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K CBEAEHUIO ABTOPOB!
[Ipu HampaBIeHUY CTAaTbH B PEAAKITHIO HEOOXOINMO COOITIOATh CISAYIONINE TIPABHIIA;

1. CraTps 1oyKHA OBITH MPECTABICHA B IBYX DK3EMILISIPAX, HA PYCCKOM MJIM aHTIIUHCKOM SI3bI-
Kax, HarleyaTaHHas yepe3 MoJITopa HHTepBaJjia Ha OHOIl CTOPOHE CTAHIAPTHOIO JIUCTA ¢ INMPHHOI
JIEBOTO NOJIsI B TPHM caHTHMeTpa. Mcnonb3yemblil KOMIIBIOTEPHBIH WPUQT U1 TEKCTa Ha PYCCKOM U
anruiickoM sizpikax - Times New Roman (Kupuaauima), Ui TekcTa Ha TPY3UHCKOM SI3BIKE CIIETyeT
ucnoip3oBath AcadNusx. Pasmep mpudra - 12. K pykornrcu, HaneyaraHHOW Ha KOMITBIOTEPE, JTOJDKEH
o51Th IprTO’keH CD co crarbeit.

2. Pa3mep craTbu 10TKEH OBITH HE MEHEE IECSTH 1 He OoJiee 1BaALaTH CTPaHUI] MAIIHOIINCH,
BKJIIOUAsl yKa3arellb JINTepaTypsl U Pe3loMe Ha aHIJIMIICKOM, PYCCKOM U IPY3HHCKOM SI3bIKaX.

3. B crarbe 10KHBI OBITH OCBEIIEHBI AKTYyaIbHOCTh JJAHHOTO MaTepHalla, METO/IbI U Pe3YIIbTaThI
UCCIIeIOBaHUS U MX 00CYKACHHE.

[Ipu npencTaBIeHNN B IIeYaTh HAYYHBIX SKCIIEPUMEHTAIBHBIX PA0OT aBTOPHI JOJIKHBI YKa3bIBATH
BHUJl U KOJIMYECTBO IKCIEPUMEHTANBHBIX KUBOTHBIX, IPUMEHSBIIHECS METOABl 00e3001MBaHUs U
YCBIMICHHUS (B XOJ€ OCTPBIX OIBITOB).

4. K crarbe JOIKHBI OBITH IPUIIOKEHBI KpaTKoe (Ha MOJICTPAaHUIIbI) Pe3OMe Ha aHIIIMICKOM,
PYCCKOM M I'PY3HHCKOM $I3bIKax (BK/IIOYAIOLIEE CIEIYIOLINE pa3aesbl: Lieb UCCIeI0BaHNs, MaTepHua U
METO/IBI, PE3YJILTAThI M 3aKIFOUSHHE) U CIIUCOK KITtoueBbIX ciioB (key words).

5. Tabnuupl HEOOXOIUMO NPECTABIATE B Ie4aTHOM hopme. DoTokonuu He TpuHUMaroTcs. Bee
nu¢poBbie, HTOTOBbIE H NPOLEHTHbIE JaHHbIE B Ta0JIMIaX J0JIKHbI COOTBETCTBOBATH TAKOBBIM B
TeKcTe cTaThbU. Tabiuibl U rpaduKu TOTKHBI OBITH 03aryIaBICHBI.

6. dotorpadun AOIKHBI OBITH KOHTPACTHBIMHU, (DOTOKOIHMHU C PEHTTEHOTPAMM - B HO3UTUBHOM
n300paxeHnH. PUCYyHKH, YepTeKU U IuarpaMmbl CIeLyeT 03arIaBUTh, IPOHYMEPOBATh U BCTABUTH B
COOTBeTCTBYIOIIEe MecTo TekcTa B tiff hopmare.

B noanucsix k MukpogotorpagusaM cieayeT yKa3bBaTh CTEIICHb YBEIMUCHHUS YePEe3 OKYISP HITH
00BEKTUB U METOJ] OKPACKU WJIM UMIPETHALIUH CPE30B.

7. ®aMUIIUU OTEYECTBEHHBIX aBTOPOB MIPUBOJATCS B OPUTHHAIBHON TPAHCKPUIILINH.

8. I[Ipu opopmnennn u HarpaBneHun crtared B kypHanm MHI nmpocum aBTOpOB cobmronars
NpaBuIIa, U3JI0KEHHBIE B « EMUHBIX TpeOOBaHUSAX K PYKOMHUCSM, IPEACTABISIEMBIM B ONOMEIUIIMHCKHUE
JKYpHAJIbD», TPUHATHIX MeXKIyHapOAHBIM KOMHUTETOM PEIaKTOPOB MEAMLMHCKUX JKYpPHAJIOB -
http://www.spinesurgery.ru/files/publish.pdf u http://www.nlm.nih.gov/bsd/uniform_requirements.html
B koHIe Kax /101 OPUTHHATIBHOM CTaThU MPUBOIUTCS OMOIHOrpadguyeckuii cucok. B cnmncok nurepa-
TYPBI BKJIFOYAIOTCSl BCE MaTepHalibl, HA KOTOPbIE UMEIOTCS CChUIKU B TeKcTe. CIHCOK COCTaBIsIeTCs B
andaBUTHOM MOpsAKEe U HymMepyeTcs. JIutepaTypHblii HCTOYHMK IPUBOAUTCS Ha sI3bIKE OpUrMHana. B
CIMCKE JINTEPATyPhl CHavYajIa MPUBOIATCS PaOOThI, HAIMCAHHBIE 3HAKAMU TPY3MHCKOTO anaBuTa, 3aTeM
KApuuien u naruauned. CChUIKM Ha IUTHUPYEMble pabOThl B TEKCTE CTATbH JAIOTCS B KBaIPaTHBIX
CKOOKax B BU/I€ HOMEPA, COOTBETCTBYIOLIETO HOMEPY JaHHOH pabOoThI B CIIMCKE TUTEPaTypbl. bonbmmh-
CTBO IIUTHPOBAHHBIX UCTOYHUKOB JOJKHBI OBITH 32 IMOCTETHNUE 5-7 JIET.

9. ns momydeHus MpaBa Ha MyONHMKALMIO CTaThs TOJDKHA MMETh OT PYKOBOIUTENSI pabOTHI
WIN YUPEXKJICHUS BU3Y U CONPOBOIUTEIBHOE OTHOILICHHUE, HAIMCAHHBIC WJIM HAlledaTaHHbIC Ha OJIaHKe
Y 3aBE€PEHHBIE MOJIHCHIO U NIEYaThIO.

10. B koHIe cTaThU NOJKHBI OBITH MOAMHCH BCEX aBTOPOB, MOJHOCTBIO MPUBEACHBI UX
(amuIMM, UIMEHAa U OTYECTBA, YKa3aHbl CIIy>KeOHBIH M JOMAIIHUI HOMEpa TeJIe(OHOB U agpeca MM
uHble KoopAuHaThl. KonmuuecTBo aBTOPOB (COABTOPOB) HE TOJHKHO MPEBBIIIATE IISITH YEJIOBEK.

11. Penakuus ocraBisieT 3a cOO0 MpaBo COKpallaTh U UCHPaBIATh cTarbi. Koppekrypa aBropam
HE BbICBUIAETCS, BCS paboTa U CBEpKa MIPOBOAUTCS 110 aBTOPCKOMY OPHTHHAILY.

12. HenomycTuMO HarpaBiieHHE B pefaklMIo padoT, MPeICTaBICHHBIX K MeYaTH B MHBIX
M3/1aTeIbCTBAX WIIM OMYOJIMKOBAHHBIX B APYTHX M3IAHUSX.

Hpﬂ HApyHI€HUU YKa3aHHbIX IPaBUJI CTATbU HE paCCMaTPUBAIOTCH.




REQUIREMENTS

Please note, materials submitted to the Editorial Office Staff are supposed to meet the following requirements:

1. Articles must be provided with a double copy, in English or Russian languages and typed or compu-
ter-printed on a single side of standard typing paper, with the left margin of 3 centimeters width, and 1.5 spacing
between the lines, typeface - Times New Roman (Cyrillic), print size - 12 (referring to Georgian and Russian
materials). With computer-printed texts please enclose a CD carrying the same file titled with Latin symbols.

2. Size of the article, including index and resume in English, Russian and Georgian languages must
be at least 10 pages and not exceed the limit of 20 pages of typed or computer-printed text.

3. Submitted material must include a coverage of a topical subject, research methods, results,
and review.

Authors of the scientific-research works must indicate the number of experimental biological spe-
cies drawn in, list the employed methods of anesthetization and soporific means used during acute tests.

4. Articles must have a short (half page) abstract in English, Russian and Georgian (including the
following sections: aim of study, material and methods, results and conclusions) and a list of key words.

5. Tables must be presented in an original typed or computer-printed form, instead of a photocopied
version. Numbers, totals, percentile data on the tables must coincide with those in the texts of the
articles. Tables and graphs must be headed.

6. Photographs are required to be contrasted and must be submitted with doubles. Please number
each photograph with a pencil on its back, indicate author’s name, title of the article (short version), and
mark out its top and bottom parts. Drawings must be accurate, drafts and diagrams drawn in Indian ink (or
black ink). Photocopies of the X-ray photographs must be presented in a positive image in tiff format.

Accurately numbered subtitles for each illustration must be listed on a separate sheet of paper. In
the subtitles for the microphotographs please indicate the ocular and objective lens magnification power,
method of coloring or impregnation of the microscopic sections (preparations).

7. Please indicate last names, first and middle initials of the native authors, present names and initials
of the foreign authors in the transcription of the original language, enclose in parenthesis corresponding
number under which the author is listed in the reference materials.

8. Please follow guidance offered to authors by The International Committee of Medical Journal
Editors guidance in its Uniform Requirements for Manuscripts Submitted to Biomedical Journals publica-
tion available online at: http://www.nlm.nih.gov/bsd/uniform_requirements.html
http://www.icmje.org/urm_full.pdf
In GMN style for each work cited in the text, a bibliographic reference is given, and this is located at the end
of the article under the title “References”. All references cited in the text must be listed. The list of refer-
ences should be arranged alphabetically and then numbered. References are numbered in the text [numbers
in square brackets] and in the reference list and numbers are repeated throughout the text as needed. The
bibliographic description is given in the language of publication (citations in Georgian script are followed
by Cyrillic and Latin).

9. To obtain the rights of publication articles must be accompanied by a visa from the project in-
structor or the establishment, where the work has been performed, and a reference letter, both written or
typed on a special signed form, certified by a stamp or a seal.

10. Articles must be signed by all of the authors at the end, and they must be provided with a list of full
names, office and home phone numbers and addresses or other non-office locations where the authors could be
reached. The number of the authors (co-authors) must not exceed the limit of 5 people.

11. Editorial Staff reserves the rights to cut down in size and correct the articles. Proof-sheets are
not sent out to the authors. The entire editorial and collation work is performed according to the author’s
original text.

12. Sending in the works that have already been assigned to the press by other Editorial Staffs or
have been printed by other publishers is not permissible.

Articles that Fail to Meet the Aforementioned
Requirements are not Assigned to be Reviewed.
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KJIMHUYECKUAW CIYYAU BOJE3HA UMMYHHOM TUCPET YJISIIUUA STAT3 GOF,
AYTOUMMYHHOTI O JINMM®OITPOITMNPEPATUBHOI'O CUHJAPOMA

"Veenona O.I1., "Mopenko M.A., ’Kos3eas E.®@., 'IInaiinep K.B., 'Baameniok K.I'.

THAO «Meouyunckuii ynusepcumem Acmanay, kagedpa demckux boneznei Nel;
?PecnyOnukanckutl OUA2HOCIMUYECKULL YeHMpP KOPROPAMUEHO20 (onoa « YHUEepCumemcKuil MeOUYUHCKULL Yenmpy,
Omoen KIUHUYECKOU UMMYHONo2UY, annepeono2uu, nyitemononoeuu, Hyp-Cyniman, Kazaxcman

STAT3 GOF - rermetndeckoe 3aboeBaHne, TIPH KOTOPOM UM-
MYHHBIE KJICTKH YPE3MEPHO aKTHBUPOBAHEL.

VY nammenToB ¢ STAT3 GOF B GonbIIMHCTBE ClTydacB OTMe-
qaeTcsl TSHKENIOe paHHee MPOsBICHHE ayTOMMMYHHOTO 3aboie-
BaHns. HanbGornee pacmpocTpaHEHHBIMH IPOSBICHUSIMU ayTO-
NMMYHHUTETA SBISIOTCS HAPYIICHUSI CO CTOPOHBI SHIOKPHHHOM
U KPOBETBOPHOH CHCTEM, a TaKXKe IKEIyI0YHO-KHIIETHOTO
TPaKTa, JIETKUX U IredeHd. OnHUM U3 3a00JIeBaHUI IITUTOBHUI-
HOU >Kele3bl TP 0osie3HN nMMYHHO#H aucperynsiiuu (BUJ]) sB-
JISIeTCSI Ay TOMMMYHHBIH THpeonanT. Co CTOPOHBI KPOBETBOPHOIT
CHCTeMBI Hanbosee SIPKO TMPOSIBIAIOTCS TPOMOOIUTONCHUH, KO-
TOpBIE MOTYT OBITH OMACHBIMH JUIS )KU3HH U TPeOyIOT CBOEBpe-
MEHHOTO TIePEINBAHHS KPOBH WM TPOMOOIIMTOB. DHTEPOTIATHS
BCJIC/ICTBHE ayTOMMMYHHOTO TIOPayKeHUsI CIM3UCTOH 00O0IOUKH
KHIICYHOTO TPAKTa BBI3BIBACT HApYIICHUE BCACHIBAHUS MHTa-
TEJNBHBIX BemlecTB. Y HEKOTOphix manueHtoB ¢ STAT3 GOF
OTMEUYAIOTCSl BOCIIAJICHUSI TOJICTOTO KHINEYHHKA, K TIPUMEpY,
HecTIeN(pUIECKUH I3BeHHBIN KoMnT. OIHUM U3 KIMHHYECKHX
TIPOSIBIICHUH SIBIISIOTCS] TAKXKE ay TOMMMYHHBIH TeTIaTUT U CIUIe-
HOMETaJIHsI.

Oco6enno vacto y manuentoB ¢ STAT3 GOF mposBasieTcs
ayTOMMMYHHBIH JuMdomnponudeparususlii cuaapom (AJIIIC)
— 3aboneBaHMe, XapakTepusylomeecs IHM(pONponndepaTus-
HBIM CHHIPOMOM U ayTOMMMYHHBIMH IIUTOTIEHHUSIMH C BBICOKHM
puckoM pazsutust muMpomsl. [Ipu AJIIIC nMMyHHBIE KIETKH B
mIMpaTHIecKnX OpraHax YBEJIHIHMBAIOTCS C aHOMAJIBHOH CKO-
pocThlo, pu 3ToM KiauHI4Yeckas kapruHa AJIIIC mmpoko Ba-
prabenpHa U BKJIIOYAET B cebsi CHHAPOMBI TMM(OUITHON TIpo-
madepanuy U ayTOMMMYHHBIX HapymieHuid [7]. YBenmuenune
mMboysnos peructpupyercst y 80-100% mammentoB. Onu
CIMBAIOTCA B MacCUBHbIE KOHIIoMeparsl 10 10-12 cm B nua-
MeTpe, HaOIoaeTcs BOBJICUSHNUE B IIPOIIECC NMepr(epuIecKux,
CPeIOCTEeHHs, OPIONIHON IOJOCTH, 3a0pIOIIMHHBIX JTHM(OY3-
710B. BEIpaXkeHHBIE KIIMHUYECKHE TPU3HAKH MMMYHO/S(HITHT-
HOTO COCTOSTHHS B BHJI€ HH(EKIIMOHHOTO CHHAPOMa Mpe/CTaB-
JSTIOT OOMBIITYTO pekocTh s narueHToB ¢ AJIIIC [7]. Bropsim
T10 JaCTOTE W 3HAYEHHIO KIHHIYecknM npossireanem AJITIC saB-
nsiercst cruteHoMeranus (85-90%). YKu3HeyrpoxKarommM ocIox-
HeHrneM Ut narueHToB ¢ AJIIIC sBisieTcss TpaBMaTHYECKUi
pas3phIB celle3eHKH [7].

B 1967 r. Canale V.C. u Smith C.H. [3] BepBbIie onmcanu 5
ciry4qaeB ¢ cumnroMokomiuiekcoM AJITIC, BKITIOYABIINM JTHM-
(haeHONaTHIO W CIUICHOMETAJINIO. B KIMHIYeCcKOM CHMIITOMO-
KOMIUTEKCEe 3a00JIeBaHMe MOXOAMIO Ha TUM(OHUIHYIO OITyXOb,
OIHAKO TPH MaTOMOP(OIOTHIECKOM 00CIIeI0BaHUY OnonTaTa
OITyXOJIb HE TIOTBEPANIIACE.

HUccnenoanust Rieux-Laucat F. [9] moarBepaunu reneTnde-
CKYIO TIPHPOJTY JaHHOW aHOMasnH. 3a00IeBaHue JOIT0e BpeMs
nmeno HaszBanme cuHapoma Kamane-Cmmra. B mociemyrommx
HCCIeI0BAaHMAX MoKa3aHo, 9To AJITIC MOXeT SBISTCS pesyiib-
TaroM MyTanuil B reHe FAS, a Takke B TeHaxX Jpyrux OENKOB,
ydacTByronmx B anonto3e [8]. B National Institutes of Health
(berecna, CILIA) mon HaGmomeHneMm Haxomwiauch 250 marm-
eHToB ¢ AJIIIC. BompIIMHCTBO M3 HUX MMEITH MYTallid B T€HE
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peuentopHoro Oenka FAS, okono 1/3 - HEeU3BECTHBIC MyTaIlHH,
3arparuBaroinie (QyHKIWU JPYTUX CHUTHAIBHBIX OCIKOB, yda-
cTByroumx B arontose [10].

IMo nanueiM Weinreich MLA. et al [11], mpu reHeTnyeckom
TeCTUpOBaHUU NanueHra ¢ nopo3perueM Ha STAT3 GOF c uc-
MOJIb30BaHKEM TaHeau u3 Oosiee, ueM 150 M3BECTHBIX T'€HOB,
CBSI3AHHBIX C TICPBHYHBIMH UMMYHOIC(PHUIUTAMHU, BKIFOUAs
CTLA4, LRBA, STAT3, PIK3CD, PIK3R1, FOXP3, AIRE,
FAS, FASLG u CASP10, BoIsiBiIeHa HOBast T€TEPO3UTOTHASI MUC-
cerc-mytanusi B STAT3 ¢.1255G> C, p.G419R, xoropast oOHa-
pyxena B JIHK-cs3biBaromem nomene STAT3 GOF myrauuii.

3aboreBaHKe BBISBISCTCS C PABHON Y4acTOTOW Y MYKYUH U
skeHIuH. Cpe/lHUN Mepuoj KIMHUYECKOH MaHU(pEeCTalun Co-
cTaBiser 2 roja.

Fabre A. et al [5] omucanu y B3pocioro manueHTa KIMHAYC-
ckuit ciryqaii 6onesnn STAT3 GOF, Ha ycTaHOBIEGHUE HATHO3a
KOTOpO#l moTpeboBanock Gonee 10 net, B aHaMHE3¢ peBMAaro-
WJIHBIA apTPHT, YacThle OaKTepHalbHbIe MHPEKIMU, ayTOHM-
MYyHHasi FeMOJINTHYECKAsE aHEMUSI, 110 ITOKA3aHUSAM BBITOJTHEHA
JIBYCTOPOHHSIsI TOpakoToMusi. [IpoBeieHO reHeTHuYecKoe TeCTu-
poBanue Ha 207 UMMYHOTEHOB, TOTMMOP(GU3MBI OTIPEIICIICHBI B
3 u3 cekBenupoBanHbIx reHoB: AIRE, PIK3R1 u STAT3, xoro-
pble UMEIOT CBSI3b C KIIMHHUECKOM KapTHHOM 3a00JIeBaHuUSI.

Ha cerogusmnmii JeHsr OKOHYATEILHBIN JUATHO3 JJIS 320016~
Banuit STAT3 GOF ycranaBnuBaercsi HOCpPEICTBOM I'€HETHYE-
CKOTO TECTUPOBAHUS U (PYHKIIMOHAIBHBIX TECTOB, HAOIOIACTCS
CHIDKCHHUE TMOKa3aTelNieii OCHOBHBIX KJIACCOB MMMYHOIIOOYIH-
HOB A, M, G.

Jégle S. v coaBrt. [6] m3yumu 17 paznuunsix myTtarmid STAT3
GOF Ha nyTts nepenauu curxanos STAT3 u onucanu ux xoppe-
JISIIIMOHHYIO CBSI3b C KJIMHUYCCKUMHU MPOSIBICHUSIMUA. ABTOpaMU
caenat BbiBoA, uTo STAT3 GOF nmeer reteporeHHbIN XapakTep
MyTalHii, KOTOPBIA HEMOCPEJACTBEHHO CBSA3aH C KIMHUYECKUMU
narTepHaMu 3a00JIeBaHMsL.

Jleuenne nanuenTos ¢ 3aboneBanueM STAT3 GOF xonieH-
TPUPYETCsS HA UMMYHOCYNPECCUU ayTOMMMMYHHBIX TpOsIBIIE-
HUIl U JleueHUH HHQEKIIMOHHOTO CHHAPOMA. AYTOUMMYHHYO
TPOMOOIIUTONICHHUEO YaCTO JIeYaT KOPTUKOCTEPOUIAMH HWITH JPY-
THUMH [IpenaparaMu, MOJaBISOIIUME HIMMYHHUTET. B HEKOTOPBIX
cllydasiX K CTaHAapTHOW Teparmuu TpeOyeTcsl J00aBICHHE HM-
MYHOZETIPECCAHTOB. Pe3ynbraTbl HMMYHOJIOTHYECKON OIICHKH
SIBJISIFOTCS] 3HAUUMBIM KPUTEPUEM B MPOPIIIAKTHKE OaKTepUaib-
HBIX, TPHOKOBBIX WM BUPYCHBIX MH(DEKIHiA. /laHHBIC MAIIMEHThI
MOJYYal0T 3aMECTUTEbHYIO TePAIui0 UMMYHOITOOynHaMu G.

[Ipu STAT3 GOF wumeercst cuibHas CUTHaTypa C IPOBOC-
HaJUTENbHBIM IUTOKUHOM 1L-6. M3BecTHO, uTo IL-6 siBIsieTcs
IIUTOKUHOM, KOTOPBI CBS3aH C Pa3BUTHEM CHEIU(PHICCKHX ay-
TOMMMYHHBIX 3a00JICBaHHH, B YaCTHOCTH PEBMATOUIHOIO apTpH-
ta. brokuposka IL-6 ¢ MOMOLIBIO JIEKAPCTBEHHBIX IPENapaToB
(Tonmnm3ymab) Osuta a¢dexrrBHOi y narmentoB ¢ STAT3 GOF.
Kax STAT1, tak u STAT3 akTuBUpYyIOTCA B KIIETKE [10C/IE aKTHUBA-
UK CrelM(pUIeCKUX OCKOB, Ha3bIBACMbIX KHHA3aMHU siHyca. J{o-
CTYIHBI JIBa Iperapara, Kotopble OiokupyroT akruBarmio STAT-
MPOTEHUHOB SIHYC-KMHA30M: TOPAIMTHHUO 1 PYKCOTUTHHUO.
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1o naHHBIM HEKOTOPBIX aBTOPOB [11], TpaHCcIUIaHTALUS TeMO-
nosTuyeckux cTBojioBbIX KieTok (TT'CK) ycnemHo ucnomnb3y-
€TCs B KaueCTBEe OCHOBHOIO JieueHus nanueHToB ¢ STAT3 GOF.

Hwxe npuBogurcss kiuMHHYeckuil ciydail: PebenHox ot 3
OepeMeHHOCTH ¥ 2 ponoB. Poct npu poxaenun 52 cM, Bec -
3000 rpamm. CocTosiHUE IIPU BBIIHMCKE YIOBJIETBOPUTEIILHOE.
[IpuBuT 1Mo KaneHAapro 10 2 JET, POC U Pa3BUBAJICSA COINIACHO
BO3pPacTHBIM HOpMaM. AJIEproaHaMHE3 M HacleICTBEHHOCTb
He OTsroIIeHbl. PeOeHOK OoseeT ¢ 2-IeTHEr0 BO3pacTa, 4acT-
HBIC PECHHUPATOPHbIC BUPYCHBIC M OakTepHasbHble HHO)EKINH,
JKHUIKHUH CTYJI, YBEINYEHNE MIEHHBIX, TOAYEITIOCTHBIX, ITaXOBBIX
nmuMboy3noB. Ha done anTnbakTepuaibHON Tepanuu B JWHA-
MHKe JTUM(ATHYECKUe y3JIbl YMEHbLIAINCh. B mocienyromem
PpeOCHOK HEOAHOKPATHO TOCIUTAIM3MPOBAH Ha CTALMOHAPHOE
JICUCHHUE I10 MECTY JKUTEJIbCTBA C JMArHO3aMHU OCTPBIN OPOHXMUT,
JIByCTOPOHHSISI ITHEBMOHWUSI, SJHTEPOKOJINT. PEKOMEHI0BAaHO Mpo-
BEJICHUE KOHCYJIBTAIIMU OHKOJIOTA, PH YIBTPa3ByKOBOM HCCIIE-
JIOBAaHUH OPraHOB OPIOLIHOW IMOJOCTH BBISIBIICHO YBEIHMUYCHHUE
BHYTPHOPIOIIHBIX TUM(PATHIECKUX Y3JIOB U CITICHOMET sl

B Bospacte 4 ner peOeHKY MpOBEACHA OHMOMCHS MICHHOTrO
nuM(baTHYecKoro ysia, Ho pe3yjabTaraM T'MCTOJIOTHH yCTaHOB-
JICHa €ro peaxkTuBHas rumnepruiazus. CoracHo PelIeHUI0 KOH-
CHJIMyMa, TTOCTaBJICH IHAarHo3 MepPBUYHOr0 MMMyHoOAeduInTa
(IIN). Ha3znaueHa nou3HEHHas 3aMECTUTEIbHAs TEpaIus
nmmyHoroOynuaoM G (Oxraram) u3 pacuera 0,2-0,4 r/kr 1 pa3
B 3-4 nepenu. B nunamuke OPU penkue, cHMOTOMBI SHTEPO-
naTuu yMeHbIinch. Ha (oHe 3amecTuTeNbHOM Teparin ypo-
BeHb MMMYyHOII00yaMHa G noBeicuics ¢ 2,0 1o 6,22 r/i.

[MToBropHasi rocnuTaiM3alysl MPOBEJCHA CIyCTsS & Mmecs-
nes. KomnbiorepHas Tomorpadusi OpraHoB rpyIHOH KISTKH U
OpIOLIHOW TIOJIOCTH BBISIBHJIA YBEJIMYCHUE HAJl-, HMOIKIIOUHY-
HBIX, [OMBILICYHBIX, BHYTPUIPYIHBIX (TaparpaxeaibHble, OU-
(ypKalMOHHbIE, OPOHXOIYIBMOHAIBHBIE, Tapald3odareabHbIe,
napaaopTalibHbIe), BHYTPUOPIOIIHbIX, 3a0PIONIMHHbBIX JTUM(pATH-
YECKUX Y3JIOB; TelaTOCIUICHOMEraust; CyOKarcynpHoe 00pa3oBa-
HHE [IPABOii JOJH NIEUCHH; 04aroBble H3MEHEHHS 10 X0y MEK/I0-
JICBOI IJICBPBI CIIPaBa; 04aroBbIe H3MEHEHHST 00OUX TTOYeK.

ITpoBenena OuomcHsl MOTUENIOCTHBIX JUM(OY3JIOB CIIpaBa.
[{uTonornyeckoe McciaeI0BaHUe: BbIpaXKeHHas mpoiudepa-
st TMMQOUTHBIX KIETOK, YMEPEHHBIH MoIuMopdu3M sizep.
l'ucronoruyeckoe ucciegoBaHME: CTPOCHHME HApYyIIEHO 3a
CYET pacCIIMpPEHUs NapakOPTUKAIbHOW 30HBI. B KOpkKOBOM
CJI0€ HMMEIOTCSI MHO)KECTBCHHBIC IMEPBUYHBIC M BTOPUYHBIC
numdonaneie GOUHKYIb. VMMyHOTHCTOXHMHYECKOE HC-
cJeoBaHUe: IPU3HAKU CHAJIOAeHUTA, PEaKTHBHAsl THIIEp-
1a3us TMMQaTHISCKOro y3ia.

PeGenok ObL1 006CIEI0BAH:

OO61umit ananus kposu (1): He-65 r/i; ap.-1.74*10"%/11; neiik.-
2,0%10%; ¢/1-11%; /s 1%; mamd-68%; Mono-16%; Tp-4 Thic.;
petuk.- 170%.

OOwmit ananmu3 kposu (2): He-150 r/m; sp.-4,65%10'%/x;
neik.-5,83*%10%1; ¢/s1-65,5%; mamd-28,1%; MoHo-16%; Tp-54
TBIC.

Buoxumus kposu (1): IgA- 0,01r/; IgM- 0,43 /1 1gG- 2,51/1.

buoxumus kposu (2): IgA- 0,25r/m; IgM- 3,93 r/n IgG-
5,06r/11.

HmMyHopeHoTHInpoBaHne UMMYyHHOTo craryca (1): oOree
KOJIMYECTBO JICHKOLIMTOB CHIKEHO. OTHOCHUTEIIBHBIE ITOKa3aTe-
11 B-, T-ki1eTO4YHBIX 3BeHbEB NMMYHHUTETA U HATYPAJIbHBIX KUJI-
JICPOB B TIpe/iesiaX HOPMBI.

VMMyHO(DEHOTHITMPOBAaHHE UMMYHHOTO craryca (2): olree
KOJIMYECTBO JICHKOLMTOB CHIKEHO. OTHOCHTEIbHBIE U abCo-
JIIOTHBIE NOKa3aTenu B-, T-ki1eTouHbIX 3BeHbEB UIMMYHUTETA U
HaTypaJIbHBIX KUJUIEPOB B ITpe/ieliaX HOPMBI.

Oo6napyxenune Bupyca DmureiiH-bapp (BIII-IV) B 6uoo-
rudeckoM Matepuane merogoM [P kauecTBeHHOE — MOJIOXKHU-
TeJIbHOE.

Oo6napyxenue nuromeranosupyca (BIIT-V) B Guonornue-
ckoM marepuaie meroaom [I1[P kauecTBeHHOE — MOJOKUTEIb-
HOE.

MuernorpaMma: IMyHKTaT KOCTHOTO MO3Ta YMEPEHHO KJIETOU-
HbIH, MOTUMOP(U3M, MPEICTABICH BCEMH POCTKAMH KPOBET-
BOPEHHMSI, TPAHYJIOLUTAPHBI POCTOK COXPAHEH, IMPOUCXOIUT
3a/IepKKa CO3PEBAHUS 3PEIIbIX TUM(POLIUTOB, OTMEUAOTCS MPHU-
3HAKH JUCTPAHYJIONNTO3a, B HEUTPO(HIAX TOKCOTCHHAS 3CPHHU-
CTOCTb, SPUTPOUIHBIA POCTOK paciiupeH. VHaeke reMorioou-
HU3aLUH B TIPE/IeIaX HOPMBI.

B . Ceyn (Kopest) peGeHKy IPOBEICHO MOJICKYJIIPHO-TEHETH-
YEeCKOE MCCIICIOBAHUE U ToaTBepskaAcH nuaruo3 [TNU]], 6omne3nn
uMmyHHOU pucperymsinuu, STAT3 GOF, ayrouMMyHHBIH 1HM-
¢donponudeparuBHbIi cuHapoM (Tabmuua 1).

[lo nmaHHBIM KIMHUYECKUX HcclienoBaHuii Ttepanust BUJL,
STAT3 GOF, AJIIIC nposogutcst uaruoutopamu IL-6. IMauum-
eHTY Ha3Ha4yeH Touuian3ymad B gose 10 mr/kr 1 pas B mecsi,
a TaKXKe MOAKOXKHBIA MMMyHONI0OYauH G u3 pacuyera 100 mr/
Kr 1 pa3 B HeZeIo, MOKU3HEHHO, MOl KOHTPOJIEM COICPIKAHHS
CBIBOPOTOYHBIX HMMYHOIJIOOYIMHOB.

CrieayoLuM IIaroM B JICYSHUH Ha3HAueHA TPAHCILIAHTALMS
I'EMOMO3THYCCKUX CTBOJIOBBIX KPOBETBOPHBIX KJICTOK KOCTHO-
ro mosra. ¥ poanoro 6para nposeaeHo HLA-tunupoBanue mo
BBICOKOMY pa3pelIeHHI0. YCTaHOBIICHO COBIAJICHHE JOHOPA HA
100% (Tabmauua 2).

Tabnuya 1. Pe3ynomam monexyisapHo-2eHemuiecko2o0 mecmuposanus

IMo3unms (hgl9) I'enorun TI'en IMonoxenue B kIHK | 3amena AA IK30H Tpanckpunrt
Chr17:4046
9200G>A G/A STAT3 c.2144C>T p.Pro715Leu 22 NM 139276.2
3axnouenue: eemeposucomuas mymayus 00Hapyscena 8 sxkzone 22 cena STAT3
Tabnuya 2. [Jannvie HLA-munuposanus
HLA (SBT) Jonop Peuunuent
A 03;01 30:04 03;01 30:04
B 35;01 50:01 35;01 50:01
C 04;01 06:02 04;01 06:02
DRB1 04;05 07:01 04,05 07:01
DQB1 02;02 04:01 02;02 04:01
© GMN 101



OnHako TpaHCIUIAHTALUS OTJIOKEHA Ha HEOTPEIEICHHBIH ITe-
pHoa 10 MpuYHHE OOJIE3HU JOHOPA U CTAOMIBHOTO COCTOSIHUS
pebenka Ha (oHe Tepanmuu TOLMIN3YMAaOOM M IpenaparaMu
umMMyHor1oOyrHa. CocTosiHuE peOeHKa CTa0MIbHOE, 3aMECTH-
TEJNbHYIO TEPAIUIO IMOJIydYaeT, 3a MOoCIeJHUE Moaroaa OblIo 2
snuzona OPBU ¢ nerkum tedeHuem.

ITaumentst ¢ STAT3 GOF nomkHbI cOOITIONATH OCTOPOIKHOCTD
IpH KOHTaKTe ¢ MH(QEKIHeH, TaKk KaK IOJBEPIKEHbI Mporpec-
CUpYIOLIEMY MNPOSBICHUIO AayTOMMMYHHBIX CHHApPOMOB. Ilpu
paHHeﬁ JHUArHOCTHUKE U JICUCHUU I/IH(beKLlHﬁ u ayTOI/IMMyHHle
3a00J1eBaHUI C NIOMOUIBIO 3aMECTUTENILHOI Tepanuu mpenapa-
TaMH HUMMYHOITIOOYJIMHA HAOIIONAeTCsl CTOMKOE IpPOSBICHUE
pemuccun. YcneumnbiM Metonom jeueHust STAT3 GOF sis-
€TCs TpaHCIUIaHTalusl IeMOIOITHYCCKHUX CTBOJIOBBIX KJIIETOK
(TT'CK) xoctHoro mosra. Ilpu TI'CK knetku KocTHOro mosra
310poBoro goHopa BBoaAT nauueHty co STAT3 GOF, ocHoBHOM
LEJIbI0 SIBJISIETCSI 3aMeHa Je(EKTHBIX JMM(OIHUTOB MalMeHTa
HOPMaJIBHBIMH KJIETKAMH MMMYHHOW CHCTEMBI J0HOpa [4]. 3a
nociennue 10 ger maumentam ¢ STAT3 GOF BbinonHeHo He-
Mmajoe koinuuectBo TI'CK, oOmiasi BEDKMBAEMOCTL COCTaBHIIA
56% [1,2].
3axinoueHue:

1. Hecmotpst Ha yBennueHNe KOJIMUECTBA ALEHTOB C BepH(H-
HUPOBAaHHBIM AUArHO30M IEPBUYHBIX I/lMMyHO)le(l)I/ILlI/ITOB, y4u-
ThIBas Me)K)IyHapO)lHy}O IMPaKTUKY, cneayeT KOHCTaTupoBaTh
FI/IHOHI/IaFHOCTl/IKy JaHHOT'O 3a6OJ'IeBaHI/15[.

2. Jlna ycranosieHus: okoH4arenbHoro auarsosza bIUJI, STAT3
GOF, AJIIIC HeoOXoauMO HPOBOIUTH MOJIEKYJISAPHO-IEHETH-
YECKOC TCCTUPOBAHUE IJISA BBISABJICHUSA ICHETUYCCKUX MyTaLlI/Iﬁ
METO/IOM ceKkBeHupoBaHus B reHe STAT3.

3. broxupoBka IL-6 ¢ moMouipto JEKapcTBEHHOIO Ipernapara
TOLMIM3yMal B KOMIUIEKCE C 3aMECTHTENIbHOW Tepamueil mpe-
napaTaMy IMMYHODJIOOYJIMHA TIPOSIBIISET CBOIO 9 )EKTUBHOCTD
B sieuennn STAT3 GOF.

Jlnst myGaMKauyy JaHHOTO KJIMHUYECKOTO ciiydasi ObUIO TOIy-
YEHO MUChMEHHOE MH(OPMHUPOBAHHOE COINIACHE OT POIUTEINCH
HalHeHTa.
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SUMMARY

CLINICAL CASE OF STAT3 GOF IMMUNE DYSREGU-
LATION DISEASE, ALPS

!Ussenova O., 'Morenko M., *Kovzel E., 'Schnaider K.,
'Vlashenyuk K.

INJSC “Medical University of Astana’!, Department of Child-
hood Diseases N1, ’Republican Diagnostic Center of Corporate
Fund “University Medical Center”, Department of Clinical Im-
munology; Allergology, Pulmonology, Nur-Sultan, Kazakhstan

Dysregulation of the immune system occurs when the immune
system cannot regulate normal control of inflammation, which
leads to the most common severe inflammatory infections. Some
of the manifestations of diseases of immune dysregulation are
called diseases of increased function of STAT1 (GOF) and en-
hanced function of STAT3 (GOF). STAT stands for a kind of
signal converter and transcription activator. To date, six STAT
proteins have been identified. The following clinical case is in-
teresting and relevant in that, despite an increase in the num-
ber of patients diagnosed with primary immunodeficiencies, it
should be noted that this pathology is underdiagnosed, since in
this case, before making the diagnosis, the child was hospital-
ized more than 20 times in various hospitals for more than 20
times. The patient was diagnosed with primary immunodeficien-
cy, immune dysregulation diseases, STAT3 GOF, autoimmune
lymphoproliferative syndrome.

Keywords: primary immunodeficiencies, immune dysregula-
tion diseases, STAT3 GOF, ALPS, HSCT.

PE3IOME

KJIUHUYECKUN CJAYYAN BOJIE3HU UMMYHHOMN
JUCPETYJISILIAU STAT3 GOF U AYTOUMMYHHOTI'O
JUM®OIPOJTUPEPATUBHOIO CHH/IPOMA

VYcenoa O.I1., 'Mopenko M.A., 2Kos3eap E.®.,
MIuaiinep K.B., 'Baameniok K.I.

'HAO «Meouyunckuti ynusepcumem Acmanay, kageopa oem-
ckux 6onesnei Nel; 2Pecnybnuxanckuii OuazHOCMUYeCKull
yenmp Kopnopamuenozo ¢onoa « Ynueepcumemckuii meouyun-
CKULl yeHmpy, 0moen KIUHUYECKOU UMMYHOLO02UU, ATIep2olo-
euu, nynomononozuu, Hyp-Cynman, Kazaxcman

[Ipu HapyuieHuM KOHTPOJII MMMYHHOH CHCTEMBI Haj BOC-
MAJICHUEM BO3HMKAET AMUCPEry/slUs HMMMYHHOH CHCTEMBI,
YTO MPUBOJAUT K PA3BUTHIO YACTBIX TSAXKEIBIX BOCIAIUTEIIBHO-
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MH(EKIMOHHBIX OcIoKHeHHH. [IposBieHusMHu OoJe3HH HM-
MYHHOH Aucperynsuuu siBisitores: yeumnenue Gynkunu STAT
(GOF) u STAT3 (GOF). STAT - npeobOpa3oBareiib CHrHaga u
aKTUBATOp TpaHCKpuIuU. Ha ceropnsuHumii 1eHb ycTaHOBIIE-
Ho mecTh O6enkoB STAT.

B crarbe npeacraBieH KIMHUYECKH ciTyyaii 001e3HH HMMYH-
HOIl JMCperysiuuu, NnepBHYHOro UMMyHonxeduimra, STAT3
GOF 1 ayTonMMyHHOT0 JTUMQONPOoIU(epaTuBHOTO CHHAPOMA Y

peOeHKa 5 JIeT, COCTOSTHUE KOTOPOTO YIAIOCh CTAOMIN3UPOBATH
Ha3HAYCHHEM TOLMIN3yMala, IMOJKOKHOTO MMMYHOIIIOOYJIMHA
G 110/ KOHTPOJIEM COJEP)KaHHsI CHIBOPOTOYHBIX UMMYHOITIOOY-
JuHOB. briokupoBka IL-6 ¢ mOMOLIBIO JIGKAPCTBEHHOTO Mperia-
para TOIMIM3yMa0 B KOMILJICKCE C 3aMECTUTEIbHON Tepamuei
npenaparaMu UIMMYHOIJIOOYJIMHA HposiBUIa 3(P(EKTHBHOCTH B
neyennn STAT3 GOF. PexomennoBaHO IpoBeIeHUE TPAHCIIIAH-
Talu T€MOITOOTHYCCKUX CTBOJIOBBIX KJIICTOK KOCTHOI'O MO3ra.
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GENDER-ASSOCIATED EFFECTS OF SEROLOGICAL MARKERS OF BLOOD GROUPS
ON THE DEVELOPMENT OF ATTENTION FUNCTION OF YOUNG ADOLESCENT ATHLETES

"Khoroshukha M., 'Ivashchenko S., 2Bosenko A., 'Biletska V., ’Kovalenchenko V.

'Boris Grinchenko University of Kyiv, *State Institution “South Ukrainian National Pedagogical University
named after K.D. Ushinsky”, Odessa; SU “National Institute of Phthisiology and Pulmonology
named after F.G. Yanovsky NAMS of Ukraine"”, Kyiv, Ukraine

It is known that the development of mental functions, in
particular, thinking, memory and mind, is of great importance
for the effective performance of long and sufficiently intense
physical and mental loads by athletes in certain sports (such as
tennis, game sports, sports orientation and other types), which
require they to quickly and accurately assess situations, to have
some skills to think and to make the right decisions in the time-
constrained conditions, etc., [8, 9, 13, 14]. It is also known that
there are associative relationships between serological markers
of blood groups and likelihood of cardiovascular disease [19],
impairment of motion functions [23, 24, 25], as well as some
psychic properties predominantly in adults [16].

Based on the results of our longstanding research of the ef-
fects of serological markers of blood groups under the ABO
system on the development of basic mental functions of young
athletes (boys), we conclude that the use of blood groups is pos-
sible in the genetic prediction of the development of attention
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[20], perception [21], thinking [22], and memory (recent studies
are being prepared to be issued).

According to the research results of leading scientists engaged
in the problems of formation and development of psychophysi-
ological (neurodynamic) and mental functions in the ontogeny
of people of all ages and professional employment [3, 6, 13, 15],
it is known that there are a small number of works related to the
study of these and other problems in young athletes with regard
to sexual dimorphism. In particular, attention should be paid to
the research results of G. V. Korobeynikov, G. V. Rossokha [5],
L. Kulinich [7], O. Shynkaruk, E. Lysenko [18] on revealing gen-
der peculiarities of psychophysiological and psychic functions
in high qualification athletes, as well as K.A. Akhmedpashaeva
[1] on the identification of gender differences in intellectual de-
velopment and self-awareness of student youth, respectively.
However, detection of gender differences in the genetic (by se-
rological markers of blood groups) prognosis of the develop-
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