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Pesiome

B KJIMHMYECKOI MPAKTUKE HEAOCTATOYHO BHUMAHMSI YIESETCSl COCTABIEHUIO POIOCTIOBHBIX MAIIMEHTOB, BBISIBIEHMIO HACIEACTBEHHOM MPUPO-
bl 3200J1€BaHUsI, XapaKTepa Hacle0BaHust 00JIe3HU. DTO KacaeTcst Kak PelIKUX, TaK U IIUPOKO PAacrpoCcTpaHeHHBIX 6osie3Heit. [Tpu aToM reHe-
TOrNYECKUI aHAJIN3 TIPU BISIBJIEHWHN U TTOJ03PEHNH Ha TIepBUYHbBI uMMyHonebuuuT (ITU]1) HCKITIOYUTENBHO BaKEeH KaK B KIMHUYECKOM, TaK
M B IPOTHOCTUYECKOM Il1aHe. [TpoBeieHO cpaBHEeHKe reHealornueCKMX JaHHBIX Y POACTBEHHUKOB MatineHToB ¢ [TU]L u 6e3 TakoBoro.
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Summary

This study was aimed at analysis of pedigrees of adult patients with primary immunodeficiency (PID). Methods. We examined 94 adults with primary
immunodeficiency and 217 adults without this disease. Genealogy analysis was made at least for four generations in all patients. Resulfs. Relatives of
most PID patients (75 %) had autoimmune disorders. Relatives of near all (99 %) of PID patients had allergic diseases. Sixty nine per cent of PID
patients had cases of infant death due to infectious or oncological diseases in ancestors. Conclusion. Genealogy analysis of patients with confirmed
or suspected PID could be an important diagnostic measure. Data about relatives with atypical infectious, inflammatory or autoimmune diseases are

the most valuable.
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IlepBuunsie mmmyHoxebwutel (ITWAJ) — 310 TeHeTH-
YeCcKM NeTepMUHUPOBAaHHBIC 3a00JIeBaHUs, B OCHOBE
KOTODBIX JieXaT MOJEKYJSIpHbIE WJIM OpraHuYecKue
nedeKTbl, MPUBOASIIME K HapylLIEHUsSIM KackKajaa MM-
MYHHBIX peakiluii, npoaudepaunu, tuddepeHInpOBKU
¥ QYHKIMHA UMMYHOKOMIIETEHTHBIX KJIETOK, XapaKTe-
pusymolmecss MHOEKIIMOHHBIMU MTPOIIECCaMU, ayTOUM-
MYHHBIMU 32005ieBaHUSIMU (A3) Y TOBBIIIEHHON CKJIOH-
HOCTBIO K pa3BUTHUIO HOBOOOpa3oBauwmii [1, 2].

Wcropusa nonumanus I[MU]] kaKk reHETUYECKU OITO-
cpenoBaHHbBIX 00JIe3Hei HaunHaeTces ¢ 1956 t. [3, 4], ko-
rla HAKOMWJIKNCh CBEIEHUS O MalMeHTax ¢ araMMariaoby-
JHeMuel (0oje3Hb BpyToHa — MepBBIN OMMCAHHBIN
I, 1952) [5] u Obu1 cnenaH BbIBoA 00 X-CILIETUICH-
HOM HacJieNoBaHUU 3a00JeBaHUsI, aHAJOTUYHO TIeMO-
dumuu [3, 4, 6]. 1o pe3yabraTamM He3aBUCUMBIX APYT OT
Ipyra 2 mcciaemoBaHMiT mpomaeMoHCTpupoBaHo (1993),

YTO JaHHOE 3a00JieBaHUE SIBJISICTCS CICACTBMEM MyTa-
Uil B TeHe TUPO3MHKHMHA3BI, KOTOpasl BIOCIECICTBUU
MnoJiyuusia Ha3BaHME TMPO3UHKMHAa3bl bpytona [7, §].
OkcnepTHbiM KomuTeToM 1o T[T/ MexnyHapomHoro
C0103a UIMMYHOJIOTHIeCKUX coobtecTB (Expert Commit-
tee on Primary Immunodeficiency of the International
Union of Immunological Societies — EC P1D 1UIS) yco-
BeplleHcTBoBaHa Kiaccubukauus [MTU (2013), Ha-
3BaHHasl caMbIM TI0JIHBIM KaTtajoroMm I1MJI. B mannHyo
KJ1accuUKaILMIO BKIIOUEHBI HE TOJBKO pacIipeiesieHue
HO30JIOTUI MO IPyIIiaM, HO U U3BECTHbIE TEeHETUYECKUE
nedeKThl, TUM HaceIOBaHWSI, OCHOBHbIE MMMYHOJO-
TUYECKWEe W HEMMMYHOJOTHUECKHe (heHOTUITMIECKIE
nposiBaeHus1, accouuupoBaHHsie ¢ [TWJ [9]. Yucio
Ho3zonoruii ITMU]JI, a Takke M3BECTHBIX TEHETUYECKUX JIe-
(bexToB, OTBETCTBEHHBIX 3a pa3BUTHE TaHHBIX 3a00JIeBa-
HUIA, B 3TOI KJ1accuuKamy mpeBeIicuiIo 250 HamMeHo-
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BaHmii. C OTKPBITHEM HOBBIX TEHETHYCCKUX Ne(hEeKTOB

9TO 4mucjio Oymer yBenmuuBathbesi. COINIAaCHO JaHHOM

Kjaccudukaluuu, nogasisouiee 6oabimHcTBo [TUJT —

MOHOTEHHEIE 3a00JIeBaHMSI, ITO3TOMY COOp TeHeaJoTH-

YeCKOI MH(MOPMALIMK — BasKHBIN 3Tall padOTHI C JaHHBI-

MM TIallUEHTaMMU.

Ha puc. 1 npuBeneHa poaocjioBHasi CEMbU, B KOTO-
poii BbIsiBIeHO 3 ciyvas ogHoro u3 [TU/] — cunnpoma
Hulxopmku (CHOJ) (cuHIpOM AENIeUA XPOMOCOMBI
22 — COAX22).

IIpu aHanu3e POAOCTIOBHBIX CTaBSTCS CJEAyIOLIUE
3a/1a94:

* BBISIBJICHHE HACJIEACTBEHHOIO XapakTepa IpHU3HaKa.
OoHUM 13 OPUEHTUPOB HACICICTBEHHOM MaTOJIOTUU
SIBJISICTCSI HAJTMUME CXOJHBIX CAMIITOMOB y POACTBEH-
HUKOB 0OosibHOTO. OOHAapyXeHue OIHUX U TeX XKe
NPU3HAKOB 3a00JIcBaHUS Y HECKOJIBKUX UJICHOB
CeMbU WJIM POJACTBEHHMKOB MOXKET YKa3bIBaThb Ha
HacJeICTBEHHbIN XapaKTep MaToJI0T1H;

* yCTaHOBJIEHME TuMa HacjeaoBaHus [10].

IIpu 5TOM BBISIBJICHHE SIMHUYHOTO CIIydasl 3a00Je-
BaHMS B CEMbE €11Ie He CTYKUT OCHOBAHUEM IIJIST NCKITIO-
YEHMSsI HaCcJeACTBEHHOM MPUPObI 00JIe3HU, T. K. MHOTHE
HacJieCTBEHHbIE 3a00JieBaHuUsI (0COOEHHO MOHOT€HHbIE
C ayTOCOMHO-IOMHWHAHTHBIM TUIIOM HacJIeOOBaHUSI
¥ XpOMOCOMHBIE aHOMAaJIMM) YacTO BO3HUKAIOT BCJIEHI-

I @2

CTBUE BHOBb BO3HUKIIIEH TeHHOU MyTauuu (de novo) unm
CJIy4aifHO# BCTpeUM 2 HOCUTEJEH OJHOTO U TOTO XKe pe-
neccuBHoro rexa [10, 11].

Kpome Toro, B cembsix nauueHToB ¢ ITHMJI moryt
BCTpeYaThes JIUIIA ¢ OTACIBHBIMU IIPpU3HAKaMU 3a00J1e-
BaHUs 0e3 MOJIHOM (heHOTUIMUUeCKol MaHMdecTaluu
3ab0oneBaHus ((peHOMeH (PeHOTUNMUUECKON H3MEHUU-
BOCTU reHeTu4ecKux oosiesHeit) [11].

[Ipu mpoBeneHNUN T€HEATOTUYECKOTO aHaIM3a y Iia-
mueHtoB ¢ [TMJI ynmenstioch BHMMaHUE OTIEIbHBIM
(beHOTUIMMYECKUM TIPOSIBJCHUSIM 3a00JIeBaHUI y MX
POJICTBEHHUKOB, BCTPEYAIONIMMCS Yallle OCTAJIbHBIX.
[IpostBneHnsT 3a00IeBaHUIT pacIpeneIicHBI II0 TPyIIiaM
¥ 0003HAYEHBI KaK TPYIIIbI TeHeaJOIrMYeCKUX TaHHBIX:

*  HaJluyue POJCTBEHHUKOB C TSKEIbIMU MHOEKIIMOH-
HBIMU 3200JICBAHUSIMU B aHaMHe3¢e (CeTicuc, TsoKesast
MHEBMOHMS, SHIC(ATUT, THOWHBIC 3a00JeBaHUS
BHYTPEHHUX OPraHOB, OIIOPHO-ABUTaTeIbHOTO arlla-
paTta v Ap.) U / WIKA UX TIOBTOPSIEMOCTh, MHOXKECTBEH -
HOCTb JIOKQJIM3AIlMUA, TOPIMUAHOCTb K CTaHIApTHOM
Teparuy, COYETaeMOCTh C IPYTMMU MMMYHOIIaTO-
JIOTUYECKMMU mpolieccamu (pabodyee Ha3BaHUE —
ATUMUYHBIA WHOEKIIMOHHO-BOCIIAIUTEIbHbIN TPO-
uecc — AMUBII) [12, 13];

* HaJIMYME POICTBEHHUKOB C aJUIEPIUIECKOIl MaToJI0-
rueii (AIl);
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[Mpumeuanue: [V.3 — manbuuk 5 net ¢ cunapomom JlayHa u neTckum 1epedpaabHbiM napanudom; [V.5 — neyuika 18 net ¢ peuunusupyomum ypyHkynesom; [V.6 —
nesouka | r. 3 mec. ¢ cunapomom du/lxopmku (cuHapom nesneumu 22-it xpomocomsl); IV.7 — manbuuk ¢ cuHapomom Jdu/xopaxu, ymep B 8 mec.; IV.8—IV.11
4 MasibyMKa, yMepsu B Bo3pacte J10 1 roxa oT HeM3BeCTHBIX MPUYMH, poarnch 1 ki B Cemunanarureke (Kaszaxcran); IV.12 — myxxunHa 22 niet ¢ runodusapHbiM
HaHusmoM; II1.8 — xeHmmHa 36 et ¢ BPOXAEHHBIM TOPOKOM cepiua (aedekT MeXIpeacepaHoil neperopoaku), cuoc mauueHTkKu ¢ cuHapomom AuJlKopmki;
I11.9 — xxenurna 34 net ¢ cunapomom duxxopmku; [11.10 — myxuunna 36 jer, oreny geteit ¢ cunapomom du/lxxopmku; 111.11 — Beikuabiin Ha cpoke 12 ven.; 11.2 —
myxkurHa 65 sier ¢ BIIC; 11.4 — xeHimHa 62 JieT ¢ caxapHbiM quadeTom; 11.5 — XeHIMHa, cTpaiaia UIeMUYecKOoi Goie3Hbio cepaiia, AB-6i10Kana, ycTaHOBIIEH
KapAMOCTUMYJISITOP, YMepJia OT MHCYJIbTa B 65 JieT, Math nauueHTku ¢ cuHapom Jdulxopmxku; 1. 9—I1.10 — moru6iu Ha BoitHe; 1.1 — XeHIIMHA, yMepia OT MHCYJIbTa
B 83 roma; 1.2 — myxuuHa, ymep ot paka xenynaka B 60 set; 1.3—1.4 — ymepnu B Bo3pacte crapiie 60 JieT OT HeM3BECTHBIX TIPUUMH. Y OCTAIbHBIX WICHOB CEMbU JTaH-
HblE O HAJIMYMU TMaTosoruu oTcyTcTBYIOT. Math (I11.9) n3 Haxozsuieiicst nox HaboAeHUEM ceMbU poauiachk U Bbipocia B Kazaxcrane (CemunanaTuHck). JaHHble
o ponctBeHHuKax otia (I111.10) oTcyTcTBYIOT, TOCKOIBKY OH BbIpoC cupoToil B Kambiiiuioe (CBepaioBckast 001.).

Figure 1. A family tree of the family K.

Notes: IV.3, a 5-yr male with Down's syndrome and cerebral palsy; IV.5, a 18-yr female with recurrent furunculosis; V.6, a female of 1 year 3 months old with DiGeorge
syndrome (22ql1 deletion); IV.7, a male with DiGeorge syndrome who died at the age of 8 months; IV.8 to IV.11, four males who were born and lived at Semipalatinsk
(Kazakstan) and died of unknown reasons at less than 1 year of age; IV.12, a male of 22 years old with pituitary dwarfism; I11.8, a female of 36 years old with congenital
heart disease (atrial septal defect), a sibs of a female with DiGeorge syndrome; 111.9, a female of 34 years old with DiGeorge syndrome; I11.10, a male of 36 years old who

is a father of children with DiGeorge syndrome; II1.11, a miscarriage at 12 weeks; 1.2, a male of 65 years old with congenital heart disease; 11.4, a female of 62 years old
with diabetes mellitus; 1.5, a female with ischaemic heart disease, atrioventricular block and implanted cardiac pacemaker, a mother of a female with DiGeorge syn-
drome, died of stroke at the age of 65; 11.9 and 11.10 died at a war; 1.1, a female who died of stroke at the age of 83; 1.2, a male who died of gastric cancer at the age of

60; 1.3 and 1.4 died of unknown reasons at the age more than 60. There is no information about diseases of other family members. Mother (I11.9) was born and raised at
Semipalatinsk. There is no information of the father's (I11.10) relatives as he was an orphan raised at Kamyshlov town, Sverdlovsk region.
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Tabauua 1
Pacnpeoeaenue e3pocavix ¢ ITHJ] ¢ pecucmpe Ceeponosckoii obaacmu
Table 1
Distribution of adults patients with PID in a register of Sverdlovsk region
Yucno naumeHToB
BCEro ‘ MYXYUHBI ‘ KEHLLMHBI
4 2 2
1 1 -
1 - 1
8 1
21 5 16
44 21 23
1 - 1
1 1 -
2 1 1
1 1 -
v [LedexTbl KOMNAEMEHTa
HacnepcTBeHHbI aHTMOHEBPOTUYECKMUIA OTEK 9 3 6
Vi [DedekTbl BPOXAEHHOr0 UMMYHUTETA
Makporno6ynuHemus BanbgeHctpema 1 1 -
Wroro 94 43 51

Mpumeyanue: Ig - iMMyHornoByH.

* HaJu4yue POACTBEHHUKOB ¢ A3;

* HaJIW4ue POACTBEHHUKOB CO 3JI0KAYECTBEHHBIMU
OITYXOJIEBBIMU 3a00JIeBAHUSIMU;

*  CJIy4au IaTOJIOTUH PETPOIYKIINN;

e CJIlyyad IeTCKMUX CMepTell OT MHMEKIIMOHHBIX 1 / WIIN
OHKOJIOTUYECKMX 3a00JIEBAaHUIA;

*  CllyyaM BpOXIeHHBIX TopokoB pa3sutus (BITP) [14, 15].
Llenpio maHHOM pabOTHI CTAJIO MCCIIEI0BAHUE POIO-

CJIOBHBIX B3pOC/bIX MaueHToB ¢ [TW]] u aHanu3 reHea-

JIOTMYECKUX JAaHHBIX Y POJICTBEHHUKOB 3TUX MAIlMEHTOB.

Marepuanb 1 MeTogb!

B uccnenoBanuu (n = 311) mox HaOIOAeHUEM HAXOAUCh
B3pocible maiueHTsl ¢ [T (7 = 94; 1-s rpynna) (Tadsn. 1).
Hozonornueckuit auarnos ITW/l yctaHaBIMBaJCsl CO-
riacHo geiictBylomeii knaccudukauuu EC PID TUIS
(2013) [9]; 2-10 rpynmy cOCTaBWIM B3pOC/bIe JMla 0e3
MNUA (n=217).

Y Bcex y9aCTHUKOB MCCIICAOBAHMSI OBIJ IIPOBEICH Te-
HeaJIOrMYeCKUi aHalu3 C MCCASIOBAHMEM YKa3aHHBIX
IPYI IPU3HAKOB Y = 4 MOKOJIEHUI POACTBEHHUKOB —
reHeajorndyeckue gaHHbie: AWMBII, AIl, A3, Hanunuue
POICTBEHHUKOB CO 3JI0KaUYEeCTBEHHBIMHU OITYXOJIEBBIMU
3a00JIEBAHUSIMM, CJyday MATOJIOTUM PEINPOAYKLIMH,
JIETCKUX CMepTell OT MH(MEKIMOHHBIX U / I OHKOJIO-
ruueckux 3aboneBaHuii, BITP. B kauecTBe moka3zarens
HCTIOJIB30BAJICS TIPOIICHT POACTBEHHUKOB C YKa3aHHBI-
MU TeHEaJOTMICCKMMHU NaHHBIMUA OT OOIIEero 9Jmcja
POJICTBEHHUKOB 4 MOKOJICHUIA.

J1st aHaM3a IoKa3saTeJield B TPYITax UCIIOIb30BaICs
KBapTUJIGHBIN aHaIn3, IpOBepKa 3HAUYMMOCTHU pPa3iiu-
YU MEXIy He3aBUCUMbIMU IPYIIIAMU IIPOBOAMIACH T10

HemapaMeTpuyeckoMy kKpurepuio Kpackena—Yosumca.
IIpu ypoBHE 3HAYMMOCTH KPUTEPUST Pa3IAYUs TPYIIIT
< 0,05 cuuranuch CTaTUCTUYECKM 3HAYUMBIMU. [lJ1s1
aHaJIM3a JaHHBIX UCITOJIb30BAIMCH ITAKETHI TTPUKJIATHBIX
niporpamm Statistica 7.0 for Windows n Microsoft Olffice
Excel [16, 17].

Peaynbratbl M 00CyXaeHne

IMpoananusupoBaHo 311 pomocioBHBIX (7 = 5 284), us
Hux 981 (18,6 %) — poncrBeHHUKH manueHToB ¢ [TU]I,
4 305 (81,4 %) — 6e3 TAKOBOTO.

CoracHO pe3yJabTaTaM CTaTUCTUYECKOTO aHajlu3a,
y 75 % mnauuentoB ¢ I1IWJ] uMMenuch poACTBEHHUKH
¢ AWBII, nipu atoM y 50 % M3 HUX YUCJIO TAKUX POACTBEH-
HuKoB coctaBuio 10—100 %, a'y 25 % nocturano 10 %
B pasHbIX ceMbsix. B rpymme i 6e3 [TU/] toapkoy = 10 %
“MeJanch Takue poactBeHHUKH (10—20 %) (puc. 2).

Y 75 % naumenToB ¢ [TW]/] uMennch poacTBEHHUKH
¢ A3, X 9MCIIO B pa3HBIX ceMbsiX coctaBuio 10—40 %.
Y 25 % nuu 6e3 W] Takke MMEIUCh POACTBEHHUKHU
C ayToIlaToJIOTHEN, HO MX YMCIIO He mpeBbiano 15 %
(puc. 3).

VYV 99 % mauwmenron ¢ [TNUJ1 umenuch poacTBEHHUKH
c AIl (y'/; u3 Hux > 10 %). Bo 2-ii rpymie poacTBEeHHU -
ku ¢ AIl umenucs y 98 %, ogHako Toyibko y 11 % uucio
TaKoBBIX ITpeBbIcHo 10 % (puc. 4).

VY /5 manmenTtoB ¢ [TU/] B pomoCIOBHBIX OTMEUYEHBI
cilydyad OETCKUX CMepTedl OT MH(MPEKLMOHHBIX W / WU
OHKOJIOTMYECKUX 3a00jIeBaHUI, UX YMUCIO JOCTUIAJIO0
69 %. Y /3 nuu 6e3 [TU]] npu reHeaJornyeckKoM aHaIu -
3€ TaKKe ObLIM YCTAaHOBJICHBI MTOJOOHBIE ClIydau, HO UX
qucyio He npesbimano 25 % (p = 0,0001).
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Puc. 2. Pacnipenenenue poactBeHHUKOB ¢ AUBIT y nauuenTosn ¢ [T/
1 6e3 TaKOBOTO

[MpuMeyaHue: OTIIMYMS TPYIIT CTATUCTUYECKU 3HauuMBbl, p < 0,001.

Figure 2. Distribution of patients' with and without PID relatives with
atypical infectious and inflammatory disease

B pomocioBHbIX aull 1-i1 1 2-i1 Tpynm oTMevyaauch
ciydau BIIP (o 10 %), onHako B 1-i rpyrime ux yuc-
J10 pocturano 69 %, a Bo 2-ii — He mpeBbicuiIo 25 %
(p = 0,0002).

IIpu craTUCTMYECKOM aHaJIM3€ HaJIW4us POACTBEH-
HUKOB C OITYXOJIEBBIMU 3a00JIeBAaHUSIMU M TIATOJIOTHEH
PENnpoOayKTUBHOM CUCTEMBI B TpyIinax nanueHToB ¢ [TU]]
1 0e3 TaKoBOro pasauuuii He BbIsIBIeHO (p = 0,3330
1 0,89 COOTBETCTBEHHO).

Kpome toro, y nauuenros ¢ IT1Jl u 6e3 TakoBoro
OLICHUBAJICS YIEIbHBIN BeC pOICTBEHHUKOB 0€3 yKa3aH-
HBIX TeHEAJIOTMYEeCKUX JaHHBIX MO rpymmam (Tad. 2).

CrenoBaresbHO, A0Js MAlUEHTOB, Y KOTOPBIX CO-
BCeM He ObUIO POJICTBEHHUKOB C OLIEHMBAEMbIMU TeHE-
aJIOTMYeCKUMU JaHHBIMU, B rpymnre jul 6e3 [T/ Obu1a
Boime. [Ipu 3TOM CTaTUCTUYECKUX PA3IUUMA MEXITY
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Puc. 3. PacnipeneneHue poacTBeHHUKOB ¢ A3 'y nmauueHTos ¢ [T/ u 6e3
TaKOBOTO

[TpumevaHue: OTIMYMS TPYIIT CTATUCTUYECKU 3HauUnMbl p < 0,001.

Figure 3. Distribution of patients' with and without PID relatives with
autoimmune disease
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Puc. 4. Pacnipenenenue poactBeHHUKOB ¢ All y manuentos ¢ [T/
1 111 6e3 TaKOBOTO

[Ipumeuanue: mo ocu abcuuce — 4ucao poacTBeHHUKOB ¢ All; oTanuus rpynn
craTUCTUYecKU 3HauuMel, p < 0,001.

Figure 4. Distribution of patients’ with and without PID relatives with
allergic disease

rpyrmnaMu o HaJu4duio POACTBEHHUKOB CO 3J10KAYeCT-
BEHHBIMU OITYXOJIEBLIMU 3a00JI€BAaHUSIMU U TTaTOJIOTUEI
PENpPONYKTUBHOM CUCTEMBI HE BBISIBJICHO.

IIpu cpaBHUTEILHOM aHaNIU3e POJOCIOBHBIX B3pOC-
abix ¢ TTW] BblaesaeHa rpyria reHeaJlornyeckux JaH-
HBIX U ITpOaHAIM3MPpOBaHa UX 3HAYMMOCTD.

B TepaneBTHUecKoii MpakTUKE yaeaseTcs HeaoCTa-
TOYHO BHUMAHUS COCTABJIEHUIO POJOCIOBHBIX MallMeH-
TOB, BBISBJIEHWIO HACAEACTBEHHOW MpUpOabl 3a0oJie-
BaHUd, XapakTepa HacJiemoBaHus 0Ooje3nu. Hepeako
TMPOUCXOAUT JAeBaIMAM3AIMS TeHEeaJIOTUYeCKOro aHa-

Tabauua 2

Yoeavnotii 6ec podocmeennuroe 6e3 oueHuBaeMbIX
2eHeano2uMeckux 0aHHbIX 6 epynnax nauuenmos ¢ ITHJ]
u 6e3 maxosoeo, % obuiezo wucaa poocmeeHHUK08

Table 2

Proportion of relatives without genealogy data in patients
with or without PID

Cnyyau B rpynnax 1-9 rpynna 2-q rpynna p

reHeanornyecknx AaHHbIX
AUBN 37 88 <0,0001
AN 56 73 0,002
A3 52 90 <0,0001
3110Ka4eCTBEHHbIE ONYX0NU 61 54 0,14
[etckas cmepTb 75 95 <0,0001
Matonorus penpoayKTUBHOI
CUCTEMbI 79 81 0,345
BMP 81 94 <0,0001
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JIn3a, DJaHHBIE O POACTBCHHUKAX COOMPAIOTCS TOJIBKO
B KOHTEKCTe 3a00JIeBaHUS MallMeHTa. DTO KacaeTcsl Kak
penKux, Tak M IIUPOKO PaCIpOCTPaHEHHBIX OOJIe3HE.
C yuyetom Ttoro, uto [T — 370 rpynmna 3abojeBaHuUi,
IIJIST KOTOPBIX BBISIBJICHME TeHETUIECKIUX Te(EKTOB NME-
eT 00JIbIIIOe 3HAYEHME 1 B KIMHUYECKOM, U TepareBTU-
YECKOM, U TTPOTHOCTUYECKOM IIJIaHE, TeHeaJTornyecKuit
aHaJu3 Mpu ycTaHOBJIeHUU U nopo3peHuu Ha TTU]I uc-
KJTIOYNTEILHO BasKeH.

151 HAaCTOSIIIEro aHaIM3a FreHeaToTHYeCKUX TaHHbIX
y nauveHToB ¢ IIMJI BbIOpaH HauboJjiee LIMPOKUI
CIIEKTp CBEICHUI, OTpaKAIOIINX 00IIMe (PeHOTUITIEC-
Kue nposiBieHus pasnuaHbix [T/,

ITpu nmpoBeneHNM reHeaTOTUIECKUX CTAaTUCTUYECKUX
AQHAJIM30B B OOJIBIIMHCTBE CIyvyaeB IMPOBOAUTCS pacyeT
OTHOIICHMS IIIaHCOB BO3HUKHOBEHUS 00JIC3HU TIPY Ha-
JIMYUU TeX MU MHBIX (pakTopoB pucka [18]. B manHoit
pabore hakTOpaMM pUCKa SIBJISITIOCH HAJTMUKUE POACTBEH-
HUKOB C YKa3aHHBIMU TE€HEAJIOTMYECKUMU NaHHBIMMU.
OnHako yucio poacTBeHHUKOB y jquil ¢ TN/ u 6e3
TaKOBOTO B CEMbSIX pa3HOE, CJIeIOBaTeIbHO, YHMCIIO
POICTBEHHUKOB C Te¢HEAJOTMUYECKMMU TaHHBIMU TakKXKe
MOXET OBbITh Pa3HBIM, TO3TOMY B TaHHOM UCCJIEIOBAaHUU
OBLT MCIIOJIb30BaH KBAPTUILHBIA aHAIN3.

Kpome Toro, pe3ynbraThl NCCICIOBAHNS TEHEATOT -
YeCcKUX JaHHBIX Y B3pocibix ¢ I[TUJI OynyTr otanyarbes
OT PEe3yJIBTaTOB MOJOOHOI0 UCCIeNOBaHUS Y AETEH, UTO
CBSI3aHO C BO3PACTHBIMU OCOOEHHOCTSIMU (DEHOTUIIU-
yeckux nposiieHuit MM/l (Bo3pacT BO3HMKHOBEHUS
6onesnu, Ho3onoruu [TU]J] u, KaK cieacTBue, TSIKeCTh
KJIMHUYECKUX CUMIITOMOB, BEPOSITHOCTb JIETaIbHOTO
ucxoaa B AeTckoM Bo3pacte) [19, 20].

B manHOM aHanmm3e HanOOJIbIIAS pa3HUIIA MEXIY Ia-
LIMEHTaMU B 00euX IpyIIlax oKaszajgach MpU HaIUMYUU
ponctBeHHUKOB ¢ AWBII, AIl, A3 (p <0,001). Cnenosa-
TEJbHO, 3TU JAHHBIC SABJISIOTCS 3HAYNMBIMU TIPU BBISIB-
neHun u nogo3peHun Ha [TW. Ilpu sTOoM pa3HUIIBI
MEXIy TPYMNIIaMU 110 HAJTMYUIO POACTBEHHUKOB C OHKO-
JIOTUYECKUMMU 3a00JIeBaHUSMU M I1aTOJOTUE pernpo-
IyKIUKU He oOHapyxeHo (p > 0,4). Takum obpa3om, 3Tu
CBeIleHUSI He SBISIIOTCS 3HAYMMBIMU. [Ipu 3TOM moiist
MalMeHTOB, Y KOTOPHIX COBCEM He OBbLIO POJICTBEHHUKOB
C OlLIEHMBAeMbIMU T'€HEeaJOrMYeCKUMU JaHHBIMU, Oblia
BBIIIIE BO 2-ii TpyIIIIE.

3akJoueHue

Takum 06pa3om, MOKHO CAENaTh CAEAYIOLINE BbIBOIBI:

* TpOBeIeHHE TeHEaJOIMYEeCKOTro aHalm3a y JIUI]
¢ [TMN]I, a Takke TIpU BBISIBIEHUU U MOJO3PEHUN Ha
JaHHoe 3a00JieBaHUe — BaxKHbIN aTan nuddepeHIn-
aJTbHO-TMATHOCTUIECKUX MEPOITPUSITHIA;

* JAHHBIC O POICTBEHHUKAX C aTUIMMIHBIMU MH(DEKII -
OHHO-BOCTIATUTEIbHBIMU ITpolieccaMu, A3 u All sB-
JIsSItoTCsl Harbosiee MHGOPMATUBHBIMMU;

* HauMeHee WH(MOPMATHBHBIMU SIBIISIIOTCS CBEICHUS
0 POICTBEHHMKAX C OHKOJIOTMIECKIMHM 3a00JIeBaHM -
SIMU U IIATOJIOTMEN PENPOAYKTUBHOMN CUCTEMBI;

*  J10JISI POJCTBEHHUKOB 0€3 (PEHOTUMUYECKUX MPOSIB-
JICHUI OILIEHMBAaEeMBIX ITPU3HAKOB (TeHEaTOTMIECKIX
JIAaHHBIX) TOCTOBEPHO BhILIE B rpyrmne aull 6e3 T[T ]I.
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