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CO3HATEIBHO TEHEPUPYIOTCS Y )KUBOTHBIX (C UCMOJIb30BAHUEM TEXHOJIOTHH TIEpe-
HOCA T€HOB), YTO MMO3BOJISIET aHAIM3UPOBATh OMOXUMHUYECKHE U (PU3UOJIOTHYE-
CKH€ aCTIEKThI 3a00JIEBaHUS M aHAIU3UPOBATH dPPEKTUBHOCTH JTEUCTBUS HOBBIX
JeKkapcTB. MHOrMe U3 METOJ0B T'€HHOM TEpanuu U UCIOIb3YEMbIX MIPU MOJAEIIH-
poBaHuu O0Jie3HEH OCHOBAHBI HA OJIHUX M TEX K€ MPUHIIUIAX, XOTS U MPUMEHSI-
I0TCSI C pa3HbIMHU 1essiMU. HekoTopbie Mojenu 00J€3HU MOXKHO MOJIy4YaTh C HC-
MOJIb30BAHUEM HYKJIEMHOBBIX KUCJIOT U OEJIKOB, MOJABJISIONIUX IKCIIPECCUIO T'e-
HOB WJIH O€ITKOBYIO aKTHBHOCTb.

[Tocne Toro kak ObLIM YCTAHOBJIEHBI MOJIEKYJISIPHBIE OCHOBBI TpaHchopMa-
uu O0akTepuit (mepeHoca reHoB U3 OJTHOTO IITaMMa B APYroi), Y YUeHbIX MOSBU-
Jach HaAEXKAa, YTO aHAJTIOTMYHBIM MEXaHU3M — BBEJCHHUE HOPMAJIbHBIX T'€HOB B
ne(eKTHbIE COMATUYECKHE KIIETKH — MOXHO OYJeT MCIOIb30BaTh IS JICUCHUS
HACJIeICTBEHHBIX 3a00JieBaHUi denoBeka. [lepcrnekTHBbl TeHHON KOPPEKIIMH CO-
MaTHYECKUX KJIETOK cTanu OoJiee peadbHbIMU B 1980-x romax; Kk 3ToMy BpeMeHU
ObUTH pa3paboTaHbl METOJBI MOJIYYSHUS! W30JUPOBAHHBIX T€HOB, CO3aHBI dyKa-
PUOTHUYECKUE IKCIIPECCUPYIOIINE BEKTOPHI, CTATN PYTHHHBIMHU SKCIEPUMEHTHI 10
nepeHocy reHoB Ha Mblmax. B 1990 r. Oputa mpennpuHsTa mepBas MOIBITKA
npuMeHeHus1 reHotepanuu g jgedenus SCID (tabdn. 1) y nByx neBouek (Na-
tional Institute of Health (NIH), Bethesda, USA). Kak u3zBectHO, k THbOenu B- u
T-muMOIUTOB M Pa3BUTHIO TSHKEIOTO MMMYHOJS(HUIIUTA TPUBOJUT TOKCHYE-
CKO€ JICUCTBUE aJICHO3UHA U JI€30KCUA/ICHO3MHA, YPOBEHb KOTOPBIX B KPOBH IO-
BbIIIaeTcs npu nedexre ageHosunaezamunassl (AJJA). g Tepanuu ucnosb3o-
BaJica cienyronuit noaxona. Kinonuposannyo kJIHK AJIA BBenu B 1uMQOLUTHI,
MOJIyYEHHBIE OT Ka)XJI0W M3 MAlMEHTOK. BBeIEHUE HYKIECHMHOBOU KHCIIOTBI OCY-
HIECTBJISUIA C MOMOIIBIO PETPOBUPYCHOTO BeKTOpa. MoauduipoBaHHbIE KIIET-
KM, cuHTe3upytomure AJ[A, KyJIbTUBUPOBAIM U B TEYEHUE JBYX JIET C OIpEJe-
JIEHHOM MEPUOJUYHOCTHIO BBOJIWIIN IeBOUKaM. Uepe3 ueThipe rojia nociie Hayala
JedeHns y 00enX ManueHToK Habmoanack akenpeccust reHa AJIA u otMeuanoch
obneruenne cumntoMoB SCID. OgHako MCTHHHAS MPUYMHA YIIYYIICHHS OCTa-
Jach HE COBCEM SICHOM: ObUT Ji 3TO d(DPEeKT 3aMecTUTEeNbHON Tepanuu (BHYTPH-
BEHHOTO BBeJeHUS 3anuiieHHon Gpopmbl AJ[A — momudtuneHrnmukons-AJlA) uin
COOCTBEHHO T€HHOW Tepanuu. beccropHO OJHO: ATOT OMBIT MOKa3zal Oe3orac-
HOCTh TeHHOU Teparmuu. CXOAHBIC PEe3yJbTAaThl OBLIM TOMYYEHBI W JJIST APYTHX
nanueHToB ¢ SCID, ogqHOBpeMEHHO mojydaBIIUX oOa BHJa JiedeHus. Mccneno-
BaHUs ObLIX MPOJIOJKEHBI Ha O0JIbIIEM Yncie OONIbHBIX.
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Tadmuna 1

Hpujl/leH}ZeMble 6 Hacmosuiee epems Memoovl 1eyeHus. HEKOMOPbIX MOHOCEHRHbBIX 3a00/1e68aHUL Yel08eKd

['enHbI1l IpOAYKT

AnleHO3UHIE3aMHUHA3a

Peuentop nunomnpo-
TEWHOB HU3KOU MJIOT-
HOCTH

['moxonepedpo3umasza

®akrop VIII cucremsbl
CBEpThIBaHUS KPOBH

denmnananus-
THAPOKCHUIIa3a

3a0o01eBaHNe U €ro CUMIITOMBI

Tsoxensiiit koMOMHUpPOBaHHBIA UMMYyHO- 1 : 1 000 000

nedumut (SCID)
Ytpara T- u B-mumdouuron

CemeilHas runepxoiecTepoiaeMus

[ToBbIIEHHBINM YPOBEHB XOJIECTEPOIIA B
KpOBH, HIlIeMHYecKas 00JIe3Hb cepaLa

bonesns I'ome

Haxomienue rirokorepeOdpo3uioB B
Makpoddarax, MIpUBOJIAIIEe K Opake-
HHIO IICUCHH, CEJIC3CHKN M KOCTEH

I'emodumus A

Nzmenenwne pakropa VIII, npuBoaus-

Iec K HApyIEHNUO CBEPTBIBACMOCTHU

KpOBHU, XPOHUYCCKHNEC KPOBOUIJINAHHUA B

CyCTaBbl; OOIIMPHbIE KPOBOTEUEHUS
IIPY TpaBMax

DEHUIKETOHY pHUS
N30bITOK (peHnnanannHa B KPOBH HO-

BOPOXACHHBIX, YMCTBCHHAA OTCTAJIOCTh

Yacrora BCcTpe-

1 : 500 (retepo-

1 : 2500 (cpenmn
€BpEEB); PEAKO
y HeeBpeeB

(Y MyX4HH)

Jleuenue

TpaHCHJIaHTaI_II/ISI KOCTHOI'O MO3-
Tra, BBEACHUC aICHO3NMHAC3aMHa-
3bI

I[I/ICTa, MCIUKAMCHTO3HOC JICUC-
HHUC, TpaHCIUIaHTalOWs IMCUYCHU

CuMnromaTHuecKoe JICYCHHE:
YAAQJICHHUE CEJIC36HKHU, BBEICHHUE
aHTUOMOTHUKOB, JIEUYCHHE NOpake-
HUU KOCTEH, TPAHCIUIAHTALHs KO-
CTHOTI'O MO3r'a, BBEJICHUE TIIIOKO-
1epedpo3uIaspl

[oBbleHne KOHIEHTpaLUU (akx-
topa VIII (B wacTHOCTH, C TOMO-
IIbIO MEPETUBAHNUS TIa3Mbl)

JHuera, uckmovaroniasi peHma-
JTAHUH
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[Ipornos

be3 neuenust: jeTanbHBIA NCXOT K
nByM rojaMm. C JedeHrem: yydiie-
HUE COCTOSHUS MalueHTa

YJ'IyLIIJ_IeHI/IC COCTOsAHMA ITallUCHTAa

YJ'IyLIIJ_IeHI/IC COCTOsAHMA ITalUCHTA

YBenuueHue npoAoKUTETbHOCTH
YKU3HU TIPH TTOCTOSTHHOM JICUCHUU;
NIPY TIEPEJIMBAaHUH €CTh PUCK BHPYC-
HOW MH(DEKIHH

[Ipu panHeN TMarHOCTUKE U HElpe-
PBIBHOM JIEYEHUH — OOBIYHO OJ1aro-
MPUATHBIN
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0. — AHTUTPUIICUH

TpancMeMOpaHHBIH
0eJoK, HapyILIeHHs B
KOTOPOM MPHUBOJAT K
MYKOBHUCIHIO3Y

OpHuTHH-
TpaHCcKapOammiIaza

Huctpodun

B-I'mobun
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OMmpuzema 1:3500
Jepuut UHruoUTOpa CHIBOPOTOUHBIX

npoTeas, HopakeHHe JEeTKUX, UPPO3

NeYeHH

MyxkoBHUCIIH103 1:2500

CucTteMHOe MOpakeHUe OPraHoB, B psfe (€BPONEOHU Ibl)
CJydaeB HEIOCTATOYHOCTD MOJIKEITY-
JIOYHOM JKeJe3bl, 3aKyIopKa KUIICYHHUKA,
3aKymnopka OpOHXOB

l'unepammonuemust 1 :40 000
Hapymenune nukia MO4eBUHBI, HAKOTI-

JICHWE aMMOHHS, Ae(DUITUT aprHHIHA

Pannsis hopma, pa3BuBaroLIascs B mep-

BbIE 72 4 TIOCIJIE POK/ICHHS: JIETapI s,

pBOTa, KOMa, CMEPTh; B CIIy4ae BEDKHBA-

HUS — HEOOpaTUMOE MOBPEKICHUE MO3Ta.

[Mo3musst hopma: pBOTa, IETaprus, K-
JETITUYECKUE TIPUTIAIKA

1:7500
(Y My>X4MH)

Mpimeunas quctpodus HromeHna
[Iporpeccupytoiast c1aboCTh MBIIIIIL

CeprioBUTHOKIIETOUHAS aHEMHUS
XpoHHUUECKasi aHEeMUs1, CHCTEMHOE T10-
pa’keHUE OpraHoB, CEIE3CHKH, CepIa,
MIOYCK, IEYCHHU, MO3Ta; Y TETePO3UTOT-
HBIX HOCHUTEJICH HAOIIOIaeTCsT MATKAs
dbopma 6one3Hn

1:500 (st re-

MyJISIHSIX ad-

8

TEPO3UTOT B I1O-

pOaMEpUKAHIICB;
B JIPYTHX TIOITY-
TSUSAX — PexKe)

3amecTUTeIbHAsS TCparus; CHU-

3aboseBaHue IPOrpeccupyeT Mej-

KEHHUE dKOJIOrMUeCKUX (PaKTOpOB JIEHHEE

pHcka

Benenne aHTHOMOTHKOB, QH3H-
KaJbHasl OYUCTKA JIETKUX, OOIIEYK-
peomas 1uera

uera ¢ orpannuenuem Oenka, ue-
Ta, 00OranieHHast aprHHUHOM, JIeKap-
CTBEHHBIE CPEJICTBA, TPAHCILJIAHTA-
s ICYCHH

Tonbko MOAAEPKUBAIOLIEE JICUEHNUE;
TTOJIHOIIEHHOE ITMTaHHE, IOMOIIL B
(YHKIIMOHUPOBAHUH JbIXaTEIbHON
CHUCTEMBI, IEpEIBUKEHNE B UHBA-
JIMITHON KOJISICKE

[IepenuBanne KpoBH, MEIUKAMEH-
TO3Has Tepamus, aHaJIbI€TUKH,
TpaHCIUIAaHTALUs KOCTHOTO MO3ra
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JleTanbHbI HCXOM B BO3pACTE
0o 20 met

[To3nusist popma: GraronpusT-
HBIN

Pannsis (Tspkenas) popma: cHU-
JKEHUE TAKECTH CUMIITOMOB

Jleranpubiil ucxon k 20 rogam

CHWXEHHUE THKECTU CHMIITO-
MOB; 3Q(eKTUBHOE JICUCHHUE OT-
CYTCTBYET
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