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MEPEYEHD YCJIOBHBIX OBO3HAUEHUI

AA — arutactuyeckasi aHeMUs

ABJ] — anemus binekpena—/laiimonna

A®D — anemuss OaHKOHU

BOE — GnacToo0pa3yroniue eIuHuIIbI

['-KOE — rpanynonuTapHbie KOJOHUEOOPa3yIOIIUe eIUHUIIBI
['M-KOE — rpanynonutapHo-MakpodarapHbie KOJIOHHEOOPa3yIOIIUe eIUHUIIbI
JIOKBIT — auckuHe3us KeMYeBbIBOISAIINX ITYTEH

KA — xenezonaeduniuTHAsT aHEMUSI

KKT — xeny104HO-KHUILIEYHBIA TPAKT

37KPK — 30Ha KeCTKOro panaiiiOHHOIO KOHTPOJIS

KM — KOCTHBII MO3r

MJIP — masibie 1036l paguanuu

M/C — muenogucniacTU4eCKUii CUHAPOM

OJI — ocTpslit 1€lKO3

OMUJI — ocTphiif MUEIOOIACTHBIN JIEHKO3

[TAA — npuoOpeTeHHas arjgacTuuecKasi aHeMHsI

[IK — nepudepuueckas KpoBb

[IKKA — napuuanbHasi KpaCHOKJIETOUHAs arlia3us

PA — pedpakrepHas anemus

PAUDB — pedpaxrepHas aneMus ¢ U30bITOYHBIM KOJUYECTBOM 0JIaCTOB
PAUBT — pedpakrepHas aHemMusi ¢ U30BITOYHBIM KOJIMYECTBOM OJIACTOB U TpaHChopManuen
PAKC — pedpakrepHast aHemusi ¢ KOJIbLIEBBIMU CUAEpOOIacTaMu

C7K — CBIBOPOTOUHOE KENE30
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CKK — cTBOJIOBast KpOBETBOPHASI KJIETKA

C® — chIBOPOTOUYHBIN (eppUTHH

T®d — Tpancheppun

XMMIJI — xpoHnYeCcKass MUETOMOHOLIUTAPHAs JICHKEMHUSI
YADC — yepHOOBUIbCKAST aTOMHAS SJIEKTPOCTAHITHS
9-KOE — sputporutapHbie KOJOHHEOOPa3yIOIIUe ¢IMHUALIBI
D311 — 3HAOTE€HHBIN 3PUTPOINOITUH

Hb — remornobun

L — nevikouutsl

P — ypoBensb 3HaunmocTn

r — KO3 DUIIMEHT KOPPESIIIH

Tr — TpoMOOIUTHI
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BBEJIEHUE

[IpoGieMa MUETOAUCIIIACTUYECKOTO CUHAPOMA, AITACTUYECKUX aHEMUI U TeMODUIHNN y JeTei
B TCUCHUE HECKOJIBKUX JECCATHIETHUN OCTAETCSl aKTyaJlbHOW KaK JJIs T€MaToJOroB, TaK W JUIs
HeIMaTpoB. 3HAYUMOCTD €€ ONIPENIEISIETCS HE TOIBKO HEOIAronprusaTHOM SKOJIOTMUECKOM CUTYallUe,
KOTOpas cioxkuiach B PecriyOnuke benapych 1 oka3pIBaeT HEraTUBHOE BO3JICHCTBUE HA TEMOII033,
HO ¥ MHOTO()aKTOPHOCTBIO 3THONATOT€HE3a, CIIOKHOCTBIO TUAarHOCTUKHU U JieueHus. B nmocnenxnue
rofbl C MOMOUIbIO BMHUAEMHUOJIOTUUYECKUX, MMMYHOJOTHYECKUX, KYJIbTYpalbHbIX U
OMOMOJIEKYJIIPHBIX MCCIEA0BAHNUN 3HAYUTEIBHO PACIIMPWIACH 3HAHUS O PACHpOCTPAHEHHOCTH,
ATHOJIOTUU U MAaTOTE€HE3€ 3TOW IMATOJIOTHH. YCTAHOBIIEHO, YTO Y NALMEHTOB ¢ AA CHM)KEHA
reéMOIOATHYECKass aKTUBHOCTh, @ MJIC — ki10HOBOE 3a001€BaHUE, B OCHOBE KOTOPOT'O JEKHUT
MyTHUpOBaHHas cTBoJioBasi kpoBeTBOpHas kierka (CKK). [TogoOubie HapyiieHUss MOTYT ObITh
PE3YJIETaTOM TOKCHYECKOTO BO3IEUCTBUS XUMUUYECKUX COETMHEHUH, JIEKAPCTBEHHBIX IIPENApaTOB,
pamuanuu kak Ha CKK, Tak 1 Ha ee MUKPOOKpyXeHUE. B reHese 3HaYUTENBHYIO POJIb UTPAKOT
TaKXe BUPYCHbIE MH(DEKLIMH, CPEIU KOTOPBIX CIEAYET BBIAEIUTH MapBoBuUpyc B19, Bupycsl
reNaTUTOB, IUTOMETAJIOBUPYC, BUPYC MPOCTOTO repreca 6 tuma. Benuka BeposTHOCT, uto [TAA
pa3BUBAIOTCS BCIIEACTBHE (DYHKIIMOHAIBHOIO JIe()eKTa UMMYHHON CHUCTEMBI, I7I€ TPOUCXOAUT
nectpykuus kietok KM nurorokcmueckumu T-nmumdonuramu. [locneanue npoaynupyror
HUTOKHUHBI (Y-MHTEP(EPOH, (PAKTOp HEKPO3a OMYXOIH O), KOTOPbIE HE TOJIBKO MHTUOUPYIOT
npoiaudepamo KIETOK-IPEIIIeCTBEHHUL T€MOII033a U TeHEpaIUI0 KIETOK-UHAYKTOPOB, HO U
yepe3 Fas-omocpenoBanublii anonTto3 BeayT k rudenu CD34* knetok. MJIC B cBoeM TeueHUH
POXOJUT HECKOIBKO CTaINI, XapaKTEPU3YIOLIUXC MyTalUsIMu U iecTadunmn3anueil renoma CKK,
U3MEHEHHEM KJIIETOUYHOT0 LIMKJIA, HApyLIEHUEM MTpoLieccoB nponudepannu, muddepeHupoBaHus
u anonto3a. U3BecTHO, 4TO reMo(uIns OTHOCUTCS K Hauboee 4acTO BCTPEUAIOIIUMCS
HACJIEJACTBEHHBIM KOAryJIONaTHUsM U HOCUT PELECCHUBHBIN CUEIUVIEHHBIM C MOJOM XapakTep
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Haczenosanus. B nocinennue roasl ¢ nomomisio JJHK-auarnoctrku ¢ npuMeHeHrem nojimMepasHon
IEMHOM peakIny YCTaHOBIIEHO, uTO /10 30% cirydaeB reMopHIINK MOTYT Pa3BUBAThLCS B PE3YJbTATE
MYTaIll¥ T€Ha C BOSHUKHOBEHHEM TaK Ha3bIBAEMBIX CIIOpaJANUecKuX cirydaeB. HeOmaronpusitHbie
BHeIHecpenoBbie hakTopsl (M/IP, xumMudeckrie v TeXHOTCHHBIE 3arpsi3HEHMSI, XPOHUUYECKUH CTpece
U Jp.) TaK)K€ MOTYT OKa3blBaTh MyTareHHOE JAEWCTBUE. B HacTosiliee BpeMs CBEACHUS O
3aboneBaemoctu aereid MJIC, AA u remoduinren HOCSAT HETOMHBIA XapakTep. IDTO CBI3aHO C
TPYIOEMKOCTHIO STHUAEMHUOJIOTUUYECKUX HCCIEAOBaHUN, TPEOYIOIIMUX HCTOJIb30BaAHUS
YHUDHUITUPOBAHHBIX TUATHOCTHYECKUX KPUTEPHUEB M €IUHBIX METOJOJOTHYECKUX TMOIAXOMIOB.
BrisicHeHre BO3MOXKHBIX 3THOJOTHYECKUX (AaKTOPOB B PA3BUTHUM JNAaHHBIX 3a00JIEeBaHHMU,
0COOEHHOCTEH KIMHUYECKOTO TeUCHUS, JIA0OPATOPHBIX MOKa3aTeNel y neTei, MpOXKUBAIOIINX Ha
3arpsi3HEHHBIX PAJUOHYKIUJIAMU TEPPUTOPHUIX, MPEICTABISIET OOJBIION MHTEpPEC B IUIaHE
TEOPETUYECKUX U MPAKTUYECKUX ITOAXOJI0B K ATOM MATOJIOTUH.
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1. MUEJIOJJUCINIACTUYECKHUNA CUHJAPOM Y JETEN

1.1. DMaeMuoJI0rusl ¥ YTHONATOTeHe3

MuenoaucIiiacTuu4eCKuii CUHAPOM — MATOJIOTHYECKOE COCTOSIHUE, XapaKTepHU3yloUleecs
KOJINYECTBEHHBIMH, KAYECTBEHHBIMU U KUHETUYECKUMH JIUCIIACTUYECKUMU HApyLIEHUSIMH 2—3
JUHUMA remMoriod3a. iMeeT KIIOHOBYIO IPUPOTY U MPOSIBIIIETCS OU-, MAHIIMTONICHUEN Ha Tiepudepun
IIPU HOPMO-, TUIIEP- U, PEXKE, TUIIOKIETOUHOCTH KM.

MJIC B xadecTBe OTAENIBbHON HO30M0THYeCcKOM hopMmbl 10 1986 1. B Pecniybnnke benapych He
JarHocTupoBaics. YpoBeHs 3a0oieBaemoctu MJIC neteit 0—15 net, mpoxuBatomux B bpectckoi
obiactu, 3a 12 ner cocrasmi 0,11, B Tomensckoit — 0,14, B MoruiieBckoit — 0,08 nHa 100 ThICSTY
JIETCKOTO HACEJICHUS W HE OTIMYAeTCsl OT JJAHHOTO MOKa3aress Mo pecimyonuke B 1enom. CBsizu
Mexay yactotoi 3abonmeBaemoctd MJIC y neteit (1986—1998 1.) u ypoBHEM 3arpsisHEHUS
TEPPUTOPUN PAIMOAKTHBHBIM Iie3ueM-137 ot 37 no 555 kbk/M? He ycraHoBieHo. Yactora MJIC
JIOCTOBEPHO BBIIIE Y MAJIBYMKOB, Y JIETEN, NPOXXUBAIOIINX B TOPOJIE, U B BO3pacTHOU rpymie 5—10
JIET, YEM Y AEBOYEK, JIETEW MPOKUBAIOLIUX B CEJI€, U B IPYTUX BO3PACTHBIX IPYIINaXx.
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M/IC B cBOEM TeHe3e MPOXOAUT HECKOJIbKO CTaauil. Bo-nmepBbIX, NEWCTBUE JIEMKO30T€HHBIX
cyOCTaHIMi CHOCOOHO BBI3BATH JIECTAOMIN3AIIMIO0 TEHOMA, YTO SBJISIETCST (POHOM JIJIS TTOCIIE Ty FOIITIX
MyTaluii, U3MEHEHUW KIJIETOYHOTO LMUKJIAa U HAPYUIEHUW PETYJSIUU KOJIUYECTBEHHOTO U
KaueCTBEHHOTO COOTHOIIEHHS KJIETOK B Xoze mposmdepanuu, 1uddepeHIMpoBKH U anonTo3a.
OT0 NpUBOAUT K QYHKIIMOHATBHOW HECOCTOATEIbHOCTH T€MOMOITHYECKUX KJIETOK U
MOP(OJIOTHUECKH BBISBIIIEMON quctiiazun. Bo-Bropeix, necrabunuzamus reaoma CKK sBisercs
pazpemaronmm (GakTopoMm JIs nadbHEUIeH neiikemuueckoii Tpancopmarniuu. [Ipu nuHamudeckom
TeHETUYECKOM aHaJIN3e OOHApY>KUBAETCS MPUCOCAMHEHHE HOBBIX aHOMAJIMN KapUOTHIA K YKe
UMEIONIUMCS, YTO SBJISETCS CBUIETEIbCTBOM YCYryOJeHUS KJIOHAJIbHON IBOJIOINUU U
tpancdopmaiuu B OJI. B ocnoBaoM MJIC xapakrepusyercsi moTepei reHeTH4ecKoi nHpopMauu
(menewus 5, 7 xpomocowm, pexe 3,8,9,12,17,21). Tak xe B 15% ciaydaeB UMeeT MECTO U3MEHEHHE
AKCIPECCUM OHKOTEHOB (OTBEYAIOIIHX 3a Mpoaudepalno — c-myc, c-myb, muddepeHIMpoBKY —

c-fas, sxcnpeccuro haktopoB pocta — c-fims), B 3% — rena pS3. [lockonbky B pazsutuu M/ICy

JIeTei OOJIBIITYIO POJIb UTPAET JIeCTA0MIN3AIUs TeHOMAa, 0C000€ BHUMAHUE CIEAYET YACTUTh ICTIM
u3 3XKPK, Tak kak paguanuoHHbIA (HaKTOp ABISETCS OJHUM M3 OCHOBHBIX, BIHUSIOIIUX Ha
XPOMOCOMHBIH arapar, a XpOMOCOMHBIE aHOMAJIUU CITOCOOHBI HAKATIMBATHCS B TIOMYJISIIHH.

1.2. Knuaunyeckasi XapaKTepuCTHKA

Panee cunrtanoce, uto MJIC xapakTepeH TOIBKO ISl B3POCIIBIX, [I03TOMY B HACTOSILEE BPEMSI
kinaccupukauuss MJIC nng gereid He co3JaHa U BO BCEM MHUpPE MPOJOJDKAIOT MOJIb30BATHCS
kinaccuukanueir FAB, koTopas nmoctpoeHa Ha OCHOBAHUM KOJIMYECTBA OJAaCTOB U APYTUX
KOJINYE€CTBEHHBIX U KauecTBEHHbIX n3MeHeHusX B [IK u KM. Bapuantsl PA, PAKC, PAUB, PAUBT
u XMMII aBasoTCsS NPOMEKXKYTOUYHBIMH COCTOSAHUSIMHU, KOHEYHOE cocTossHue MJIC —
tpanchopmanus B OJI (Tadm. 1).
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TaoOmuia 1

Kraccugurkayus mueroducnaacmuueckoeo cunopoma

(FAB, 1982)

Bapuantelt M/IC

Ilepudepunyeckasi KpOBbL

KocTHBII MO3T

Pedpakrepnas anemus

07IacThI OTCYTCTBYIOT

110 5% 06macToB

PedpakrepHas aHeMHsI C KOJIbIICBBIMH
cuaepoOIacTamu

OacThl OTCYTCTBYIOT

110 5% OmactoB u 15%
KOJIBLIEBBIX CHEpO0IacTOB

Pedpakreprast aneMus ¢ yBEITUICHHBIM
yuciioMm 0J1acToOB

omacThl 10 5%

5-20% OmnacToB

PedpakrepHast aneMusi ¢ yBeJITMUEHHBIM
9HCIOM 0JaCTOB B TpaHCchopMaIuu

ooxee 5% OmacToB wnu OJia-
CTHI C MaJIouKoil Ayspa

20-30% OmactoB, 01aCTHI C
najoukou Ayspa

XpoHUYECcKass MUEIOMOHOIIUTApHAS
JIEUKEeEMUS

MOHOIIUTOB > | X 10°/n

MOHOIIMTO3, 10 20% 0OsacToB

10
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[Tpu PA xomuuectBo 6mactoB B KM u IIK He yBenumdeHo mo cpaBHeHHIO ¢ HOpMmoii, KM
HOPMO-, TUIO- WJIM TUMEPKIETOUYHBIN C TUMEPIUIACTUYECKUMHU HIIU MErajio01acTOUIHBIMU
usMeHeHusiMu sputponodsza. PAKC ommuaercs or PA HanuuneM KoJblLIEBBIX CHIIEPOOIIACTOB B
KM (= 15% ot Bcex smpocoaepxkamiux Gopm). B merckom Bo3pacte 3TOT BapHAHT MPAKTUYECKU
He Bctpedaercsi. PAUB u PAUBT nuddepeniimanbHO-1MarHoCTHYECKUX TPYITHOCTEN HE BHI3BIBAIOT.
[Tpu sTUX hopmax 3puTporod3 u rpaHynoruTonod3 KM auciiacTHYHbl ¥ TUIIEPIIIACTUYHEI, B TO
BpEMsI KaKk MEraKapHOIMTON033 3HAYUTENHHO peaylpoBad. [Ipu oOHapykeHnu manouku Ayspa B
OnacTax HE3aBUCHMMO OT MX yHciia 3TOT BapuaHT oTHocAT Beerna Kk PAUBT. Tlpu XMMIJI B TIK
a0CoMIOTHBIM MOHOITUTO3 (60ee 1x10°11) ¢ HOpMaTbHBIM WM 3HAYUTEIHHO YBEIWYCHHBIM
KOJIMYECKTBOM JIEMKOIIMTOB. B neiikonurapHoii opmyiie CABUT BIEBO JO MPOMHUEIOIUTOB,
METaMHUEJIONNUTOB, a TakXKe MOosiBJIeHHe OnmacTHhIX (hopm (He Oonee 5%). Mmeer mecto pa3Hou
CTEINEeHH BBHIPAXKEHHOCTU aHeMus U TpomOouutoneHus. Kapruna KM xapakrtepusyercs
MOBBIINIEHHOM KJIETOYHOCTHIO, PACITUPEHUEM M CABUTOM T'PAaHYJIOIMTON033a A0 MOJOABIX (HopM,
MOHOIIMTO30M. Yucno 6acToB MOKeT ObITH OT HOpMalibHOTO 10 20%. XapakTtepeH Bo3Bpar
APUTPOTOI3A K (PEeTATIbHOMY, & TUCIUIACTUYECHE U3MEHEHHSI MOTYT ObITh MEHEE BBIPAKEHBI, YeM
npu apyrux Bapuantax MJIC.

Kimmanuecku MJIC y aeteil, NpoXUBAKOIINX HA PaJUallMOHHO 3arps3HEHHBIX TEPPUTOPUSIX,
MPOTEKAET COITIAaCHO BApUAHTY 3a00JIEBAaHUS U XapaKTEPU3YeTCs aHEMUUYECKUM (CI1a00CTh, BSUIOCTD,
TOJIOBOKPY’KEHHUE, COHJIMBOCTD, TAXUKAP/INSL, CACTOIMYECKUI IITyM U Ap. ), FEMOPParndecKum (eTeXUu
Y DKXMMO3bI Ha KOXKE U CIIM3UCTHIX, KPOBOUBJIHMSIHUS U KPOBOTEUEHUS ), UH(EKIIMOHHBIM CHHIPOMOM
(OakTepuanbHO-TPUOKOBBIC, BUPYCHBIE MH(EKIIMH, BEIPAKEHHOCTh KOPPEIUPYET CO CTEIECHBIO
TSDKECTU HeUTponeHun), cruienomeranueit (30-50% ciydaen), iumdaneHomnarueit B 30% ciyyaes.
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Knnnnueckoe teuenue MJIC y nereil pa3iMdyHO M €ro BapUaHThI 3aBUCIT OT HNOPAKEHUS
ONpENEIICHHBIX JIMHUI NeMOIl033a, a TaKyKe TUIA MaToJoruyeckoro KioHa. [Ipu HopmanbHOM
KaproTHIle 0€3 HapyIIEHHs B XPOMOCOMHOM ariapare Te4eHre T00pOKaueCTBEHHOE U ITTUTETbHBIN
nepuon o Tpanchopmaruu B OJI. 3tot Tum cocrasnser 48% Bcex ciydaeB MJIC. ITpu Hanmmunn
AHOMAJIM KapUOTHUIIA WM TOSIBICHUH HOBBIX J€(EKTOB XPOMOCOM B PE3yNIbTaTe paziuyHBIX
MYTaIlli B CTPYKType reHa, aMITu(UKaIiy reHa TeUeHre XapakTepu3yeTcst OypHoil mporpeccueit
u ObicTpoii Tpanchopmanueii B OJI. I'enetnueckue Hapymenus y nereit ¢ MJIC, npoxxuBaromnmx
Ha paJIMallMOHHO 3arpsS3HEHHBIX TEPPUTOPHUAX, oTMedaroTcs B 45,5%. Cpoku Tpanchopmaimu B
OJI PAUB u PAUBT B cpennem 12—15 mec. PA mpotekaer 6onee cTabmibHO 10 2—5 JET ¢
MOCJIEYIOIIUM MEPEXOJIOM B IPYTHE BApUAHTHI U TPAHC(HOPMAITUIO B OCTPBIi JICHKO3.

Heb6naronpusitheiMu iporaoctudeckumu nokazarensimu npu MJIC y nereit uz 3)KPK ciyxar
IIUTOTCHETUYECKHUE HApYIICHUS (YUCIIOBBIE U CTPYKTYPHBIE), BRIPAKEHHOCTh MOP(HOIOTUYECKIX
m3meHennit B [1IK n KM.

1.3. JIabopaTropHasi XapaKTepHCTHKA

Jlaboparopnas auarnoctuka MJIC y neTeil aHajloruyHa KjIacCMYECKOMY JUArHOCTHYECKOMY
QITOPUTMY U OCHOBBIBAETCS HA CIEAYIOIIMX METO/IAX:

— 001Kl aHaKu3 KpOBU (aHEMUsI MaKpOLUTAapHAasi, TUIIOPEreHeparopHas, HOpMOXpPOMHas,
AHU30MONKUIIOIMTO3, TOJUXPOMa3Hsi, HOpMOOIacTo3, 0a30(uibHAs MYHKTALMs 3PUTPOLIUTOB,
tenpa JKoJiu, MEerajJouuTsl, TPOMOOLUTONEHUSI ¢ HaMYUuEM MakpodopMm, TMIIO- HIU
TUNEPrpaHysiluys, TUIIOCETMEHTAUs SAep HEUTPOPHUIIOB);
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— nyHkuus KM ( Hopmo-, runep-, pexxe runonesuitoiisspabiii KM ¢ npu3HakaMu JucIiia3um 2—
3 JIMHUI TeMOoITI033a (IU33PUTPOII0I3 — FPUTPOUIHAS TUIIEPILIA3Usl, CMEHSIONIASICS YTHETCHUEM
KPacHOT'0 POCTKA), KOJIBIIEBUIHbIE CHJIEPOOIACThI, METAI00IaCTONIHBIE U3MEHEHUS, BAKYOJIN3aIINs
[UTOTIJIa3Mbl, MaToJiorndyeckas pereHepamnus (tenpna JXomnu, 6a3oduibHas MyHKTAIHS),
JIM3METraKapyuoIMTON033 — MHOTOSIZICPHOCThH M aHOMAJIbHBIE /IEpHBIE (DOPMBI, METAaKapHOOJIACTHI,
METaKapuOUUTHl ¢ OOJBIIUM KOJTUYECTBOM OTACIbHBIX fJ€p, aHOMallbHAsl TPaHYIAIUS;
JIU3TPaHYIOLHUTON033 — YMEHbBIIECHUE KOJINYECTBA MPOMHUEIIONNUTOB, THIOTPAHYIISIPHOCTh HIIH
arpa”yJIsIPHOCTh MHEJIOLHUTOB, METOMHUEIOLMTOB, BAKyOJIHU3allMs IIUTOIUIA3Mbl 3PEJIbIX KIIETOK,
Hannure 6macTHbIX GopM oT 5% 10 30%, Hanuuue B OacTax majiouku Ayaspa);

— Tpernanoouorncus (BrIpaXeHHbIC TPU3HAKU JUCTUIa3HUH 2—3 POCTKOB TeéMOII073a, 3aMEIICHUE
CTPOMAJIBHBIMH KJIETKAMU, PEKE KUPOBOU U PETUKYIISIPHON TKAHSIMU, HAPYLIEHNE COOTHOLIEHUS
MEXIY POCTKaMH Fr€MOMOATHYECKHUX KIIETOK, & TAK)KE X COOTHOIICHHS C KIETKaMU SHAOTENNS U
KOCTHBIX OaJlOK, HaJu4yue M30BITKA OJIACTHBIX KJIETOK, METAI00JaCTOMIHOE KPOBETBOPEHHE,
aTUIMYHAS JIOKAJIM3AIHsI HE3PEIbIX KJIETOK — MPEIIeCTBEHHUKOB FEMOII0332);

— IIUTOTEHETHYECKOE MCCeioBanne (Hanboiee YacTo Berpedarores aenerus 5q 13—15 nmm 5q
31-33, Tpucomus 8, MOHOCOMMS 7, C MEHBIIIEH YaCTOTOM Jieaenus Uiy Tpancaykus 3, 8, 12, 17 u
21 xpomocom. HecmoTpst Ha G0JIbIITYI0 4aCTOTY BCTPEUAEMOCTH TeHETUYECKIX AaHOMAJIHH y IeTen
u3 3XKPK, orcyTcTBHE XpOMOCOMHBIX aHOMalMi He uckiodaet guarioz MJIC);

— MOJICKYJISIPHO-OMOJIOTMUECKUE UCCIIeIOBaHMsl (TeHBI sIepHOTo (hakTopa TpaHckpumimu NF-
GMa, rennl nns GM-CSF, IL 3, 4, 5, M-CSF, a Takxe npoTOOHKOTeH c-fms, KOIupyrOIuii
peuentopsl 11t M-CSF);

— uMmyHosornucekue u ceanenoBanus [IK u KM (noBbllieHrE KOMMUY€eCTBA TU301MMA, CHIYKEHHE
YPOBHSI IMMYHOIJIOOYJTMHOB BCEX KJIaCCOB, YTHETCHHUE MTOKa3aTelNeil KIIETOYHOTO 3BeHa UMMYHHUTETA,
HapyueHnue cootHouieHuss CD4:CDS);
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— OMoXMMHUYECKUM aHAIIN3 KpoBH (yBenndeHue Beex pouaoB xenesa (CO, CXK, TD), noBeiiieHne
KOJIMYECTBA (PETATBHOTO TEMOITIO0NHA);
— umnynberuromerpus (JAHK-ansymmonams).
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2. AINTACTUYECKHUE AHEMUWHU Y JIETEN

2.1. OnuaeMuoJI0rus 1 YTHONATOTeHEe3

AnacTUYECKME aHEMUH — MATOJIOTUUYECKUE COCTOSIHUS, NMPU KOTOPBIX UMEET MECTO
MAHIUTOIICHUSI WIK aHeMHUs Ha nepudepun B pe3yibTare yrHeTeHus KpoBeTBopeHusi B KM 6e3
IPU3HAKOB reMo01acTo3a.

VYposenn 3a0oneBaemocti AA y aereit bpectckoii obmactu 3a 20-netuuii mepuona (1979-1998 rr.)
coctaBui 0,36, T'omenbckoit — 0,44 n1 Morunesckoit — 0,33 Ha 100 ThIC. I€TCKOrO HACEJICHUS,
YTO COOTHOCUTCSI C YACTOTOM BCTpeuaeMoCTHu AaHHOW matojioruu B Pb B menom. CyliecTByeT
TEHJICHIUS K MEUIEHHOMY pocTy 3aboneBaemoctd AA mocne aBapuu Ha YADC mo bpectckoid,
T'omenbckoit 1 MoruneBcKoi 001acTsM ¢ ekeroaHbiM TemrioM pupocta 0,04%, 0,05% u 0,03% Ha
100 ThIC. HaceneHUs: COOTBETCTBEHHO. HacTora AA y MaJIbuMKOB U Yy JIETEH, MPOKUBAOIIUX B
ropojie BBIIIE, YEM Y JIEBOUEK M CENIbCKUX NeTeit. OTMeuaeTcs mpeoliaganue 3a00J1eBaéMOCTH B
BO3pacTHOM rpynne 1-5 siet 3a nepuon 1986—1992 rr. no cpaBHEHUIO ¢ JOABAPUITHBIM IEPUOAOM
B ['oMennckoii u bpecTckoi 06macTsIX mpenMyIIecTBeHHO 3a cueT BpoxkACHHBIX AA. B3anmocBsizu
ypOBHS 3a00JIeBAEMOCTH M yYPOBHS PaJUOaKTHBHOTO 3arps3HeHusi Tepputopuii mo Cs'*’ He
YCTAHOBJIEHO.
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Bo3MOXHBIMU ATHOTOTHYECKUMHU (pakTopamMu AA SIBISIIOTCS: OMOJIOTHUYECKUE BEIECTBA
(BaKI[MHBI, TaMMariaoOyIuHbl U 1p.), nHGEKIuKu (BbI3BAHHBIC BUPYCaMH reprieca, rernarura,
Onmreitna — bappa, nmapBoBupycom By, nuToOMerasoBupycom, OakTepusiMu, TpuOKaMu;
SMUAEMUYECKUN MApOTUT, KOPb, CKapJlaTUHA), JIEKAPCTBEHHbIEC TpenapaTsl (JEBOMUIIETHH,
CAJIMIIWIIOBAsI KUCIIOTA U €€ MPOU3BO/IHBIC, HECTEPOUIHBIE TPOTUBOBOCTIAIMTEILHBIE CPEACTBA,
aHaJIbTeTHUKU, TPAHKBUIU3ATOPHI, MPOTHUBOTYOEPKYyI€3HbIE, MPOTUBOJHAOETUYECKHUE,
IPOTUBOTUPEOUIHBIC), XUMUUECKUE areHThl (IIpermapaTsl 30J0Ta, MPOU3BOIHBIE OCH30J1a, COJIU
TSHKEITBIX METAIIJIOB, JIAKHU, KPACKH, TIECTUIUIbI, UHCEKTHUIIUIBI U JIP. ), HOHU3UPYIOIIas paJuaius,
NICUXUYECKUE U (PU3NIECKUE TPABMBI.

Bo3MOXXHBI pa3nnyHble MEXaHU3MbI PA3BUTH 3a00JI€BaHUS, PE3YJIBTATOM KOTOPBIX SIBIISIETCS
HapyIIeHHEe OCHOBHBIX (PyHKIIMIA remMornod3a nponudeparuu u quddepenimpoBku: nedexkr CKK,
HapylIeHUEe CTPOMATBLHOTO MUKPOOKPYKECHUS, TUCOYHKIIUS TyMOPAJIbHOTO U KJIECTOYHOTO
uMmmyHutetra. B ocHoBe renesa [IAA nexut nmogasnenue ¢pynkuuu KM omocpenoBaHHO
uMMyHHbIMU MexaHu3Mamu. B [IK u KM HaxomsTcsi akTUBUpOBaHHBIE MUTOTOKCHYECKUE T-
auMmdpornutel (CD8*, DR ™), koTOpble CHHTE3UPYIOT aHTUIPOIU(PEpPATUBHBIC TUTOKUHBI,
YTHETAIOIIKE TEeMOITI033 33 CYET MHIYKIIUH aronTo3a B TEMOMOITUYECKHUX KIETKAX-MUIIICHSIX.
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2.2. KinHn4ecKasi XapakTepuCcTHKA

AA MOXET NpOTEKaTh KaK C MOPAKEHUEM (YTHETEHUEM) TPEX JIMHUK FEMOIM033a, TaK U OJHOU
JVMHUHN — U30JUpoBaHHOe yrHeTeHue sputpornodsa (IIKKA). B ocnoBe kinaccudukammu nexar
TUI TOPaXEHUsI KJIETOK KPOBETBOPEHUS U CTENEHb TsokecTu. BupycHas [TAA moxer ObITh
PE3YJIBTATOM KakK MPSIMOTO BO3/ICUCTBUS BUPYCOB HA FTEMOMO3THUECKUE KIIETKHU, TAK M UX TOKCHHOB
UM aHTUTEJ, BHIPaOOTABIIMXCS BCIEACTBHE MEPEHECEHHBIX BUPYCHBIX HHpekmuit. O0
uauonatniyeckoi [TAA roBopAT, KOra HE yAaeTcs TOYHO YCTAHOBUTh NMPUYMHY Pa3BUTHUSA
3a0oneBanus. B knaccudukanmm AA BbieneHbl 3 GOpMBbI, KOTOPBIE XapaKTEPU3YIOTCS YETKUMU
KJIMHUKO-T€MaTOJIOTUYECKUMH KputepusamMu. CTaHAapTHBIMU KPUTEPUSIMH CTEIIEHU JIEHPECCUU
kpoBeTrBopenusi, mo B.N. Camitta (1989), ciyxar aGcoiOTHOE KOJIMYECTBO I'PaHYJIOIHUTOB U
TPOMOOIMTOB, peTUKYIOIMTOB B [ 1K, uricno muenokapuoruros (MKL), merakapuormros (MI'KLI),
HEMMEIOUIHBIX KJIETOK U KJIETOK CTpOoMBbI B KM.

B nactosmee Bpemss AD u ABJl paccMarprBalOT B OCHOBHOM KaK BPOXKJICHHBIE JIETIPECCHUU
KPOBETBOPEHMSI, OJHAKO HE MCKIIIOYEH AyTOCOMHO-PELIECCUBHBIA THUIl HaclienoBaHus. AD —
TpexpocTkoBas nutonenus. AbJ] — napuumanbHas kpacHokIeTouHas arasus. AA /lamerneka —
TpexpocTkoBoe nopaxkenne KM, Hacienyercs no ayTocOMHO-JOMUHAHTHOMY THUITY U TPOTEKAET
0e3 aHOMaJIMil ¥ MOPOKOB PAa3BUTHUSI OPTaHOB U CUCTEM.

PaznuuaroT cieayromue TUMbI anjacTUYeCKUX aHEMUI: BPOXKIAEHHbBIE M HACJIECICTBEHHBIE,
PUOOPETECHHBIE.

Bpooicoennvie u nacneocmeennvie:

1. Anemus brnexdena — Jlaitmonna (tur | — ¢ mopokaMu niiv aHOMaJIMSIMU Pa3BUTHUSI OPTAHOB;
tun [l — 6e3 MOpOKOB U aHOMAaJIIA PA3BUTUS OPTAHOB).

2. Anemust @ankonu (Tutn [ — ¢ rpyObIMU TOPOKaMU Pa3BUTHSI OPraHOB; TUII [l — ¢ anoManusiMu
pPa3BUTHUSL OPTAHOB).
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3. AHemus DkctpeHa — Jlamelieka.

IIpuobpemennuvie:

1. Unuonaruueckue.

2. AyTouMyHHBbIE.

3. TpaH3uTOpHBIE (ATUTACTUYECKUE COCTOSTHUSA).

@dopmbl TeueHUs: 3a00JIEBaHUs: CBEPXTSHKENasi, TsHKeasi U HeTsbKemasi. TeueHne MOXKeT ObITh

OCTPBIM U XPOHUYECKHUM.
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Kimmanueckoe TeueHrne AA 3aBUCUT OT KOJIMYECTBA U CTENEHU MMOPAXKEHUS! JIMHUI TeMOoI1033a,
nojia pedeHka, ’THoia0rui. OCHOBHBIMU KIIMHUYECKUMU NMPU3HAKaMU A A SIBJISIFOTCS] aHEMUYECKUN
CUHIPOM (C1a00CTh, BSIIOCTh, TOJIOBOKPY>KEHUE, 0OMOPOKH, TAXUKAPIUS U Jp. ); TeMOpparudecKui
CUHIIPOM (METEXHATbHO-TIATHUCTBIA THUII KPOBOTOYMBOCTH); UH(PEKIIMOHHBIN CUHAPOM (TIpU
HAJIMYWW HEUTPOTICHUH — MOHM)KEHNUE YCTOMUMBOCTY K MH(DEKITMOHHBIM areHTam); BPOXKICHHbBIE
MOPOKH pa3BUTHS (cepana, jerkux, [IHC, MmoyenonoBoit, KOCTHOM CUCTEMBI U AP. ) UITH PA3TUIHBIC
aHOMAaJIUM OPraHOB U cUCTeM (KOocoTrjia3ue, HUCTarM, KPUITOPXU3M, MUKPODTAIbMUS,
MOJUAAKTHIINAS, CTUTMBI TU39MOpHUOTreHe3a), OTCTaBaHUuE B (PU3NYECKOM U PEXKe B YMCTBEHHOM
pa3BUTUU. Y JeTel, NPOXKUBAIOIINX Ha PAUALIMOHHO 3arPSA3HEHHBIX TEPPUTOPUSIX, KIMHUYECKOE
TeueHne AA TunuyHoe. B KIIMHUKE MOXKET OBITh M30JIMPOBAHHBIA aHEMUYECKUN CHHAPOM HIIU
coYeTaHHe aHEMUYECKOT0, TEMOPPArHueCKOro U MH(PEKIIMOHHOTO CUHAPOMOB. [TA A HaunHatoTCs
OCTPO W MOTYT MEPEUTH B CTAOMIBHOE XPOHUUYECKOE T€UCHHE (JI0 HECKOJIBKUX JIET OT MOMEHTA
Hayasia 3a0oJyieBanus). BpokeHHbIe U HACleACTBEHHbIE AA MMEIOT MEPBUYHO XPOHUYECKOE
TEUEHHE C MepUoJaMu 000CTPEHHUSI U PEMUCCUI. Y MaJIbYUKOB JIaHHOE 3a00JI€BaHUE MPOTEKAET
0oree ocTpo, 4yeM y JieBoueK. BrIxom B peMuccuio TpyAaeH WM PEMHUCCHs HEMPOIOJDKUTEIbHA,
BBICOKAs JIETATBHOCTh. ITO OOYCJIOBJICHO KaK aHATOMO-(PU3MOIOTUYECKUMHU OCOOCHHOCTSIMU
reMoInos3a MaJbUYUKOB B MEPHUOJ OHTOre€HE3a, TaK U 3aMEJJECHHEM U HEAaJE€KBATHOCTHIO
aJlanTallMOHHO-KOMITIEHCATOPHBIX PEAKIMKA Ha HEraTuBHOE Bo3jeucTBHE. [Ipu nanonatnyeckon
ITAA (mpeamnonoXuTeabHO BUPYCHOM WIIM JIEKAPCTBEHHOW 3THOJIOTMH) KIMHUYECKas KapTHUHA
pa3BUBAETCSl OCTPO, 0O0JIE3Hb OBICTPO MPOTPECCUPYET, TUIOXO MOAACTCS TEpAluy W MPUBOAUT K
BBICOKOW JIETAJIbHOCTU. B KIMHUKE MOABISIOTCSA NONOJHUTEIbHBIE CUMITOMBI: I€NaTo-,
CIUIEHOMETaJIUsl ¥ OBICTPO HAPACTAIOIINN TEMOCHUIEPO3 OPTAHOB U CUCTEM.

[Ipornoctruecknumu nokazaressimu ciayskar yposerb CO, C)K, 9311 u creneHb BEIPaXKEHHOCTH
JENPECCUN KPOBETBOPEHHS.
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2.3. JIabopaTopHasi XapaKTepPUCTHKA

JlaHHbIe Ta00paTOPHO-MHCTPYMEHTAIBHBIX UccienoBanuii mpu AA y aereii u3 3KPK tunudssr:

— OOIIEKIIMHUYECKUN aHaIu3 KPOBU (MAHIUTONEHUS WJIM aHEMHUS HOPMO-, THIIEPXPOMHas,
apereHepaTopHasi, MaKpOIUTapHasi, ATOJIOTUYECKUE BKIIOUEHUSI B dpUTpoIUTax (O6azoduiibHas
nyHkTanus, tenbia Xomnu, konpia Kebora), monuxpomasusi, mpoauxpomatouiaus,
AHU3OTOUWKUIOIMTO3, HEUTPOTICHHS, JICHKOTIEHUS, TPOMOOIUTONMEHU S, TUMDOIUTO3,
noBbitieHne COD);

— nyHkiua KM (U3 Tpex aHAaTOMHUUYECKH pPa3HbIX TOYEK) (CHMIKEHHE KOJIUYECTBO
MHUEJIO0KApUOUUTOB, YTHETEHHE 3PUTPOUTHOTO POCTKA KPOBETBOPEHHUS C MPU3HAKAMU
MaTOJIOTUYECKONW pPEreHepaly U yBEJIUYECHUEM JIEHKOIPUTPOOIACTUIECKOTO COOTHOIICHUS
(oTHOCHUTENBHAS TUIEPILIa3us KpACHOTO POCTKA MOXKET OBITH B I€0I0TE 3a00JI€BaHMS ), OTCYTCTBUE
WIH Majoe cofepkKaHue 3puTpoOnactoB (MeHee 5% sapocoepsKaluX KIETOK), YMEHbIIIEHHE
KOJTMYECTBA KJIETOK MHUEJIIOUAHOTO Psijia U YBETUUYCHHUE TUMQOIMTOB, IJIA3MAaTUHYECKUX, TYUYHBIX
KJIETOK U KJIETOK CTPOMBI, CHUKEHUE WJIU TIOJIHOE OTCYTCTBUE MEraKapuOIIUTOB);
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— TpenaHoouoncus (M3MEHEHUsS MOTYT ObITh HAa TKaHEBOM, KJIETOYHOM, OPTaHOUJIHOM U
MOJIEKYJISIPHOM YpoOBHsX. OTMeUaeTcs HapylIeHHEe COOTHONIEHHS 00hEMOB KOCTHOW TKaHU
TpabeKyJsl, CTPOMaIbHO-aIUTIO3HON TKaHH, CHIDKEHHE 00beMa reMOIMOATHYECKON TKaHU (MEHee
20% ot obmiero oobemMa), yrHeTeHue mpoaudepaTuBHON CIIOCOOHOCTH ITUX KJIETOK, YCHIICHUE
BeIpaboTku IL-2, CSF, uatrepdepoHoB, sKCIpeccusi aHTUT€HOB rucTocoBMecTUMOCTH DR, 1 DRw;,
yBEJIMUEHUE KOJMYECTBA JKUPOBBIX BAKyOJIeH B CTPOMAJIbHBIX KJIETKaX. BO3MOXKHBI pa3inyHbIe
THCTOJIOTUYECKHUE BapuaHThl. Hanbosee yactoie: a) Hamnmure HeOONbITUX 04aroB FeMOMOITHYECKUX
KJIETOK Pa3JUYHBIX POCTKOB Ha ()OHE YBEIMUYEHHOTO KOJIMYECTBA CTPOMANIbHBIX KjIeTok KM
(>KUpOBBIX, MakpodaraibHbIX, (HUOPOOIACTONONOOHBIX, SHAOTETHAIBHBIX, OCTCOTCHHBIX U JP.);
0) KUPOBOE MEPEPONKJACHUE TEMOMOITUYECKUX KIETOK C HAJUYHUEM BOCTAJIUTEIbHBIX
UH(PUIBTPATOB, OTCYTCTBUE WM €IMHUYHO COXPAaHHBIE KJICTKH MAPEHXUMbI OJJHOTO MJTH 2—3 POCTKOB
KPOBETBOPEHUA);

— Onoxumuueckuit anaus KposH (yBenudenue ypoHs CD u CXK, ranrarnmobuna, C-nporenHa,
ypoBHs (peTaabHOTO TeMOTI00MHA; CHUKCHHE OO0IIel >Keae30CBI3bIBAIOIICH CITIOCOOHOCTH
CBIBOPOTKH, 001IeT0 Oenka, qucrnpoTenHeMusi; yBennuenne aktuBHOCTU ANAT u AcAT mpu
HAJIMYMU BUPYCHOTO TEIaTUTA);

— nutorenetndyeckoe ucciaenoBanue KM u I[IK (kapuotumn MoxkeT ObITh U3MEHEH MpPHU
BPOXICHHBIX WJIM HACJEICTBEHHBIX A A, MOJIOKHUTEIBHBIN TECT Ha IOMKOCTh XpOMOcoM rpu AD;
BCcTpeuaroTcsa anomanuu | u 16 xpomocom nipu AB/I);

— uMMmyHonornueckoe ucciegoBanue KM u 1K (HapyiieHue KI€TOYHOTO U TYMOPajabHOIO
UMMYHHTETA 3a CUeT CHIKeHus ypoBHs IgE, yBenndenne nnm ymenbinenue uncia kietok CD34,
ymenbienue unaekca CD4:CD8, yBenudenne ypoBHsI ecTecTBEHHBIX kKmmiepoB (CDS56); npu
BpoxIeHHBIX AA yBenuuenue IgG u IgM y 6onbHOTO U 'y Marepn);

— KynpTypanbsHble uccienoBanusa KM (camxenune ' M-KOE, I'-KOE, BOE, 9-KOE);

21 MepenTn K ornaBneHuto



PacnpocmpaHeHHOCMb U KJIUHUKO-slabopamopHasl xapakmepucmuka ansacmu4yeckol aHemudu...

— ananu3 Ha pervmkaiuio JJHK knerok KM u I[IK 6onbHOro k Bupycam (mapsoBupyc B19,
Onureiina — bappa, reprec, IUTOMErajJoBUPYC, FENaTUTBI U . ).

— obcnenoanue Ha BUY-undexmmro;

— arperarreMarnmoTaiuoHHbI TecT (nonoxkutenbHbli npu [TKKA Benencrsue nHammuus 1gG
Ha PUTPOILIUTAPHBIX MEMOpPAHAX).

— KOMITbIOTEepHAsi ToMorpadusi CpeoCTEeHUS (JIJ1s1 MICKITFOUEHUS BTOPUYHBIX Turoruiazuii KM).
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3.TEMO®WJINN Y JETEH

3.1. DnuaemMunoI0rusi ¥ ITHONATOTeHe3

I'emodunus — 3aboneBaHre U3 TPYMIBI TEMOPPATUUYECKUX TUATE30B, 00YCIOBIECHHOE
HacyencTBeHHbIM Aedunutom dakropa ceeprhiBanus VI, 1X wnu XI. I'emodunus seisercs
HACJIEJICTBEHHBIM 3a0oseBanueM. [latonoruueckuit red npu remodunun A u B Hacnegyercs mo
peLIeCCUBHOMY MPUHITHITY, CIeTicH ¢ X-xpoMocomoii (X). I'enbl, komupyromue dhakropst VIII
[X, nexar B 1UCTaIbHOM OT/IeINE JNIMHHOTO Tieda X-xpoMocoMmbl (st VIII — Xq2.8; ms [X —
Xq2.6). Oxomno 30% ciyuaeB remopmmnu A u 10% remodunnu B sSBisiroTcst ciopainyecKuMu
¢dbopmamu, 00yCIIOBICHHBIMH HE HACTIEICTBEHHOM Mepeiadeii, a MyTaiuel resa. [ e, konupyromuit
ypoBeHb (aktopa XI, pacnonoxen Ha 4 xpomocome, modTomy reModpunus C Haciexyercs 1o
ayTOCOMHOMY MPUHLHUITY (JOMUHAHTHOMY C HEMOJIHOM KCIPECCUEN MAaTOJIOTUYECKOrO IeHa Win
penieccuBHOMY). B renese remoduinum J1€XKUT HACIEACTBEHHBIN NedeKT cuHTE3a (PaKTOpPOB
ceepthiBanus kKpoBu (VIII, IX, XI), B pe3ynbrare yero HapymaeTcsi KoaryasiiuOHHBIN TeMOoCTas3,
YTO MPOSIBIISIETCS TEMAaTOMHBIM TUIIOM KPOBOTOUHMBOCTH.
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B bpectckoii, [omennckoii 1 Morunesckoit oonactsix Pb 3a nepuox 1979-1999 rr. BeisiBIIeHO
114 cnyuyaeB remodunuu A, B, C, u3 aux remopminu A — 80 ciyuaes, remodmimnu B — 24
remopunuu C — 10. [Tokazarens 3a6oneBaeMoctr coctaBuia — 0,39; 0,12; 0,05 na 100 ThIC.
JIETCKOTO HACEJICHUsI COOTBETCTBEHHO. VIMeeT MecTO yBeIMYEHUE CPETHETOAOBOTO YPOBHS
3a0oneBaeMocTu remodunueit A u B B 11e510M Mo TpeM pernoHam B MOCJI€aBapUUHBIN MEPUO
(1993—1999 1) 3a cuer 3a60neBacMocTH B bpectckoit u [ oMenbckoii oomacTsax. Tak ke oTMedaeTcst
JIOCTOBEPHBIN pocT 3abosieBaeMocTu reModunneit A B bpecrckoii u I'omenbckoi obmacTax
(p <0,001 u p<0,02, coorBeTcTBeHHO) B 1986—1999 rI., 4TO MOXET OBITH 00YCIOBIECHO
HECKOJILKUMH (PaKTOpaMu: yIy4YIIeHHEM paOO0Thl TEMOCTa3MOIOTUYECKOM CITYKOBI MOCIIe aBapun
Ha YADC, ynyulieHneM KauecTBa JUArHOCTUKH, a TAK)KE BIUSHUEM Ha TeHOM HEOIaronpusTHHIX
BHEITHECPEIOBBIX (PaKTOPOB (MaJjIble 103kl paJHalliU, TEXHOTEHHOE U XUMUYECKOE 3arps3HEHHE).
[TosToMy 0COOEHHO Ba)KHBIM SIBJISICTCS JUIsl ceMeil OOJIbHBIX reMO(HIINel, TPOKUBAIOIIUX B
yKa3aHHBIX 001aCTAX, OpraHu3alus U IPOBEJCHUE TeHOMPOPMIAKTUKN U MEIUKO-T€HETUYECKOTO
KOHCYJIBTHPOBAHUSI.

3.2. KiimHn4eckasi XapaKTepuCTHKA

Knunnyeckue nposiBiieHus: reMoGuiIny y 1eTeil pa3sHo0Opa3Hbl, 3aBUCAT OT CTEIEHU TSHKECTH
3a00JI€BaHNs U HAJINYMSL OCIIOKHEHUN.

Tunsl remodpunuu: A, B, C.

@opMbl: 1ePULMTHAS, THTUOUTOPHAS.

CreneHb TSHKECTU B 3aBUCUMOCTH OT YPOBHS (DaKTOpa: JIeTKasi, CpeIHETSDKENasl, TShKemast, KpaitHe
TSDKeJasl.

@opMbl MOpPaXEHUs CYCTaBOB: OCTPbIM NEPBUUHBIM reMaprpo3 (MEpPBUYHBIA HIH
PELMIMBUPYIOIINIA), XPOHUUECKUN AECTPYKTUBHBIN OCTE0apTPO3.

Craauu ocreoaprpo3sa:
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— 1 — pannsis, 6e3 HapyieHus: GyHKIIUU CYCTaBa;

— I — nmpomexxyTouHasi, C YMEpEHHBIM CHUKEHHEM (DYHKIIMH CyCTaBa;

— [II — perpeccupoBanusi, ¢ YaCTUYHOM AedopMaliiet U HapylieHreM (PyHKIIUU CyCTaBa;

— IV — perpeccupoBanus, ¢ oiaHo nedopmaiiveit U yrpatoi GyHKIIUU CyCTaBa.

Bo3moxHbIE OCIIOKHEHHS: BTOPUYHBIM PEBMATOUIHBIM CHUHIPOM, KeJIe30/ePUIIUTHBIE
COCTOSTHUS (JIAaTEHTHBIN ASDUITUT jKeTe3a U xKeye301ehUIIMTHAS aHEMUS).

Tun cemogpunuu onpenensiercs BuaoM neguiutaoro gakropa. [Ipu remodunuu A ormeuaercs
nepunut VIII dakropa cBepThiBanus, mpu remopmimu B — IX, nmpu remodunun C — XI.

Cmenenu msoicecmu TeMOQWINNA ONPENETSIOTCS YPOBHEM e(UIUTHOTO (haKTopa B KPOBHU:
nerkas cteneHb — 5—10%; cpennersokenas — 3—5%; Tsokenas — MeHee 1-3%; kpaline Tsoxenas —
menee 1%.

Kpurepusimu cmaouii reMoPpUINYECKUX OCTEOAPTPO30B SIBISIOTCS KIWHUKA H
PEHTTEHOJIOTUYECKasl XapakTepucTuka (Tabam. 2).

25 MepenTn K ornaBneHuto



PacnpocmpaHeHHOCMb U KJIUHUKO-slabopamopHasl xapakmepucmuka ansacmu4yeckol aHemudu...

Tao0mura 2

Kaunuka u pPeHmMeeHoL0cUEeCcKasa xapaKkmepucmuKka
ZeMO(i)u/Lu‘tBCKqu ocmeoapmpo3o8

Cragus Kaunuka Jlannble R-J0rn4eckoro uccjaea0BaHus
[TepBas O6beM cycTaBa MOXKET OBITh VYTounieHre U yrioTHEHUE CyCTaBHOM KaIcy-
YBEJIMYEH 32 CYET KPOBOU3JUSA- |JIbI
HUSA
Bropas YMepeHnHoe cHkeHre GyHKINY | TUNMUYIHBIe U3MEHEHUS B CyOXOHAPHUATIEHOM
CycTaBa, HApyIICHHUE MTOXOAKH, |OTIeNe SMU(PU30B, TSCTPYKIIMH, KUCTHL. Y Me-
yMepeHHas TUIOTPOo( s MBI |peHHBIN ocTeonopo3. CycTaBHas mIeib coXpa-
HEHa, HO MOXKET OBITh CY>KeHa
Tpetbs CycraB yBenuueH B 00beme, ie- |CycTaB U CycTaBHbIE TOBEPXHOCTH YTOJIIICHBI,
dbopMupOBaH, BeIpaXKeHa OYTpH- |pe3ko 1edOpMUPOBAHEI, STTU(DU3EI pacIIipe-
CTOCTbh, TUTIOTPOGHUS MBITIII] HBI, TUadu3bl YMEHBIIICHBI, CyCTaBHAS I11EITb
CY’K€Ha, B TIOJIOCTH CYCTaBa MOTYT OBITh CTY-
cTKH KpoBU. OCTE0onopo3, HAAKOJIEHHHUK Yac-
TUYHO pa3pylIeH
UYerBepras @yHKIMS CycTaBa yTpadyeHa CycraBHas e MOJHOCTBIO CYyKEHA, TI0X0
MOJIHOCTBI0, aTPO( S MBIIIIIL, KOHTYPHUPYETCsl, 4aCTO 3aMEIlleHa COeUHU-
HEBO3MOKHOCTh CAMOCTOSITEIIb- |TSIILHON TKAHBIO
HOM XOObOBI

26

MNMepewnTHn K ornaBneHnro



PacnpocmpaHeHHOCMb U KJIUHUKO-slabopamopHasl xapakmepucmuka ansacmu4yeckol aHemudu...

Knunnyeckue npuzHaku reMoOUiIny y AeTei, MPOKUBAIOIINX Ha PAIMAIIMOHHO 3aTrPS3HEHHBIX
TEPPUTOPHSIX, AHATOTUYHBI KJIACCUUYECKUM M TPEACTABICHBI T€MOPPArUUYE€CKUM CHHIPOMOM
(KpOBOM3IHUSHUSA B CyCTaBbl (reMapTpo3bl), MSTKHUE TKAHU M TMOJCIMU3UCTHIC MPOCTPAHCTBA
(rematomsl), IIHC u BHyTpeHHHE OpraHbl, KDOBOTEUECHHS: TTOUCUHBIC, JKEITYIOYHO-KUIIICUHbIE,
HOCOBBIE, JCCHEBBIC U JIp.), apTPOMATUSIMU U OCTEOMOPO3aMH, BTOPUYHBIM PEBMATOUIHBIM
CUHJIpOMOM (YTpEHHSII CKOBAHHOCTh CYCTAaBOB, apTPaJIrMU), aHEMUYECKUM CHHIPOMOM IIpHU
KPOBOTEUEHUSX (C1a00CTh, ONEAHOCTh, CUCTOIMUYECKHUI IIIyM Ha BEPXYIIKE, TOJIOBOKPYKECHHUE U
1p.). BapuaHThl KITMHUYECKOTO T€UEHUSI TeMO(DUIINIA 3aBUCST OT YPOBHS JIe(PUIIMTHOTO pakTopa u
BO3pacta peOeHka. Y jaeTell paHHEro Bo3pacTa HamOoJiee 4acToil M xapakTepHOU (hopMoi
NPOSIBIICHUS] TeMO(DHIINH SIBIISTFOTCSI KPOBOTEUCHHSI U3 CIIM3UCTOM MOJOCTH PTa, TOPTaHH, HOCA U
KPOBOMBJIUSHUS B MSTKHME TKaHW (reMaToMbl JIUIla, TyJoBuUIa). s geTeil MOmKoJIbHOTO
U CTapIIEro BO3pacTa XapaKTEPHbI KPOBOU3JUSHUS B KPYIHBIE CYCTaBbl C MOCIEAYIOIINM
IPOrPECCUPOBAHUEM APTPOTIATHIA U PEITUAUBUPYIONTIMHI TeMapTPO3aMHu, a TaK e KPOBOUBIUSHUS
B MSTKHE TKaHU (reMaToOMbl) U KPOBOTEUYEHHS (MOUYCUHBIC, KETYIO0UYHO-KUIIIEYHbIE, TTOCTe
AKCTPAKIIMKU 3yOOB U JIp.). Y JETell C TSHKEOM CTENEeHbI0 TeMOMUINT U HAJTMYUEM UHTUOUTOPOB
KpPOBOTEUEHUs (HOCOBBIE, IECHEBBIE, TOUCUHBIE, KETYI0UHO-KHUIIIEYHbIE, TeMapTPO3bI U JIp.) Oosee
JUTUTENbHBIE, OOWIbHBIE U YacThie. M3 Bcex Gopm mopakeHus CycTaBOB ISl KIMHUIIMCTA
HAMOOJIBIINE TPYITHOCTH B JICYCHUU MTPEACTABISIIOT XPOHUYECKHE IE€CTPYKTUBHBIE OCTE0APTPO3bI
¥ BTOPUYHBIM PEBMATOUIHBIN CHUHAPOM, KOTOPHI MMEET MMMYHOKOMILUIEKCHYIO MPUPOIY U
cnerupuyecKkue KIMHUKO-Ta00paTopHble MPU3HAKU: HAIMYUE XPOHHUYECKOTO BOCTAIUTEIHLHOTO
npoIiecca B KPYIHBIX U MEJIKUX CyCTaBax, yTPEHHss CKOBAHHOCTb U apTpajIriu, MPOTrPECCUPOBAHNE
CyCTaBHBIX M3MEHECHHUM, HE CBSI3aHHBIX CO CBEKUMHU KPOBOU3IUSHHUSMU; Ja0OPaTOPHO —
yBenuuenne COD, BbicOKUM ypoBeHb C-peakTHUBHOTO Oelika, CHaJOBBIX KHCIOT,
anTucTpenTonuznHa O, MOJOKUTETbHBIA aHTUHYKJICAPHBIN (PaKTOp, TUIIepraMMarioOy THHEMHSL.
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3.3. JIabopaTopHasi XapaKTepUCTHKA

JlaGoparopHasi XxapaKTepUCTUKa aHAJIOTUYHA KIACCUYECKUM BapHaHTaM reMO(pUINH, 3aBUCUT
OT CTETNICHH TSHKECTH U HAIMYUS OCIIOKHEHUN M OCHOBBIBAETCS HA CIIEIYIONINX METOaX:

— O0mIMiT aHAJIU3 KPOBH (OCTpasi WM XPOHUYECKAs MOCTreMOpparndeckas aHeMus pa3IuyHON
CTENIEHU TSKECTH);

— Koarysiorpamma (yJUIMHEHHE BPEMEHH CBEPThIBAaHUS KpOBHU, HapyiieHue | pa3wl cBepThIBAaHUS
KpPOBH: yBEJIUYCHUE KOATWH-Ke(D)ATUHOBOTO BPEMEHHU, aKTUBUPOBAHHOTO YaCTUYHOTO
TPOMOOITACTUHOBOTO BPEMEHH, Ay TOKOATYJISLIMOHHTOr0 TECTa, CHIXKEHHE YPOBHS OHOTO U3
riazmeHHbIx gaktopoB VI, IX wmm XI, onpenenenue ypoBHs HHTHOUTOPOB 1€(PUIIMTHOTO
dakropa);

— NMHAMUKA SJTMMHUHAIIMY 3aMEIIEHHOTO (hakTopa (CKOPOCTh BHIBEIACHUS 3aMEIIICHHOTO (pakTopa
13 OpraHu3Ma ONpeaeIIeTCs TMHAMUKON H3MEHEHMSI €T0 YPOBHSI B KpoBH uepes 1,2, 6, 12 124 y
MIOCJIC BBEJICHUS ),

— MOJIEKYJISIPHO-OUOJIOTUUECKUE HCCIEIOBAHUS (BBISBICHUE MATOJOTUYECKOTO «TeHa
reMopuIum);

— PEHTTEHOJIOTUYECKOE HcclieloBaHue (ONpeIesICHuE CTauu 0CTE0apTPO30B).
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