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CTHOTINTO3BI Y JieTell — pekas U pa3HooOpasHas
rpymnmna 3a00JeBaHnii, B OCHOBE KOTOPBIX JI€KUT
AKKyMYJISIUS 1 TIposdepaliis THCTUOIINTOB B

TOPKEHHBIX OpPTaHaX M TKAHAX. [/ meinaTpuIecKoi
TPAKTUKN aKTYaJbHBIMH SIBJSIOTCS /[Ba BapHaHTa 3a-
6oJIeBaHMIi: TUCTHOINTO3 U3 KJIeToK Jlanrepranca u
reMoaronuTapHbIil JUMMOTHCTHOINTO3. [eModarorm-
TapHble JUM(GOTHCTHOIHUTO3bI BKIIOYAIOT KJacc 3a00-
JieBaHUil, MOP(OJIOTIMECKN TPE/CTABJICHHBIX CKOILIEe-
HUSIMU aKTUBHBIX, TOOPOKAYECTBEHHBIX TUCTUOIUTOB 1
JUM@OIUTOB, HO TUCTUOIUTHI He SABJSIOTCS JIaHTeP-
TAHCOBBIMU KJIETKAMU.

OCHOBHBIMU KJIMHUYECKIMHU CUMITTOMAMU JIMMOTHC-
THOITNTO30B SBJIAIOTCS JUXOPAAKA, MACCHBHAS TEMaTOC-
TIJIEHOMET I, JIM(OaeHONATHS, TPU3HAKHN TTe9eHOY-
HOM TUCQYHKIN, TeMOPPATHIeCKUiT CHHAPOM, CHMITTOMBI
mopakernst [THC. XapakrepHbl Takke Ou- WM TaH-
MUTOTIEHNS, TUTTOGUOPITHOTEHEMIIST, THTIEPTPUTJIUTIEPH-
JeMUs, TUIEOITO3 JIKBOPA.

CormacHo coBpeMeHHOH KJIaccnUKAINN THICTHOIN-
TO30B, TipuHATON B 1997 rogy MexayHapoanbM ol1ec-
TBOM MO U3YYEHWIO TMCTHOIUTAPHBIX OOJIE3HEN, BbIjIE-
JITIOT JIBE TPYTIbBI JUMMOTUCTHOIUTO30B — TIEPBUTHbBIE
(ceMmeiinble U criopaguuecKue), ¢ ayTOCOMHO-PELECCHB-
HBIM THUTIOM HACJIeI0OBAHUS, U BTOPUYHBIE, ACCOIUUPO-
BaHHbBIE C PA3IUIHBIMU WHQEKINAMA, TMMYHO1eDUITH-
TaMM, ayTOUMMYHHBIMU U JAPYTUMU 3200JI€BAHUSIMU.

3a60J1eBaeMOCTb TTEPBUYHBIM JTUMMOTUCTUOITUTOZ0M,
no nanueiM J. Henter, cocraBiser npubaunsurensio 1,2
Ha 1 muH. zeteft 1o 15 jer wim 1 Ha SO TIC. HOBOPOK-
JeHubix. Y 56-80 % mereil 3aGosieBanne pa3BUBaeTcs Ha
TEPBOM TOMy SKU3HU, a Y HEKOTOPBIX U3 HUX JIUArHOC-
TUPYeTCs TIPU POsKAeHUH, npuMepHo y 20 % jgereii mep-
Bble KJIMHIYECKNe TMPU3HAKN 3a60JIeBAHNS MOSBIIAIOTCS
mocse 3 JieT JKu3HN. JIUIIb B MOJIOBIHE CIyYaeB NMeeT-
cs1 ceMeftHbI anaMue3. K HacTosmeMy BpeMeHn 4acTid-
HO pacmm@)poBaHa TeHeTHYeCcKasl MPUPOoIa MEPBIYHOTO
JIM(OTNCTHOINTO3a, /0Ka3aHa MaTOTeHeTHIecKask posb
MyTanuii reHa nepdoprHa B ero passutun. OgHAKO Y
6OJTbIIell YaCTH TAIMEHTOB ¢ MEPBUIHBIM JUMMOTUCTHI-
OITNTO30M T€HETUIECKUH 1e(DEKT OCTaeTCS HEM3BECTHBIM.

JlMarnocTn4ecKnuMyu KPUTEPHAMH JIMQOTHCTHOII-
TO30B ABJIAIOTCS JaHHDBIC, CBUICTEILCTBYIONTIE O HAJIN-
YU CHCTEMHOTO 3a60JeBaHUSA C MPENMYIIeCTBEHHBIM
MOpaskeHIeM KOCTHOTO MO3TQ, TICUeHN, CETe3CHKH, JIIM-
dartuueckux y3m08, 060m0uek Mosra. Kirerounbiii cy6e-
TpaT TeMo(aroIUTapHoro JIM(OTUCTHOINTO3a TPE/ICTaB-
JieH JOo6POKA4eCTBEHHBIMH JUMQPOINTAMI W THCTHOIIN-
TaMHI C Pa3HOH CTENEeHbIO BBIPAKEHHOCTH TeModaroI-
To3a. lIpiKu3HneHHas AMAarHOCTHKA TTEPBHYHOTO TEMO-
daroruraproro TMMGOTHCTHONNTO32 HEOOBIYAITHO CJIOK-
HA, YYUTbIBask OTCYTCTBHE MATOIHOMOHUYHBIX TPH3HA-
KOB 3a60JIeBaHuUs, B CBSI3M C 9THUM MeXK/yHapOIHBIM
OO0111eCTBOM 110 U3YUYEHHUIO THCTHOIMTAPHBIX 3a60JeBa-
HUH TIPE/IOSKEHDI 5 AMArHOCTHYECKUX KPUTEPHEB LIS
nocranoBku auarnosa IIVIT: nuxopaaka, nuroneHus
(aByx wiau Tpex JuHUIL), CIIEHOMera/usi, TUIePTPUr-
JIUTEPUIEMUST U/ I THIOGUOPUHOTEHEMTS, a TaKKe
reMoaronuTos.

T'emocparonmrapmbie TMQOTICTHONNTO3H! Y AeTel Xa-
PAKTEpHU3YIOTCS CTPEMUTEIbHBIM, (PaTaTbHBIM TEUCHUEM.

B cBssu ¢ kpaiineil peIKOCTBIO U CJIO3KHOCTDIO IIPU-
skusHennoil auarnoctuku IITVIT, npexpcrasiser unre-
pec ciaenyiolee HaOIIOEHNE.

Hosoposxxaennntii b, pocrasien B orheseHue pea-
HIMAITNN HOBOPOSKICHHBIX /[eTCKOM KIMHITIeCKoH 60JIb-
uurel Ne 4 1. HoBokysuerika 30.10.2005 r. B Bo3pac-
Te 1 1eHb.

3 anamMHe3a U3BEeCTHO, 4TO peOGeHOK OT 4-if Gepe-
MEHHOCTH, 3-X pojoB. /[Boe crapmmmx gereil B ceMbe
3nopoBel. HaciencTBennnie 3a60/1€BaHIS U POJICTBEH-
Hblit Gpak Marb orpuitaer. B 28 nesenns npu Y31 o6ce-
JieloBaHni 6epeMeHHOl [TaToJIorin He BbisiBieno. Y 31
nepesi poJlaMi — TeTaTOCIIEHOMeTaINns, MHOTOBOJITE.

Pe6enox poanicsa B 35-36 Heaenb TOCPEICTBOM Ke-
capeBa ceuenns ¢ BecoM 3400 T u poctoM 49 cM, OK-
py:KHOCTD kuBoTa 37 cM. OleHKa Mo MIKajge Anrap
4/6 Gaios. Jlnarnos npu poskaeHun: ACPUKCHS TsKe-
gad. Pecimpatopubrii quctpecc-cuugapom. BIIC? BYU
(rpancnanenTaptas)?

B orzpenennu peanuManuu HOBOPOSKJIEHHBIX OTMe-
Yasach MOJIICHCTEMHOCTD OPTaHHBIX MOpakKeHuH:
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JINMMOOTUCTNOLIMTO3A Y HOBOPOXIEHHOIO PEBEHKA

CJTYYAW MEPBVYHOTO CMOPAAMYECKOrO FEMO®ATOLMTAPHOTO

- Jerounas AUC(HYHKIMS, He TTO3BOJISIONIAs IKCTYOH-
poBath peGeHKa jlaske Ha KOPOTKHIl TIPOMEKYTOK
BpeMeHw;

- reMoJMHAMHUYecKue HapylieHus, Tpe0oBaBIIne HHOT-
POTHOI TTOAJIEP>KKH ¢ MEePBBIX YacOB JKU3HI;

- runepOuIMpyOUHEMUST 3a CYeT HENpsIMOil pakimun
C TI0YaCOBBIM MIPUPOCTOM OUINPYyOUHA HA JTale PO-
JUIAJIBHOTO jIoMa 15 MKMOJTb,/ 4ac, ToTpeGoBaBIIast po-
sBegennsa O3IIK;

- BBIPaKCHHBIH TelMaTOTNEHATbHBIN CHHAPOM;

- cnvmrombl nopaxkerns IITHC B Buze mporpeccupy-
IOIIETO YTHETEHNUS YPOBHS CO3HAHNS,

- HapyTIeHHe TeMOI033a C Pa3BUTHEM B JIMHAMUKE TTaH-
IUTOTEHNH, TOTAJBHOTO JNM(ONNTO3a Ha Hepude-
pHun 1 BBIGPOCOM ATUIHMYHBIX KJETOK B repuepu-
4ecKyi0 KpoBb (paciieHeHbl Kak GJIacTHblE KJIETKU
6e3 MUTOXUMUYECKOTO TIOATBEPIKACHHS).

B anamuse kposu: remoryio6un — 126 /71, apurpo-
el — 3,94 x 10%/1, neiikorursr — 3,2 x 10°/1,
6sactbl — 5 %, qumdorutsl — 95 %, 3pUTPOHOPMOG-
JIACTBI ¥ Merajo6/acTbl Pa3jinyHOll cTerneHell 3pesoc-
TH, PETUKYJIONUTBI — 1 %0, TpoMGoTmTh — 20 X 10°/11,
reMaToKpuT — 34 %. Bce mocmemyiomnue aHaIH3bI GBI-
JI C AaHAJIOTHYHBIMI N3MEHCHUSMHI, HapacTalomeil amne-
Mueil 1 JeiiKoneHueii.

B xpyr muddepernmaabHoOi AMATHOCTUKY BKJIIOYA-
JITICh TPAHCIIIAIleHTapHbIe, 6aKTepHaJbHble W BUPYCHBIE
nH(eKinn, 3a60JeBaHUsT KPOBU — BPOXK/IEHHDII JIEiKO3,
TeMOJIITUYECKAS U aIlJIACTUYeCKas aHeMHHU, MHUEJIOIIC-
IJIACTUYECKUH CHHIPOM.

Pebenky mpoBejieHbl CJepyIolie JAMarHoCTuyec-
KHe WCCIEJOBAHIA: CePOIOTUIecKoe NCCIe0BaHIe Ha
IIMB u TOKCOmTa3M03 — aHTHUTeJa He OOHAPY’KEHbI,
HBS Ag(+),HBc Ag IgG(+), anturena x Bupycy re-
maruta C He o6HapyskeHbl, KpoBb Ha BY orpuiaresnnb-
Hasi, Bce GaKTepHaJbHbIe MOCEBbI IPH MOCTYIJIEHIHH OT-
pHIIaTeIbHbIE.

B nunammKe, HECMOTPS Ha aJeKBATHOCTb COIPOBO-
qutenphoit Teparmmn (MBJI, KapAMOTOHNKH, aHTHOAK-
TepuaibHas W aHTH(YHTHIIIHAS Tepanns, BHyTPHBEH-
Hble IMMYHOTJIOOYJIMHBI, TPaHcy3Un SPUTPOIUTAPHOM

PucyHok 1
LinTonornyecknn npenapat
KOCTHOro mo3sra GonbHoro b.

1 TPOMGOIUTAPHOI Macchbl), cOCTosAHME peGeHKa mpor-
PeMEHTHO YXY/IIIATIOC.

Ha 8-ii ietb rocriraamsaniy JJOKyMEeHTHPOBAHbI BEH-
THJISITOP-ACCOIMNPOBAHHAST BEPXHEI0IEBAs ITHEBMOHUS
U reMopparudeckuii cuapom (JierodHoe KpoBoTedeHue,
KPOBOTOYMBOCTD M3 MecT muabekimii). K 15 guio xus-
HU JKeqlTyXa 00yCJIOBJEHA MPSIMON TurepOminpyonte-
mueit, ACT — 16,8 E[l/n, AJIT — 11,3 E[1/xn, IITU —
77 %. B mocaeanue 3 [HS SKU3HU Pa3BUJIOCH JIETOUHOE
U JKeJTy/IOYHOe KPOBOTEYEHHE, YTO TIPOrPECCUBHO YXY/I-
IAaeT cocTosinue GOJBHOTO.

HeoHoKpartHble IUTOJOrHYeCKHe NCCJIe0BAHNST KOC-
THOTO MO3Ta JIMIIb MOJATBEPKAANN HECOCTOSTENbHOCTD
KOCTHOMO3TOBOTO KPOBETBOPEHUSI M HCKJIIOUATN J[ar-
HO3 BPOXKJEHHOTO Jefiko3a. B Mmenorpamme ma 22-i
JIeHb TOCIHUTANN3AIMNI: KOCTHBIH MO3T MYCTOW U3 TpeX
MecT myHKIWiH, kaetournocts 1500, 1000 m 1000 muesno-
KapronuToB B MKJI, 1-1,5 % apuTpo6aacToB, ocTagbHbie
KJIETKU TIPEJICTABIEHbI JUM(MOIUTAMI PA3HOI CTereHn
3pesioctu. MerakapuonurapHblil pOCTOK OTCyTCTBYeT. Tum
KpOBeTBOpeHHs MerasobsacTnieckuii. JIuksop — 6e3
maroioruu. YpoBeHb GpuoOpnHOoreHa — 2,44 /71 TOCTE
O3IIK. YpoBeHb TPUTIHIIEPHIOB HE OMPECIIICA.

Taxum o6pasoM, y peGeHKa MMeJ MECTO TeHepaJIi-
30BaHHBIN IPOIECC C HOPASKEHNEM BCEX OCHOBHBIX CHC-
TEM opranuaMa U (PyJbMUHAHTHBIM TE€UYEHUEM.

OrtcyTcTBHE TTONOKUTETbHOTO apperTa Ha (oHe MH-
TEHCHBHOII TEPANNHU U TIPOTPECCHPYIONIAST TTAHIUTOIIEHUST
MO3BOJINJIN TIPE/IIOJNIOKUTD HaIU4IKne y peGeHKa OYeHb
PEKOr0o ¥ HEeOCTATOUYHO M3YyYeHHOTO0 CHHAPOMA — Te-
MO(aroIUTapHoro JUMQOrHCTHOHUTO3a, (DAKTUYECKH Me-
TOJIOM HCKJIoUeHus. [lnaHnpoBaioch mposeienne XuMu-
orepanun, HO 4epe3 2 JiHs MOCJe HOCTAHOBKU TIPe/IITo-
JIATAEMOTO JIHarHo3a peGeHoK Morué oT Jero4Horo Kpo-
BOTEYEHUSI.

[Tpu naToJ0roaHaTOMUYECKOM UCCJIEJ0BAHUN BbISIB-
JIeH JINCCEMUHUPOBAHHDIN THCTHOIUTO3 HOBOPOIK/IEHHO-
ro C sIBJIeHUsIMU reMO(aroirTo3a B KOCTHOM MO3Te, Iie-
venu, sumdoysaax. (pucynku 1, 2, 3, 4) B rosoBaom
Mo3re OGHapy»KeHbl ovaru Jeiikomassini. Bee a1o 103-
BOJIMJIO BBICTABUTH PEGEHKY OKOHYATEIbHBIN JAMATHO3!

PucyHok 2
MctuoumntapHas nHpunbTpauua numdooysna
C 3nemMeHTamMu remodarouuTosa y 6onbHoro b.
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PucyHok 3 PucyHok 4
MctuouuntapHas nHpunbTpauus McTnountTapHoe nopa)keHue nevyeHu
KOCTHOro mo3sra 6onbHoro b. ¢ ABNeHusMu remodarountosa y 6onbHoro b.
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B MIWPE CYLLLECTBEHHO CHU3WNCH YPOBEHb JETCKOWM CMEPTHOCTW
3a nocnegHue 16 NeT ypoBeHb CMEPTHOCTM IETEN PaHHEro BO3pacTa CHU3WICA NOYTU Ha YETBEPTb, rO-
BopuTca B ot4eTe [letckoro hoHaa OOH (IOHVCED).
Mo naHHbIM hoHaa, B 2006 rogy B Mupe ObISIo 3aperncTpMpoBaHo 9,7 MUNNIMOHOB CllyHaeB CMepTH
JeTen 10 NaTv neT, Toraa Kak B 1990 rofy 3ToT noka3satesib Obin paBeH 13 MunnnoHam. YpoBeHb cMep-
THOCTW AeTen fo natu net B 2006 rogy coctaBun 72 Ha 1000 poamBLUmMxcs XuBbiMK, a B 1990 rogy -
93 Ha 1000 poAMBLUMXCS XXMUBBIMU.
Hanbonee cyuiectBeHHble NONOXMTENbHbIE CABUMM NPoKn3oLwLn B KuTae, rae ypoBeHb paHHe! AeTckon
CMEPTHOCTW CHU3WIICA NOYTU B ABa pa3a. B MHauM, Mapokko, BeeTHame 1 [loMUH1KaHCKOW pecnyo-
NVIKE KOJIMYECTBO AETCKUX CMEPTEN COKPATMIOCh MNOYTY Ha TPETh.
OCHOBHYIO pOfib B CHUXEHWM AETCKOWM CMEPTHOCTU CbIrpanu: yBeIM4YeHMe oxBaTa Aeter npodunak-
TUYECKMU NPUBKMBKAMM, POCT MOMYASPHOCTY MPYAHOr0 BCKaPMIIMBAHUSA, @ TakXe yCUIeHUe Mepor-
pusTLiA No Gopbbe ¢ Manspuent, coobuaet KOHNCED.
HebnaronpusTHas cuTyalms C ypOBHEM AETCKOM CMEePTHOCTM CcoXpaHseTcs B LieHTpansHon Adpuke,
roe B 2006 rofy CKOHYanocCh NOYTU NSATb MUIMOHOB AeTel MAafLwe natu net, 1 B KOxHom A3un, roe
3a rofl CKOH4Yanmchb Tpy MUNIVOHa AeTen. B Adpurike CHUXEHWNIO OeTCKOW CMePTHOCTI MPensaTCTBOBA-
na BOWHa 1 pacnpocTtpaHeHme Bupyca CliAa, coobwmn npencrasutens KOHVCED.
HecMoTpsi Ha LOCTUTHYThIE YCNexu, YPOBEHb AETCKOM CMEPTHOCTA B MPE OCTAeTCS HEAOMYCTUMO Bbl-
COKWUM. lp1UMeEpPHO ABE TPETW CMepTen NPefoTBPATUMbI C MOMOLLbIO AOCTYMHbIX HA CEFOAHALLHNN AeHb
NPOMUNAKTUYECKMX N NeHebHbIX MEPOMPUSATUIA, TOBOPUTCS B OTHETE.
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