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AxtyanbpHOCTh. Jlanreprancoknetounsiii ructuonuto3 (JIKI') — penkoe kioHambHOE MUETIOUTHOE 3a00eBa-
HHE JIETCKOTO BO3pacTa ¢ KpaiiHe BapHaOeIbHOH KIMHUYECKON KapTHHOW, YTO 00YCIIOBIMBAET BHICOKYIO YaCTOTY AH-
AarHOCTHYECKUX OIMMOOK U 33JEp)KKU BepUPHKALMK TUarHo3a. JJaHHbIe 0 CTPYKType 3a00JIeBaHMsl U CPOKaX JHarHo-
cruxu JIKT y nereit B ctpanax LlenrpansHoit A3um, B ToMm uunciie B PecniyOmike Y30ekucrTaH, paHee CHCTEMaTHICCKHI
He myOnmkoBanuck. Llens ncenenoBaHus — MPEACTaBUTh KIMHUKO-3MHIEMUOIOTHIECKYI0 XapaKTePUCTUKY KOTOPTHI
nereit ¢ JIKT' B PecriyOnuke Y30eKkucTaH M OLEHUTh CTPYKTYPY U JUIMTEIBHOCTh JHATHOCTHUECKUX MHTEPBAJIOB Kak
OCHOBY JUISl pa3paOb0TKK HHCTPYMEHTOB paHHEH AnarHocTuku. Marepuains! 1 MeToasl. [IpoBenéH ananu3 nanuasix 101
peOénka ¢ ructonornuecku BepubunmpoanubiM quardo3om JIKD (2013-2026 rr.). JluarHocTHYecKUe UHTEPBAJIBI
paccuuTaHbl 1Mo Meronojoruu Aarhus (manMeHTCKHH, BpayeOHbIH, oOmmii). st cpaBHEHHMSI TPYII HCIIOJIb30BaHbBI
kputepuil Kpackena—Yomnuca u onucaTensHast CTaTUCTHKA (MeInaHa, MEKKBAapTUIBbHBIN pa3Max). PesynpraTsl. Co-
OTHOIICHWE MAJIbYMKH : JEBOUYKU cocTaBwio ~1,6 : 1, MmenuaHa Bo3pacTa Ha MOMEHT ITUAarHocTuku — 28,7 mec. Mo-
HocucteMHas popma (SS-LCH) nuarnoctupoBana y 56,4 % nereif, MynbTHCHCTEMHast 0€3 BOBJICUCHHUS! PUCK-OPTaHOB
— ¥ 6,9 %, c BoBieueHHeM pucK-opranoB — y 36,6 %. Meanana o0miero AMarHOCTHYECKOTO MHTEPBaja COCTaBHIIA
87 mueit (MKP 40-162), mpu 3TOM BpaueOHBIN HHTEpBal (Mequana 51 neHs) Oosiee 4eM B 3 pa3a MpeBBIIIA MAIUCHT-
ckuif (16 nreit). OmmbouHbIi 1MarHo3, npeaniectsoBasiunii Bepudukanuu JIKT, 3apeructpuposan y 65,3 % nereit u
ObLT conpsKEH ¢ yBennueHueM oOrmero uatepBana 1o 113—155 nueit npotus 40 nHe#l mpu OTCYTCTBHH OMIMOOYHOI
TpakToBKU. HaunboJsee qnTeNbHbINA BpaueOHbIH HHTEPBAI OTMEUCH MPH MYJIBTUCHCTEMHOMN (hopMe 0e3 pUCK-OpPTaHOB
(Menuana 259 nHeil). BeIsBICHB! BhIpaKEHHBIE PETHOHATIBHbIE PA3IMYUs BBIIBIIEMOCTH U CPOKOB JHATHOCTHKH. 3a-
kmouenue. {uarnoctuka JIKT y nereit B PecriyOmmke Y30eKknucTaH COMPOBOXKAACTCS CYIECTBEHHON 3aIePIKKOMH, TIpe-
MMYILIECTBEHHO (OPMHPYIOIIEHCS Ha JTale OKa3aHWs MEAWIMHCKOH moMouy. Pa3paboTaHHBIE CKPHHHHTOBBIN
OINIPOCHUK M AMATHOCTHYECKUH alrOpPHUTM, aJIaliTHPOBAHHbIE K HAMOHAJIBHBIM YCJIIOBHSIM, IPEACTABILIIOT COO0M mpax-
THYECKUH MHCTPYMEHT COKPAILCHNUS TUArHOCTHUECKOH 3aIePIKKH.

BOLALARDA LANGERGANS HUJAYRALI GISTIOTSITOZNING O‘ZBEKISTON
RESPUBLIKASIDAGI KLINIK-EPIDEMIOLOGIK TAVSIFI VA TASHXIS INTERVALLARI
(retrospektiv-prospektiv kogorta ma’lumotlari asosida)

IX. M. Rustamova, 'D. Sh. Polatova, 2A. R. Rustamov, *M. Minkov
'Respublika ixtisoslashtirilgan bolalar onkologiyasi, gematologiyasi va immunologiyasi ilmiy-amaliy tibbiyot markazi
(BOGITATM), Toshkent, O‘zbekiston,
2Tyubingen universiteti, Germaniya,

*Xalqaro gistiotsitlar jamiyati (Histiocyte Society) / pediatriya bo‘limi, Insbruk tibbiyot universiteti, Avstriya

Dolzarbligi. Langergans hujayrali gistiotsitoz (LHG) — bolalar yoshiga xos, klinik ko‘rinishi juda xilma-xil
bo‘lgan kamyob klonal miyeloid kasallik bo‘lib, bu holat tashxisdagi xatoliklar va tashxisni tasdiglashning kechikishi
yugqori chastotasini belgilaydi. Markaziy Osiyo mamlakatlarida, jumladan O ‘zbekiston Respublikasida bolalarda LHG
tuzilishi va tashxis muddatlari bo‘yicha ma’lumotlar ilgari tizimli ravishda nashr etilmagan. Maqsad — O‘zbekiston
Respublikasida LHG bilan og‘rigan bolalar kogortasining klinik-epidemiologik tavsifini taqdim etish hamda erta
tashxis vositalarini ishlab chiqish uchun asos sifatida tashxis intervallarining tuzilishi va davomiyligini baholash. Ma-
terial va usullar. Gistologik tasdiglangan LHG tashxisi qo‘yilgan 101 nafar bola (2013-2026 yy.) ma’lumotlari tahlil
qilindi. Tashxis intervallari Aarhus metodologiyasi (bemor, shifokor, umumiy) bo‘yicha hisoblandi. Guruhlarni
solishtirish uchun Kraskel-Uollis kriteriyasi va tavsifiy statistika (mediana, kvartillararo farq) qo‘llanildi. Natijalar.
O‘g‘il bolalar: qiz bolalar nisbati ~1,6 : 1 ni, tashxis qo‘yilgan paytdagi yosh medianasi 28,7 oyni tashkil etdi. Mono-
sistemli shakl (SS-LCH) bolalarning 56,4 % ida, xavf a’zolarisiz multisistemli shakl 6,9 % ida, xavf a’zolari
zararlangan holda — 36,6 % ida aniqlandi. Umumiy tashxis intervalining medianasi 87 kunni (KF 40-162) tashkil
etdi, bunda shifokor intervali (mediana 51 kun) bemor intervalidan (16 kun) 3 martadan ortiq uzoq bo‘ldi. LHG
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tasdiglanishidan oldin noto‘g‘ri tashxis bolalarning 65,3 % ida qayd etilgan bo‘lib, umumiy intervalning 113-155
kungacha uzayishi bilan bog‘liq edi (noto‘g‘ri talgin bo‘lmaganda 40 kun). Xavf a’zolarisiz multisistemli shaklda
shifokor intervali eng uzoq bo‘lgan (mediana 259 kun). Kasallikning aniqlanish darajasi va tashxis muddatlarida
hududlararo sezilarli farqlar aniglandi. Xulosa. O‘zbekiston Respublikasida bolalarda LHG tashxisi sezilarli kechikish
bilan kechadi, bu asosan tibbiy yordam ko ‘rsatish bosqichida yuzaga keladi. Milliy sharoitlarga moslashtirilgan skrin-
ing so‘rovnomasi va tashxis algoritmi tashxis kechikishini qgisqartirish uchun amaliy vosita hisoblanadi.

CLINICAL AND EPIDEMIOLOGICAL CHARACTERISTICS AND DIAGNOSTIC INTERVALS OF
LANGERHANS CELL HISTIOCYTOSIS IN CHILDREN IN THE REPUBLIC OF UZBEKISTAN
(a retrospective-prospective cohort study)
'Kh. M. Rustamova, 'D. Sh. Polatova, 2A. R. Rustamov, *M. Minkov
'Republican Specialized Scientific and Practical Medical Center of Pediatric Oncology, Hematology and Immunology,
Tashkent, Uzbekistan,
2University of Tiibingen, Germany,
*Histiocyte Society / Department of Pediatrics, Medical University of Innsbruck, Austria.

Langerhans cell histiocytosis (LCH) is a rare clonal myeloid disease of childhood characterized by an extreme-
ly variable clinical presentation, which accounts for a high rate of diagnostic errors and delayed diagnosis. Data on the
structure of the disease and the timing of LCH diagnosis in children in Central Asian countries, including the Republic
of Uzbekistan, have not previously been systematically published. Aim — to present the clinical and epidemiological
characteristics of a cohort of children with LCH in the Republic of Uzbekistan and to assess the structure and duration
of diagnostic intervals as a basis for developing early-diagnosis tools. Materials and methods. Data from 101 children
with histologically verified LCH (2013-2026) were analyzed. Diagnostic intervals were calculated according to the
Aarhus methodology (patient, doctor, total). The Kruskal-Wallis test and descriptive statistics (median, interquartile
range) were used to compare groups. Results. The boy : girl ratio was =1.6 : 1, and the median age at diagnosis was
28.7 months. Single-system disease (SS-LCH) was diagnosed in 56.4% of children, multisystem disease without risk-
organ involvement in 6.9%, and with risk-organ involvement in 36.6%. The median total diagnostic interval was 87
days (IQR 40-162), and the doctor interval (median 51 days) was more than three times longer than the patient inter-
val (16 days). A misdiagnosis preceding LCH verification was recorded in 65.3% of children and was associated with
an increase in the total interval to 113—155 days versus 40 days in the absence of misdiagnosis. The longest doctor
interval was observed in multisystem disease without risk-organ involvement (median 259 days). Marked regional
differences in detection rate and diagnostic timing were identified. Conclusion. The diagnosis of LCH in children in
the Republic of Uzbekistan is accompanied by a substantial delay, arising predominantly at the healthcare-delivery
stage. The screening questionnaire and diagnostic algorithm developed and adapted to national conditions represent a
practical tool for reducing diagnostic delay.

Beenenue. Jlanreprancoxnerounsiii ructuonutos (JIKI') oTHOCHTCS K pelIKUM KJIIOHAJIbHBIM
MUEJIOUAHBIM 3a00JI€BaHUSM JIETCKOTO BO3pacTa, XapaKTEpU3YIOLIUMCS KpalHe IMIUPOKUM CIEK-
TPOM KJIMHUYECKUX MPOSIBICHUH — OT HM30JIMPOBAHHOTO YHU(OKAIHHOIO MOPAXKEHUsT KOCTH 0
AKHU3HEYTPOXKAIOIIEr0 MYJIbTUCHCTEMHOI'O MPOLECCca C BOBJICUEHUEM PUCK-OPTaHOB (II€UeHb, celle-
3€HKa, KOCTHBIN M03T) [1, 2]. CTonb BbIpaXKeHHas! KIMHUYECKasi T€TePOr€HHOCTh SBISETCS OCHOB-
HOW TMPUYMHON TPYTHOCTEH CBOEBPEMEHHOM IMArHOCTHKHU 3a00JIeBaHHUS U OOBSACHSIET BBICOKYIO
YacTOTy €ro OIMO0YHON TPAKTOBKH MOJ MAacKOHM JepMaTuTa, XpOHUYECKOTO OTUTA, THEBMOHUHU U
JPYTHUX paclpoCTpaHEHHBIX HO30J0TNH [3].

B mMexnyHaponHOHN IuTEpaType HAKOIUIEH 3HAUYNUTENbHBIN ONBIT U3YYEHUS 3IIHIEMHUOJIOTHH,
MoJekyisipHoii  Omonmormn u  Tepanuu JIKIT 'y nereif, oaHako pgaHHBIE O KJIMHUKO-
SMHUIEMUOJIOTMYECKHX OCOOCHHOCTSAX M, B OCOOCHHOCTH, O CPOKaxX JMAarHOCTUKU 3a00JIeBaHUS B
CTpaHax C HU3KUM M CPEIHUM YPOBHEM J0XO0/a, BKJIIO4as rocyaapcrsa llenTpansHOoll A3zum,
KpaifHe orpaHuueHsl. MexJy TeM MMEHHO OpraHU3allMOHHBIE U PEeCYpPCHbIE 0COOEHHOCTH CHUCTEM
3/1paBOOXPAaHEHUs] ATOTO PErvoHa ONpEeAeNAoT creln(UKy TUarHOCTHYECKOro MyTH MallkeHTa U
MOTEHILIMAaIbHbIE TOYKU MPUIIOKEHUSI KOPPUTHPYIOIIHUX BMEIIATENbCTB [4].

Leabio HacTosilel padoThl SBUIOCH IPEICTABICHNE KIMHUKO-3MUAEMHOIOTMYECKON Xa-
pakrepuctuku koroptsl nereit ¢ JIKT, npoxonusmmx neuenue B Pecnybnuke Y30ekucraH, a Tak-
K€ aHaJIM3 CTPYKTYPbI U JJIUTEIBHOCTH JUArHOCTUYECKHUX WHTEPBAJIOB MO CTAaHAAPTU3MPOBAHHON
MeTtoaonoruu Aarhus st 000CHOBaHMSI HHCTPYMEHTOB PaHHEH TMarHOCTUKU 3a00JI€BaHNUS.

Matepuanbl u Metoabl. [IpoBeeHO PETPOCTIEKTUBHO-IIPOCIIEKTUBHOE KOTOPTHOE UCCIIE0-
BaHue Ha 0a3ze Hay4yHO-npakTHUECKOro MEIUIIMHCKOTO IIEHTpa JE€TCKOM OHKOJIOTHH, T€MaTOJIOTUN
u ummyHosiorun (HIIML] IOI'M) u Hanmonaneroro nerckoro meaunuHcKoro nentpa (HIAMIT).
B utoropyro ananmutrdeckyro Koropty BKI0UEH 101 peOEHOK C THCTONOTHYECKH BepU(DHUITMIPOBaH-
HbIM auarnozoM JIKT, vabmonaBmmuiics B mepuon ¢ 2013 mo 2026 1.

Jlnarno3 Bepu(pHUIUPOBAICS TUCTOJIOTUYECKH ¢ UMMYHOTHCTOXUMHUYECKUM MOATBEPIKICHH-
em skcnpeccun CDla, CD207 u S100 B coorBercTBUM ¢ KpuTepusiMu OOIecCTBa THCTHOLUTOB
(Histiocyte Society). Knuanueckast popma 3aboneBanus kiaccupuIrpoBagach Kak MOHOCHCTEM-
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Has (SS-LCH), mynbpTrcucTeMHas 6e3 BoieueHus: puck-opranoB (MS-LCH RO—) u mynbtucu-
cTeMHasi ¢ BoBjeueHueM puck-opraHoB (MS-LCH RO+). Myranuonnsiii craryc BRAF V600E
OMPEIESIICS UMMYHOTMCTOXMMHUYECKUM METOJIOM C UCIOJIb30BaHueM antutena VEI.

JluarHocTuueckre WHTEPBAIbl PACCUYUTHIBAINCH IO CTAHJIAPTU3UPOBAHHON METOO0JIOTUU
Aarhus (Weller et al., 2012): manueHTCKUIl MHTEpBaJI — OT MOSBICHUS MEPBBIX CHMIITOMOB JI0
MepBoro oOpalleHus 3a MEJUIIMHCKOM MMOMOIIBIO; BpaueOHbI HHTEPBall — OT MEPBOro obOpariie-
HUS 10 BepupUKAIMK JUarHo3a; oOmMuid TMarHOoCTHYEeCKUi HHTepBall — ux cymma [3]. JlomonHu-
TEIbHO (PUKCUPOBAIMCH YUCIIO BU3UTOB JI0 OCTAHOBKH JMArHO3a, HATMYKUE U CTPYKTYpa Mpele-
CTBYIOIIMX OIIMOOYHBIX TUATHO30B, PETHOH MPOKUBAHUS MMAlUEHTA.

Cratuctuueckas 00pabOTKa JaHHBIX BBITOJHEHA C MCIOJb30BAHUEM OINMCATENbHBIX XapaK-
TEPUCTUK (MeIuaHa, MEXKBapTWIbHBIM pazmax — MKP, cpennee + crangapTHOEe OTKIOHEHHE)
BBHJ1y BBIPQXCHHOW aCUMMETPHH pacrpeaeseHuil OOJIbIIMHCTBA KOJIMYECTBEHHBIX MOKa3aTeleH.
s cpaBHeHUS TPEX W OoJjiee HE3aBUCHUMBIX T'PYII MPUMEHSJICS HEMapaMeTpUUeCKUil KpUTepHuil
Kpackena—Yonnuca; pa3nuuusi CYHUTAIUCh CTATUCTUYECKH 3HAaUUMbIMU 1ipu p<0,05.

HccnenoBanne mpoBeIeHO B COOTBETCTBUM C MPHUHIMIIAMHU XEJIbCUHCKON NeKIapalud U
onoopeno Yuenkm Coetom HIIMIL JIOT'U 21 urons 2026r, mpotokost Ne 7.

Pe3yabTaTsl. JleMorpadudeckas M HO30J0rH4ecKas CTpykTypa koroptel. Cpenu 101 o6ce-
JIOBaHHOTO pebEHKa MaIbunKOB ObLTO 62 (61,4 %), neBouek — 39 (38,6 %), cooTHOMICHHE ~1,6 :
1, 4TO coryacyercsi ¢ JaHHBIMH MEXIYHApOJHBIX KOropT. Menuana Bo3pacta Ha MOMEHT JAHarHo-
ctuku cocrasmia 28,7 mec (MKP 16,9—69,1 mec; nuamazon 3,4-173,8 mec). Pacnpenenenue mo
KIMHUYecKuM Gopmam 3adoneBanus: SS-LCH — 57 nereii (56,4 %), MS-LCH RO— — 7 (6,9 %),
MS-LCH RO+ — 37 (36,6 %). OcHOBHBIE IeMOrpapuUYecKue XapaKTEPUCTUKU KOTOPTHI MPe/-
cTaBJeHBI B Tabmute 1.

Tabéaunna 1.
Jdemorpadguyeckasi 1 HO30JI0TMYECKASI XapaKTepUCTUKA KOroprsl (n=101).
IMoka3zareab 3HauyeHue Hoas, %
My:xCcKO# 1o 62 61,4
KeHnckuit mon 39 38,6
Bo3spact, mequana (MKP), mec 28,7 (16,9-69,1) —
SS-LCH 57 56,4
MS-LCH RO— 7 6,9
MS-LCH RO+ 37 36,6
Jlnarso3 ycTaHoBlieH B Y30eKucTaHe 92 91,1
Jlmaraos ycTaHOBJICH 3a pyOexom 9 8,9
Pennnus 3a00neBanus 27 26,7
JleTanbHBIN UCXOT 12 11,9

Ipumeuanue: MKP — medckeapmunvHblil pazmax.

BospacTtHast cTpykTypa 3a00ieBaHMs CTATUCTUYECKH BBHICOKO3HAUKMMO Pa3IMyanach MEXIY
KIMHUYeckuMH Gopmamu (kpurepuii Kpackena—Yomnnuca, H=34,53; p<0,001): meauana Bo3pacra
cocraBuia 57,8 mec mpu SS-LCH, 22,3 mec npu MS-LCH RO—u 17,9 mec npu MS-LCH RO+,
YTO MOATBEPKIaeT MaHU(pecTalnio HanboJiee arpeCCUBHBIX BapUaHTOB 3a00JI€BaHUS MpEUMYILie-
CTBEHHO Ha IIEPBOM-BTOPOM 'Oy KU3HH [5].

[Topakenrne KOCTHOM cUCTEMBI BhIsIBIEHO Y 78 neteit (77,2 %), KOXKU U CAUZUCTHIX — Y 39
(38,6 %), puck-opranoB — y 37 (36,6 %), yxa/cocueBugHoro orpoctka — y 29 (28,7 %), mpuzna-
ku Herponereneparun — y 12 (11,9 %), nérxkux — y 10 (9,9 %). [1o nanHBIM COOCTBEHHO# TIPO-
CHEKTUBHOM cepun KokHBIX nposiBieHuit JIKI' (n=59), naubosnee yacTeiMu MOPPOIOTHIECKUMU
3JIEeMEHTaMU ObUIM THIIEpKepaTOTHUECKUEe Mamyiibl U nerexuu/mypnypa (mo 18,9 %), naponuxuu
(16,2 %) u cebopeenonobusie Brickimanus (13,5-14,2 %); renepann3oBaHHOE pacIpOCTpaHEHUE
ceimu ot™MeueHo y 30,5 % aeteit u acconMupoBaIoch ¢ CHCTEMHBIM TTOPAKEHHUEM.

Jluacnocmuyeckue unmepeanvl. Meanana o0IIeTo AMATHOCTUYECKOTO MHTEpBajia COCTaBUIIa
87 nueit (MKP 40-162 nust), mpu 3TOM BpaueOHBIN MHTEpBan (Meauana S1 aeHn) Oosee yem B 3
pasa mpeBbIIIal NaMeHTCKU (Meauana 16 1Hei), 4To yKa3bIBaeT Ha MPEUMYIIECTBEHHYIO JIOKA-
JU3alMIo 3a/Iep>KKU Ha dTane OKa3zaHUs MeAMLIMHCKON momomu. CpeaHee YUCIIO BU3UTOB K Bpa-
yaM JI0 TIOCTAaHOBKH JHarHo3a coctaBuiio 3,7 (Mmeauana 3; nuamnazon 1-10). [Toka3arenu nuarxo-
CTHYECKHUX MHTEPBAJIOB MIPUBEACHHI B TA0IHIIE 2.
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Tabauna 2.
Jmnarnoctuyeckne natepBaibl y aereii ¢ JIKI' mo meromonornu Aarhus (n=101).
HNuTepBan Menunana, THU MKP, nuu Jlnana3zon, 1HU
TTanmenTckuii 16,0 5,0-34,0 0-741
BpaueOHblit 51,0 22,0-107,0 2-1074
OOl JMarHOCTUYECKHUI 87,0 40,0-162,0 8-1078

[To o6miemMy TMarHOCTHYECKOMY MHTEpBaTY cpok j0 30 mHel 3aduKcupoBaH uib y 14 ma-
uueHToB (13,9 %), 31-90 gueit — y 41 (40,6 %), cBbie 90 nueit — y 46 (45,5 %); Takum o6pa-
30M, y 87 u3 101 pebénka (86,1 %) oOuuit untepsan npessicui 30 nHEl.

JlnarnocTuyeckrue HHTEPBaJIbl CTATUCTUUYECKU 3HAYMMO Pa3Inyalich MEXKIY KIMHUYECKUMHU
dbopmamu 3abosieBanus (Tabn. 3). Hambonee KIMHUYECKH 3HAYMMOW 3aKOHOMEPHOCTBIO SIBUJICS
MHOTOKpaTHO OoJiee AMUTENbHbIN BpaueOHbIi nHTepBan npu MS-LCH RO— (meauana 259 nHeit)
no cpaBHeHUI0 ¢ SS-LCH (35 nneit) 1 MS-LCH RO+ (53 nHs1) npu OTHOCHUTENBHO KOPOTKOM Ta-
[IUEHTCKOM MHTEPBaJe B ATOH MOATPYIIIIE.

Tab6amnna 3.
JAuarsocTu4eckue MHTEPBAJbl B 3aBUCUMOCTH OT KianHu4eckoi ¢popmsl JIKT (n=101).
HNurepBan SS-LCH (n=57) MS-LCH RO- MS-LCH RO+ p
(n=7) (n=37)
IMarmentckuii, menuana (MKP), 8,0 (5,0-25,0) 13,0 (8,5-44,0) 25,0 (10,0-36,0) 0,008

THU

Bpaue6Hubiii, meqmana (MKP), | 35,0 (21,0-81,0) | 259,0 (68,5-309,0) | 53,0 (21,0-153,0) | 0,034
IHU

O61wuii, meamana (MKP), inn | 60,0 (34,0-118.0) | 265,0 (162,5-328,0) | 113,0 (54,0-188,0) | 0,002

Ipumeuanue: . p — kpumepuii Kpacxena—Yonnuca.

Cmpykmypa owubounsix ouazrno306. OMUOOYHBIM AMAarHO3, MPEIIIeCTBOBABIINM Bepupu-
kauuu JIKT, 3aduxcupoBan y 66 uz 101 pedénka (65,3 %). Haubonee yacteiMu nepBOHAYaIbHbI-
MU TuarHozamu Obltu Hecneruduueckue cocrosaus (36,6 %), nepmatut (15,8 %), cpenHuii OTUT
(6,9 %) u mueBMoHU (5,9 %) (Tadn. 4). Hannyne ommbOYHOro qrarHo3a ConpoBOKAANOCH MOYTH
TPEXKPATHBIM YBEIHUEHUEM OOIIEero JMarHOCTUYECKOro HHTepBaia (Meauana 113—155 gueit npo-
TuB 40 1HEl TpH ero OTCYTCTBMHU), HAuOOJbIIas 3a7epXKa acCOIMUpPOBaHA C JHUArHO30M
«cpenuuii oTuT» (Meauana 155 nueit).

Taoauna 4.

CTpyKTypa olIMOG0YHBIX AUATHO30B, NpeAmecTBoBaBNX Bepuukanun JKI' (n=101).

IlepBOHAYATBLHBII TMATHO3 n Hoasn, % MenuaHna o61ero

HHTEpPBAJA, THU
[Ipoune HecnerudruecKne COCTOSHUS 37 36,6 113,0
Hepmatut 16 15,8 118,0
Cpennuit otut 7 6,9 155,0
ITneBMOHMS 6 5,9 87,5
OmmrO0YHBIA TUArHO3 HE 3apETUCTPUPOBAH 35 34,7 40,0

Pecuonanvuvie pasnuuus. PernonanpHoe pacnpeeneHne KOropThl XapaKTepu30Baioch BbI-
paXEHHOW HEPAaBHOMEPHOCTHIO — OT 3 cirydaeB (AuamxaHckas, [[xu3akckas, KamkamappuHckas,
Ceipnapbunckas oOnactu) g0 19 cinydaeB (Tamkxentckas o6nacts). [Ipm 3TOM pervoHsl c
HAaUMEHBIINM YHCIIOM 3apPETUCTPUPOBAHHBIX CIy4yaeB HE JIEMOHCTPUPOBATIN COKpAILlEHUs TUarHo-
CTHYECKOTO MHTEepBaia: B J)Ku3akckoil obsacty mpu 3 cirydasx MeIuaHa oOIIero WHTepBaja J0-
crurna 383 gHelt — Oosiee yem B 4 pasa BhIIIe 00IIEKOTOPTHOTO Moka3arens (87 queit). Hanbomnee
OnaronpusTHBIE TOKa3aTenu 3aperucrpupoBansl B HaBouiickoit (48,5 aus), CypxaHIapbUHCKOM
(51 nenp) u Hamanrauckoii (52 ausi) obmnactsax. CodyeraHue HU3KOW BBISBIIEMOCTH M MaKCUMAaTb-
HOW JMAarHOCTUYECKON 3a/Iep’KKU YKa3bIBAaeT HE HAa MCTUHHO HHU3KYIO 3a00JI€BaEMOCTh B 3THX pe-
IMOHax, a Ha HeJloBbIABIIeHUE citydaeB JIKT .

Knunuxo-monexynapnas xapakmepucmura u ucxoosi. Mytanus BRAF V600E tectupoBana
y 51 u3 101 manumenra (50,5 %; oxBar orpaHn4eH 00bEKTUBHON HEJOCTYITHOCTHIO MeTosa 10 2023
—2024 rr.) u BBIsSIBIEHA y 35 U3 nMpoTecTUpOBaHHBIX (68,6 %). YacToTa peuIuBOB U JETAIbHOCTD
CYIIECTBEHHO pa3InyaliuCch Mexay KiauHudeckumu Gopmamu: npu SS-LCH — 12,3 % u 3,5 %
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cootBeTrcTBeHHO, pu MS-LCH RO— — 28,6 % u 0,0 %, npu MS-LCH RO+ — 48,6 % u 27,0 %,
YTO IOJATBEPKIAET KIFOUEBYIO IPOrHOCTUYECKYIO POJIb CTaTyca pUCK-OPraHOB.

[Moxarpymma gereil, He MOTYYaBIIUX CHEUPUUECKOTO MPOTHBOOITYX0JIeBOro JieueHus (n=10;
9,9 % Koroptsl), ObUIa CTATUCTUYECKHU CTapIle OCHOBHOM KOTOpTHI (MeauaHa 65,6 mpotus 26,6
MeC) W MpeACTaBlIeHa MPEUMYIIECTBEHHO MOHOCHCTeMHOM (hopmoii (7 u3 10 nmereit); B 40 % ciy-
YyaeB NMPUYMHON SIBJSUIMCH MEIMLMHCKHAE TTOKa3aHUs K TMHAMUYEeCKOMY HalmroaeHuto, B 60 % —
JOKYMEHTaJIbHO OOPMIICHHBIN O0TKa3 3aKOHHBIX MPEJICTAaBUTENCH OT PEKOMEHI0BAHHOM TEpaIuu.

Hncmpymenmol pauneii ouaenocmuku. B pamkxax HarnumonanpHOW crpateruu PecryOmuku
VY36ekucran mo 6opprde ¢ aerckuM pakom Ha 2025-2030 rr. pa3paboTaH YHUBEPCAIbHBINA CKPH-
HUHTOBBIN ONPOCHHUK JJISl pOJUTENIeH U Bpauell mepBUYHOro 3BeHa (15 BOMpoCOB, HHTErPUPOBAH B
unpopmanronnyto cucremy DMED), nanpapnenue dopmupyercs npu TpéX u 0oliee MOJOXKHU-
TeIbHBIX OTBeTax [6, 7]. ONPOCHUK OPUEHTUPOBAH HA OHKOJIOIMYECKHE 3a00JeBaHUS JIETCKOTO
Bo3pacta B 1iesioM 1 He coaepxuT JIKI -cnerudpuunoro 610ka (cebopeenofo0Has WU MEeTEXHaTb-
Has CbIIIb HAa BOJOCHUCTOW YacTU TOJOBBI, MEPCUCTUPYIOLIUN OTUT C OTOpeel, MOIHypHs/
MIOJIMTUTICHS], TUTHYECKHE KOCTHBIE oyaru 0e3 TpaBMbl B aHaMHe3e). Ha ocHOBaHHMM pe3ynbTaToB
HACTOSAIIETO MCCleA0BaHus pa3padoran auarHoctudeckuit anroputm JIKI, Bkimtouaronuii moce-
JOBaTeJIbHBIC TAIbl Bepu(UKaIMK AUarHo3a, CTaAUPOBAaHUS U CTpaTU(PHUKAIIUU PUCKA, aIallTUPO-
BaHHBIN K yciaoBusM PecniyOnuku Y30€KHCTaH UM IPEICTaBICHHbBIN B METOJUYECKUX PEKOMEH/1a-
nusx «Benenne u peabmuranus aeTed ¢ THCTUONMTO30M U3 Kietok Jlanrepranca» (HIIML J1O-
I'", 2026).

Oo6cy:xknenue. [TomydeHHbIe pe3yabTaThl JEMOHCTPUPYIOT, YTO AeMorpaduyecKkas ¥ HO30J10-
ruueckas crpykrypa JIKI y nereit B PecnyOinke Y30ekucTan B IIEIOM COOTBETCTBYET JAaHHBIM
MEXTyHApPOAHBIX KOTOPT, TOT/Ia KaK BpEMEHHBIE TapaMeTphl JUArHOCTHUKHU 3a00JICBaHUs YKa3bIBa-
10T Ha CYIIECTBEHHBII OpraHU3allMOHHBIN pe3epB. Y CTAHOBJICHHOE COOTHOUICHNE MeIMaH Bpayeo-
Horo (51 gens) u manpieHTCKOTO (16 AHEI) MHTEPBAIOB O3HAYAET, YTO OCHOBHAS YaCTh JUATHOCTHU-
4ecKOM 3aJiepKKU (GOopMUpPYETCsl YK€ Hociie 0OpalleHHs] CeEMbU 3a MEIUIIMHCKOW MOMOIIbIO, TO
€CTh BHYTPU CHUCTEMBI 3/IpaBOOXpaHeHUs [8]. DTO MPUHIUNHUAIEHO MEHSET aJpeCHOCTh Mpodu-
JAKTUYECKUX BMEIIATENbCTB: CAHUTAPHO-IIPOCBETUTENbCKAsE paboTa ¢ HacelIeHHUeM, MpHU Beel eé
3HAYUMOCTH, 00J1a/1aeT OTPaHUYCHHBIM TTOTEHIIUATIOM COKPAIICHUS 3a/IEPKKH, TOT/1a KaK MOBBIIIIe-
HHUE OHKOHACTOPO’KEHHOCTH Bpaueil MepBUYHOTO M BTOPHYHOTO 3B€HA — CYIECTBEHHO OOJIBIINM.

Haubonee anutenbHbIN BpaueOHBINM HHTEpBAT IPU MYJIbTUCHCTEMHOM 3a00sieBaHuU 0e3 BO-
BJICUCHHUS PUCK-OpraHoB (MequaHa 259 nHeil) oOBACHSAETCS OTCYTCTBHEM Yy JTHUX MAIUEHTOB Xa-
PaKTEepHBIX Ul TeMO0JIaCTO30B LIUTONEHUI U renaToCIIeHOMETalnuu, MOOYXAAI0IUX K 3KCTPEH-
HOMY HaIpaBJICHUIO K MPO(YUILHOMY CHEIUATHUCTY, TPU OAHOBPEMEHHOMN MOJIMOPTAaHHOCTH CHUMII-
TOMATHKH, MPUBOASIIEH K MOCIEI0BaTEIbHBIM, HECOTJIACOBAaHHBIM OOpAaIlleHUsIM K HECKOJIbKUM
y3KUM CIielianucTaM. Mano4ucieHHOCTh JaHHOW MOATPYNIbl (n=7) OrpaHUYMBAET CTaTUCTUYE-
CKYI0 YCTOWYHMBOCTH OLIEHKHM U TpeOyeT MOATBEpXKACHUS Ha Oojee KPYMHBIX BBIOOpKaX, OJHAKO
COTrJIacyeTcsl ¢ JaHHBIMU MEXIYHApOIHOMN JIUTepaTyphbl O TPYAHOCTSIX PACHO3HABAHMS MYJIbTUCHU-
cremaoro JIKI" 6e3 «HacTopa)KuBaromuX» reMaToIOrH4eCKuX M3MEHEHUN JMake B Pa3BUTHIX CH-
cTemMax 37apaBooxpaHeHus [4, 7].

BrisiBneHHOE coyeTaHHe HU3KOMW PErMOHATIBbHON BBISBISIEMOCTH W MAKCUMaJbHOW JIUArHo-
CTHUYECKOH 3a7epkku (J[u3akckasi 001acTh) 1eIeco00pa3HO HHTEPIIPETUPOBATh HE KaK OTpaxKe-
HUE€ WCTUHHO HU3KOHM 3a00JIeBa€MOCTH, a KaK MHAMKATOp KauecTBa pabOThl perMoHalbHON Jua-
THOCTUYECKOU CETH, YTO 0OOCHOBBIBAET MPUOPUTETHOCTH 00pa30BaTENbHBIX BMEUIATENbCTB UMEH-
HO B pErMOHaX ¢ HAUMEHbBIIIUM YHCIIOM 3aperuCcTpUPOBaHHbIX ciydaes [10].

3akirouenue. Ctpykrypa koroptsl aereit ¢ JIKI' B Y30ekucrane (cooTHoueHue nojos 1,6 :
1, menuana Bo3pacta 28,7 mec, ¢popmsar: 56,4 % / 6,9 % / 36,6 %) COOTBETCTBYEeT MUPOBBIM JaH-
HBIM. Mennana 0o0IIero MUarHOCTHYECKOTO MHTEpBaJia COCTaBisieT 87 aHEH, mpuuéM OCHOBHAs
3amepxka (51 eHb) MPOMCXOAUT Ha JTare MEANOMOINH, a He oOpameHus ceMbu. OumOOYHbII
JTMArHO3 BBIABISIETCS y >65 % MalMeHTOB U YJIMHSET TUarHOCTHYECKUH TOMCK TOYTH B 3 pasa.
MynbTucuctemMHast ¢popma 0e3 MOpakeHUs] pUCK-OPraHoB TpeOyeT Oojee NOIroi ITUarHOCTUKU
(Menuana 259 nHeit), yTO yKa3bIBaeT Ha HEOOXOIUMOCTH IIEJIEBOro 00ydeHus Bpaueil. Paznnuus B
BBISIBJISIEMOCTH MEXIy OOJacTIMH CBUICTENLCTBYIOT 0 cnaboit nmuarnoctuke JIKI' Ha mectax u
HEO0OXOIMMOCTH PETUOHABLHBIX CAaHIIPOCBET-MPOTPaMM. ATaTUPOBAHHBIE CKPUHUHTOBBIN OIIPOC-
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HUK M aJITOPUTM CIY’KaT TOTOBBIM MHCTPYMEHTOM PaHHEH AMAarHOCTHKH U TPEOYyIOT MPOCIEKTUB-
HOW BaJIMAALUH.
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