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ITEPBUYHBIN TEMO®ATOLIUTAPHBIN AUM®OTUCTUOLINTO3
Y MAABYUKA 2 MECALIEB

Kadeapa nepnarpun M>KeBCKOU rocypAapCTBEHHONM MEAUIIMHCKOM aKapAeMUH,
PecnybAmKaHCKas AeTCKasi KAMHHUecKas 6oAbHUIIA M3 YaMypTcKoil Pecrrybauky, T. VI>keBck, PO

I'mcTromuUTO3EI [ETCKOTO BO3pacTa — peaKas U PasHo-
obpasHas rpymnmna 3a00oJieBaHui, B OCHOBE KOTOPBIX JIeXKaT
nposudepanud U aKKYMYyJIANusa MakpodharoB U TUCTUOILIN-
TOB B PA3JIMYHBIX OpraHax u TKaHAX. COrylacHO COBpEMEH-
HO¥ Kiaccuduranuu (1997), rucTromuTo3sl pasneaaoTcs
Ha 3 O0JIbIIINE TPYIIIBI: THCTUOIIUTOS3GI U3 JeHIPUTUYECKUX
KJIETOK, B YACTHOCTH, 13 KJETOK JlaHrepraHnca; rumcTuomu-
TO3bI W3 MaKpodarajabHBIX KJETOK (reModaromuTapHbie
CUHAPOMBI) U 3JI0KAYECTBEHHBIE TUCTUOINTO3bI. Cpeu ruc-
THUOIUTO30B M3 MaKpo(darajbHBIX KJIETOK BBIAEJISIOT IIep-
BUYHBIN remodaronurapubiii sumboructuonuros (IITJIT)
¥ BTOPUUYHBIE reMo(aroiuTapHble CUHAPOMBI, aCCOIMUPO-
BaHHBIE ¢ MHGEKIUAME ([[UTOMErajus, JUCTePUO3, OIIIII-
TeliH—Bapp), onyxoasamu (OCTPHIH JefiK03, TUMOMA, OIIYXO-
JIY 13 SMOPUOHAJIBHBIX KJIETOK) U JP.

Hapsaay c¢ ructuommrosom u3 KJeTokK Jlanrepranca
aKTyaJbHBIM [AJIS IeIUATPUUYECKON MPAKTUKU SBJIAETCS
IITJIT', xoTopslii BrepBbie ObLI omucan B 1952 r. y AByX
cu0COB 1 Ha3BaH «CeMEeMHBIM reMo(arouTapHbIM PETUKY-
ne3oM». B 1983 r. G.E. Janka Ha ocHoBanuu ananmusa 121
cayJas MPeIJIoKIIa N3MEHUTh HadBaHue JaHHOTO 3aboJie-
BaHUS Ha CEeMeNHBIN reModaromuTapHBIH JUM(POTHUCTHIO-
IIUTO3.

IITJIT BcTpeyaeTcs B pa3JIMYHBIX 9THUUYECKUX IPyIIax
U PacIpPOCTPaHEeH II0 BceMy MUpPY. 3a60J1€eBaeMOCTh COCTaB-
astet 1,2 cayuaa za 1000000 geteit no 15 et unu 1 cayuait
Ha 50000 HOBOpPOXKAEeHHBIX. ¥ 56—80% mereit 3abosieBanme
pasBuBaeTcsa Ha 1-mM roxy sKusHH. BospacT 3a00JeBIINX
cubcoB yacto coBuagaer. Tum nacaegosanus [ITJIT — ayTo-
COMHO-peIecCuBHBIH [1].

V 20-40% mnamueHTOB ¢ JaHHBIM 3a00JIeBAHNEM HMe-
ercda nedekT rena nepdopuna. Ilepdopun — 6eJiok, comep-
JKaIuiica B IPAHyJIaX €CTECTBEHHBIX KUJIJIEPOB U IIUTOTOK-
cuuecKux T-n1umdonuToB, aBiasgeTca oqgHUM u3 9hGHeKTOPOB
KJIETOUHOM IUTOTOKCUYHOCTH . BeiecTBre HAPYIITEHU S UIIT
OTCYTCTBUSA (PYHKIIUHU IIUTOTOKCUUYECKUX KJIETOK He IIPOMUC-
XOAUT TOJHOTO yIaJIeHUA KJIETOK-MUuIlleHeil (Hampumep,
HGUITNPOBAHHBIE BUPYCOM KJIETKH), UTO, B CBOIO OUepelb,
MPUBOAUT K MEPCUCTUPYIOIIeN aKTUBAIIMM AHTHUTEH-IIpe-
3eHTUDPYIOIUX KJIETOK (MakKpodaroB) M 3aMbIKaeT IOPOU-
HBIHM KPYT aKTUBAIIAU ITUTOTOKCHUUYECKUX T-1uMbOIUTOB 1
NK-kiaerok. HekorTposupyemas aktuBanusa T-aum@oru-

TOB IPUBOAUT K ruiepnponykiuu psaga nutokuaos (IFN,
IL2, IL12, TNF0) u ommocpefoBaHHO K aKTUBAI[MU MOHOIIU-
TOB/MaKpo(daros u NPOLYKINYU IPOBOCIATUTEIHHBIX IIUTO-
kuuoB IL10, IL6, TNFa. JIumdoructuonurapHas nHOUIb-
Tparusa OPraHOB U CUCTEMHBIHN 3((HEeKT runepruTOKNHEMUN
BEJYT K IIOBPEIKJEHUIO OPTaHOB U XapPaKTEePHBIM KJIMHUUEC-
KHUM IPOSABJIECHUAM remModaronurapHoro cuaapoma [2].

Huarsocruxa IIT'JIT ciosxHa B CBA3K C OTCYTCTBUEM CIIE-
MuPUUECKUX KJINHUUECKUX U JaOOPATOPHBIX CHUMIITOMOB.
B 1991 r. MexxayHapoHOe OOIIIECTBO IO U3YUEHUIO I'MCTH-
OIIUTAPHBIX 3a00JIeBaHUN NPEAJOKUIO0 AUATHOCTHUUYECKUE
kpurepuu III'JIT'. Corsmacao um guaruosd IITJII' cumraercs
YCTAaHOBJIEHHBIM, €CJIU BHITIOJIHAETCS 5 KpUTepues us 8: au-
XO0pajKa, CILJIEHOMEeTaJnus, IINTOMeHU (C IopaskeHneM ABYX
13 TPeX POCTKOB mepudepudyecKoil KpoBHU), TUIEPTPUTIU-
nepugeMusa (Tpuraunepuns 6osee 3,0 MMOJIB/JT) U/UIHU TH-
nopubpunorenemus (Gubpunores mexee 1,5 /i), HU3KaA
akTuBHOCTH NK-KieToK, heppurun 6omee 500 mMKr/ma, pac-
tBopuMbiiit CD25 (IL2-petnenTop) 6oaee 2400 Ex/ma, remo-
(daronuTo3 B KOCTHOM MO3Te, cejie3eHKe mau JuMbaruyiec-
KHX y3JlaX IPU OTCYTCTBUU IPU3HAKOB 3JI0KAUECTBEHHOTO
mporecca [2].

Bes neuenus sabosieBanue sBiasgerca paraababiM. Cpes-
HAA TPOJOJIKUTENHHOCTD JKU3HU OT MOMEHTA IMOABJIEHUS
TIEePBBIX IPUBHAKOB 00JIE3HU COCTABJIAET IPpUMepHO 6—8 He-
nenb. B Hacrosamiee Bpema craggaprom tepanuu [ITVJIT as-
aserca nporokos «HLH-2004», BKJIIOUYAOIUI 5TOMO3UT,
IeKcaMeTasoH, ITUKJIOCIIOPUH A M 3HIOJIOMOAJIbHOE BBe-
IeHre MeTOTpeKcaTa C IOoCJaeayIoleil 00a3aTeIbHOI aJljo-
TeHHOH TpaHCIJIaHTaI[Mell KOCTHOTO MO3Ta OT POJACTBEHHOTO
COBMECTHUMOTI0 UJIH aJIbTEPHATUBHOTO TOHOpPa. BepoATHOCTH
5-JeTHeH BBI)KMBAEMOCTH [IeTeH, IOJYUYUBIINX XUMUO- U
MMMYHOCYIIPECCUBHYIO Tepamnuio, cocrasisier 10,1% , mpu
IPOBEIEHNY TPAHCILIAHTAIIMYA KOCTHOTO Mosra — 66%
[1, 2].

IIpuBoguM KIMHMUYECKOe HabJoqeHne pebeHKa ¢ Iep-
BUYHBIM CEMEMHBIM reMo(aronuTapubiM JUMQGOTUCTAOIA-
TO30M.

Peb6enok K., 1 mec 24 gua (gara poxkgerus 12.01.07),
3a6oses 07.03.07 ocTpo ¢ IOBBIMIEHUA TeMIIEPATYPhI TeJa
10 37,8° C u moaBiennuda Kamud. Yepes 2 1HA MaIbUUK I'OC-
MUTATU3UPOBAH B MHMDEKITMOHHOE OTAeieHne 4-i meTCKoii
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6onpHUIEI T. MokeBcka. Ha cienyromuit neHb nepeBefieH B
peaHUMAIINOHHOE OTeJIEHNE B CBSI3H C TSIYKeIbIM COCTOSTHU-
eM, 00yCJIOBJIEHHBIM NHTOKCUKAIMOHHBIM, aHEMUUYECKUM,
reMopparuuecKuM U relaToJneHaJTbHBIM CUHApOMOM. [1pu
IOIIOJHUTEJbHOM oOcienoBaHuu y pebeHKa ycTaHOBJIeHAa
TsyKesaasd TUI0OXPOMHAA aHeMUs, TPOMOOIUTOMEHUST, JTUM-
doruTo3, runoGuOGPUHOTeHEMUS ¥ IMIOBBIIIIEHNE YPOBHS
aMuHOTpaHcaMuHa3. B mepudepuueckoii KpoBu o0HapyIKe-
HBI eIUHUYHBIE 0JIaCTHBIE KJIETKU U PeOeHOK ObLII ITepeBeieH
B reMaToJioTuuecKoe oTaeseHne Pecrry0InKaHCKOM EeTCKOTT
KJIMHNYECKOoM 6ospHuIsr 12.03.07.

Anavues )xusHu: MaabuuK oT 111 6epemenHOCTH, TIPOTE-
Kasireir Ha oHe rematura C, BTOPUYHO CMOPII[EHHOM M0Y-
KU, YI'PO3bI IpepPhIBaHUA OepeMeHHOCTH B 33 HeJll, 6aKTepu-
aJIbHOT'O BarnHo3a B 35 HeJl, IPesKJIaMIICU U JIETKOM CTeIIeH! .
Popwr 11, B cpoke 38 Hex myTeM ommepamnu KecapeBo ceueHue.
Onenka 1o mkaJse Anrap 8—9 6ammos. Macca Tena 2590 r,
nnuHa 47 cM. I3 poguaIbHOTO JOMAa BHIIMCAH HA 8- CYTKU
C IMarHO30M: KOHBIOTAIIMOHHAA JKEJITyXa; IepedpasibHas
umemusd I crenenu; 3BYP, runorpoduueckuii Bapuanr, 11
CTelleHn; moJimnuTeMuyecKkuii cuaapom. Ha ecrecTBeHHOM
BCKapMJIMBAaHUM PeOeHOK HAaXOAWMJICA IO MecdAla. B macce
3a mepBble 2 Mecana kusHu npubasua 2400 r. [Ipopunak-
TUYeCKUe IPUBUBKU caeaHkbl 1o Bodpacty (BIJK, V1 u V2
mpoTuB rematuTa). cxon npeapiayimux 6epemMenHocreii: I B
1995 r. — BeikugeI, I 8 2001 r. — poasbl, feBOUKa ymMmepsa
B Bospacre 2 mec 23 cyT, IpuueM BOo3pacT Haudaja 3aboJie-
BaHUA U KJIMHUYECKAS KapTUHA CXOMHBI C HACTOSAIIUM pe-
6enkoMm. ITaTosoroaHaToMuyecKUil AUATHO3: BPOKAEHHASA
reHepaan3oBaHHASA CMelllaHHad NHPeKIus (I{UTOMeraJloBuU-
pycHas B COUETAHUY C XJaAMUIUNHON?), TeIIaTUT, MEKYTOU-
HBIH HE(DPUT, MUOKAPINUT, MHTEPCTUINATbHAS THEBMOHUS,
CILJIEHOMEeT AU,

IIpu mocTymieHun oOIee COCTOSAHME MaabuMKa TH-
'xesoe. Temmeparypa Tesa Ha (GedpuabHBIX Iudpax. [Ipn
ocMmoTpe croHeT. Pu3uUecKoe pasBUTHE HUMKE CPEIHEro,
nucrapmounuyHoe. Koxka OenHast, eqUHUYHBIE ITIETeXUN 10
BCEMY TeJy, B MeCTaX MHBEKIUH dKXUMO3bI, HA BEPXHUX
BeKax 0o00MX IJia3 reMaHrMoMbI. SI3BIK 00JI0JKEeH HaJIeTOM
6eJsioro 1BeTa. PUrHIHOCTD 3aTHIIOUHBIX MBI, MaJjompo-
IYKTUBHBIN Kallleab. [[bIXaHUe JKeCTKOe, XPUIIBI CYyXUe U
BJIAJKHBIE HAJ BCEeH ITOBEPXHOCTHIO JIETKUX. I'PaHUIIBI OT-
HOCUTEJbHOU TYIIOCTU CepAIla B IIpe/esax BO3PaCTHON HOP-
Mbl. TOHBI pUTMUYHBIE, TPUTJIYIIEHBI, TAXUKAPAUI, QYHK-
IMUOHAJNBHBINA CHUCTOJIWYECKUI IIyM. ¢HUBOT yBeJIudyeH B
pasMepax 3a CUeT IapeHXUMaTO3HBbIX OPTraHOB, HAIIPSIKEH.
ITeuens BhICTyIaeT M3-IO IPaBOil pebepHoiil Ayru Ha 5 CM,
IIJIOTHOM KOHCUCTEHI[UU, IIOBEePXHOCTD I1agKasa. CeleseHKa
+ 3 ¢M, IJIOTHOI KOHCUCTEHI[UN.

IIpu ponmonuuTenbHOM obcienoBanuu (13.03.07) y pe-
OeHKa BBHISABJIEHBI maHmuToneHusa (eidkomursr 1,1+10°/ 1,
spurporuTsl 2,4 +10'2/1, remoraobun 70 r/m, TpomOOLu-
o1 1,0 < 10°/21), caBur GopMyJIbl BJIEBO A0 IPOMUEJIOIUTOB,
perukynosugorenunonuTbl (16%), MHOro paspylIeHHBIX
KJIeTOK; rumnonporenHemus (obmiuit 6emox 40,1 r/ma), ru-
neprpancamuuazemus (AJIT 143,9 En/n, ACT 116 Exn/n),
runopubpunorenemus (pudbpunoren 0,97 r/n), runeprpu-
runepugemMusa (Tpurauuepunsl 3,66 MMoJb/J1), THUIEP-
deppurunemus (bepputus 2484 ur/mi). [[id uCKII0OUeHU S

OCTPOro JieliKo3a IIPOBeleHa KOCTHO-MO3TrOBas NYyHKIIUA.
B Mmuenorpamme kKoJsimuecTBO OJIaCTHBIX KJIETOK B HOpPMe,
co3peBaHMe KJETOK 0eJioro psjga He HapyIlIeHO, OTMeYaer-
cAd CysKeHUe KPacHOr'0 POCTKAa, MerakapuOIUThI eJUuHUY-
HbIEe, BCTPEYAIOTCA KJIETKY C IPU3HAKaMU reModaromurosa
(c 3arJIOUeHHBIMHY SPUTPOIIUTAMU). JIIoMOaabHAA TYHKIIUA:
JIUKBOD MYTHBIN, YACTHIMU KaIlIAMU, HeHATpohuasr 38/3,
aumoriutst 14/3. Ilo faHHBIM PEHTTEHOTPAMMBI TPYAHOM
KJeTKHU B mpamoit nmpoeknuu (13.03.07) guaraHocTupoBaHa
JIBYCTOPOHHAA WHTEPCTUINATbHASA THEBMOHNUA, KapAUoIa-
Tusa. Y3U opraHoB GPIOIITHO TOJIOCTH: YBeJINUeHNEe IeYeH!
¥ ceJle3eHKU C M3MEHEHUAMU dXOCTPYKTYPHI, Auddy3HbIe
M3MeHeHUs TOMKeJyJ0YHOH Kene3bl. PeGeHOK o06ciaero-
BaH Ha mepuHaTaJbHble HHGeK1Iuu MeTogoM I1IP u MDA,
B kpoBu BeigBieHsl [JHK muromeransoBupyca u cuenudu-
yeckue IgG 68,9 exn.

YuureiBag OTATOIIEHHBIN CEMeNHBI aHaMHe3, OCT-
poe Hauajio 3a60€BaHUA B BO3PACTE OKOJIO 2 MeC, HaJIuuue
renaToJINEeHAJBFHOTO CHUHIAPOMA, HAHIUTOIEHWUM, TUIEp-
TPUTJIUIEPUAEMUU, TUMOPUOPUHOTEHEMUU, TuUiepdeppu-
TUHEMUM, PETUKYJOSHAOTEIUAIBLHBIX KJIETOK B 0OJIBIIIOM
KoJInuecTBe U remodaromurosa, pebeHKY BBICTABJIEH IUA-
ruo3 IITJIT' u mauato seuenue o mporokoay HLH-2004.

Ha 2-11 menesie oT Hauasa Tepanuu y MaJIbunKa Pa3BU-
JIach IBYCTOPOHHSASA 0YAr0BO-CJIUBHASA THEBMOHUS CMeIllaH-
Hoit IIMB-6axkTepraJibHONI 9TUOJOTHU, OCJIOKHEeHHaA Guod-
PUHO3HBIM IIJIEBPUTOM CJIEBA, IOTPEO0OBABIIIAA IPOBEIECHU S
MCKYCCTBEHHO! BEHTUJIAIIUY JIETKUX, aHTUOAKTepUaIbHOMN
(MepoHEM, BAHKOMUIIMH, OWCEIITOJI), ITPOTHUBOBUPYCHOM
(uMeBeH), IPOTUBOTPUOKOBOI (ampoTepuriuu B), MyKoau-
TUYECKOH (JopHasa-aab(a) U CUMITOMATAYECKON Teparuu
Ha (PoHE BBENEHUA KOJOHUECTUMYJIUPYIOIINX (aKkTOpoB
(HeHUIIOTeH) U BHYTPUBEHHOTO UMMYHOIJIOOYIMHA (MMMYHO-
BE€HUH).

TTonuxumMuoTrepanuio (MHIYKIIMIO PEMUCCUN) PeOEHOK
TepeHec ¢ TeMaToJIOTUYeCKO TOKCUYHOCThIO 3-I cTemeHu,
nHGEKIIMOHHO — 4-ii CTeleH!, TaCTPONHTECTUHAIBHON —
2—3-#1 cTemeHUW, MHTEPCTUIIUATIBHON TOKCHUUECKOIl Hedpo-
narueit 2—3-if cTeleHU, KapAUOBACKYJIAPHON TOKCUUYHOC-
TBIO 3-# CTeIIeHHU.

K xoumy 8-it Hemenu or Hauasna Tepanuu (OKOHUaHUE
UHAYKIIAN)
Kasd PeMUCCUA: CAMOUYYBCTBUE Pe0eHKA YIYUIINIOCH, HauaJl

ANarHoCTupoBaHa KJIMHUKO-TeMaTOoJioru4dec-

npubaBIATh B Bece, YMEHBIITUJICS IellaTOJINeHAIbHBIN CUHT -
pom, moKasaTeau IepudepudecKoil KPOBU COOTBETCTBO-
BaJil BO3PAcCTy; COAEP:KaHUe CHIBOPOTOUHOTO (heppUTHHA,
TPUTJINIEPUAOB, (pUOPUHOTeHa B IIpefesax HOPMAaJIbHBIX
3HaueHui. B HacTosIee Bpema pebeHky 11 mecsiies, oH Ha-
XOIUTCSA B COCTOAHUY KIMHUKO-TeMaTOJOTNUECKOM PEeMUC-
CHUH, IOJIyYaeT IOAAePKUBAOIIYIO TePAIUIO II0 IPOTOKOJIY
HLH-2004, B cOOTBETCTBUU C KOTOPHIM ILJIAHUPYETCS IIPO-
BeJleHUe HEPOJACTBEHHON TPAHCIIAHTAIIUNY KOCTHOTO MO3ra.
dusuuecKoe U MCUXOMOTOPHOE PAa3BUTHE MAJIbUUKa COOT-
BETCTBYET BO3PACTY.

Takum oOpasom, y 2-mecsauyHOro pebGeHKa AUArHO3
IITJIT', umeroIiero, BepOsITHO, CEMENHBIN XapaKTep, BbI-
CTaBJIeH HA OCHOBAHUU 7 KPUTEPUEB, TPEAJT0KEeHHBIX Mex-
IYHAPOAHBIM OOIIECTBOM II0 M3YyUYEHUIO THCTHOIMTAPHBIX
3abosieBaHUI: JUXOpaaKa, CIJIEHOMEeTaJus, ITaHI[UTOIIe-
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HUSA, TUIEPTPUTIUIEPUIEMUs, TUIopubpuHOreHeMus, Toxosy HLH-2004, mo3Bosniia foCcTUYb y peOeHKa CTONKOM
runepdeppuTrHEEMud, reMo(paromuTo3 B KOCTHOM MO3re. KJIMHUKO-T€MATOJIOTUUECKONl PEMUCCUU, IIPOJOJIMKUTEb-
Xumuorepanus, IpoBeJeHHAs II0 MEXAYHAPOIHOMY IIPO- HOCTBH KOTOPOIi B HACTOAIIlee BpeMs COCTaBJIAET 7 MecC.
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