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[1e/1b10 BBITOJIHEHHOTO UCCITEI0BAHYSI ObLIA OTEH-
Ka U3MEHYHBOCTH TTOKa3aTeIeil UMMYHOPEaKTUBHO-
TO TPUTICUHA B KPOBU HOBOPOSKIEHHBIX JIeTell B yCJI0-
Busix TroMeHCKOIT 06JacTi. JTa OlleHKa aKTyaslbHa
JUIST PaHHEH IMarHOCTUKKM TaKOTo 3a00JIeBaHUS KaK
MYKOBUCITU/IO3 U B TUIAHE 9KOJIOTUHU YeJIOBEKA.
Kruanyeckue mposiBIeHUsT MyKOBUCITUI03a
ObLTY OTHCaHbl y [eTelt B 30-€ ro/Ibl POIIJIOTO BeKa.
MyxkoBucII03 (KHCTO3HBIN (hrOPO3 OKETy 04~
HOW JKeJie3bl) — MOHOTeHHOe 3aboJieBaHIe, Hacie-
JIyeTcsi TI0 ayTOCOMHO-PEIeCCUBHOMY THUITY. 3aHU-
MaeT IIepBOe MECTO 110 PACTIPOCTPAHEHHOCTH B TPYTI-
1€ Ay TOCOMHO-PEPECCUBHBIX Oosie3Hel. EskeromHo
B Poccunu poxpaerca 300 gereii ¢ atuM 3ab0/1eBa-
HUeM. HacToTa reTepOo3UroTHBIX HOCUTEJIel paBHA
5% (B Poccun — 6 mutt. uesioBek). [eH, ompenensio-
muii 3a6osneBanue, koaupyet 6emok CFTR (Cystik
Fibrosis Transmembrane Regulator) — tpancmem-
OpaHHBII PEryJsiTOp KHCTO3HOTO (hribpo3a, IoKaJIH-
3yeTcs B IJTUHHOM Tiiede 7-ii XpoMocoMmbl. OnHa
u3 riaBHbix Gynakimii 6eska CFTR — yuacrue B
NefiCTBUY KaHAJIOB IePEHOCA MOHOB XJIOpa B KJle-
TOYHBIX MeMOpaHax sHIOKpuHHBIX keje3. CFTR
TaK;Ke UTPAET POJIb PETYISIPHOTO OeJIKa JJIst IPYTUX
MOHHBIX KaHAJIOB KJETOYHOU MeMOpaHbl, OH yda-
CTBYET B PETYJISAIUY BHYTPUKJIETOYHOTO CO/IEPIKa-
Hust pocdopa u B GyHKIMOHUPOBAHUM psifia dhep-
MeHTHBIX cucteM. Kpome toro, CFTR npunumaer
ydacTue B Pa3BUTUU UMMYHOBOCIIQJIUTEILHON pe-
aKIU¥, B YACTHOCTH, IOCPEJICTBOM CTUMYJISIIUN
BBICBOOOK/IEHUST MHTEPJEHKIHA 8 U TIPOLYKIIUN
MeInaTopoB Bocnanenud [ 1-4].
B nacrosiiiee BpeMst U3BECTHO HECKOJIBKO COT
Pa3HbIX MyTallWii B TeHe, KOTOPBIE pa3/ieIeHbl Ha O
GOJIBIINX KJIACCOB. I KTace COCTaBIISIOT MyTallHH,
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cBsi3aHHbIe ¢ HapymeHneM cuutesa 6enka CFTR, B
tom uncye mytanus G542X. Bo 11 kmacc BXOmsT
MYTAIlH, CBsI3aHHbIE C AaHOMAJIMSIMK CTPOEHUST OeJI-
Ka, cpean Kotopeix MyTtarus “F508. B Poccun vac-
TOTa 3TOW MyTatuu coctanisiet 56%. Myrtarun 111
u IV xnaccoB eTepMUHUPYIOT HAPYIIEHUS 9KCII-
peccur reHa Ha yPOBHE KJI€TOYHOIM MeMOpaHbl, IPU
KOTOPBIX BOBHUKAET AU3PETYJIAIUS (PYHKIIUYU MEM-
OpaHHbBIX KaHAJIOB JIJIS XJI0Pa, HAIIPUMEP, My Tall¥s
G551D. [Tpu myrarmu IV knacca napyieHo GyHk-
IIMOHUPOBAHNE KAaHAJIOB MOHOB XJIOPA, YTO B OCO-
6ernocTH cBoiicTBeHHO MyTarmu R117H. Myranuun
V kiacca 00yCIOBIMBAIOT CHUKEHIE KOJMYECTBA
Gesika, ero cuHTe3 OJOKUPOBAH HA YPOBHE OeJKa-
IpeilieCTBEHHUKA [J].

B ocHoBe matorenesa 3a60/1€BaHUS JIEKUT W3-
MeHEHHEe BOJHOTO U BJIEKTPOJTUTHOTO OastaHca CIIv-
3UCTBIX CEKPETOB 9K30KPUHHBIX KeJie3 (TIoJKeTy-
JIOYHOM, GPOHXUABHBIX, TOTOBBIX, CJIFOHHBIX, CJIe3-
HBIX, TIOJIOBBIX ), a TakKe kequu. [ycToil cekpet
paCTSITMBaeT CTEHKU BBIBOJIHBIX IPOTOKOB JKeJIe3 C
(hopMupoBaHUEM KUCT, @ TKAHD JKEJIE3BI — CKIIEPO-
supyercst (pu6bpo3). OMHNUM U3 CIIeICTBUN HapyIIe-
HUS 3K30KPUHHON (DYHKITUM TTOIKETYTOTHOH Ke-
JIE3BI SIBJISIETCS TIOBBIINIEHUE B KDOBU UMMYHOPEAK-
TUBHOTO TPUIICUHA, KOTOPBIi IBJISIETCS CyOCTPATOM
IIJISI IPOBE/IEHUsI CKPUHUHTA PaHHMe JierouHble
U3MeHEeHMsT OOBIYHO TIPOSIBIISIIOTCS Toce 5-7 He-
nesb xku3Hu peberka [6-8].

JL71s1 paboTHI UCIIOIBb30BAJIM APXUBHBII MATEPU-
an (2006-2008 rr.) IVIITY TO “llepunatanbHblii
IeHTpP”, co/lepsKaIlUii CBEIEHUST O Pe3yJIbTaTax aHa-
JIM30B TeCT-0JIaHKOB € KPOBBIO, B3SITON Y HOBOPOK-
JIEHHBIX JIeTel NPH TPOBEJEHUU HEOHATATbHOTO
CKPWHUHTA; IAHHBIE O T10JIe, MACCE, /IATE U MECTE POK-
neHust pebeHka, cpoke recraruu. [list onpenesneHust
KOHI[EHTPAIIMU UMMOHOPEAKTUBHOTO TPUIICHHA
(IRT) B meprHATATIBHOM IIeHTPE OBLT UCIOTb30BAH
bmoopeciieHTHBIIT UMMYHHBIN aHAU3 C TIPUMeEHe-
nueM mpubopa DELFIA 1 MHOTOMYHKITMOHATBHO-
ro cuetynka-aHasmsatopa VICNOR.
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Puc. 1. Pacupegesenne 10HOIIEHHBIX HOBOPOKIEHHBIX AeTell B TioMeHcKoii obmacTi
Mo KoHIeHTpanun ummynopeaktusHoro tpumncuaa (IRT) B kposu (%)

Pacripenenenye moHOIMEHHBIX HOBOPOKIEHHBIX
nereit TioMeHckoit 061acTu 1o KonnenTpanuu IRT
B IIpoOax KpoBH IpejicTaBieHo Ha puc. 1. VI3 pucyH-
Ka BUHO, YTO pacrpezieieHe SIBISETCS aCUMMET-
puunbiM. Y 80 % neteit yposenb IRT kosebmercs
ot 5,01 10 25,0 ©r/™MI1, ¥ 55 % HOBOPOKIEHHBIX 3TOT
nokasaresb kojebaercs or 10,01 1o 20,0 ur/mua. Y
15 % nereir kounerrpanusa IRT pasna 25,01 -50,0
Hr/many 3 % — 50,1 -130 ur/m.

B uccnenopanuy 6pL1a IpoaHaIu3UpOBaHa 13-
MEHYUBOCTb U3y4aeMOTO TIOKa3aTeJisl y IeTell B 3a-
BHUCUMOCTHU OT MeCTa POKIAEHUSI.

B TiomeHCKO# 06J1aCTH MOKHO BBIIEJIUTD 2
pasuble Tepputopun: “Cesep” (XanToi-MaHcuiic-

KU aBTOHOMHBIN OKpyT u Amano-Henerkuit aB-
TOHOMHBIHN okpyT) 1 “IOr” (10:KHBIE AAMUHUCTPa-
THUBHBIE pailoHbI 00J1acT ). B 105kHO#T 30He pactio-
JIOJKeH 00J1acTHOI 1eHTp — TI. TroMeHb. dTH Tep-
PUTOPUU PA3JIUYAIOTCS 11O KIUMATUUYECKUM
0COOEHHOCTSIM, XapaKTepy U MHTEHCUBHOCTU aHT-
POIIOTEHHOTO BO3/IECTBUS Ha OKPY>KAIOIIYIO Cpe-
Iy u yesioBeka [Hanpumep, 9, 10]. “CeBep” — Tep-
pUTOpPUS, T/le UHTEHCUBHO (DYHKIIMOHUPYET Hed-
Te, - U razonobpiBaonuil komraekc. “IOr” —
CeJIbCKOXO035IMCTBEHHAS 30HA. B 10KHBIX palioHaX,
110 CPaBHEHUIO C CEBEPHBIMU TOPOIaMH, MeHee OJra-
TOIPUSATHA COITMATTbHO-9KOHOMUYECKAST CUTYaIlUsI.
CeBepHble TEPPUTOPUY 3aCETIEHBI, BOCHOBHOM, 32

Ta6uua 1. PacripeesieHrsi HIMMYHOPEAKTHBHOTO TPUIICHHA (HI/MJI) B KPOBH JieTeil

13 PasHbIX pernoHoB TIOMeHCKOI 061acTh

3HaueHus TromeHb IOxubIe CeBepHble IOxHeb1E TromeHckui CesepHble
IOKa3aTess n=775 roponaa ropoaa paiioHBl n paiioH paiioHsl
n=784 n=484 =193 n =393 n=193
0,01-5,0 1,2 0,8 1,2 1,0 1,3 1,0
5,01-10,0 214 21,8 10,7 10,4 19,7 10,4
10,01-15,0 30,0 33,6 30,2 28,1 33,2 31,1
15,01-20,0 184 20,3 26,2 229 18,7 22,8
20,01-25,0 8,7 8,2 10,5 12,0 8,2 11,4
25,01-30,0 6,2 4,6 6,2 6,3 6,8 5,7
30,01-35,0 4,1 3,0 5,2 5,7 3,3 4,7
35,01-40,0 33 2,1 3,1 5,2 2,4 4,7
40,01-45,0 1,6 1,3 2,1 1,6 1,5 1,6
45,01-50,0 1,2 1,0 0,8 1,6 0,8 1,6
50,01-130,0 4,2 3,3 3,7 5,2 4,1 5,2
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Ta6uua 2. [Tokazaren KOHIIEHTPAIIMA HMMYHOPEaKTHBHOTO TPUIICHHA (HT/MJI)
y HOBOPOXK/IEHHBIX JieTeil B TioMeHCcKoit obmactu

Horopox aeHHsie, B Cpeee Koaduprmment
pO:KICHHEIE B CPOK X=+zm KBAJPaTIMNHOS BapHALII
(37-41mem ¢ a 0 g
MAKPOCOMATHKIL 152+ 1,34 | 15,0+ 1,92 0.44 10,53 62 70
{3800 1) (n= 30 (1= 30)

MEIOCOMATIKII 176 1,33 | 16,9+ 1,37 11,85 11.44 63 a7
(300071 — 3799 1)} (n=79) (n= 70

MITEPOCOMATIIKI 15,64 2,24 | 17,0+ 1,47 12,26 11,59 78 67
(= 3000 1) (n= 30 (n=62)

PosxneHHEBIE paHEBLIE 17.7+ 1,29 | 20,5+ 2,04 5.03 12,92 45 63
cpoka (x=2349 + 501) | (n= 39) (n= 40)

c4YeT MUTPAHTOB, 3, CJIe/J0BaTEJIbHO, TeHeTUYecKas
CTPYKTypa MONIYyJIANUI yesoBeKa B aBTOHOMHBIX
OKPYTaX MOJKET OTJUYAThCSI OT TAaKOBOU Ha fore
obsactu. MI3BeCTHO, 4TO 4aCTOTHI TPYIII KPOBHU B
cucteme ABO #, cOOTBETCTBEHHO, TEHOB, OTIpPEie-
JIAIONUX 3TU (DeHOTHUIIBI, OUHAKOBHI B IBYX YKa-
3aHHBIX 9KOJOTMYecKux 30Hax [10].

Pacnpenenenusa IRT neteii, poxk/eHHBIX B
pasHbIX perrnoHax TIOMeHCKON 00jacTu, Ipej-
craByeHbl B Tabu. 1. AHaM3 mpeacTaBIeHHbBIX
NAHHBIX TTO3BOJINJI 3aKJII0UYUTh, YTO BBISIBJIEHHBIE
pacrpeneneHns CXOIHBI B YKa3aHHBIX 9KOJIOTHU-
YeCKUX yCIOBUSIX.

ITocko/IbKY MaTh sIBJISIeTCS sl peOeHKa mmep-
BBIM CBO€OOpPA3HBIM 9KOJOTHYECKUM IPOCTPAH-
cTBOM, u3yuymiu koHrenTpaiuio IRT B 3aBucumoc-
TH OT CPOKa recTaruu (10 cpoka, 10 37 HeJleslb, U B
CPOK) ¥ MACChl HOBOPOKIEHHOTO (TabJI. 2).

YMecTHO yKasaTh, 4TO, 110 HAIIUM JTaHHBIM,
4acToTa MpeKJIeBPEMEHHBIX POJOB He 3aBUCUT
OT MeCTa MPOXUBAHUI MaTePU: OIMHAKOBA KaK
B CEBEPHBIX, TAK U B I0KHBIX pailoHax 06J1acTu,

u B cpenHeM, paBHa 3,8 £ 0,4 %. V3 tabu. 2 no-
HSTHO, UYTO, KaK CPe/lHNE 3HAUYEHWs U3y4aeMOo-
ro MpU3HAKa, TaK U NOKA3aTeJnu ero u3MeH4Yn-
BOCTHU, OJITUHAKOBHI y JIeTeH, POKIEHHBIX B CPOY-
HBIX U TPEXIeBPEMEHHBIX PO/aX, a TaKXKe Yy
HOBOPOK/IEHHBIX, UMEONINX Pa3HYI0 Maccy
tena. Pacnpeneneraue IRT y HemoHOIMEHHBIX
neTell He OTAWYAETCS OT TAKOTO y JeTel, POxX-
JIEHHBIX B cpoK (Tabi. 3).

B pa6ote 6bL10 BBIABJIECHO, YTO YKCIIO IETEH, BXO-
AKX B IpynIy pucka 1o mykosuctuosy (IRT
6osiee 70 Hr/MJT), OIMHAKOBO BO BCEX MTPOAHATN3H-
POBaHHBIX BbIOOpKax zerell Tiomerckoil obaacTu
(1abu. 4). VI3 9T0ii TPYMIIBI TOJBKO Y TPEX HOBOPOJK-
JIEHHBIX OBLIO AMATHOCTUPOBAHO 3200 1eBaHle.

TakuM 0O6pa3oM, U3MEHYNBOCTD TTOKa3aTeaeit
MMMYHOPEAKTUBHOTO TPUTICHA Y HOBOPOKIEHHBIX,
He OTIPEIEISIETCST ITTUTEIbHOCTHIO BHYTPUYTPOOHO-
ro pa3BUTHS pebEHKa, a TaK/Ke He 3aBUCHUT OT KJIH-
MaTHYeCKUX 0COOEHHOCTEH, yDOBHS aHTPOIIOTEHHO-
IO 3arPsSI3HEHNS U COTTUATbHO-9KOHOMUYECKON CU-
Tyalluu B PErHOHE.,

Ta6uua 3. Pacripe/iesieHrie HeJOHOIIIEHHBIX HOBOPOKIEHHBIX JieTell BTIoMeHCKO obiactu
110 KOHIeHTpaIuu (Hr/MJ1) ummyHopeakTiusHOro TpuricuHa (IRT) B mpobax KpoBu

KonueHnrpanus Yucno YacroTa (%)
0.01-5.00 1 1,3
5.01-10.00 5 6,3
10.01-15.00 20 25,3
15.01-20.00 19 24.0

20.01-25.00 12 15,2
25.01-30.00 4 5,1
30.01-35.00 5 6,3
35.0140.00 2 2,5
40.0145.00 3 3,8
45.01-50.00 1 1,3
50.01-55.00 1 1,3
55.01-60.00 1 1,3
60.01-65.00 1 1,3
65.01-70.00 1 1,3

> 70.00 3 3.8
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Ta6muua 4. J{osist HOBOpOsKIeHHBIX B TioMeHckoi obsactut B 2006-2007rT., BXOASIIMX B TPYIIITY PHCKa

Pernon UYncno o0cie10BaHHbBIX B rpynne pucka Yactota (%)
r. TioMeHb 16786 229 1,4+ 0,1
TroMeHckuid pailoH 4496 74 1,6+ 0,2
r. Ummm 3179 21 0,7+ 0,1
r. ToOombck 4227 32 0,8+ 0,1
IOxxHbIe palloHbI 7094 160 2,2+0,2
r. HoBeii1 Y penroit 2970 44 1,5+ 0,2
r. HossOpbck 2728 17 0,6+ 0,1
r. Canexapn 2043 10 0,5+ 0,2
CeBepHble pallOHbI 6349 100 1,6+ 0,2

Bceero mo Tromenckoit 49872 687 1,4+ 0,1
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