

VYpoBeHb anb0yMUHAa CBIBOPOTKY KpoBu 6oJiee 30 /11

Tpom6oIUTHI, TOTPEOHOCTH B
TpaHCPy3UAX TPOMOOKOHIIEHT-
paTa B TeueHUe MOCJIeTHEN
Hegean

Bosee uem 2 pasa

1 uau 2 rpancdysun

Mautoe urcsio TPOMOGOITUTOB, He TPeOyIoIllee 3aMeIeHU s
HopwmanbHoe yncsio TpoMGOIIUTOB

APUTPOIUTEI, TOTPEOHOCTH

B TPAHCPY3UAX dPUTPOIUTHOMN
MAaccChI B TeUeHNe IIOoCIeHen
Hemean

Bosee uem 2 pasa

1 i 2 tpancdhysun

Bes Tpancdysuii, remoraodbun<100 r/mx
HopMmanbHBIF ypoBEeHb reMOTJIO0MHA

O WHhR|IONMNWHAR|OHWIORNIOFRNIORNIOFRNOR|([ORND|O~RDN|O

* 1mo ma"HHBIM [4].
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HUKHeH 4eII0CTe COIIPOBOKIAI0Ch MH(PUIbTPAIIIEH
TUCTUOIUTAMY IeceH y 9 OOJbHBIX, IPUYEM Y OJHOTO
pebeHKa BCeCTBUE IMOPAKEHUA YeJIOCTHBIX KOCTeHn
HaOJII0[AJIOCh BBIIaJeHNe 3y00B. JK30()TaJIbM IIPU
mopaskeHUU KocTel opOouThl Haba0maaca y 2 TeTe.

Y 6 mereit mopaskeHHe KOCTeli uepera COIPOBOK-
JaJIoCh CHUHIPOMOM HecaxapHoro auabera, KOTOPBIH
SIBUJICS CJIEICTBUEM TUCTUOIUTAPHON MHDUILTPAIUN
runodusa. [IpruemM B OJHOM cJydyae CHUMIITOMBI Heca-
xapHoro fuabera, Takue KaK MOJUIUIICUA U TOJUYPUs,
opL1u mepBbiMu mposasaeHuaMu I'KJI. Crenyer Takike
OTMETHUTDh, UTO CHHAPOM HecaxapHOro auabera y Bcex
MaIMeHTOB COXPAHAJICA B TeUeHHe BCEero mepuoja Ha-
OJIIOeHUA JasKe TP OTCYTCTBUY OUATOB IIOPAKEHUA.

Y 9 6GoNbHBIX OYATHW AECTPYKIIUU KOCTHOM TKa-
HU JIOKAJIU30BAJINCH B TPYOUATHIX KOCTAX BEPXHUX
W HIKHUX KOHEUHOCTel, UTO COIIPOBOKIAJIOCH 6O-
JIEBBIM CUHAPOMOM; ¥ 8 — B KOCTAX Tazda ©y 5 — B
MMO3BOHOUHUKE. ¥ 2 JeTeil CIeJCTBUEM IOPaKeHUA
KOCTe# cTajii IaToJOTUUeCKue MepeJoMbl: y OJHOTO
pebeHKa — B I'PYHOM OTeJie T03BOHOUHUKA, YV APY-
roro — coYeTaHUe ABYX IePeIOMOB: IMO3BOHOUHUKA
u 6epeHHOH KocTu. B oqHOM ciiyuae ObLIO OTMEUEHO
UCKpPUBJIEHVE NO3BOHOUYHMKA (Ku(o3). OnmyxomeBus-
HbIe 00pa30BaHUA MATKUX TKaHell B IPOEKI[NYU OUYaroB
IeCTPYKIIMHU KOCTEeH cKeJieTa ObLIN OOHaApPYsKeHBI ¥ 6
MMaIrueHTOB.

ITopaskenue KoKu OLLIIO HA BTOPOM MeCTe IIO pac-
IIPOCTPAHEHHOCTH II0CJIe IIOPAKEeHUA KOCTel CKeJsiera
u ormevasioch y 23 (80% ) 6onbHBIX. BoBTeuenue B ma-
TOJIOTUYECKUII ImpoIiecc JUM@PaTUUECKUX Y3JI0B OBLIO
caMbIM peJKuM u Berpevasiocsk y 10 (34% ) mereii.

Cpenu ciiyuyaeB BOBJIEUEHUS «OPTaHOB PUCKa» HaU-
boJsiee UACTO OTMEUAJIOCH IIOPasKeHUe IeUYeHU, IIPOSB-
JasaBuieecs remaTomeranuei y 26 (90% ) nereii. Ilpu Y3U
(6bL10 TPOBEEeHO 12 meTsam) B 7 cyuasx ObLIN OTMeUYeHbI
(ubposHbIe U3MEHEHUA TKAHU MTeYeH! U B OJAHOM CJIY-
Yyae BBISIBJICH I'MIIO9XOTEHHBIN ouar. ¥ OJHOTO pebeHKa
TopaskeHue MeYeH! IIOATBEPIKAEHO T'MCTOJOTMUYECKUM
uccaemoBanueM. B 10 ciyuasx BoBIeUeHUS B IATOJIOTH-
YeCKUH IIPOIlecC MeueHW OBLIIYN BBLISBJIEHBI HAPYITEHU
(GyHKIUI opraua, IPOABIABINNUECA y 7 AeTell THUIIOIMPO-
TenHeMuel u y 3 — coueTaHUeM TUIIONPOTENHENMUN 1
KoaryJIoIlaTuU B BUie TUTIO(PUOPUHOTeHEMUN.

ITopaskeHue cee3eHKU B BUJe CIIJIEHOMETAJINH OT-
meuasiochb y 17 (59% ) mariueHTOB. YBesmueHne pasme-
poB opraua 061710 oATBep:kaAeHO npu Y3U y 8 mereii.
B ogzOM ciyuae mopaskeHme ceJe3eHKYU OBLIO TOKasa-
HO TUCTOJIOTUYECKUM HccefoBaHueM. B 2 ciayuasax
CILIEHOMET'aJIAS COIPOBOIKIAIACH IAHIIUTOIICHUEH.

ITopaskeHue KoCTHOro Mo3Ta BcTpedasioch y 10
(34% ) martmeuToB. Y 8 U3 HUX IIPU UCCIEJOBAHUU aC-
nmupaTa KOCTHOT'O MO3ra olpejesiocs cebimre 20%
npoaudepupyoIiinx THCTUOIUTOB. B 2 cayuasax Kpo-
Me IYHKITMOHHOI OMOIICuM (DAKT IIOPaKeH1sI KOCTHOTO
Mo3ra OBbLI JOKa3aH TaKsKe Ha OCHOBAHUU TPEIaHo0u-
OIICMU U UMMYHOTHUCTOXHUMUYECKOT'O0 HCCJIEIOBAHUSI.
V 7 nereit uHpUAbTPaAA KOCTHOTO MO3Ta TUCTUOIIH-
TaMU COIIPOBOKAANIACEH TAHITUTOIEHUEH.

Y 4 (14% ) 60abHBIX OBLIO BHIABICHO MOPaYKeHUe
JIETKUX, MOKA3aHHOEe IIPU IIPOBEIeHUU PEeHTTeHOorpa-
¢uu rpyaHoii KJIeTKu. ¥ 3 U3 HUX BOBJIEUEHNE B IIATO-
JIOTUYECKUU IIPOIEeCC JIETOUHONM TKAHU IIPOSBJIAIOCH
IBIXaTeJIbHOM HEIOCTATOUHOCTHIO.

Ilepuon HabmomeHus coctaBua 27 JeT, IO3TOMY
JleyeHne IallUeHTOB C MYJbTUCHUCTEMHOUN (opmMoii 3a-
0oJIeBaHUS OCYIIECTBJIAIOCH II0 PA3JIUYHBIM IIPOTOKO-
aam IIXT. Cnenyer ormeTuTbh, uto 10 1990 r. B CCCP
He CYIIeCTBOBAJIO IIPOTOKOJIOB, MPUMEHSIEeMBbIX CIIEII-
anpuo M geuenusa I'KJI, mostomy ¢ 1981 mo 1990 rr.
MIPUMEHSINCH CTAaHZAPTHBIE CXEMBbI JIeUeHN I OHKOTeMa-
ToJIOTMYeCKUX 3a0oneBanuii, Takue kax COP u COPP
(cxema, BKJIOUaloOmiad IUKJO(pochaH, BUHKPUCTUH,
IPeIHU30JI0H U IpoKapbasuu). Y Tosabpko mocie 1990 r.
CTaJlu WCIIOJIB30BATHCA MEXKIYHAPOAHBIE IIPOTOKOJIBI
IIXT, cnemuanbHo paspadboranusie aida ['KJIL. IIporokosa
DAL-HX-90 (cxema IIXT memernkoii paboueil rpymmsl
IO UBYUYEHUIO JelKo3a U JUMGOMBI JIA JeUeHUA T'HC-
TroruTosa X) mpumensaica ¢ 1990 mo 2004 rr. [9, 10].
IIpoToKOJIBI MeXKIYHAPOJHOU IPYHIIBI IO JeueHMo I'KJI
LCH-II u LCH-III ucmossi3oBaauch B 2001-2002 rr. u
2006—2007 rr. rozax coorBeTcTBeHHO [9, 10].

Cpenu 60abHBIX 2-11 rpynmnsl mo cxeme COP mpoBo-
nuiaoch jgeuenue 12 (41% ) mamuenTam, mpudueM KOJIU-
YecTBO KypcoB BapbupoBasio ot 1 1o 10. 7 (24% ) 60ab-
HBIM OBLIO ITpoBeaeHo oT 2 10 6 KypcoB COPP. Jleuenue
10 (35% ) meTeit MPOBOAMIIOCH COTJIACHO MEXKIYHAPOI-
HbIM IIpoToKoJaM Jeuernusd 'KJI, 5 us uux — mo mporo-
Koy DAL-HX-90, 2 — mo LCH-II u 3 — o LCH-III.

Pesynbrarh! JleueHUs OIEHUBAJIUA B COOTBETCTBUU
C PEKOMEHJAIuSAMU MeK,IYHAPOAHON IPYIIIEI 10 Jeue-
"Huio I'KJI[9], cormacHo KOTOPBIM BBIAEIAIOT COCTOAHUA
orcyrctBusa aktuBHocTH I'KJI (NAD) n Hanuumsa ax-
tusHOCTU I'KJI (AD). NAD nmeeTt MecTo B ciryuae, ecjiu
UCYe3aioT Bce KJIMHUUEeCKUe U J1abopaTOpPHbIe CUMIITO-
MBI 3a00JieBanus, a HoBble ouaru I'KJI He mosaBIIsOTCS.
Cocroanue AD oTMeuaeTcs B CiIydae COXpPaHEHUA CUMII-
TomoB I'KJI u/uiu noABIeHUA HOBBIX OUaroB.
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Tabauuya 2
PesyastaTsl meuenus I'KJI mpu nmopaskeHuM «OpraHoB pUCKa» ¢ HApylIeHneM uX (QpyHKIuit
PesysibTaTh! JeUueHUA, KOJIUYECTBO OOJIBHBIX
ITopakenus Bcero =
JIeTaJIbHBIN BBIINIABIINE U3-I10] HAOIIOAeHUA
«OpraHOB pUCKa» 0OJIbHBIX NAD AD
HCXO[I B cocTossHuu AD
ITeuenu 4 0 2 2 0
CucTeMbI TeMOII093a 3 2 0 1 0
Jlerkux 1 1 0 0 0
IleueHu u cuUCTEMBI
5 0 0 4 1
reMoIIos3a
Jlerkux u cuCTeMBbI
1 0 0 0 1
reMoII0as3a
Jlerkux u meueHu 1 0 0 1

ITonusrit orBet (cocTosure NAD) OB OTMeUeH y
16 (55% ) manuenTos (u3 Hux 7 moayuuau COP, 5 —
COPP, 2 — DAL-HX-90, ogua — LCH-II, ogur —
LCH-III). IIpome:xkyTounblii oTBeT (cocTtosaume AD)
ObL1 KoHCTaTupoBaH v 2 (7% ) mereii (B oboux ciry-
yaAx JiedeHVe IPOBOAMIIOCH 1o mpoTokosy LCH-IIT).
B 11 (38%) cayuasix oTBeT Ha TepPamuio OTCYTCTBO-
BaJi. [Ipuuem cyanba 4 mereii HemsdBecTHA (2 meTaAM
JedueHune mposogmiock mo cxeme COP u 2 — 1o cxe-
me COPP). 9tu geTu BHIOBLIU U3-TI0A HAOJIIOAEHUA B
cocroauauu AD. B 7 ciyuaax saboyieBaHUe 3aKOHUU-
JoCh JieTaJabHo. VI3 HUX 3 GOJBHBIX HMOJYUYUJIU KYP-
cel COP, 3 — meunaucek mo nmporoxosy DAL-HX-90
u oguH — 1o npotokosy LCH-II. JleTranbHbIi MCcX0M
HacTynuJ B cpefHeMm uepesd 11 mecsAmeB OoT MOMEH-
ra mavayga IIXT. O6mas BBIXKHBAEMOCTL B I'DYIIIIE
60abHBIX ¢ MyJabTucucremMuoir opmoit I'KJI cocra-
Buia 69% (puc. 1).
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IIpu amanmse ciaydyaeB IOJHOTO OTBETa Ha IIPO-
BOAUMYIO Tepamuio Oblila BbISIBJIE€HA OIpeaeseHHasd
TOCJIEJOBATEILHOCTD PETPECCUU OCHOBHBIX IIPOSBJIE-
HUM 3aboseBanuA. PasMepsl auM@aTUUeCKuX y3JI0B
YMeHbBITaJINCh B cpenHeM uepesd 3,5 mec (ot 1,5 mo 8
mec). IlonHOE mMCue3sHOBeHME CIEUPUUECKOl Imamy-
JIE3HOH CBIIIM MPOUCXOAUJO B cpenueM uepes 4,6 mec
(ot 2 mo 8 mec). CoxpalieHre pa3MepoB ITeUYeHN HACTY -
maJjio B cpegHeM uepes 16,5 mec (ot 2 mo 34 mec), a ce-
ne3eHKu — yepes 23 mec (ot 2 1o 36 mec). J[o mosrHOTO
BOCCTAHOBJIEHUS CTPYKTYPHI KOCTHON TKAHU IIPOXO-
nuio B cpegaem 29 mec (ot 5 1o 44 mec).

Amnanusupys 7 ciydaeB, Korga 3aboieBanue 3aK0OH-
YHJIOCH JIETAJIBHO, HECMOTPS Ha IIPOBOAUMYIO TEPAIIMIO
no pasauuyHbIM mporokosiam IIXT, GbLIO BBIABIIEHO,
uTo y 4 mereil HaOII0AAJIOCH COUETAHNE ITAHIIUTOIICHI
¥ rumonporeneMuu. B 2 caydasax ObLjia TOJIBKO THUIIO-
MIPOTENHEMUS U B OHOM — TOJIBKO ITAHITUTOIEHIS.

A IO+ + SOOI L oot sty + Sl

60 72 84 96 108 120 132 154 184 257 308

BpeMH OT HavaJjia Tepalnunuu, Heagejaun

Puc. 2. Onenka KINHUKO-1a00PaTOPHBIX IPUSHAKOB AaKTHBHOCTY T'MCTHOIINTO3a U3 KJIeTOK JlaHrepranca Ha (poHe IPOBOAY-
MOIi Tepanuy B 3aBUCUMOCTH OT UHUIIMAJIHLHOTO KoJimuecTBa 0aioB [4].
—o— 1-2 6asna (n=6), —— 3—6 6anm0B (n=10), —&— 7—10 6anmoB (n=3), —%— Gosee 10 6amos (n=10).
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Tabauuya 3
PesyasraTsl teuenuda I'KJI mpu mopaskeHNN «OpraHoB pucKa» 0e3 HapymeHusa ux pyHKIui
PesyabraThl JeueHUd, KOJIUYECTBO 0OJIBHBIX
ITopaskenus Bceero 6
«OPTAHOB PHCKA» GOTBHEIX NAD | AD |meramsmbrii nexon BBINABIINE N3-II0J HAOIIOAeHUA
B coctosaHuu AD

ITeuenu 12 12 0 0 0

KocTHOro moara 3 3 0 0 0

Jlerkux 1 1 0 0 0

Cese3eHKHN 5 5 0 0 0

IIpu paccmoTpenuu ciyuaeB, kKorga sdderT Ha
npoBopumyio IIXT orcyTcTBOBa, COXPAHAIOCH COCTO-
auue AD, Ho ucxon 3a601eBaHNs He U3BECTEH, HAOIIO-
JlaJIoCch CJIeAyIoINee: y OTHOro pebeHKa Oblia OTMeUeHa
MAHIIUTONEHNS, TUIOMIPOTENHEMUSA U TUIOPUOPUHO-
reHeMus, y APYroro — codYeTaHUe MAHIIUTOIIEHUU U
IBIXaTeJbHOM HeIOCTATOUHOCTH, B TPETheM CJydae
Pa3BUIACH TOJIBKO AbIXaTeJIbHAA HEIOCTATOUHOCTE U B
YeTBEPTOM — AbIXaTeJbHas HeJOCTATOUHOCTb COUeTa-
Jach ¢ runouporenHemueii. To ecTh BoBleueHUe B IIa-
TOJIOTUYECKUH IIPOIeCC «OPTaHOB PUCKA» B 9TUX CJY-
YasiX COIMMPOBOKIAIOCH HAPYIIIeHEM X (PYHKITHIMA.

VY 2 mereii, KOTOpPbIe HAXOAUJINCH B cocToAHUN AD
IocJjie MPOBeIeHHOr0 JeUeHN s Ha MOMEHT OKOHYAHUS
HCCJIeIOBaHUs, HAOIIOIAIOCh COUeTaAHNE TIOPAKEHUST
IeYeHr C TUIIOIpOoTemHeMuell u runo@uOprHOreHe-
mueii (Tabu. 2).

B cayuasix, Korga ormMedasioch IOpPasKeHue «Oop-
raHOB PUCKa» 0e3 HapyleHus ux GYHKIUI, TO eCTh
y 3 GOJIBHBIX ¢ WH(MpUIbTPaAIUEe# KOCTHOTO Mo3Ta 6e3
MMaHIIUTOIIEHUN, D HeTeil ¢ ImopaskeHueM CeJIe3eHKH,
12 — c mopakeHueM neyeHu 6e3 TUIIOIIPOTEeNHEMUN U
OOUH — C MHQUIbTPAIlHEH B JerKnxX, He COIPOBOXK-
[IaBIllelica AbIXaTeJbHO HeIOCTaTOYHOCTHIO, HAOJIIO-
IaJjics moJiHblil orBeT Ha mpoBoaumyto IIXT, o koHma
HaOIIOAeHN coXpaHaaochk cocToarare NAD (Tabi. 3).

CoriacHo O0aJIJILHOI CHCTEME OIleHKU aKTUBHOCTHU
reuenusd ['KJI (mo Donadieu J et al. [4]), rpynna 60Jb-
HBIX, B KOTOPOM OTMedYaJics IOJHBIN OTBET Ha IPOBO-
pumyio IIXT, nmepen HauajaoM JieueHUS XapaKTepu-
30BaJIach aKTUBHOCTHIO OT 1 10 6 6asioB (B cpeqHEM
3,5 6asna), uepes 6 Hee b OT HAUAJa TePATUU KOJIH-
yecTBO 0AJJIOB B 9TOM rpymme coctaBuyio ot 0 10 2 (B
cpenuem 0,8 6asia). B rpynme mamueHToOB, Y KOTOPBIX

HaO0J 0aJICa TPOMEXKYTOUHBIN OTBET, AaKTUBHOCTD 3a-
0oJsieBaHUA Tepel HAUaJOM Tepalnuu cocTaBuia oT 12
mo 18 6annos (B cpenuem 15 6anioB), mocie 6 Heme b
Tepanuu — 6 6aa0B. B cayuasax seraabHOTO MCXOIa
KoJyinuecTBO 0OasioB akTuBHOCTU I'KJI B mHUIIMATL-
"HOM cTaTyce 66110 oT 10 10 19 (B cpexuem 16,6 6asa),
mocJe 6 HefeJib Tepanuu aKTUBHOCTH 3a00JIeBAHUS CO-
craBuia ot 10 go 19 6annos (B cpenuem 15,3 6asma).
ITammeHTHI ¢ OTCYTCTBUEM OTBETa Ha IPOBOAUMYIO
Tepanuio U BHITIABIINE U3 AAJbHENIIero Ha0JIolIeH A
XapaKTepu30BaJuCh aKTUBHOCTHIO OT 8 1o 16 GasoB
(Bcpenaem 12,2 6asiia) mepe HaYaJIoOM JedueHU s 3a60-
JeBaHUA U oT 8 10 16 6asioB (B cpemuem 12,8 Gasia)
yepes 6 Hemeab Tepanuu (Tadi. 4).

Bce 6osabHBIE ¢ MyabTucucTeMuOn Gopmoit I'KJI
OBLIN pacIpejesieHbl Ha 4 TPYIIILI B 3aBUCUMOCTU OT
yucsa 0aJJI0B TP MHUIINAJIBHON olleHKe. 1—2 GaJria
o HayaJia JeueHus ObLmo y 6 mereii, 3—6 6ayioB — y
10, 7-10 6amnoB — y 3 u 6osee 10 6amoB — y 10 ue-
goBek. Ha puc. 2 mokasaHa JUHaMUKa IIOKasaTess
aKTUBHOCTH MyJabTHcucTeMHON (Qopmbl 'KJI, ore-
HEHHOTo B 0ajjlax B CpeIHEeM II0 MCCJIeIyeMOIl TPyII-
me GOJBHBIX IIPU eKeHeAeJbHOU OIleHKe B IIpollecce
JIeueHUs U TocJenyomiero Habaoaenusa. Ha rpaduke
BUJIHO, UTO y JAeTel, COCTOSHNEe KOTOPBIX OO0 Havaja
JIeUeHUA XapaKTepr30BaJI0Ch HEBBICOKUM 6aJioM (0T
1 1o 6), y:ke K 6-if Hemesie Tepaluy OTMeUAaach CTOI-
Kas MOoJIOMKUTEeNIbHAA IuHaMuKa. [Ipu olleHKe aKTuB-
"octu I'KJI cpegHee uncso 6ajjioB He IPEBHIMIATO 2.
B T0 :Ke BpeMsa B rpymie 60JbHBIX, XapaKTepHU30BaB-
IMUXCSA UHUITHUAJIBHO 60Jiee BLICOKUM 0aJIjioM (CBBIIIIE
7), y 4acTu TmaIlUeHTOB OTMedaJsica 0ojee MO3THUN (K
84-i1 Hete1€) OTBET HA Tepanuio, y APYTUX — OTCYTCT-
BUe OTBeTa U mporpeccusd 3abogeBanusd (puc. 2).

Tabauuya 4

PesyabraTts neuenus 'KJI B 3aBucumoctu ot 6anna aktusHoct I'KJI
TPU MHUITHAJIBHOM o1ieHKe [4]

Cpenuunii 6aj npu KomanuecTBo Cpenuuii 6ajJI Ipu OlleHKe Ha
WHUIIAAJLHON oleHKe (pasdpoc) GOTBHBIX 6-i1 Heese eueHus (pasdpoc) PesynsTaTs! M€TeHAA
3,5 (1-6) 16 0,8 (0-2) NAD
15 (12-18) 2 6 (6-6) AD
Brinasiue us-mo
12,2(8-16) 4 12,8 (8-16) HaOJIIOLAeHUA B COCTOHH':II/I AD
16,6 (10-19) 7 15,3 (10-19) JleTaabHBIN NCXOT
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Bpema ot Hayasna Tepanuu, Hexeau

Puc. 3. Onenka KINHNKO-1a00paTOPHBIX IPU3HAKOB aKTUBHOCTY I'MCTHOIINTO3a U3 KJIeTOK Jlanrepranca Ha ¢)oHe IIPOBOAM-
MO# Tepanuy B 3aBUCHMOCTH OT 0aJjljia IIpU OIleHKe Ha 6-i1 Hemese Tepanuu [4].
—%— 0—2 6asia (n=15), - 3—6 6anoB (n=10), —A&—7-10 6an10B (n=3), —%—060see 10 6asr10B (N=8).

s Toro 4TOOBI ONPENEeTUTh PA3JNUNA B T'PYIIIe
0OJIBHBIX C BRICOKHM 0aJIJIOM IIPU MHUINAJIbHON OIeH-
Ke, OBLIO pellleHO mpoBecTu aHanus akTuHocTH I'KJI
Ha 6-i1 HegmeJie oT Hauasa jJeuenus. OTBer Ha 6-11 Hefe-
Jie Tepanuu SBJISETCA BaKHEHIITNM IPOrHOCTUYECKUM
IoKasaTejieM 110 JaHHBIM MeXXIYHAPOAHON I'PYIIIEI 110
aeuennto 'KJI[9]. Bece cayuan mysnbTrcucTeMHOM hOP-
mbl 'KJI Obliu erme pas pacmnpefeeHbl Ha I'PYIObI B
3aBHCUMOCTH OT 0aJijia aKTUBHOCTH Ha 6 HeaeJie OT Ha-
yaja jeueHus. 0—2 GamraMu xapakTepusoBajuch 15
mereii, 3—6 Ooammamu — 3, 7—10 bammamu — 3, GoJiee
10 6amtoB 661710 ¥ 8 mereii (puc. 3). Ha puc. 3 BugHO,
yT0 GOJILHEBIE ¢ 6asoM OoJiee 7 Ha 6-if HeJesle Tepanuu
WHUIUAJIBHO TaKiKe XapaKTepu30BaJIUCh BBICOKUM
b6assioM, a B JajJbHEHIIeM y 3TUX JeTel oTMedasach
mporpeccus 3a6oseBanud. B To jKe BpeMA Y OOJIBHBIX C
oastom MeHee 7 Ha 6-11 Hefesle JIeUeHU A B JaJlbHEHIIeM
oTMeYaJiach MOJOXKUTEeJIbHAsA AUHAMUKA, CHUKEHUE
axktuBHOCcTHU ['JIK. IIpruem y manmeHTOB, XapaKTepu-
30BaBIIUXCcA 6aslIoM MeHee 7, Ha 6-if Hemese Tepanuu,
HO MHUIIMAJBbHO ¢ baJiitoM OoJiee 7, oTmMeuascs 0oJiee
TIO3JHUY OTBET Ha JeueHue (1ocie 72-i Hemenn).

Ilpu cpaBHUTENbHOI OIleHKE BBIXKUBAEMOCTU B
rpynmnax OOJIbHBIX, ¥ KOTOPBIX MHHUIIMAJIBHO AKTHUB-
"HocTb I'KJI Gn11a oT O Mo 6 m Gosiee 7 GaJLIoB, OBLIN
O0HAPYIKEeHbl CTATUCTUYECKU S3HAUYUMBIE Pa3JIUUUS
(p=0,00042, Log-Rank Test) (puc. 4).

J s TOro 4TO0BI UBYUYUTH BINAHUE IPUMEHIEMOT
cxembl IIXT ma pesynbTaThl JieueHUsI, BCe OOJIbLHBIE
ObLIV pasfesieHbl Ha I'PYIIbl B 3aBUCUMOCTU OT KC-
noJsib3oBaHHOTrOo Tpotokosia IIXT. Ha puc. 5 mokasaHa
INHAMHUKA II0KasaTejsd aKTUBHOCTU MYJIbTUCUCTEM-
HoM (popmel I'KJI B Ganmax B cpemHeM IIO HCCIIEIye-

MoOil rpyimne OOJBHBIX IPU €:KeHeJelIbHOI OIleHKe B
mpoiiecce JIeUeHUA U IIoCIeyoIinero Haoaoneausd. He
OBLJIO OTMEUEHO PAa3JIUUYNil BO BpeMeHU HACTYILJIeHUS
U OJUTEeILHOCTH KJIWHHWYEeCKoro sddexra (puc. H).
OmHaKoO cjenyeT OTMETUTb, UTO TPYINIBI OOJBbHBIX
OBLJIY CIUIIKOM MaJIOUNCJIEHHBI IJI KOPPEeKTHOM cTa-
TUCTUYECKOMH OIeHKU. B CBA3M C MAJIbIM KOJIUYECTBOM
MaIMeHTOB He TPOBOUJIOCH BhIeIeHre O0JIbHBIX Pas-
JIMYHBIX PPYII PUCKA BHYTPU KaKA0TO IIPOTOKOJIA.
Taxkum 006pa3oM, aHAJIU3 MOJYYEHHBIX JaHHBIX II0-
KasbiBaeT, uTo mnmporuo3 I'KJI riaBHBIM 00pas3oM oImpe-
JeJIsieTcAa aKTUBHOCTHIO IIATOJIOTUUECKOTO IIPOIecca U B
MeHBIIIEH CTeIleHN BIOOPOM IPOTOKOJIA JeueHud. [Ipu-
3HakKaMmu HeOjarompuAaTHoro mporuoza I'KJI y mereit
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Puc. 4. AHanus BEIXKUBAEMOCTH JeTell ¢ MyJIbTUCUCTEMHOM
dopwmoii I'KJI B 3aBUCHUMOCTY OT MHUIIUATIBHOTO KOJIUYECTBA
6asioB (Log-Rank Test, p=0,00042).

—— OOJIbHBIE C WHUIUAJBHBIM Oajom Oosee 7 (n=13):
JKUBHI 5 60JIBHBIX, Bbl2KBaemocThb 0,46+ 0,1); — GosIbHEBIE
¢ nHUnuaJbHEIM 6asiom 0—6 (n=16): :xuBwl 16 GOJBHBIX,
BBKUBaeMocTh 1,0); @ ymepuu, [0 BEIOBLIN U3-II0J HAOJIIO-
IeHus.
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Cpenuuii 6aji B rpymne 00JbHBIX IPU OIlEHKE
B OJTHO U TO JKe BpeMs OT HauaJja Tepamuu

2 4 6 8 10 12 24 36 48
Bpewms oT Hauana Tepanuu, HeJean

60 72 84 96 108 120 132 154 184 257 308

Puc. 5. Onenka KINHUKO-I1a00paTOPHBIX IPU3HAKOB AKTUBHOCTH I'MCTHUOIMTO3a 13 KIeToK JIanrepranca Ha ()OHE IIPOBOLY-
MO Tepannu B 3aBUCUMOCTHU OT IPUMEHSABIIIETOCA IIPOTOKOJIA ToJuXuMuoTepanuu [4].
—%— COP (n=6), -— COPP (n=7), —&— DAL-HX-90 (n=5), = LCH-II (n=2), —&— LCH-II IIT (n=3).

SIBJIAIOTCS TOPAKEHUA «OPTaHOB PUCKAa» C HAPYIIEHU-
eM UX (DYHKIIMHA: TUIIONIPOTEMHEMUA BCJIEACTBUE IOpa-
JKeHUs TeYeHU, MAHIUTOIEHUS MPU TUCTUOIUTAPHON
UHOQUIBTPAIIMY KOCTHOTO MO3Ta, MOpasKeHue JEeTKUX,
COITPOBOKIAIOIIEECS bIXaTeJIbHOI HeJOCTATOUHOCTDIO.

BriBoasr

1. Myabtucucremuas gopma I'KJI mo cpaBHeHMIO
C MOHOCHCTEMHOM OTJMYaeTCs pPasHooOpasueM KJIH-
HUYECKUX MPOABJIEHUN U 0ojiee TAMKEIBbIM TeUYeHUeM
3aboseBaHUs, npuueM 83% MaIUEHTOB C MYJIbTHUCHC-
TeMHOIi hopMoit 3a6ojieBaHUA — AT MJafIe 2 JeT.

2. IIpu npoeegenuu IIXT y Bcex mereili ¢ MOHO-
cucrtemuo# ¢opmoit 'KJI ormeuasicss MOJHBIN OTBET

Ha Tepamunio, TOrJa KaK y JeTell ¢ MyJbTUCUCTEMHOMI
(OpPMOI1 IIOJIHEIN OTBET OBLI OTMEUeH JINIIL Y 55% 1a-
IMEHTOB, a B 24% ciayuaes 3a00ieBaHne 3aKOHUNIOCH
JeTanbHo, u3 Hux 21% — meru muaniie 2 jer.

3. IIporuos 3abojieBaHUs OMIPEIEISIeTCS, IPeKIe
BCEro MepBUYHBLIM IIOPaKEeHNeM «OPraHOB PHUCKa» (B
0CO0EHHOCTH KOCTHOT'O MO3Ta, IIeYeHN U JIETKUX) C Ha-
pylieHueM uxX QyHKIUIA.

4. BannbHasa cucrema axkTuBHOCcTU TeueHus ['KJI
mo Donadieu J. et al. mosBossieT onpenesaAThb IPOrHO3
myabTucucTeMHOM (Gopmbl 'KJI mpu wmHUIMAIBLHON
OIlEeHKEe, UTO MOXKHO MCII0JIb30BaTh AJIs1 (DOPMUPOBAHUA
TepameBTUUYECKUX rpynn pucka. Oupeaenenue 6aiia mo
9TOM cHUcTeMe B IIpollecce JeUeHUs MO03BOJISIET CTaHaap-
THU3UPOBATH OIIEHKY 9()(eKTa OT IPOBOIUMOM TepaInmu.
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