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DPX3/1C3H:
M.AnxTysa /KnuHnknimH npodeccop, Tapryynax 33pruinH amd, YompaaxymH yxaaHbl
Maructp, YHTI-umH epeHxuin 3axmpan/
OMX3TIraC3H:
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rULyyH/
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J1.bambacypaH /AHaraax yxaaHbl AoKTop, YHTI-uH UXXCM3T-bIH 30B16X 3M4/
O.baspmaa /AHaraax yxaaHbl goktop, YHT3-uniH '3T-uinH papra/
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X.basinarmaa  /AHaraax yxaaHbl goktop, YHTI-niH MXHT-uiH ux amu/

XK. ApnyH6onpa /AHaraax yxaaHbl goktop, YHTI-unitH BT-uinH gapra/

IAHap /AHaraax yxaaHbl goktop, YHT3-uiiH ' IT-uH nx amu/
J1.0toyH6ona, ~ /AHaraax yxaaHbl goktop, YHTI-niH JOT-MinH ux smu/

T.Capyyn /AHaraax yxaanbl goktop, YHT3-nnH YHT3-mninn U CHLUCT-uiH nx amy,

YHT3-uitH pasMTANNH 36B/IOINNH HAapUNH Buunr/
B.AHynapb /YHT3-unn COLLIXAA-HbI M3PraXxXUNATIH/
A.CyBa-2OpasHa /YHT3-uitH COLLUXAA-HbI M3pPraXKUnTaH/
H.MeHxknH  /YHT3-uinH COLLIXAA-HbI M3PrayKUATIH/

XsHacaH:
J1.0pa-OppsH>  /AHaraax yxaaHbl AoOKTOp, KAMHUKUIH npodeccop, Tapryyasx 33prumH
amy, YHT3-uiH LCT-niH beepHuin amu/
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MAHXTYAA /YHT3-uinH Epenxuin 3axupan/

DpYYA M3HAUMH canbapblH DPX3M XYHAIT 3pA3MT3H CyA1aay, 3pA3M OLYHbIT 3PX3IMISH A33413rY,
3pA3M cyasand WKMMTIH cypanuard Ta 6yxaHA33 DMH3/13YMH XOBOP TOXWMONAANYYAbIT HIITraH
M3PraXKMJT HIFTHYYAUMHX33 XYPT331 60/roXK 6y 3H3 e4pUNH MIHAUNT ©PreH A3BLUYY/IbE.

DH3XYY 3MX3Trang 6artcaH WUATraYYA Hb 3MH3M3YMH MNPAKTUKT OHOLLW/ITOO 3MYWUJITISHUM Yp
YajZiBap, COPUAT AaryyscaH XOBOpP TOXMOJIA0X SMIIMMMH »KULLIS3, TYPLUIAryyAbIr HIrTI3H, YP AYHT
M3PraYKU HIrTHYYAA33 TaHW/LYYNaX, XapuilaH TypLiiara CoMALOX, TOXMOAASbIH HIFACIH CaHr
GasyKyysiax, HOTOJITOOH/A, CYYpPUJICaH aHaraax yxaaHbl XemKW4 XyBb HOM3P Opyy/iax 30pPUArOTOM HOM.
DMH3J13YMH XOBOP TOXMO1A0J1 Hb 3MY CyaJ1aa4yablH COHUPXJIbIN TaTaxynL, 6arxaac ragHa OHoLl 3yiHH
C3Tr3/IM33r T313X, A/IFaH OHOLLIOX YaABapbIr A33LLUJYY/13X, HOTOArOOH, CYYpPUICaH aHaraax yxaaHbl
M3A13rMIr BGashKyyax Yyxasa ad xon6orgontom 6mnsa.

OMH313YUH 60AMT Y3/13r, AYPC OHOLUMII0O, J1abopaTOPUNH LUMHXXWUMIS, 3SMUYUIMI3HUIM apra
Gapwn, 9BL, YP AYHIMWH A3AM3P3HIYM M3A33131 TYAryypacaH UATIIYYA93P33 XOBOP TOXMOJ1A0X
SMIArYYAMMH OHOLLMAMOO 3MYMAM3I3HUI XYHAP3J, XOXKYY WIPYYA3NT, XaBCapcaH 3Mraryynsac
COPrnMNaxX, 3pT TaHUX MIOJITUNT HIMIFAYY/13X B6O/IOMXKUMAT GUI 6OAroX GalraarvitiH 33par33
OHOLUMJITOO 3MYMITI3HMN LUMHD apra 6apus, GarMiH XaMTbIH aKusiaraa, casbap XOOpPOHAbIH
ysangaa Xxoa600Hbl Yp AYH, a4 XON060ra/bir TOAOTIOXK, Li@allAblH CyAaaraa WMHXXWM33, SMHII3YMH
X3N3/1LYY3N, 3pO3M CYyASanblH aXKUAL, YHITIM 3X CypBasixK 601K, OKOYHbI X3P3r/193HUIM TacpanTrym
3pranTag, opyysk barraag 6axapxantan 6anHa.

DMX3Trang WATI3133 UPYY/IC3H 3MY, cyasiaadmi, LWYYH X37131UC3H “DpA3MTAUIAH 3eBs1en”-UnH
KOMMCCbIH TULIYYA, 30XMOH GalryynanTbiH H3MK, 6ar, A3MXXMH OpPOALUCOH 6Gairyynnaryygan, ryH
Tanapxan nnapxmnsbe. Ta OYXHUIM XMY331 3YTra, UTF3A CITI, MIPrIXKJIMNMH OHAepP Xapuyuaara Hb
3H3XYY OYT33/IMNH YH3 LU3HUNT TOA0PXOMAXK BalHa.

DMH313YMH M3AJ13T, TyplLU/iaraa Xxapamrym xyBaaucaH HUAT 3pA3MT3IH cyasiaay, 3p/i3M OYHbIr
3PX3MJI3H A334/13M4, 3pA3M CyAJ1ang WMMTIH cypanuard Ta 6yxaHA AaxuH Tanapxasa UIapXUIAIDK,
YHLUMIY TaHA, 3H3XYY 3MX3Tr3a/1 Hb cydanraaHbl 60/10H aXKU14, TaHb 6reeXKTal 6anHa ragart UTraaTamn
OalHa.

OMH313YUH X080p MOXU00/bIH YHO3CHUU VI uyynzaH

C.MOHXBAAPJ1AX /AHaraax yxaaHbl AOKTOp, Npodeccop/

AHaraax yxaaHbl canbapbiH 3pX3M XYHA3T 3MY, M3PraXKMATHYYA, Ta OyxaHA, OUI3rT calH egpUnH
M3HAMNI ©PreH A3BLLYY/IbE.

MoHron YncblH XaMXK33HA, 3MH3/1 3YMH MPaKTUKT TOXMONA0XK Oy XOBOP ©BYHWMI OHOLLMJITOO,
3MUYMITI3HMI Typluslaraac Xapw/uaH cCypaslax, H3MTraH AYrH3X, M3AM3F M3A33/IIMNAM TYIr33X,
XOBOP TOXMOAO0JIbIH CaH Bypayynax 3opuaroop YnceiH Harayrasp TeB dMHanar-umH Cyprant, 3pasm
LUMHXKWUAM33, CTPATErn 3PX3/1CIH 3axMpiaap aXkuiaxK 6arixgaa “OMH3 3yMH XOBOP TOXMOJAJIbIH
aHxgyraap yyyaran’-bir caHaadnaH 2020 oHA, 30XMOH 6anryyncaH oM. TyxaliH yesc XOWLL 3HIXYY
YyyJiraH >Kua 6yp ynam»knaa 60710H aM>KMATTaM 30XMOH Barryynargaxk, oAree YHA3CHUM X3M>K33HUI
3MY HapblH XYC3H XYN33/43r, H3P XYHAT3M 3MHI/M1 3YMH TOMOOXOH apra XamMyK33 60JIOH XOrKuiK
TeneBLUWH banraag 6aspTan 6ariHa.

YKnn 6yp yACbIH XaMXK33HA, OHOLLIIOTA0XK, SMUYMITI3 XUNTACIH 3MH3J1 3YMH XOBOP TOXMOAANYYAbIT
3HIXYY YyY/IraHA, X2A3J1LYY/IXK, IMX3TIH CaH YYCIaH XaZrakK MPC3H Hb OHOJ, MPaKTUKUIAT ysaayynax
604UT 3x cypBa/K 6ok BGarHa. Tap AyHAaaa 3asyy 3MY HApPT 3MH3J1 3YMH C3Tra/1r33 TOJ/1I0BLUYY/I3X,
OHOLLMATOO-3MYU/ITI3HMI WWMNAB3P raprantaj cypanuax, 6ycAblH Typlisiaraac y/rap aBax YH3T
rapbiH aBsiara 601>k Oyiraapaa OHLron a4 Xos160r401TON oM.

2026 oHp 3ypraa gaxb yaaaraa 30XMOH 6aunryynargak 6y YHASCHMIA 4vyynraHg, YACblH TOB
3MH3/IrYYA, ammar, AYYPrumMH H3rAC3H 3MH3ryyn 60/0H XYBUMH X3BLUJWMWH 3pYY/l M3HAWNH
banryynnaryyaaac HAMT 110 XxoBOpP TOXMONAbIT XY/193H aBcaHaac 69 Hb Mac 3ac/ibiH, 41 Hb AOTPbIH
aHaraax yxaaHbl can6apbiH Toxmongon 6amHa. MHracHasp 2020 oHoOC XOMLL 3MH3/1 3YMH HUAT 758
XOBOP TOXMONA/bIT a/16aH ECO0p BYPTIaH, IMXITIIXK XafrascHaap XOBOP TOXMONAbIH YHAICHWUI CaH
TOrTMOJ1 BasXKMH BPreXXMXK G6anHa. XXun upax Tycam MpyyaxK Oym UATIIAYYOUAH LWWMHXKA9X yXaaHy
6argan, HOTO/ITOOHA, CYYPWJ/ICaH XaHAJ1ara, OHOLUM/ITOO-3MUYMATI3HMA HApUMBYAA YaaM Cald>Xupu
Oyina TYWAbIH C3TI31 XaHranyyH 6aiHa.

DH3XYY HOM Hb MOHIO/IbIH 3MY HapblH M34/131, YP YaZBap, XaMTbIH a)Ku/aaraaHbl UI3PXUIAIEN
00/K, UaallablH cydanraa, CypranaT, SMH3A 3YWMH NPaKTUKT 60AUT XyBb HIM3P OpYyYy/HA r3gart
UTrITaN GaliHa. Ta OYXHUN XYPUMTAYY/ICaH M3AJ3N, TypLusiara Mpas3ayMH 0/1I0H XYHUM aMb Hac,
3pYY/1 M3HA3A, r3Paa 6OSIOH TYIIXK,

DPX3M XYHAIT 3M4 Ta OYXHMM OHOLI TOA, LUMIAABIP M3IPraH, rap 3BJI3r, CITraa TEBLUWH BalX,
XYPUMTYYJICaH M3AJ13T, TypLUiara TaHb MP33A4YNH OJIOH XYHUI aMb Hac, 3pyY/1 MaHA34, rapa 6010H
TYrax 6ontyran.
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2.1 TAKASIACY APTEPUT (BAPYYH FYP33HK|VI EPOHXUIN APTEPWU,
2 TAJIbIH 3rM3H AO0OPX APTEPUMH HAPUNCAJL. 3YYH IT'YP3HUMN
EPOHXUUN APTEPUUH BOTJ1I©POJ1)

J.Erdenetuya?, Enkh-Amhalan Sh! N.Nymdavaa?, M.Purevtseren' N.Byambadorj', B.Demberelmaa?,P.
’ Bayarmaa?

I9pYMMT 3MUMITI3HUI HIrAC3H Tacar, YI' T2

2XapBanTbiH A Tacar YI'TD

YOUPTTAI:

Takasicy apTepuUT Hb XOBOpP TOXMOAAAOr eBYMH Oereepn, A3axui pasap Har cas TyTamp 1-2
TOXMONIA0N BYPTraraasr 6erees MX3HX Hb aMIrTanuyyg 6anaar (9:1). dH3 Hb 3anyy4dyyablH 6BYUH
rak Toouyoragor 6ereef MxaHx Hb 40-50 HacHbI @BYTOHYYOSA MA3PA3T. [3C3H X3AUM Y 3H3 Hb Gara
HacHbl XYYX3[, eHAep HacTHyyAad Y TOAOpPXOMAOrAcoH 6amaar. DH3 Hb A3XUM aasiap TapxcaH
bereen A3na, xaMrMnmH UX TapxantTan 6anaar. AnonHa >kun 6yp 150 wmnH3 Toxnonaon 6ypTraraasr
r3C3H cyganraa 6un.

3MH3N3YNH XOBOP TOXWNOJ1A0J1 H.[, 52 HacTait/aMarTait

ACYYMXK:

2026/01/01-uir ernee 09:30-10:00 uarniH yen, 4OTOp Myyxalpyd 6apyyH rap xeJi cy/iap4 3x3JIC3H
HATT-p 10:40-a tapxuHbl KTT, TapxuHbl CPT LWWMHXWUAM33 XMNTA3XK TapXuHbI LIYC Tacasigax xapBanT
oHownoraoH 2uar 14mmniytag Antennasar 0,9Mr/65 Kr >XuHA, TOOLLOXK XMMAFOC3H.

APXATI XYYY OMI3I:

2025 oHbl 7 cappg, “Llyc xoMcpox xapBanT LyC"oHOLIOMA0X 7 XOHOT SMUMH SMUYMITI3 XUUTACIH.

2025 oHbl 8-p capblH 4-HA, Takascy Xall LMHXX OHOLLJIOMACOH.

2025/08/13-Ha, LUYTT3-TaCOO xuinnraxsg bapyyH aram goopx apTepu, FYPIsHUIA epPeHXMi
apTepPUIH caslaanax X3CarT XyHA, 33pruimMH Hapuincas OHOLLIJIOTACOH.

2025-08 capbiH 1914, YT T2-3CM3 30B/16reeHeep acnmpuH KAoNUA0rpus yyxaap 3eBaeraceH.

2025 oHbl 8 capblH 29H4, B33)KMHA, 3MH33IT Y3YY/IXK TOrTMO/1 NpeaHn3osIoH 5Mr, upadacitinib
15mg 1*1 yy»x 6aitraa.

2025 11 cappa, cyyng xsHanTbiH Y313rT33 OPCOH, TyXalH yen, 3YYH rapblH capByYy X3Car cynapud
amMbynatopuop y3yynsH TonaronH CPT xuinrasxsa 6apyyH ayx 3yJ1alH OpyYMM YYCraB3P OHOLLIOMACOH.

XopT 3ypwumnn: Tamxu 20 rapy >xmn TatcaH. TaMmxuHaac rapaag 1 »kun 6ok 6airaa.
IDMIrTanUyyamMnH acyymxk: XXupamcnant-3, Tepent-2/1-3ynb6ant/

SMH3N3YWH ABLL:

DMH313YMH aBL,: IMunyynard 2026 onbl 01 ayrasp capbiH 01-HWIM ©06p LUMHXK T3MA3TM 3X3J1CH33C
xonw 4 uar 10 MMHYTbIH AOTOP 3MH3A3IT MUPXK, 3YYH AyHA TapXuHbl apTepuitH Gernepneec
LWanTraasacaH xypu, MueMuimnH xapBanT oHownorgcoH. NIHSS 18 6ann, acpar 3aanT wapsarym Tyn
CTaHAapT 3aanTbiH garyy antennasblH 6y/sH yycrax amumnarasr Antennasar 0,9Mr/65 Kr >XuHp,
TOOLOH xuhracaH. bY2 papaa 2026/01/02 HA yxaaH caHaaHbl 6araan aopAoXK, TapxXuHbl GaraHa
Oaparg/ibiH WWHXKYYA, T'YH3MMIAPCIH Ty sapantai MM3 6arTt TaHuLyyaH gapargas 4eaeenex Mac
3acan XMnracsH. Mac 3acan aMUMIr33HUI Japaa yxaaH CcaHaaHbl 6argan gopAoaryn, M3apa/iMinH
roNOMTOT LWKHX TamMAarmnH xyebd NIHSS 18 6ann, WKMH3 ronoMTOT LWUMHXK HIM3rA33ryn. 1 capbiH
2-HOOC XOMLL 30XMOMOJT aMbCrasibiH annapaTTan 6amxK 1 capbiH 13HA, 3KCTYyb6aLM XUITACIH.

3PYUMT SMUUNITISIHUN TACTAAC LLUMJDKUX YEA,:
SHMMIMH KoMaHg, 6uenyynHs. GCS(E3V1IMé6)6ann. MoTtop adasuTain. bapyyH Meuaes TOHyC Cy/.
BynuuHrumH xyy 6apyyH rapt 1/5 xenp 2/5 6ann. NIHSS 15 /QuelFac1Mot8Sen2Lang2Ext1/ 6ann.

J1abopaTOpPUINH LUMHXWUTI3HA,

OMH313YUH X080p MOXU00/bIH YHO3CHUU VI uyynzaH

Cftfn’:gf;i%‘i‘/’gl 2026/01/03 2026/01/06 | 2026/01/09 Conclusion
WBC-9.05 1 10.79 1 10.20 1 5.75
Erytrocyte 4.38 4.58 3.87 3.61
HGB 12.7 13.4 11.2 10.9 Jleiikoyumo3
HCT 38.2 40.1 34.4 314 Yp36ecanutiH a3pyum eHOep
PLT 205 186 199 250 JleiikoneHu
CO3 3mm/u 2077/u, T 581T/u T 11t7/u T
LYM# 0.93 | 1.12 0.87 | 1.14
Bi°°2hgg‘6ifg'f}gi'y5is 2026/01/03 | 2026/01/06 | 2026/01/09 Conclusion

Total protein (g/dL)72.1 66.9 | 611 649 |
Albumin (g/dL)44.4 40.5 345 | 365 YDaBCOAMIIH SHAM OHAGD
ALAT16.9 15.0 53.1 1 15.0
ASAT 21.7 31.5 60.8 1 94.9 1 [MnoansbyMnHeMus
Creatinine 64.2 51.9 39.6 35,4 Luronus
C-reactive protein 0.3 32517 152.74 1 93.48 1

Koarynorpam 2026/01/01 2026/01/03 | 2026/01/06 | 2026/01/09 Conclusion
PT9.6 10.1 13.6 13.5
INR 0.92 0.97 1.05 1.04
APTT 22.6 27.1 46.6 41.5 BY3-Huit papaax
TT 18.9 17.6 16.4 16.9
Fibrinogen 1.9 3.1 8.76 1 8.34 1

BATAXKUWH LUNMHXXUNM33HA,:
1. Arterial vascular ct scan:

Conclusion:Focal dissection in the distal aortic arch.

e Occlusion at left CCA and ICA up to the C4 level. Diffuse stenosis at right VA and left ECA.

e Focal stenosis at the distal part of the right CCA and bilateral subclavian arteries. Takayasu arteritis.

e Left sided large ischemic infarction in frontal, temporal, parietal lobe due to left MCA occlusion.

2. Magnetic resonance imaging (MRI) 2026/01/01

Conclusion: Acute ischemic infarction due to occlusion of left MCA

¢ Narrowing of right VA, Meningioma like lesion in right parietal lobe

3. Echocardiography 2026/01/01
Normal left ventricular size and function, no valvular abnormalities, and normal Doppler findings.
Pulmonary artery systolic pressure (PASP) normal. Pericardial effusion /-/ neg. Masses, or thrombus
/-/ neg

4. Cerebral angiography 2025/08/13
Severe stenosis of the right subclavian artery and the carotid artery bifurcation. Severe stenosis of the
left common carotid artery. Slowed right Internal carotid artery blood flow.


https://en.wikipedia.org/wiki/Internal_carotid_artery
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OMH3N13YIMH OHOLL:

Clinical diagnosis:

OHowu:

TapxuHbl yyc macanoax xapeanm, 3yyH 0yHO apmepuliH
6yculiH wuz2033c

BynsH yyczax amuunzss (2026.01.01)

TapxuHbl 0apazdan yesneenex mac 3acan (2026.01.01)
3AA (2026.01.01)

Takascy xam WuHmc.

[on cydacHvbl xyynpan type B

L1330 MeUOulH uycaH xaHzamucutiH dymazoan IV 33paz
BapyyH 2ypasHuli epeHxuli apmepu, 2 masnbiH 32M3H
doopx apmepuliH Haputican.

3yYH 2yp33Huli epeHxuli apmepuliH beznepen.

BapyyH 0yxHbl 03163H2UlIH yycz383p. InszHuli C supyc

Diagnosis:

Acute Ischemic Stroke and infarction in the territory of
the left middle cerebral artery (MCA).

Thrombolysis: Administration of tissue plasminogen ac-
tivator (tPA) on 2026-01-01.

Urgent decompressive craniectomy performed and me-
chanical ventilation on 2026-01-02

Takayasu syndrome, Aortic dissection, Stanford Type B.
Ischemia of upper extremities, grade IV

Stenosis of the right common carotid and bilateral sub-
clavian arteries

Occlusion of the left common carotid artery.

Lesion (mass) in the right frontal lobe and chronic hep-

atitis C infection.

X3IUSIMXK:

The clinical experience derived from the retrospective study of 107 cases of TA over a 19 year
period is presented. The disease predominated in females (8.5:1), with age of onset usually less than
20 years. In half of the cases an acute inflammatory phase was observed, characterized mainly by
systemic and cardiovascular symptoms. Subsequently the natural course of TA was toward chronicity
with gradual deterioration. The most frequent variety of TA (65 per cent of the patients) was Type lll,
in which the supra-aortic trunks and the abdominal aorta were involved.

The predominant clinical features were reduction of amplitude of peripheral arterial pulses (96 per
cent), vascular bruits (94 per cent), and raised blood pressure (72 per cent), mainly resulting from renal
arterial involvement (62 per cent). Heart failure (28 per cent) is rarely the result of direct coronary
arteritis. YyH33C y33x3/, TapXUHbl TOM CyAacHbl 6er1epesiMnH ToXnoaaoa bypTrarasaryi 6aiHa.

AOYTHIT:

DH3 TOXMONA0NA Hb OJIOH CyAAcHbl Balpaan xamapcaH 6erees, cyaacHbl 6ernepen HapUNCaNnH
LANTraaHT TapXMHbI LIyC XOMCPOX XapBaaTaap XyHA3p4 BYD xuirask, Tapxm yeneeniex Mac 3acang,
OpPXK Mall XyHA, 6angnaac 6ueniH 6angan camxkmpy xapbsa AYYPruiH SMHII3MT WWIHKUXK Laalung,
3CM3-H 3MUYMINH XgHaNTaHA TorTtmMos 6aimHa.

HOM 3YM:

1. Ishikawa K. Natural history and classification of occlusive thromboaortopathy (Takayasu’s disease).
Circulation 1978; 57:27.

2. Lupi-Herrera E, Sdnchez-Torres G, Marcushamer J, et al. Takayasu’s arteritis. Clinical study of 107

cases. Am Heart J 1977; 93:94.
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4. Yamada I, Shibuya H, Matsubara O, et al. Pulmonary artery disease in Takayasu’s arteritis: angio-
graphic findings. AJR Am J Roentgenol 1992; 159:263.Goel R, Gribbons KB, Carette S, et al. Der-
ivation of an angiographically based classification system in Takayasu’s arteritis: an observational
study from India and North America. Rheumatology (Oxford) 2020; 59:1118.
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2.2 YNAAH XOOJIONUH AAHOAA YPATAAX
(BOERHAAVE SYNDROME)

M.6n3uliHam?, b.6ambapazuaa?, H.Mazmapcypar?®
TBI[13MT, lypc oHowua200HbI macaz

YOUPTTAN

Tynxyyp yrc: YnaaH X00/10MH asiHA,aa yparga, PEHTIEH 3ypar, LU33>KHMIN KOMNboTep ToMorpad,

YnaaH X00/10MH asiHAaa yparaan r3aar Hb LWyya 6yc raMTan, yaaaH X00/10MH 6010H 3praH TOMpPHbI
3PXTHUIM 3MI3r33C WAaNTraa K ysaaH X00JI0MH XaHa 6yT3aH yparaaxbir XaaH3. Y1aaH X00/10MH asHaaa
yparaan Hb XOBOp TOXMOAA 00T, AaBLUMHIYIM SBUTaN, 3pT yen,33 Oypyy OHOLLION40X MaragJ/ian eHaep,
aMb HacaHA aynTal, Hac 6apanT eHaepTal LodumMor amrar tom[1]. XXKung 1,000,000 xyH TyTampg, 3.1
TOXMONA0N OYPTraraasr, MX3BYIH 3PIrTINUYYASA MXIBYJISH TOXMOAAA0r 6a ynaaH X00/10MH HUAT
LOOPONTbIH 15%-uinr 333n43r [2]. YnaaH X00/10MH asHAaa yparaan 6ytoy boepxaaBbiH XaM LUNMHMXKbIT
aHx 1724 oHp noktop XepMaH boepxaaB H33C3H. MIXaHX TOXMONA014 SMH3I3YMH MNP Hb ©BOpMeL,
6yc 6agar Ty/1 UXaHX eBYTOH 6ytoy 50 rapyit XyBb Hb XOXKYY 3CB31 6ypyy oHowioragor [3].

M3l XKAM:

YnaaH X00/I0MH A0TOPX AAPaiT M3H3T, OrLOM H3IMIMA3X (MKULLIB3N631, 6O6MKNXO6C) Hb L3XKHWUIM
JOTOpX ceper JapaaTTai XaBcapy, UX3HX TOXMOAA0[ YlaaH XOONO0MH AUCTan X3CMUMAH 3YYH
XaXKyy XaHaHj, ypTaalwl ypargan yycragasr [4]. VIHMaCcH33p L33)KHUIM XeHAUIH ceper papanTTai
X0/1600TOMN XOA00HbI aryynaraaxyyH ronT 60/10H NAEBPUNH XeHAUM pyy aMapxaH opgor 6a spT
Yea33 MeAnacTUHUT 60N0H aMbUemMasp xyHA3p4 601HO. HaH gapyi Mac 3acas aMUYMATI3 XUNXTYIA
601 cencuc 601K 0JI0H IPXTHUI AyTaraan, Yxanamg Xyprak 60a30Lryin. SMHINZYMAH LLUUHXK TIMAIT:
COHIOA0r 3MHAN3YMH LLUMHX T3MAAT Hb MaKNEPbIH FypBaJl OYHOY L33)K33p ©BA6X, 666/XKNX, apbCaH
[00pX 3MPU3EM YyCaX 6010BY 6BUTOHYYAMNH 36BX6H 14% Hb 3H3 rypBaH LUMHXK MA3PCIH; Oycan,
LUMHXX TOMANYYA34 aMbCraaflanT, XaJayypax, LLUOK MA3p4Y 60/IHO. DMHI3YIMH UAP3N Hb Y1aaH XO0J/10MH
LLOOPO/ITbIH X3MXK33 BOJIOH TYYHMIN BaNpPLLMA FICIH XOEP YyXasl XYHMH 3YMN33C XaMaapHa. XaMIrnimH
TYr33M3J1 LUMHXK TAMA3T Hb apbCaH A0opX 3Mdusem (95%) 6010H L3axKHUIN eBaenT (90%) rom [1,4].

OHOLLUUNITOO:

PeHTreH 3yparT: [onToA XM XypaX, 3ypX FOATbIH 3PXTHUM CYYAPUIMH XM Xs3raap Toh 6yc,
FANTAHTUAH XOHAMNA, XUIA 6OJTIOH LLUMHIAH XYpPaXx, FONITbIH 3PXTHUM CYYA3P 6precex LLUNHXKYYA, UI3PH3.
[5]. DnopoCKONUIH WMHXXWMAM33 Hb 3XHUN 24 uar AOTOp XaMrMnMH Maapar 6anpar 6a 6apuinH
TO4OCrory 60ANC MeaMacTUHUT YYCIaX 3PCA3MNT HIMIrAYYAAsr Tyn 6ara ocMoc 4YaHap 6yxmi
TOA0Crory awmrnagar. YnaaH X00/10MH yparaas, LLoop/iblH Yea, y/laaH X00J/I0MH casicT BypXyya »Xurg,
O6yc 60n0x, Toaocrord 604UC ylaaH XO0JIOMHOOC 3Mrar 6angsiiaap ronT 60710H NJEBPUMH XOHAUMN
pYy Xashk 6yn Hb AypcnarasHa. X3pB33 ycaHf yycaar ToAocrord 604MCcTON LWMHXKUAMI3HUIA yeq,
ToA0Crory 604uc ynaaH X00/I0MHOOC 3MIar bananaap aarapy 6y aypcasrasxryi 6armean 6ara acean
OHZep KOHLEHTpauuTam GapuiiH TOAOCrOrYMmr 6ara XaM»K33rasp aluuriaxbilr 3apuUM cyasiaavymng,
3eBneger [6]. KomnbioTep ToMorpaduitH LUMHXXUAM33: Y1aaH XOOJIOMH 3PraH TOWPOHA, rositos,
X3BJIMMH XOHAMIN 60/I0H apbCaH A0p Y4eneeT XMNHYYA, Yycd 6oHo. [onT, nepukapg 6010H NJIEBPUH
XOHAUMJ, LUMHIAH Xypax, MHEBMOTOPAKC, MHEBMOMEANACTUHYM 33P3T LLMHXKYYA, UA3pH3 [7]. MeH
ycaHpA, yycaar Togocrordy 6oamchir amaap yyaracHaac 20 MUHYTbIH gapaa KoMbhoTep TomMorpad
LUMHXXUAMI3T XUMXK YN1aaH XO0JIOMHOOC ToAocrory amMrar 6amaniaap 6yrtoy rontT, NJIEBPUNH XeHAUN
pyy Togocrory aarap4 6y (extraluminal leak) Hb AypcnarasHa. Togocrordtoin KoMnbloTep ToMorpad
LUMHXMAM33 (intravenous contrast) xui>k 6y yen, yalaaH X00/10MH XaHblH 3y3aaH, TOAPO/bII YH3H3
[8]. Togocroruryi KomMnbloTep ToMorpad LUMHXKMUAMI3 Hb [33P Y/laaH XOOJI0MH yparasibiH TYBLUMHA,
MHTpaMypaa remMaToMa YycaX, y/laaH XOOJIOMH 3praH TOMPOH[, YeneeT XUMHYYH, YYCCIH 3CIXUMIT
YHa/H3 [9]. SlnraH oHowMAroo: SITporeHsl LWasiraaHTan yslaaH X00J/101H Loopo, Mannopu-BeliccbiH
XaM WK, Epiphrenic diverticulum [7, 9]. Xynapan: Y>kun, Lloumor megmactuHuT, XaTraa, dMpuem,
Esophagopleural fistula [7, 9].

3MH3N3YNH TOXNOO0:

B.oBorton XK. 40 HacTan, apartan 2025-10-23-Ha BI ASMT-uitH ATT-T upcaH. 3oByypb: Ll33xkaap
©B6He, aMbCraagHa, 4OTOp AaB44aH, aMbCrasl aBaxaj, caaaTan. ©BY4HMI TYyX: 3 LarmmH eMHeec 6
LLUMPX3T MUBO YYXK, YYCCaH MMBOOP XYUT3M Orny/HK 6Oe/IKCOHUI Aapaa aloy/ixalraap L33>K33p eBAeXK
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aMbCraaga)k, 4oTop AaByaark 3xa3/1caH Tyn 103-T gyyanara erd aMH313IT XYPrarasH UpcaH. Bpaap
X3P3rN13C3H 3M Tapua Yryn. XapLumagar aM Tapua yryi. Apxar cyypb eBYMH yryit. Mac 3acan/-/ Ocon
ramMTan/-/ Apxu/-/ Tamxu/-/. AMbgpanbiH Tyyx: 1985 oHpa, YnaaH6GaaTap xoTog, TOpPCeH, am 6yn 4,
3XH3P 2 XYYXAUNH XaMT aMbAapAar, LaxuaraaHivH Mapra>KuUaTan.

Y3N3I'T:

BuennH epeHxun 6anpan XyHO3BTIP, yXaaH CaHaa capyy/l, Op4YMHAOO XapblLlaaTain, Ganpnan
naaBxTan, [KY 15 6ann. Apbc canct Xxyypan ypyya oMroaTcoH. TyHranaruma 6ynumpxam amM3arianrym,
TOIMTPIrAdXIYN. XYYX3H Xapaa 2 Tang WXKuA MpAuAH ypBanTai. AMbCras 3pxXT3H TOrTOJILLOOHbI
y3719rT: Yywiru 2 Tang UynauaHruimH ambCranatan, amberan 2 tang, vxknn ImMuH-35 yaaa. 3ypx cyaacHbl
TOrTOJILOOHbI Y3JI3rT: apbC XOXPOATIyM , 3ypXHUIM aBMa TOA , Xy4 AYHA 33p3r, X3aMH3N Xurg, 1
MuHyTag 128 ygaa AL 151/107 mm my6. Bruenind Temnepatyp 36,7. Xoon 60/10BCpyyax 3PXTIH
TOrTO/ILOOHbI Y313IT: X3/1 YANTIAT , X3BJIUA OHIeL, TIMTPITIIP 3M33MN3/1TIN BYNUMHIUIAH YaHrapas
yrymn. LLIsac 63/rniMH TorTo/IL0O0HbI Y3/13rT: AMUYpPE3 X3BUMH.

LWWHXWUTT229H A4,

LELL: WBC 11.21 1073/uL, PLT 325 1073/uL Buoxumu: LLyntnar ¢ocdoTtasa 130.8 Hark/n,
LLycHbI XWIH LWMHXXUAr33HA,: AMbcranbiH ankonms /Ph-7,485H pO2-148H pCO2-27,8L K-2,9L GLu-
8,7H Lactat-5,3H HCO3-23,5 AnGap-0,5/ 3UB-T cuHyc putm 3LT-98 xam »ura PR-131 QRS-74
QT-378 V3-V6 T wyp, ceper. TponoHunH 0.013 ng/ml TponoHMH X3BUIMH Ty 3YPXHUIM LLOYMOT 3MIar
yrymcraracaH. LLaaxkHuid peHTreH: [onThiH TyBWMHA, 36B OYC 3yyBaH X3/7103PUMH, XU LUMHIIHUIA
TYBLUMH 6YXMIA HOMANT CyYA3p TomopxoaoraoHo [3ypar 1a,6]. L33>kHuii Togocrorutoin KTI: YnaaH
xo0o0s101 goop, 1/3 TyBLUMHA, XMIATIN, XaHa 3y3aaH. Y1aaH Xx00/10iMH gooa 1/3 xapanaa 3yyH YyLUrUHbI
[00o4, A3163HMMNH A0TOP CENMEHTUNH TYBLUMHA, AYHA, apblH FOATOA OJIOH TOOHbI XUNT3N, 44x37MM
OPYMM X3MXK33T3M Xa3raaparamast Xm LUMHMSHWI TYBLUKWH 6yxuii, AoTpoo +10HU-c +45HU xypTan
HArTpanTan aryynaraaxyyHtam H3MIAT eepyunenT TOA0PXONIOrA0HO. 3yYH TajblH YYLUTMHbI J004,
O3N03HIMNH araap>XUAT ByypcaH. 3yYH YYLIIrMHbI 004 A3N103HIUIAH CYYPUIMH CErMeHTYYA34, NyypcaH
XOOJIOMH 3yparnan Oyxui HIBYASCT CYYAIPTIN. 3yYH TajblH MJIEBPUMH XeHAuNA, 16MM XypTan
3y3aaHTal WKHI3HTAM [3ypar 2: a, 6 3ypar]. Oyruaat : Air fluid levels lesion in middle mediastinum.
DDx: 1. Ruptured esophagus 2. Ruptured mediastinal cystic lesion vs mass. YiaaH x00/101- X04004HbI
TO[OCroryToli peHTreH xapant: Mopa aryyncan Togocrord 6oamc awmrnad ( yastpasuct -yc 3:1)
y1aaH X00/10M-XOA004Hbl PEHTIEH XapaaT XMIMX3 [, 3YYH 6PLUHUIN 433D XsA3raapsargMan XM LWMHI3HUI
TYBLUUH BYXUIN 3yyBaH CYYA3PXXUANTT3aN, 6a Togocrory 6o0Auc Tap TYBLUMHA, CaaTCcaH. Y/laaH XOOJ10MH
0,004, X3Car 6ara 33par epreH. YlaaH X00/10Mroop To40Crord 604Mc 4e1eeTal SBXK X04,004, pyY Opox
60J10BY 3YYH 6pLHWUI A33p YA M343r Togocrory 6oamc yaasHa [3ypar 3].

AYIHIONT:
S/0O: Ruptured esophagus with mediastenitis DDx:1. Ruptured mediastinal cystic lesion 2.
Ruptured mediastinal mass Pleuropneumonia LLL.

E
3ypaz 1 a,6: LisaxucHuli 32y 6alipaanviH peHmzeH 3ypazm: [0a1mo0 3ypxHuli cyy0apmali 0aexaucaH, 3ee byc 3yyeaH xa163puliH,

Xuli WuH23HUl myswuH 6yxuti H3M31m cyyo3p modopxolislo200HO /xap cymaap 3aacaH/.
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3ypaz 2 a, 6 : y33ucHUl KT akcuanb 3ycnszm: YaaaH xoo0lH 0000 1/3-H myswiuHO 0yHO 20/1mo0, 368 b6yc 3yyeaH X3/103puliH,
XOHO/OH WUH23HUU mys8WUH 6yxuti H3M31m eepuaenm mooopxolisnoz00Ho /ynaaH cym/, ynaaH xoonoliH 0000 1/3 myswuHO
XaHa 3y3aax/wap cym/, a3p2sH molpoHo 201mo0 Yeseem xuliHyyomal/ysHxap cym/. 3ypaz 2 e,2: usaxucHuti KT cazummane
3ycs132m: ynaaH xo0s100H 0000 1/3-H myswuHO 0yHO 20/1mM00 Yea1eem XuliHyyomal /UsHXap cym/.

3ypaz 3 a,6: YnaaH x000(i X00000HbI peHM2eH Xapanamaap : 3yyH epuHuli 033p xuli WuUH23H 6yxuli xs32aapaazoman 3yyeaH
cyy0apxucunmaii /xap cym/, 6a 6apuliH modoczozy 3H3 MyswuHO caamcaH /wap cym/.

SMYUNIITI3:
LLYTT3-T Mac 3acan aMYUAras XMArACIH, yaaH X00/I0M, CTEHT 6anp/yy/icaH.

ﬁ . s—'*‘ ; L5 T ; ! ’
3ypaz 4 a,6,6: 2025-10-26 /LLIYI'T3/ LzancHuli modoczozuzyli KT: a, b [0AmMbIH YoHX, KOPOHAAb 3yca3e, ¢ 3ypaz [oambIH UOHX
cazummarb 3yca32m: yAadH xo000lH 0000 Xx3c32 60/10H X000000HO 6alipayyancaH cmeHmmai/wap cym/.
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X3JIUSIMXK:

YnaaH xoonoiH asHpaa ypargan (Boerhaave syndrome) Hb XOBOp TOXMOJIAAO0F, aMb HacaHp,
aloynTan aMrar 6ereef nxaBunsH 40-60 HacHbl 3parTandyyasa unapasr [10]. DH3 aMraruiiH yeps,
3PT OHOLLWJIXK, Liar afganaryim Mac 3ac/ibiH 3MUYMATI XMNX Hb OBYTOHMI LaallAblH SMYUJITI3HUI SBL,
TaBWUIaHA, LUMNABIPIIX YyXasl HO/IeeTIMN.

DMH3MI3YMH XyBbA, 6O6/IKUX, LUIPKHUIA O004, X3Cr33p 6BASX, apbCaH [A0P XWMN Xypax 33prasp
MN3pasr MaknepuinH rypean LUKMHXK Hb XapbLLaHryn eBepMell, 6yc 6amnaar. TyyHY13H yaaH XO010MH
yparajiblH y/iMaac 33prajifidsx 3pXTHYYAd, FoAT 6O0JIOH TANTaHIMMH XOHAMNA, XOE€pAord xasaBap
YYC3X34, X3BJIMMH OBAGNT, A0TOP Myyxahpax, amMbCraagax, L33 [aByfax 33par OJIOH SH3bIH
OHOLLMATOOr Teeperayy/sx WWHXYYL unapd 6ongor. MnMpa, 3eBXeH KJAMHUKUMH LWMHXK TIMASMT
TYAryypaaH OHOLL TaBuxXaf, XYHAP3ATan 6anpaar [1].

YnaaH XOOMIOMH Yyparabir uar angajaryi OHOLWIM/IK, 3MYN3X Hb 4dyxan Gerees 3>MYM/Irad
XOWMLUNOTAOX TOXMOAAONA YXKUNH LLIOK, MeAUaCTUHUT, MITaHMMNH 3MMNMEM 33p3r aMb HacaHp,
aloynTam XyYHAP3 UMK 3pcaan apc Hamaraaasr. Cypganraaraap 24 uaruinH oTop aM4na63n Hac bapanTt
10-25% 6arpar 601 OHOLLMAT00, 3MYNAT33 XonLKUcoH yen 40-60% xypTan ecaer 6aiHa [11].

AHaTOMWIAH XyBbJ, YJ1aaH X0010MH OYI4MHT AaBXapra Hb AOTOP Llarnpar, ragHa garyy YnriasinmiH
X0€p AaBxapraac 6ypasx 6a 34raspuinH X00poHI, 0MPOJILLOOroop 2 MM 3y3aaHTall ysiH LWMpXarT (elastic
fibers) 6aripnanar[12]. YnaaH X00/10/MH 400/ rypaBHbI H3I X3CIMIMH 3YYH XaXKyy XaHaHm, 5AUH 6yTaL,
XapbLLAHTy cyn 6araar Ty ysaaH X00JI0MH A40TOp AapanT oruoM nxcaxag, (290 MMHg xypTan) sH3
X3C3rT ypargan yycax Maragsan eHaep 6angar[12]. MinMaac ynaaH X00N10MH yparaan UX3BYI3H 3YYH
Ta/lblH LI3XHUI 400/, rypaBHbl Har XacarT (80%) Toxnonanor 60 6apyyH TasbiH, [334, L33>KHUIA
6010H ypA, (ventral) XxacrminH ypargan xapbLaHry xosop 6anaar [12].

MaHan ToxruonasiblH XyBb/, LI33>KHUI KOMMbOTEP TOMOTrPadUMH LUMHXWM33r33p y1aaH XO010MH
00/, TypaBHbI H3I X3C3I'T XaHbIH 3y3aapas, T3p TYBLUMHA, FONTO4,4e/106T XUN, XUA-LLIMHTIHMA TYBLLWH,
MOH 3YYH NAEBPUNH XOHAMUNA, LLUMHIOH Xypax 33Par LUMHXKYYA, MJ3PCIH Hb YaaH XO010MH yparabir
CXKUIMNBX YHAICN3IN 60ncoH. YYHMM papaa 6mupa 6ara ocMOC YaHapTal ycaHf yycaar Toaocrord
06OoAChIr aMaap Yy/IraH yJlaaH X00JI0M-XO4004HbI PEHTIEH XapaaT XMMK, Togocrordy 6ogMc amrar
6ananaap ronT pyy 6ara XxaM»Kasrasp ragarimnixk Oymr apyyacaH Hb OHOLLIMIMT BaTanraaxkyynaxag,
yyxasl YYpar ryMusTr3CoH.

DH3XYY TOXMO140/1 Hb YlaaH XO010MH asHAaa yparasblH yes KOMMboTep ToMorpad LWNHXKUATII
OHOLLIMJITOOH/, LUMNAB3PJIIX a4 X0N00raonTomn 6eree KJIMHUKUIMAH LLUWMHXK TIMAST To40pXon byc yen,
3PT OHOLLW/IK, SMUYMAIIIN LL.Ar angaanrym axa3x 6010M»K 0NroArumr xapyysaxxk 6anHa.

OYTHONT:

YnaaH X0O0M0MH asiHO@a ypar4asl Hb 3MH3M3YMH LWWHXK T3MA3r eBepmel, 6yc, OHOLUMATOOHS,
Teeperaes yycrax Maraaiana eHaep aMrar oM. L33>KHUIM KoMnbloTep TOMorpad LUNMHXWUATI3 Hb Y1aaH
XOOJIOMH Yyparasibir 3pT CIXKUIIBX, OHOLLUUKM BaTasraarkyysiaxag, Yyxan yypartan. iima u3asxkHui
OBAONT, 006/IKUX LUMHXKTIN ©BUYTOHA, Y/1aaH XO0JIOMH yparaJibIir S/IraH OHOLLIMATOOH/[, 3aaBaJjl aBY
Y33X Hb 3MUYUJITI3HUIN XOLLPOSITOOC CIPrUN/IXK, aMb HacaHA, aloynTal XYHAP3/133C 3alICXMINX3, au
X0N60raoNToMN.
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2310 HACTA OXUH[ YYLUTUHbI XABCAPCAH XXVXXUT
3CUUNH XABAAP OHOLLJTOrACOH XOBOP TOXMNOJ1A0J1

O.UspaHnxam?, J1.9Hxcatixan, b.l'ven?, X.Capmemsaoaz® , 3. YHOapmaa?, b.[lamoun6aszap*
PaouonozutiH macaz. 2XOMYT!

AMbC2anbIH 3pxmHuli amz32 cyonanbiH macaz. SXIMYT?

LlycHbl sm232 xaedap cyonasneiH macaz. IXIMYT?

Msc 3acneiH 3pyuM amyunzssHul macaz. SXIMYT*

AM232 cy0nanbiH YHO3CHUU mes*

YOUPTIAN

XYYXOUIH HacaHg, YYLUTMHbI aHXAary XopT XaB4ap Malll XOBOP TOXMOA1440T 6erees HUMT yyLUMMHbI
XaBApbIH MaLl 6ara 6ytoy 0,2%-uir 333043r. T3Ara3puiiH A0TPOOC YYLUTMHbBI XaBCapCaH XUXKUT 3CUMH
xopT xaBaap (CSCLC) Hb xyyxAMnH HacaHA, 6yp 4 XOBOP MA3PA3T, OHOLLUMATOO 60/I0H SMUYMIFI3HUMN
XYBb/, COPUAT 60140r 3MIar oM. KIMHUK LWMHXK T3MA3TM Hb aMbCraJibiH 3aMblH TYIr33M3/1 ©BYHYYATIMN
TecTal 6araraac wasaTraanaH OHOLI TaBUrAAx Hb UX3BYJ19H XoLopaor. MiMMaac yaaaH ypraiKMACIH,
SMUMATI3HA, YP AyH 6ara ambCrasiblH 3aMblH 30BYYpPbTall XYYXA3[, XOBOP XaBAPbIH OHOLLUWMMIT
YIYMCraxXrym 6amx Hb Yyxas a4 xo/160raoNToMN.

YYLUIMHbI XaBCapCaH XXMKUT 3CUIAH XOPT XaBApaap eBACOH TOXMOA0N4, 2 XKW1 aMbApax MaragJ/ian
5%-mnac 6ara Gampar. HAMT ToxmonasibiH AaBTaMX Hb 2 casg, 1 Toxumonaon 6GarHa. YyLUruHbI
XaBcapcaH XMKUr acuinH xopT xaBaap (CSCLC) Hb YYLUTMHBI XMMXKUT 3CUNH HEMPO3HAOKPUH XOpT
XaBAap 60JI0H XKMKUI 3CUNH BYC XOPT XaBAPbIH KOMMOHEHTYYI, XaMT OpLLAOr XOBOP, OHA4eP 33prmiH
arpeccmB XaBaap FOM. DH3 Hb UX3BYJ/I3H YYLLMMHA TOXMOAAA0rT 60/10BY OHOJIbIH XyBb/J, Oycam, 3pXTIHA,
XaBCapCaH 3CUNH XOPT XaBaap 6amnasiaap naspy 60JHO. IMUMATIIHUMA TAaKTUK Hb YYLUTUHbI XKUXKUM
3CUMH XOPT XaBAPbIH NPOTOKOAA, CYypUaAaar.

Oanxuin dpyyn Msnaminn Bainryynnara (WHO)-bIH aHrMnnaap yywruHbl Xyvyyp 3AMMH
rapanTai XOpT XaBAPYYAbIr XXUXKUI 3CUIAH Byc yyluruHbl xopT xaBaap (NSCLC) raxk HapaaxK, YyHA,
aJleHOKapLIMHOMa, XaBTram 3CUMMH KapLWHOMA, TOM 3CUIMH KapLuuHOMa OpHO. MeH yyLUrmHbl 6ycag,
XaBAAPT XUXKMUI 3CUIMH yyLruHbl XopT xaBaap (SCLC) 6010H HEMPO3HAOKPUH XaBApyy/ 6arTaHa.

MoHron Yncap 0-19 HacHbl XyyxgunH AyHA Xun 6yp omponuooroop 120-140 wnH3 xopT
XaBApbIH TOXMOAA40N OypTraraasr 6ereef T3Ar33pUNMH AUNASHX Hb LYCHbl XOPT XaBAap, TapXMHbI
XOpT XaBAap, MMdoMa, IC MereepcHuin xasapyys bamnHa.

MoHron Yncapg, yywrmHbl XopT XaBAap Hb HUMT XOPT XaBApbiH AyHA, TYrasman Tepesi 6010BY
YYLUrMHbl XaBcapcaH MKUT 3cuiiH xopT xaaap (CSCLC) 33par XxoBop XOpT XaBAPbIH asfibaH ECHbl
TapXasTbiH TOO XYYXAYYA3/4 O0/I0H EPeHXUMN XYH aMA, TycAaa CTaTUCTUK M3133/1133p OYPTraraaarym
GanHa.

TOBYUJICOH YITUINH TAUJIBAP:

SCLC YYLUIMHbI YKUXKUI 3CUMH XOPT XaBaap

NSCLC YYLIrvHbI XXUXKUT 3CUMH ByC XOpT XaBaap
CSCLC YYLUMMHbI XaBcapcaH XXMKUI 3CUMH XOPT XaBaap
WHO LanX1inH apyyn MaHAWUMH Banryynnara

IXOIMYT DX XYYXAUMH 3pYyYa MIHAUMH YHASCHUIA TOB
SHIYT IX HsIpal, IMArTaNYyYYAUNH YHASCHUIA TeB

X3 XYYXAUMH 36BN6X NOJIMKANHUK

A22CT AMbCrasibiH 3pXTHUI 3MI3r CyasiasibiH Tacar
LSXCT LlycHbl aMrar xaBaap cygsianblH Tacar

KTl KomnbtoTepT TOMorpad

CPAM TepesIXMINH yYLUTM aMbCraiblH 3aMblH FaXk Xerku

DMH3aN3YMH Toxnonaon: NMacnoptbiH xacar: LL.L| 10 HacTal aMarTan.
30BYYPb:

XUt XxaHWaNraHa, aMbCraafHa, L33>K X3pXXUrH3H3, LLIYYTrMHa, a4aanang, WyyruaT HIM3rA3H3, a4apy
CyNbJaHa r3C3H 30BYYpbLTaNl.
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©BYHUN TYYX:

AHx 2025 oHbl 7 capbiH 3X33p A33pX 30BYYpb 3X3/1>K 07 capbiH 29-HA, AYYPTUAH H3rAC3H SMHAN3IT
Y3YY/1334, U33>KHUM 3rL, 6arpiasbiH PEHTIrEH 3ypar aBXyy/DK YYLUTMHbI XaTrasiraa ra oHOLWIOMA0XK
DHIYT-g 12 XOHOr X3BT3H 3MYJIYY/IC3H. YYH33C XOMLU XaHWaarax 30Byypb ypra/pxkasH 08 capblH
18-HA, XYBUMH 3MH3I3IT Y3YY/1334, rap33p yTaara 60/10H 3MUMH 3MUMATID 2 XOHOI XUWM334 Yp
AyHryn 6ancan Tyn 08 capbiH 20-Ha, 9X2MYTesuiiH X3IM-33p y3yy/mk A33CTacart XaBTaXK IMUIMH
3MYUMIITI3 XMIMXK NabopaTopn 6OI0H AYPC OHOLLUUITOOHbI LUMHXKUITI3HYYOUNUT XUIXK aMb/, COPbLbIH
LUMHXXW33rasp oHoLwKMMr 6aTancaH.

AMb/PAJIbIH TYYX:

2015 oHbl 05 capbiH 20-HAO, HucnannimH xypas aMap>kux rasapt 23 HacTam axuiH Gr |- TepenT,
41 Hep, Topoex 3aMaapaa 3300 rp XKUHT3N, XYHOPINTYN BYTINTIYM TOPCOH. XyyX3[ Tepees yM/CaH,
Xexee amsacaH. bara HacHbl 6CONT XOMKMA X3BUMH GarcaH. ToBAONT BakUuHA B6ypaH XamMparacaH.
Opoo cypryynuiH cypard. Mac 3acan /-/, ocon ramTan /-/, yoamwun /xapwumn/, xapwun /+/,
canxmHuauar /2019 oHa/. Aa 36 HacTal, apyy, apxar Xyy4 ©BUYMH YIYW, XapLUuna /cenTUpuH/, apxm
/-/, TaMxu /+/, opduc Hexuena. D3k 33 HacTai, 3pyy/, apxar Xyyd eBUUH Yryi, Xapwimn /-/, apxu
/-/, TaMxu /-/, axxnnrym

Y3JI9I'T:

XyyxanmH 6uennH 6ampan maw xyHa. Llapan yoHxurop, waHasiaHry, mMapua cyn TypaHxaM.
Jar3Hbl 6Y/TMMHIMAH XOLLUWHIEe YIyW. XYYX3H Xapaa 2 Tand KU rapsvnH ypeanTan. ApbC LI3B3Ip
XYYPanLLICaH, 3Mrar TyypaaTryn Lycapxarwuaryi, Me4yaeep XaBaHrym. ApbcaH JOOpPX ©6XeH 3aUNH
XOMKUA CyN, XanaBap XxopanorbiH 6angantait. Ypyyn xXyypan siraaH, Xasl HAMI3H LaliBap eHrepTan,
3a/IrMyp TYWAC Xypu, YP3BC/IMWH LUMHXIYW. AM aHranmAT nassxrtan vyeneetsan. Jinmbyya ToMrym.
LL33>KHMIM X3163p 3Mrar, aMbCran 3yyH Ta/ig, XoLop4 OpOJILOHO. 3yyH Aas YHXCaH. AMbCran xampas
00/I0H AyTarasibiH LUMHXYYA, TOA, MAN3PC3IH. YarHaxan yywirn 3yyH Tang goon Tanbama ambcran
COHCOrAoXryn. AMbcran rapranaTt ypTaccaH, 3aiiHaac LyyrbcaH 6anaanTtan.3ypxXHMA aBua TOA, X3M
YKUTA, TYPraH LWYMrYM, MUKPOUMPKYAAUUIAH angaraanryn. Meuna aynaaH, 3axaf, nyJsibC XaHraaTTam.
X3BAMI TaMBaH, 37131 A371YY TOMIYI, F3A3CHUIN T'YPB31331 TOA, COHCOrA0HO.

NNABOPATOPUWMH LUNHXXUNTMI3HYYA,:

LlycHbl aanrapaHryi wnHxmnaras: WBC 13.30 - 36.54, RBC 5.20 - 3.19, HGB 13.8 - 9.3, HCT
41.2 - 27.9, PLT xaBuiH, NEUT% 75.2 - 92.8%, LYMPH 18.6 - 3.1%, MONO% 4.9 - 4.0, EO% 1.1 -
0.0, BASO% 0.2 - 0.1

Buoxumm winH>kmnnras: CRP4 181.3(0-5mr/n), naktaT 2.7 (0.5-2.2 MMonb/n), nakTaT AernaporeHasa
460.8 (135-225 Hamk/n), utMMyHornobyamnud 54.09 (1-100 AU/ml), YITX - xaBuitH

LLI33CHMIN epeHXNI LUMHXXMATII: ©epYnenTrymn

Xy4nn cyypb XMMH TIHUBIPXKUAT WMHXMAMI: pH 7.242, PCO2 102.9 AMbCranbiH Xy4SuaLwma

Koarynorpamm: eep4yientryi

GeneXpert: coper

Bycap, 6aKTepPUOAOr LUMHXKWUAMI3HYYASA HAHTMIH YPranTryn 6arHa.

AYPC OHOLWWNTOOHbBI LULMHXXWUT22HA,:

3YPXHMI X3T aBUaAH LUMHXXUAMI3HA,: 3YYH XOBAJIbIH 3X0 OMAT MX3CC3H, XaHa 3y3aapcaH 6MM arunaT
oyypaarym LVEF 66% , FS 36 % . XoBon X00pOHAbIH TacsaBy 6ara 33par 3y3aapcaH. 3yyH X0BAJIbIH
ap XaHaap nepuKapaag, LWHI3H artuaThiH yeq, 3,8 MM cynpasibiH yea 4.2 MM LUMHIMIHTIM. 2 XaBTacT
xaBxnarg, peryprutayryi. 3 xaBtacT xaBxaar TR vel 2.1 m/s PG= 16mmHg. [MnepTeH3nNH LWMHXTYA.

X3B/IMMH X3T aBUaH LUMHXWUATIIA;: DNIrHUA BGapyyH A3N103HIMIH 3y3aaH 12,3 cM, 3X0 OMAIT X3BUIH.
oyTau, »xura. fonomMToT eepynentryin. LlecHuin xyyamnH xaHa »urg, uecHun xyyamng 0,9*0,8 cm
X3M)K33T3M eTrepceH uec TogopxonaoraoHo. LIEC epreceeryin. Hop 6ynumnmpxamH XaM»K33 X3BUMH,
3X0 onNT x3BuMH. CyBar epreceeryit. [1anyy TOMrym.oyTau, >Xurd. 2 6eepHuMn x3163p, X3IM>KI3
x3BUMH. ATC epreceeryi. lNapeHxummn xaBuinH. [laBcart wasc 6ara, gascarT ryypcrtain. [3a3cHum
rorLooroop XM XT3N, NA3CHUN FOrLLOOHYYA, XUrA, 6MLL 6ara 33par eprecceH, xaHa »kurg, 6uw 6ara
33p3r 3y3aapcaH, XeAeAreeH /+/, r3A3CHUI roruoo X00poHa 6ara XaMy33HWUIN Cy/1 LUMHIIHTIN.
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Nati¢

N\ A .
3ypaz 1. L33ucHuli apxmHyy0uliH 32y 6010H xaxncyy 6alipadsbiH peHmzeH 3ypazm: 2 masblH Yyuw2uHbl azaapicuam *cuz0. 3yyH

y2 0p4YUMO 3ax upmaz moo 6yc OyHO 33p2auliH moopoamol H323H mepuliH cyyospmali. MeH 3yyH yywauHbl 0000 manbatio
3ypxHuli cyyopuliH apo 3ax upmaz mod byc 6y03z2 moopoamol H323H mepauliH cyyospmsadi.

National Centre for Maternity Children H National Centre for Maternity Children Heal

3ypaz 2. Ls3xcHuli xeHOUUH 3pxmHyyouliH moooczozumoti KTl 2z0nmebiH yoHxoop: A.Akcuadsb 3yca3z, moooczozyzyli 3ypdzm
ap 0000 20/1mM0o0 60/10H yyWzUHbl 3030 H323H MepsAuliH 6ymaumsl, 3ax UpMa2 MO0 MOM X3MMUCI3M3Ui yyczae3pm mecm
eepuneammsli. b.Akcuanb 3ycasz modoczozumol, apmepuliH ¢as. 033px eepuneam Hb moooczozy 6ooucm *cuz0 mooposn
aecaH.

National Centre for Maternity Children Health

3ypaz 3. La3mcHuli xeHOUUH 3pxmHutli modoczozumoli KTI yywzuHbl UoHxoop. A.Akcuans 3ycnsz. b.KopoHane 3ycnszm: 3yyH
YYyWwi2uHbl 0000 manbatio yzmatli xon600moli H323H mepAuliH 6ymaumati Hzmpasn HaM320C3H eepyneammal.

MMMYHOI’MCTOXMMM“H LWNHXUATI3HA:

3ypaz 4. A. Synaptophysin /+/, b. Chromogranin /-/
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3ypaz 5. ACD56 /-/, . PanCK /-/

= 4
¥ N

3ypaz 6. A.TTF 1 /+/, b. Ki67 /30%-uac 033w/. YywauHbl xascapcaH ycuxcuz sculin emeH (Combined small-cell lung carcinoma),
pT3NxMx, G3

OHOLL:
YYLIrMHbI XaBCapCaH »KUXUT 3CUNH XOPT XaBaap

ANrAH OHOLLUITOO:

YYLWrnHbl XaBcapcaH >XMXKUI 3CUNMH XOPT XaBAPbIH A/raH OHOLUMJITOOHS, YYLUIMHbI XaTrajaraa,
acTMa, CYpbes, YYLUrMHbI AMMGOMA, XYYXAUMH YYLIrMHbI Bycan XopT XaBApyyad, TOPS/IXUNH YYLLMU,
aMbCra/ibiH 3aMbliH raxk xerkun (CPAM).

SMYUIITI3:
Mac 3acan 60/10H XMMM 3MUUIITI XUNTACIH.

XJILU2SMXK:

XYYXAUMHYYLLMMHbI aHXAar4y XopT XaBAap Hb K/IMHUK NPAKTUKT MaLLI XOBOP TYJ1aHXHbI OHOLLIM/ITOOHA,
aMbCrasibiH 3aMbIH Xa/sABap, acTMa, XaTrasiraa 33par aMraryyaran aHayypargax Hb an63r 6amnaar.
MaHal ToxrMonaona 4 MeH agua XaHuasarax, aMmbCras Lyyrmx LWMHX TIMAMUIMAH yAMaac YYLUMUHbI
XaTra/iraa rak OHOLLWJIOTA0H 3MYMJITI3 XMAAT3CIH 6OJI0BY SMHII3YMH CalyXKpasl axkuraargaarym. SH3
Hb OHOLLIMKMT JAaXMH HATTAaX, AYPC OHOLUW/ITOOHbI HAPUIMBYU/ICAH apryyAbIr aluMriax Wwaapasiaratamr
xapyyncaH. Togocroryton KT LWMHXXMAT33r33p MA3PCIH rONIOMTOT YYCraB3P Hb YYLUIMHbI XaBApbIr
CIHKUIIBX YHA,ICN3/1 601K, aMb/, COPbLLbIH LUMHXMAT33r33p XaBCapCcaH 3CMIMH XOPT XaBAap 6atnaracaH
Hb 3H3XYY 3MI3rniMH X0BOP 6ara/bir OHLO/HK 6aHa. XyYyXAWMH HacaH[, XaBcapCaH 3CUMH YYLLIMMHbI
XOPT XaBAPbIH Tanaapx M3433/13/1 XOMC TY/1 SMUYUATIIHUIM CTaHAAPT YAUPAAMIK TOA0PXOMN BYC X3B33pP
6aiHa. MMM33c 3pT OHOLLUMArOO OJI0H casibapblH XaMTapcaH 6arnimH yH3ra3, SMUYMAra3 OHLLFOM ad
XoNn6orgonTon. Xaaumrasp XyyxXAunH yyLLIrMHbl XaBApblH LLa/ITraaH TOA0PXOMIyn x3Basp baiiraa v
MA3BXTYM TaMXMAANT Hb OON30LWINYM 3PCA3NT XYUMH 3YNA BGaxK 60/10X Tanaap 3apyuM CygasiraaHj,
aypAcaH 6anaar. MaHarm ToXnMona014 eB4TOHMIM aaB TaMxU TaTaar 6acaH Hb aHxaapas TaTaxk 6aiHa.
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OYTHIT:

DHAXYY TOXMONAO0N Hb XYYXAMWH HacaHA, yAaaH YPrasDKWIK, CTaHAapT 3MUMArI3HA, yp AyH
erexryn 6anraa aMbcCrasiblH 3aMblH 30BYYPUIH Ye[, YYLUTMHbI XOBOP XOPT XaBApbIr 3aaBas YryMmcrax
Wwaapanaratanr xapyy/k 6amnHa. Togocrordyton Aypc OHOLWMATOO 60/10H TMCTONOMUAH AYFHIAT Hb
36B OHOLL TaBMXag, Yyxan yypartan. XYYXAUNH YYLLUTMHbI XaBCapCaH 3CUMH XOPT XaBApPbIH Tasaapx
K/WMHMK Typlunara xoMc 6Ganraa Ty/a UaallgblH CyAasiraa, XOBOp TOXMOAAJYYH Hb OHOLUMJIOO,
3MYUMJITI3HUIM TaKTUKUIT CadKpyy/laxaf, YHIT3M XYBb HIM3P OpyyJ/iax oM.

HOM 3YW:
1. www.radiopedia.com
2. www.radiologyassistant.com
3. Smith A, Steinmaus C, Liaw J, et al. Early childhood carcinogenic
exposures causing lung cancer in young adults. Epidemiology
2006;17(06):5316-5317
4. Verma S, Kalra K, Rastogi S, Sidhu HS. Clinical approach to
childhood mediastinal tumors and management. Mediastinum
2020;4:21
5. Rekhi B, Vogel U, Basak R, Desai SB, Jambhekar NA. Clinicopathological and molecular spectrum
of Ewing sarcomas/PNETs, including validation of EWSR1 rearrangement by conventional and
array FISH technique in certain cases. Pathol Oncol Res 2014;20
(03):503-516
https:/pmc.ncbi.nim.nih.gov/articles/PMC11989418/?utm_source=chatgpt.com
Department of Pathology, Vanderbilt University Medical Center, Nashville, TN 37232, USA
Department of Hematology and Oncology, University of South Alabama, Mobile, AL 36688, USA
Medical College of Georgia, Augusta University, Augusta, GA 30912, USA
0. Travis WD, Brambilla E, Nicholson AG, et al; WHO Panel. The 2015
World Health Organization Classification of Lung Tumors: Impact
of Genetic, Clinical and Radiologic Advances Since the 2004
Classification. J Thorac Oncol 2015;10(09):1243-1260
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2.4 NAPPU-POMBEPTUINH XAM LUMHXXWUWAT
UJIPYYJICOH TOXUO140J1

Lonmonususzi, [1.Capanzapant, J1.Tymaumcapzan', C.Hopmcmaa?,
b.Tezenoep?, b.bysH-On3util, [ Ham-Ouup?

! BasHzon OyypauliH XyyxouliH canbap amMH3/132

2 [3mMman cozoz cy0nanviH YHO3cHUl mes, 10T

3 ALLIYYWNC, CysunaxytH cypayyne, ACLLIYT

©BYHUIN TYXAU M3 331391

Mappu-Pom6epruitH cuHapom (Parry-Romberg syndrome, PRS) 6ytoy nporpeccus reMmudatinasib
aTpodU Hb HYYPHMIN HIM TasiblH 366/16H 3AUMH aaXkKuUM, JaaMyKpax XaTaHrapLima yycragar XOBop
3MIar KOM. DH3XYY 3MIar Hb UX3B4Y/I3H apbC 60/I0H apbCaH JOOPX 66XeH 3AUNT xaMapaar 60,10BY
3apuM TOXMONA04 OY/TUNH, Mereepc, ACHbl Oy TL3A, TapXaXK, UAYY FYH3rMiM MOppOSIOrviiH eepynenTt
yycragar. ©BYHMI 9BU, XyBbCaMTrail Oereepf, xamparacaH 3AMNH TYH, TapXaaTblH X3M>K33H33C
LanTraasaaH M3ap3aunH 60/10H HYAHUIA XYHA P31 XaBcapy uaspy 6os00r.

PRS Hb Maw xoBop Toxuonaaor 6ereepn omposuooroop 700,000 TepenteHn H3rs3c Gararyi
OYpTrargAasr M3 M3A433J1C3H Gangar. ©OBUYMH MX3BYJIOH XYYX34, 60/I0H ©CBOp HaCaHZ 3X3JK, HUIT
TOXMONAJIbIH AMMI3HX Hb 20 HaCHaaC eMHe WUA3pAar. IMIrTanyyyas 3parTandyyasac 2-3 AaxuH
MYy TOXMONIA0X XaHA 1aratan 6erees, HyYYpHUIA 3yYH Tas UIYYT3M epTaer Tasiaap OJI0H cydasraaHy,
AypAcaH. ©OBUYMH 3X3/ICHMI Aapaa X343H XXUMNH TYPLU aaXKUM JaaMXXMpY, YJIMaap TOrTBopTon bytoy
WMA3BXTYIM ye WaTaHg, WnmKaar. AMb HacaHg, WWyya atoyaTan 6uil 60/10B4 HYYPHUI aCUMMETPMU, roo
3yMH angargasn Hb ©BYTOHUIM CITMAN3YN, HUATMUIMH aMbApasa M3A3rA3XYNL, HeNee Y3yyaaar.

TyyxaH Tanaac aB4 y3B3.1 1825 oHp, Caleb Hillier Parry aHx yr amMraruir TamasrisH 61M4caH bereep,
1846 oHp Moritz Heinrich Romberg KAMHMK OHUOMMIAT UAyy A3Ar3p3aHryn TannbapiacaH. XapuH
1871 oHp Eulenburg “progressive hemifacial atrophy” racaH H3p TOMbEOr H3BTPYY/IC3H Hb ©HEO Yen,
©ProeH X3parnaraaar.

OMrar »kamblH xyBbAd, PRS-uiH wantraaH opooroop 6ypaH TOrTOOrA0OryM X3B33p 6alHa.
[3C3H X341 4 ayTOUMMYH MEXaHW3M XaMIMNH epreH A3MMKUIMACIH OHOJIbIH Har oM. PRS Hb linear
scleroderma, snaHrysa “en coup de sabre” x3163pT3i KAMHUK 60/I0H TMCTONIOMMIAH TOCTIN LLUMHXKT3N
TY/1 3apUM cyaiaayuung, 3433pUIAr HIM SMIAMMNH XYPI3HA, aBY y343r. 3apuM 6BUYTOH, ayTo3Cparoue
WMN3pY, Japx/saa gapaHrymaax aMUM/rasHg TOAOPXOM X3MXKI3HA, Xapuy erd 6yl Hb 3H3 OHOJIbIM
A3MXKA3r. MeH M3apa/IniH rapanTait OHOMbIH Aaryy rypBasicaH M3Apa/MiH TapxaaTblH 6yc garyy
aTpodU MN3pA3T, XY3YYHUIN CUMMATUK 3aHTU1aaHbl Y1 aXKuanaraaHbl anaaraan opoauoX 6013oLrym
rak y3gar. YyH33C ragHa cygacHbl rapantam eepyaent, TapxmHbl MRI g33p napax Har TasbiH LaraaH
004UCbIH TUNEPUHTEHCUB TO/IOMT, KOPTWUKa/ aTpodu 33p3ar Hb TOB M3AP3/IMAH TOIrTOJILOOHBI
opoJiuoor xapyynaar. [3mMTan, xangeap, reHETUKUMH XYYUH 3YMACUIAT BONIOMMXKUT 6406ry raxx y3aar
60/10B4 6aTTal HOTO/IFOO XaHranTrym 6amHa.

KAMHUK WAP3/IMMH XYBbJ, XaMIUIAH OHLJIOM LUMHX Hb HYYPHWIA H3I TaslblH aaXkNUM MpPorpeccuT
XaTaHrapLuma oM. ApbC HUMIM3pY, rMAePNUIrMeHTaLIM 3CB3 MMMONUIMEHTALM YyC 4 6os10x Gereef,
apbCcaH A00pX ©6xXeH 3AUNH anjarasiaac WanaTraasnaH XoOHXOMAT ToA, UA3PH3I. 3apuM TOXMOA0NA
“coup de sabre” MasaruiiH WwyraMaH COpBMXXUAT MN3PY 60HO. ATPODU MYH3IFMMPIX TycaM Oy/I4MH,
SICHbI BYTU2A Hesees/HK, maxilla 6o10H mandible-MINH >KNMXKUIPIAT, WYAHUI FaXk Xa3asT, HYYPHU
T3HUB3P anjaraan YycH3. XaMpblH Tac/aB4y xa3amx, 3pyy 60JIOH XaupblH SICHbl aCUMMETPU UN3pH
60Ho.

MbaapanuinH xyHapan 15-45%-p 6ypTtrargasr 6ereen TaTanaT, MUIpeHb, rypBasacaH M3apP3/INMIAH
HEeBpaaru, 3apuM TOXMONA0A reMmnapes naspd 6osHo. TapxuHbl MRI LUMHXWAM33HA, H3r TanbiH
KOpTMKan aTpodu, LiaraaH 604nCbIH FTMNEPUHTEHCMB 66PYIOT, 3apUMAaa KaNbLMXKUAT axkKUrnaraaar.
HyaoHuin xyHapang sHodpTanbM (retrobulbar eexeH an 6araccaHTait x0/1600ToM), NTO3, cTPabusMm,
yBeUT 33par 6arTaHa.

PRS-p, an6aH €cHbl ye WaTHbI aHrnaan 6amxrym 601084 KIMHMK SBLUAAP Hb UA3BXT3M NPOrpeccuT
ye, TOrTBOPTOMN Ye, VAAUMAH ye XK aB4 Y33X Hb MPaKTUKT Tyraaman. MasexTanm yepn atpodu
aaXKMaap H3M3raaX, LWMH3 eepyenTyyn unspasr 601 TOrTBOPTOM ye LWaTaH4, AaaMyKpaa 30rCoXK,
MopdONOrMnH Y431, TOFTBOPTOM XaaranaraaHa. PRS Hb MX3BUYI3H KJIMHUKUIMH apraap OHOLLI0OrAA0r
00/10BY 366/16H 3/, 3CUMH 3CB3J1 SICHblI aTPOPUNH X3IMXK33 60JIOH TapXWUHbI 3AUNH ©6pPYNENTUNT
TOLOPXOMNOX, ©BYHUIA ABLII XAHaxblH Tynn KomnbioTepbliH Tomorpad (KT) 6on1oH CopoH30H
pe3nHaHc ToMorpadbiH /MRI/ WIMHXXWMAMI3T 3aaBan XMIX LaapaaaraTai.
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SMH313YUH X080p MOXU0/0/bIH YHO3CHUU VI uyynzaH

AcyyMK:12 HacTal 3M3IrTal XYYX34 HYYPHUI 3yYH TaJ1 aaXKMaap XXMKrapy, aCUMMETPU HIMIMA K
Galiraa 30Byypuap 3MH3/I3IT XaHACaH. ©BUYHUIM TYYX33C Y33X3/, aHX 6 capTaliraac 3pyyHUIN 3yyH A00.,
X3CTMINH apbcaHg, 6ara 33par XexeBTeOp OHMOHUIM 6epYNenT axkurnaracaH 6anHa. TyxanH yeq, yHanT,
raMTI/1, Xanasap, Tapura XMMAracaH TyyX Ganraarymn 6ereep eBAoNT, Xa/lyypanT 33p3r €peHXUN
LMHXK T3MA3M MAPI3ryM. 2 HacTanraac apbCHbl XOXPONT WYY Toh 601K, TyxalH X3CTMIMH apbC
HMUMI3p4 Garraa MaT Xaparaax 60s1CoH 6aMHa. 4 HacTaMraac ax3H 3yyH TasibiH 3pYYHUN 4004, X3C3r
GO0JIOH [,004, YPYY/1 aaXKMaap XXUXKrapy, XaTarupLUMK 3X3/1C3H 6ereef yr eepunenT Hb XKMU33C XKUNS,
aaKMaap H3M3rACcasp UPXK3I23.

©OBYHMI ABLUbIH XyraLuaaH, MH3TUNH XYPLL, AaaMXKpasl, YPIBCAUMH LLUNHXK nap33ry. CyyaminH 1-2
XKWL, Xaasa 3yYH TaJiblH HYYpP OpYMOOpP XaTryy/DK eBAeX, 60rMHO XyrauaaHbl eBASAT M34P3rA3X
LWMHXX WN3pAsr Tyxal eryyacsH 60/s10BY TOrTMOAN AaBTaMyKTal TaTalT, CaaXXWIT, M3ApPaXYHH
angaraan unpasryi. MurpeHb TeCcT TOIron eBAST XOBOP, TOFTMO 6yC Mnapaar.

HygHuin Tanaac xapaa Myygax, X0€p tOM Xapax, Hy[, eBA6X 30BYYypb MAP33ryn. AMHbl XOHAUMH
Talaac 3aXkKnax, Apux yes, 30Byypb 6anxryi 4 HyypHuit acMuMMeTp 6araiaac WwantraasiaH roo CamxHbl
C3Tra/1 3yMH JapaMT HIM3rAXK Gairaa Tyxan aypAacaH. YaaMLUbiH XKW TOCTIM ©BYHUIN TYYXTYI,
YKUP3MCNIANT BONOH TOPOX YEUNH XYHAPINTYN, XONK/IUMH ye WaTyyd HacaHdaa TOXMPCOH GalKaa.

BOOUT Y3NII:

Epenxuin 6ampgan caiH, yxaaH caHaa capyy/, GUenMH epeHXUM XOrKu HacaHAaa TOXUPCOH.
ApbCHbI EPEHXMUIN OHIe X3BUINH, OMEMNH Bycan, X3CIrT XaTaHTMPLUMA, COPBMKMAT aXKUINaracaHrym.
HyypHWUI y313r33p 3yyH TasibiH A00A rYpaBHbl X3C3IT MN3PXUIA 366/16H 3AUMH aTpodU axkuriaraaHa.
3YYH 3pYYHMA O004 X3CTMMH apbC HUMMIBPC3H, 6ara 33par runeprnmMrMeHTaumMTan, apbCcaH A00pX
©6X6H 3AMINH 3y3aaH 6apyyH TanTal XxapblLlyynaxag, M343ra3xy Ny, 6araccaH 6arHa. 3yyH TasiblH 400[,
YPYY/ >KUXKI3PY, YPYY/IbIH YNaaH 3aar TaTaracaH 6angantai, aM TarBaH yes 60/10H Xe46/reeH XMnx
ven HYYPHUN aCUMMETPU MYy TOJ, XaparaaHa.

DPYYHUM SICHbI KOHTYP 3YYH Tanaaa HapuiiccaH, mandibular hypoplasia WwnH»x nnspy, spyy 6apyyH
TUNLL Xa3alcaH M3T xapargaHa. XaupblH SC, XaMpPbIH AyHA, Wyrama, Ua3pxXuim XxasanaT axkurnargcaHrymu.

HyaHui y3n3rasp 3yyH Hya 6apyyH TanTan xapblyynaxag 6ara 33par XOHXOMCOH (XeHreH
3HOGTaNbM), NTO3, CTPabu3M axkuriargcaHryn. Xoép HYAHWM xapax 4agan X3BUWH (6BYTOHUM
eryyn1am» 60/10H aHXaH Y3/13ra3p). AMHbI XOHAUMH Y3/13r33p 3YYH TaJiblH LYAHWUA 3MH33 A0TOrL
TaTarAcaH, Xa3anTbIH XOHIeH 3epyyTal. Xa/iHUIM 6y/14nH, 366/16H TarHan, bynaa aTpodu uapasryi. /
3ypar 1-4/

M3 apanMMH y313r33p raB/ibiH M3AP3AYYAUNH YIAN aXKMANaraa YHAC3HA33 Xxaaranaracad. HyypHui
OYNYUHTMIAH XYY CYNPanrym, UN3pXuin caa Unpasryn. MaapsxymH angargasa TOrtooraoorymn. Omrar
pednekc nnpaaryn.

——

JIABOPATOPUWH LLUNMHXXWUI33
DPYYHUI 3YYH 0004, X3CTUAH apbCHbI XEXOPCOH X3Cr33C MeereHuep 6GO/I0OH 3[33C 3AUNH
LLUMHYKMIT33 aBCaH.

DS: s/6 Lipodystrophy

.' (? e
‘ MEereHLePUIH LK

LLINHKMAra3 UPYYNC3H 2

e' - s DAMAN WMHKUArISHUG COHOW, AVIHINAT:
BYTOH!
(TonroitH, caxnibiH), XYMCBIF (XOUAH,

bs: Lip phy (s/o Parry

LMHXMNras XMiAXaac 5 XOHOFUIAH }
aHx, AaeTaH (aooryyp 3yp)

@
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AYPC OHOLWWWTTOOHbBI LULUHXXWUJTT22:

SpYY, XOHLLIOOPbIH A3/Ir3M3a PeHTreH 3ypar /2019.11.21/ 5 HacTai

3YYH Tang, spyyHut nx 6ue 6osI0H canaa XaCar X3car bapyyH TanTal xapbLyynaxaf 6ara 33par
HapUMCCaH, ACHbI 33/13XYYH ByypcaH LUMHXXT3N. 3yYH TanblH 400/, 3PYYHUIM SICHbI XaMXK33 6apyyH
TanTan xapbuyynaxag 6ara 33par 6yypcaH.

AU | NCRERHEN) ororaro | ECERGRI | NG | WCHE | | S |

TapxuHbl CT 6010H MRI LUMHXWAI3 XUNXK Y33X3[, TApXUHbI 3434, SMap H3r 6y TUMNH 6ON0H 3MIrar
eepuynent unpaarym /3yparl-10/.

205.06.25-47:34:4508

IS25473445087

HyypHUIA 3yyH Tang spyyHWIM 0004 60/0H XayKyy X3C3r, Xaulap LlaHaaHbl XaXkyy X3Car, 400[,
YPYY/bIH 3YYH TaJl X3CTYYAUNT XaMapcaH 66XeH 3AUIH AyTMarina 60/10H 3pyYHUIA 3YYH Taf, SCHbI
3JMNH X3M»K33 6araccaH TogopxonnorgoHo. [lapaax 3ypryyaaap xapyynaas /3ypar 1-12/.
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OHOLL:
DS: Parry-Romberg syndrome, Progressive stage

OHoL Hb YHAC3H/A33 KJMHUK LUMHXUA, TY/IryypsacaH 6ereef, si/iraH OHOLUMJ/ITOOHbI 3apYyMaap
GaTanraaxxgar. Linear scleroderma, hemifacial microsomia, Rasmussen encephalitis, Barraquer-
Simons syndrome 60/1I0H MMTAUNH Aapaax aTpodu 33prasc sAraH OHOLLWIOX LilaapanaraTai.
[ypc oHowmnroo, sinaHryssa MRI Hb TapxMHbl 6OJIOH 366/16H 3AMNH OPOJILLOOT YH3/13X3/, Yyxa ad
Xon6orgonTom.

ANTAH OHOLWWUITOO:

1. Linear scleroderma (En coup de sabre) /Har TanbiH HyYpHUI XaTaHMMpLLKA, AYX, AyX-Xemcer
opuMM/, “COIM33p LLaBYCaH MIT” LLlyraMaH COPBUXUAT/

2. Hemifacial microsomia (Goldenhar spectrum) /HyypHWIA1 H3I Tan XKMUXKUT, XOrKUIAH raxxur/

3. Lipodystrophy (localised) Har xacruith eexeH 3a, angargaHa. Parry-Romberg syndrome vep,
apbc, 6YN4MH, SC XypTaa XampargaHa. CUCTEMUIAH 60AUCBIH CO/IMLLOOHBI ©8PYABNT WYY
nnap4 60s1HO

4. Rasmussen encephalitis /Har TanblH TapxuHbl raMTan, TaTanTt/

5. Barraquer-Simons syndrome (Acquired partial lipodystrophy) /BuenitH n334, XacruiH eex
anpjaraaHa, Xoép Tang Un3pHa. PRS Hb MX3BYA3H HAM TasibiH, HYYP3H/[, TOBIOPCOH.

6. Post-traumatic facial atrophy /[3MTAnIMH aHaMHe3Tal/

SAMYUIIT23:

1. O©BYHUI aBUbIr yaaawpyynax /YyHa: MeToTpeKkcaT- cxeMasp, KopTukocTepoi aMumaras
cxemMa3ap /. MeH eBYTOHA, HEBPOJIOMMIMH LUNMHXK TIMA3MT WA3pY 6aliBan: /InNuNencuimH acpar
©0/10H MUTPEHb M3AP3/IMNH ©BASGATUNH YEHA, TYCrah MEHEXMEHT XUNAAT.

2. H3ManT raMTan yycaxaac Caprumiax.

3. XOXXMbIH HOXEH C3prasx MaC 3acasj calH Hexuen 6ypayynsx. ViasBxTan yen, Mac 3acan
XUNXTYI.

4. TortMos XaHanT

5. CaTran 3ynH g3mMxknar

X3JIUSIMXK:

“Afreh YA” HapbIH cyganraaHaac xapaxag PRS Hb HyypHuit 1 Tan gaxb 34, 3cuiiH aTpodu Uaspaar,
XOBOp, Xaasia TOXMONA40r, M3AP3/IMAH apbCHbI ©BYUH HOM. DPIrTaM, 3MIrTIN XYHUM Xapbuaa 1:2
6anpar 6ereen HyYypHUI 3yYH Tas Hb WYY UX ©BYUIOET.

PRS-minH natoreHes Hb GypaH Togopxowsorgoory 6amraa 6a ayToMMMyH ayTargas, ramTan,
XanaBapT, CYAACHbl Fa)kKUI 33P3r OJ10H SIH3bIH OHO A3BLUYY/DK 6alHa. bycap cypanraaHbl axxayyn,
©010H X3BN3/IMH TOMMYYAaac xapaxag PRS eB4HMi yen gapxiaa gapaHryimaax aMUnIras XMMCcHIIp
3MH3/1 3YM Hb CalXXMpy Balraa Hb ayTOMMMYH 3MIar MAMMAT 6aTTam Xapyy/hk 6ainraa om.

Abdelnour JGW HapbIH cyganraaHaac xapaxag, Nappu-Pombepr cuHApoM Hb reMudaLman atpodu
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YYCragar Mawl xoBop 3y 6ereep wyramaH ckjepogepMTan Xo0a1600Toln 6alyK 60/IHO. IH3 Hb X3p
MX Tanbal xaMapcHaac WwasiTraasaH o0JIoH TOPJIMAH alMLUIMITan yp AaraBapTan 6anaar. Tuinmaac yr
©BYHMI YHAC3H LUANTraaHbIr TOAOPXON/IXK, MEHEXXMEHTUINH TOA0PXOM yanpaaM»K 6010BCpYY/1axbIH
TYN4, 3SMUYUFISHUA Taa 033p Laalluz, OI0H CyAasiraaHbl aXKayya XMNX Laapgiaratan.

AOYTHIT:

Mappn-Pom6BepruiiH xam WnHXK (PRS) Hb X3BYNI3H XYYX3/, 60J10H ©CBOpP HacaH, UN3PY, HYYPHUIA
H3I TaJIbIr XaMapCaH aaXkKuUM sBLTaN aTpodU YyCragsr XOBOP 3MIar oM. YT ©BYMH Hb FO/1 TOJ16B apbC
00/I0OH apbCaH [A00PX ©6X6eH 3AUWUI rIMTI3A3r 60/I0BY 3apMM TOXMONA0AA OYNYMH, SACHbI BYT3L,
XYPT3/1 XaMpargaH eepyunent eraer. PRS-MiMH oHOLIMIAT 36B TOrTOOXbIH TY/14, ©BY4TOHWUI A3/1T3P3HIYI
AHAMHE3UWTI HAIT aB4Y, HAPUMH 3MH33YMH Y3/13r XUMXUMH 33P3rL33 AYPC OHOLLUW/ITOOHbI apryyn
6010x KoMnbtoTep ToMorpad (KT), copoH3oH pe3nHoHc ToMorpad (MRI)-UMH LWMHXKWUAM33T 3alALLIrY I
rymuasTrax Wwaapasaratam 6amaar.

BuaHWM TaHUALY YK By SHIXYY TOXMO140/1 Hb SMHI3YMH AP 60/I0H HIMIAT LLUNHMKMUITI3HUMN
YP AYHryyasa yHascnsH MNappn-PoMbeprniiH xam LLMHXKUMH OHOLLTOM 6erees oa00rvinH 6ananaap
©BYHMI UA3BXTIM LIATaH4aa sBaa 'aXK AYrHargK 6arHa. MoHron Yacag sHaxyy XaMm LUMHXKUIAH Tasiaap
©MHO Hb Cy[a/iraa XMnrasarym, MeH OHOLUMJIK 3MYSX YUII3/133P M3IPrILLCIH 3MY, M3PrIaXKUATIH
XoMcC 6anraa Hb aHxaapasi TaTax acyyaan 6ok barHa.
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2.5 FTOJITbIH APbIH 3ANH AHXOAIY JIMMOCAPKOMA

1C.Ory0apy,*K.Jungeun, 13.I3panmaa,’O.LLIupH3H, 'b.bunzyyHsasa,
2B.0royH-Ip03H3, 2X.Yosan,'A.bono, 1C.Xypanbaamap

L 33mcHUl XeHOuliH Mac 3acabiH macaz, MiHmepmeod aMH3132
22Me3z cyonanbiH macaz, MHmepmeo sMH3/32

YOUPOTIAN

©exeH 3auiiH XopT xaBaap Oyry IMNocapKoMa Hb Me3eHXMMUIH 3CYY4,33C rapasiTai XopT XxaBaap
b6ereef, MX3BY13H 4004 Me4ae[ 60/0H peTponepuToHeasba 6anpsiax 6a ro/TblH apblH 3ai, YYCIX
Hb XOBOpP ToxMonaaor oM. AHx 1927 Edwards HapuiiH cyasiaauna, XaBasa4a, HUATAYY/ICOH GalcaH 6a
[1] 2023 oHbI 6aingnaap 95 Toxmonaon 6ypTraracaH 6anHa.[2] ToNThIH apbIH 3aH IMNOCAapPKOMa Hb
oyx MegmacTnHanab xaBapblH 0.1-0.75%-uir 3313x 6a HUAT IMNOCAPKOMbIH ToxmnonanbiH 1% -mac
6ara xyBuir 333143r.[2,3] DcuinH anrapnaap xag, xaa3H Tepens xysaax 6a 2020 oHbl J31xuniH Dpyyn
Mauauin Bairyynnara(JOMB)-aac rapracaH 3ee/16H 34, ACHbl XaBAPbIH aHIW//IbIH Aaryy caiH
AnrapanTan, aarapaaTtan, MUMKcoua, naeoMopduK rak 4 aHrungar. XaBapbiH Tepes, XxaMmpax Xyp33
33praac XxamMaap4 3MUMUr33, TaBUAaH Aaraatan 6anaar.[4]

[OoNTbIH apblH 3aMH JIMNOCApPKOMa Hb 3MHA3M3YMH LUMHXX T3MA3r 06ara MX3BYN3H YypbAYMIaH
C3PrUABX Y3/13r33P OHOLLIONAA0T. DMHII3YMH LUMHXX TAIMASM XaBAap X3M»K33r33p TOMpPoX yeq, bycas,
3PXTHUIM Japargan yyCCaH33C X0EpAor4yoop aMbCraa AaB4ygax, aMbCrasibiH TOO OJILLIPOX, L3MKHUN
©BAO/IT, X3PXKMIHIXK aMbCrasiax, 3ypXHUn XxaM angargan, CUHKOMM 33P3r LUMHXK TIMAST Ua3py 60/1HO.

Masc 3acan Hb YHAC3H 3MUMAra3HUIM apra 6eree, acuiiH Tepes 6ampaanaac xamaapy Tysa aMUnUIras
XUMW 3MYUJITI3 XaBCpaH XMNTA3X 60/IOMXKTOMN. [5]

SMH3N3YNH TOXMONAJ1bIH TAHUNLYYTA
AMunyynsry 60 HacTam aMarTan

30BYYPb:
3ypXx A3/1CaX, aMbCrasiaxam, XyHAP3ATal, 61e cy/ibaax

ACYYMXK:

2016 oHbl 12 capaac u33>K eBAe6x, aMbCraagax 30Byypb nnapy Xasaap CyananbiH YHA3CHUI TeBn,
Y3YY/DK ap ro/iTblH YYCr3B3pP OHOLLIOTACOH.

Ls3»Huit Togocroryton KTl /2016/12/18/: OQyHAa ronTof, 3ypXHUIA 3YYH TOCTYYpPbIT UX LLIAXCaH,
YHXI3/IUM3H XanbCTal HAMT HaasAcaH, 433133 6pOoHXbIH 6UdypKaLbIH 3alr, apariiaa yJaaH X000
60JI0OH O CyAacHbl YpYyAax X3CrUIAH XaHaTal HArT XManiacaH, 10,5%9,5cm xamykaacTai, -20 -84 HU
HArTTaM ©@6XeH 34, OYXUI, 3aX MPM3IT TO, YYCraB3IPTIN.

2017/01/03-a, ronTblH 7*6,8*4,5cM ronTbiH YYCraB3p aBax M3C 3aca/if, OPCOH.

DAUNH LWNHXXUATI3HUIM Xapuy: Atypical lipomatous tumor 6ytoy caliH sarapanTtai Mnocapkoma
rapcaH.

2025 oHbl 1 capaac eHreu, aMmbcranax, 6apyyH rap xen esaex, 6agampax 33par 30Byypb UI3PCIH.

BOOUNT Y3NAI:

BbuennH epeHxmn 6ampan AyHA, yXaaH capyy/a, OpYMHAOO XapblLilaaTal, mMe4yaen Xene/IreeH
4eJ1e6T3N, NA3BX AYHA. ApbC CaNCT LU3B3P, YNMMAar. YarHanTtaap 3ypxHUi aBna ToOH, XIMHIN XKUrA,
YY1 2 Tang uy/uaHrMiH aMbCraaTai, aMrar WwyyrmaHryn. bycas apxTaH TOrTOLLOOHbI Y3/13r33p
©6pPYNONTIYN.

AYPC OHOLUMNTOOHbLI LLUNHXUNT23

XapaunnH Topocroryton KTI /2025/05/29/: Tontopm, 3ypxHMM ap x3carT, 2.9 x 6.5 x 5.2cm
X3IMXK33T3M, OOXOH 3AUNH HATTPaNTal, 3ax Xypas Tof, 6yc, 33/13XYYHT YYCraBap ToAopxoaoraox 6a
3H3 YyYCraBap apTepuiiH daszaf 6ara 33par To40p4Y BEHUIMH 6010H X0XKYY da3yyaan Toapo UYYTan
H3M3rA3H3.
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3ypaz 1. Mac 3ac/1biH eMHEX WUHMCUA233: X38UliH modoczozumoli KTl

Tenesnereet »xypmaap 2025.07.23-5 EMA pop 6yn4nH xaaranax TOpakoTOMM, YYCraB3p aBax
M3C 3aca/l XMUrAC3H. L33XKHMIM XeHOMNI H33XK Lanraxag, rolTbiH apblH 3alH 0004 X3Crumr 6ypaH
XaMapcaH, 3ypXHUI XO0BA/1bIH apaap 3YYH L33>KHUIM XOHANN A, XYPCIH TOM X3IMXK33HUIN 366/16H 3AUNH
xaBgap 6ancaH 6a yycraBpunr aopTbiH CyAac, NepUKapAMnH XasibCbir FIMTI3IXTYMII3P OpYHbI 3433C
ANraXk aBaB.Mac 3ac/ibIH YPraHKMACIH Xyrauaa: 270 MUHYT

3ypaz 2. Mac 3acsbiH 0apaax 30uUliH Makpo 3ypaz

OHOLL
3AUNH LWHXXUITI3HUN XAPUY:

Microscopic: Diagnosis: [onT, ap xacar, yycraeap aBax: CalH sarapanTtan JIMMNOCapKoOMa CHXKUITIN
/ Suggestive of well differentiated liposarcoma /*/

MMMYHOT'UMCTOXUMUWNH LUNHXXUNTI3HUIN XAPWUY:
DS: Atypical lipomatous tumor/ Well-differentiated liposarcoma Immunohistochemistry result:
S100 /+/ CD34 /-/ Ki67%- low <2%
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3ypaz 4. immyHoz2ucmoxuMuliH WuHMcUN233HUl 3ypaz
AJNTAX OHOLL
e OOxeH 3AUNH XOprymn xaBaap
TepaTtoma

[ )
e  M>sapannitH rapanTan xaBaap
e [onTbIH 6yrnaa

SAMYUIITID
[onTbIH yycraBap aBax M3C 3acan xuurgcaH. Ogooroop 3aMU/yy/1ard 30BYYpb YIyM, XaBApbiH
3MUYUIMH XSAHANTa[, M3C 3aC/biH Japaax XMMU 3MUYMIITI3 XMNTAIK GalHa.

X2JIUSMXK
24 Toxmongona AyrHaaT xuincsH 2015 oHbl cyganraaHbl yp AyHA 6BYTOHUI AyHAaXK Hac 49.6 (14-
77Hac), XxaBApbIH AyHAAXK XaMxK33 17,5cM( 2.2- 35.6¢cM), paxunT 7 6aiicaH 6aiHa. [3]

OYTHIOIT
1. AHXApar4 ronTbiH apblH 3alH JIMNOCApKOMa Hb A3/IXMN AaXUHA, Malll XOBOP TOXMOJ1A0X 6BYMH
Gereepq, AypPC OHOLUMITOOHbI LUMHXXMAM33r33p 3pT Yeq, Hb UPYYA3X OYpP3H 6O/IOMXKTOM.
2. SAnrapan canTai iMnocapkoMa Hb XOpYYy SBL, 6araTtam 4 AaxuaT eHAep, 33pras/ig33x 3pXTaH
Oyloy 3ypx, rosicygac, 6poHx, BEHUIMH Ccyaac, M31paJi, Y/1aaH XO0J10M 33p3r 3pXT3H AaparjcaHaac
YYZA3H 3MH3M3YMH WUMHXK UN3PAST YUMP SAraH OHOLUMTOOr CaiH XMINX LaapaJiaraTa.

HOM 3YUA

1. Ortega P, Suster D, Falconieri G, Zambrano E, Moran CA, Morrison C, et al. Liposarcomas of
the posterior mediastinum: clinicopathologic study of 18 cases. Modern Pathology. 2015 May
1;28(5):721-31.

2. Ataya J, Nahle AA, Hussein Hamdar, Amjad Sikaria, Younes Souleiman. Mediastinal liposarcoma: a
case report and review of the literature. Journal of Medical Case Reports. 2023 Aug 31;17(1).

3. Rao J, Zhu Q, Yang X. Giant primary liposarcoma of the mediastinum: A case report and review of
the literature. SAGE open medical case reports [Internet]. 2023 Winter;11:2050313X231206031.

4. Sbaraglia M, Bellan E, Dei Tos AP. The 2020 WHO Classification of Soft Tissue Tumours: news and
perspectives. Pathologica. 2020 Nov;113(2):1-15.

5. National Comprehensive Cancer Network youpdamuc- 2026 oHbl WUH3Y1320C3H “306/16H 30UliH
Xopm XasopblH 3MUU233HUL youpoamuc”
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2.6 ©BJOIMHUN YEH], YYCCOH CUHOBUAT XOHAPOMATO3blH XOBOP
Toxnonaona M3C 3ACAJ1 SMUYUIITID XUNCIH TYXAU

b.Tezenoep?, A.bamxyy?, b.LisHzyyH?
I[paHOMeO 3MH3/132
Ac yeHuli mac 3acabiH macaz

YHAOSCNA:

CuHoBMan xoHAPOMATO3 Hb YEH AOTOP 3CB3J1 OMP OPYMbIH 366/16H 37, YEHUM YYT, LUepMec
X01600C00C 0/IOH TOOHbl MOreepCHWUI 3aHrnaa Yycax 3aMaap TOAO0pXOoMaorgaor ye MeuHU
amrar 6ereep 3apuMpaa XopT xaBpap yycragsr. CMHOBMan XOHOPOMATO3 Hb XOBOP TOXWMOAALOT
xaBaap 6ereep, onposyooroop 1 cas xyH TyTama 1.8-H Toxmongon 6ypTraranar. 3H3 Hb UX3BYNIH
aMbApasblH rypaB, TaB [axb apBaH >XW4 Toxuoaanor 6ereen 3parTanmuyyds 3MIrTanyyyassc
X0E€p AaxMH UX Toxmonaaor. IXaHx TOXMonaoaa ToM YeHyyasa yycasr 6ereen yyHuin 60-70% Hb
OBAGrHUIM YeHa, ToXxMonaaor 6amHa. Yr eB4MH Hb YE3p OBA6X, XaBAaX, MEXaHUK LUMHXK TIMAryyn,
Byloy YA axkunaraatan xos1600ToM (Yeap rauax, XeAereeH xa3raapaargax, yeap Ayrapax rax mMaT)
LLUMHXK TIMAr33p UA3pAar. Y3/13raap 3aHruaaa, YycraBap TaMTparasx 6amngnaap nnspy 6oaaor.

3MH3J1I3YNH TOXUON A0/
paHamen aMHaN3rT 2024 oHbl 4 capp, eBYTEOH D.A 29 HacTall aM3rTal C YEHUM M3C 3aC/ibiH
TacarT MpPXK Y3YYJIC3H.

MP3X YEUNH 30BYYPb:
BapyyH eBaer eBaoeHe, avaasan erex, WiaTaap sBaxX, Hyranax yej eBAeHe, yesp rauHa racaH
30BYYpbTaM.

ACYYMXUNLA:

6 XXWIMNH eMHe GapyyH eBA6rHuM ye ramMTCaH. TyyH33C XOWLL eBASrHui yesp ye ye esager,
ayaasian erexeep xaeagar 6amcaH. CyynmnH 2 cap, eBAeONT 3PC HIMIMAXK, YAaaH Ccyyxaap YMK
©BO>K IX3/IC3H Ty aMump, y3yy ik MRI 3ypar aBxyynaxag, eBaerHuin yeHUin 4oTop 60J/I0H ap X3Crasp
YYCIaB3p MA3PCIH TyJ M3C 3acasng opoxoop wmnacaH. 2020 oHA TIMOYYIUIAH LUMHXKMAMDS 3epar
rapaag, TyxalH yej, 30Xmx €Coop aIMUYMUATII XMMAMICIH raH3. Cyyaa LWNMHXKUIM33 erexen UA3BXTIN MaxK
rapcaH Tyl JaXWH SMYUIITI3 XUMIFICIH MIH3.

Y3narasp: bapyyH eBoerHui yesap eBYUH 3M33I/13/1 UXTINM, XaBaH XaBAapTaln, YEHMN ragHa 6ypaasn
©010H Hyrasiax Xxee/IreeH, 3M3313/1 UXTIM, TIMTPI/ITI3P YEH A0TOP CYA MacC TIMTPIrA3H3.

LWNHXWUITI3HA;:

CopoH30H pe3oHaHc TomMorpad: There are numerous similar-sized intra-articular loose bodies of
variable signal intensity, some of them are showing intermediate to high signal intensity that is of
cartilage.

DDX: Synovial osteochondromatosis
DDX: Pigmented villonodular synovitis

MMMYHONOTMNNH WWHXXWUTI3HA,:
Anti-HCV - Weakly positive, Syphilis-TP - Weakly positive

OHOLL:
DS: Osteochondromatosis right knee

ANTAX OHOLL:

Osteoarthritis + loose bodies
Pigmented villonodular synovitis
Osteochondritis dissecans
Synovial sarcoma
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SMUYUJITI3HUN TeleBieree:
DMUIMH 3MYMAT33 6ONOH 3BUMH SMUYUIFI3HA, YP AYHIYM Ty TO/IOBA6reeT XypMaap 6apyyH eBaerHum
YEHSA, 3MUYMAT33 OHOLLMATOOHbI 30PUJIFO0P AYPAHIMIMH M3C 3acasl XMINX33P TONIOBNOCEH.

M3C 3ACJ1bIH ABL;:

BapyyH eBoerHuin yepyy AypaH OpYyY/K YEWNr Lanraxag, YEHW [334 X3C3IT OJIOH TOOHbI
ocTeodUT, Mereepc TecT 34yYA, CyN 6ancaH. XXUnprasy Mereepcuir Laaraxag, yparaanrymn 6ans.
TOMrHbI apbiH X3Crasp MN3rA3A YYCC3H 6aliB. YeH 0TopX 34MNr AypaHraap aBax 6os10Mxryi 6aricaH
TYN AYPaHIMNH M3C 3aC/IbIN 30rCO0XK H33/1ITT3M M3C 3acasipyy LWMAXKUB. TOMrHbI ragHa 4334 X3¢3arT 3
CM OPYUM 3YC/I3T, TOMIHbI AOTOP 4004 X3C3IT 3CM OPYUM 3YC/I3T TYC TYC XUMXK CYN SAYYANNT TYYXK
aBcaH. YeHu 6yca, X3CTMAT LWaJraH LyC TOrTOONT XMNCaH. bapyyH eBaerHmin AoTop ap X3cartT 5 cm
OpPYUM Jaryy 3yCc/1ar XMIM>K MOX0O0 apraap 3e6/16H 3AUNUT S/IraH LyC TOrTOOCOH. YyTnaracaH 3a34, Xypu
YYTbIT H33X3/, ©TreH LWapaBTap WUMHI3H rapcaH. YyTaH A0TOpP OJIOH TOOHbI TOM X3MXX33HWI scapxar
37, 6aMCHbIM L13B3PA3XK aBcaH. Mac 3acsiaap aBcaH 3AUNM SAUMH LUMHXWUMI3HA, SIBYYJ/ICaH.
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X3JILUSIMXK:

CunHOBMaN XOHAPOMATO3 Hb ©BAGIMHUM YEH[ XOBOP TOXMOAAA0r XOprym aMrar 6ereen yeHui
©BO/1T, XaBaH, MEXaHUK LLUMHXX TaMArasp nnapaar. CopoH30H pe3oHaHCT TOMorpad LWMHXXMAMII Hb
OHOLLINJITOO, M3C 3aC/iblH TOJIOBONTOA, YyXa/l ay X0160raoaTon 6ancaH 6ereef sUCUMNH OHOLLINIAT
FMCTOMAaTONOIMMNH LUMHXKUAM3rasp 6atanraaxkyysicaH. Manan Toxnmonaona AypaHrMiH Mac 3acan
Hb 6ara MHBa3MB AaByy TasiTalh OO/IOBY YeHWUIM ap X3C3rT 6ampnacaH, 0/1I0H TOOHbl 60/IOH TOM
X3M>K33T3M 3aHrnnaar OypaH aBaxag, XYHAPINTIM 6aicaH Ty HI3ATTIM M3C 3acanj, LWMIKCIH Hb
3MUYMJIT33HUIM BYP3H BANANBIT XaHTaXK, SMUYUAMIIHMIA YP AYHI CAMKPYY/DK, AaXnaTaac CIPrumnsxas,
a4y xonborgonTon 6amcaH rax y3axk 6amHa.

AOYTHIIT:

Mac 3acnaap aBcaH 3AMWH  LUMHXXUAM3HUI  xapuy Synovial chondromatosis /synovial
osteochondroma/ D16.2 rax rapcaH. Ogooroop eBYTeHWI GMennH Gailaan X3BWIMH, ©BAGIMHUN
YEHUI 30BYYPb apuUacaH, AaxunTrym banraa.

HOM 3YM:
1. https:/curesarcoma.org/sarcoma-subtypes/synovial-chondromatosis/
2. https:/forbestip.org/articles/retrospective-evaluation-of-synovial-chondromatosis-with-histo-
pathological-and-clinical-features/forbes.galenos.2025.52385
3. https:/www.ncbi.nlm.nih.gov/books/NBK470463/
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2.7 BAMBAW BY/TYUPXAVH 63T3I ©BYHWIA
M3C 3ACAJI XMACIH TYXAM

[.9p03H36unzyyH!,C.OmeoHbasp?, A.laHysys2®, M.3opuzmbaamap?, A.Amzanawr®, LI.bysHmeac °
1. OIX3MYT-utin UM3T-uliH amu; 2. YHT3-uliH BynuupxaliH M3c 3acabiH amy, 3. IM232 cy01asbiH MY 4.
IXIMYT-ulH UM3T-utinH macauliH a3pxnazy; 5. IXIMYT-utin LUM3T-udH ux amu

CASE REPORT OF THYROID HYDATID CYST
ABSTRACT:

Hydatid cyst is a disease caused by the Echinococcus granulosus and hydatid cyst higher prevalence
in highly agricultural countries. Echinococcus granulosus is a parasite that lives in the small intestine of
animals such as sheep and dogs.Humans are not host but they are causing cystic disease. In terms of
location, it is most common in the liver, lungs, and brain, and is very rare in the thyroid gland. Clinically,
tapeworm disease depends on the location and size. Diagnostic and therapeutic methods depend on
the location and size. Medication (albendazole, mebendazole) and surgery (PAIR, laparoscopic surgery,
open surgery) are combined. In our case, a 15-year-old female child had a lump on the left side of
her neck, palpitations, and tremor. An echocardiogram of the thyroid showed a 2.7 x 3.0 x 3.2 cm
anechoic cystic mass with thick walls. A contrast neck CT scan was performed. A 2.6 x 3.0 cm non-
homogeneous cystic mass with fluid inside was found in the left lobe of the thyroid. A puncture biopsy
was performed and the result was that it was a benign mass. We successfully performed to breast-
axillary approach endoscopic thyroidectomy. After 14 days, biopsy results hydatid cyst.

TOUM:

Batar eBunH echinococcus granulosus wWKWMaryssp xanggapnaragar eBYMH Gereef xenee axk
axyMH eHAep XerkCceH opoHa 316ar Toxuonagor. Echinococcus granulosus Hb XOHb, HOXOM 33par
aMbTHbl HAapWMH I3AC3HA, WKMM3ard 6Gamanaap xaaranarggar 6ereef, XyH 3aBCPblH 333H 60/1K
yMnaHxamnar eBYMH yycasr 6anHa. barpnanbiH XyBbA, 313, yyLWIry, Tapxm 33parT XaMrMmH 3163r
ToXMonamor 6ereen 6ambam GynuMpxang Mall XOBOp Toxmonaaor 6amHa. IMH3A 3yMH 60M0H
OHOLLINJITOO SMUYUAMI3HUIM apra TEXHUKUIH XyBb/, 6aip.ian 60J10H XaM»K33HI3C XaMaapanTamn banaar.
OMuIiH (anbbeHpason, MebeHaaszon) 60104 Mac 3acan (PAIR, oypaHrMnH mMac 3acan, H33ATT3M MaC
3acan) xaBcapy XMUrgX 6airHa. BugHuin TaHuALyynax TOXMONAJ/IbIH XyBbA, 15 HacTai aMarTai
XYYXA34, XY3YYHUI 3yYH Tasg OBOMHO, 3ypX A3/1C3H3, rap caarasiHa 30ByypbTan 6arcaH Tys1 6ambai
OyNnuMpxamH 3X0 LUMHXXUAMI3HA, 3y3aaBTap xaHaTtan 2.7x 3.0 x 3.2 cM aHo3xoreH yniaHxamnar
yycraeap 6arcan nmmpa, xy3yyHui togocrorytomn KTI xuimx 6amban 6ynumpxanH 3yyH A30163H4, 2.6
X 3.0 CM XaM»K33T3M HAr3H TOPJ/IMMH ByC OYTaLTIM BONCOH AOTPOO LUMHIAH aryynargaxyyHTtam 22-
28HU HartTan ymnaHxamnar yycraap 6ancaH. XatraaTbiH 6MONCKU aBY Xapuy XOprym yyCcraBap racaH
Ty Cyra L33>KHUIM XypLa3p 6ambain 6ynumpxarH yyCcraBap aBax Mac 3acasl XMMC3H M3C 3aC/1biH Aapaa
14 XOHIrMNMH Aapaax 34MNH LUMHXKUAMI3HUIM Xapuy Hb 63TII Ma)K Xapuy rapcaH Tyl 3H3XYY Mall XOBOp
TOXMONA/IbII BUA, TaHMLYY1axaap 63/1TraB.

SMH3N3YWNH TOXMONAJ1bIH TAHUNILYY/TA
Imunyynary: b, 15 HacTal aMarTai, YnaaHb6aaTap XOTbIH Xapbsa, >XUH:60Kr, eHaep: 168cMm, LlycHsbl
oynar: A(ll), Rh(+)

30BYYPb:
Xy3YYHUI 3yYH Ta, OBOMHO, aMapxaH YypJsiaHa, XaayyuHa, rap cajaraaHa.

ACYYMXK:

5 XXUJIMMH ©MHO aHX XY3YYHUI 3yYH Tang 6ara XaMm»Ka3Tan OBOMXK 3X3J1C3H, 3yHaac y/laM TOMPOo/,
6arcaH Tyn 08 capg DXOIMYT-g XAATT-4 y3yy/iK 3X0-4, AaXUH Xapyy/DK YYCraBapTan 6ancaH Tyn
Xy3yyHun KTT Xuik xaTranTblH OMONCU LLMHXKUAMI3 aBXYYJ/I>K XOPryin yycraeap racaH Tyn 09 capp,
LIM3T-g, xaBT2XK M3C 3acanj opoxoop 60/ICOH.

BOOUT Y3NII:

buennH epenxuin banmpan XyHA3BTIP, yXaaH CaHaa X3BMWH, Ganpnan MA3BXTIM, OPYUHOOO
XapbL,aaTamn, apbC CanCT L3B3P YUATAIST, SIMIIM TYYPaNnTryn, 3axad XaBaHry. Aptepuiid gapant 98/67
MM M.y.6, nyriumnTt é64ynaa/mMun, Sa02-96%. Yyuwrn 2 Tang, uy/uaHruiiH aMbCraaTan, SMrar asua
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LUYYTMaHryM. 3YPXHUIA X3M XKUTA aBMa TOA, X3M XU, X3BAUM 366J16H IM33I/I3ryM 6aHa. ©TreH,
XUWH rapu, XaBUMH. Xy3YYHUM 3yYH Tang, XaTyy 3M33M/13/1TYN XaTyy YYCIraB3p TIMTP3rA3H3.

JIABOPATOPUWMH LUNHXXUNI33HA,:
Table2. Patient thyroid hormonal values

TSH fT3 fT4 Anti-Tg Anti-TPO
2025.08.13 3.71 2.03 84.12 16.44 5.0
2025.10.01 3.81 2.25 90.12 18.35 4.7

Tablel. Patient laboratory values

Complete blood count Coagulogramm
WBC RBC HGB HCT PLT APPT Fib INR
2025.09.15 4.14 10*9I | 5.03 10*6l | 13.9g/dl | 40.2% |284 10*9I| 37.4 sec | 2.36 g/l 1.31
2025.09.17 8.2510"91 | 4.6210*6 | 13.3 g/dl | 38.5% 285 10*9I| 44.1 sec | 4.03 g/l 1.09

Biochemistry panel
CRP Crea BUN Glu ALT AST Cal ALB
1.5mg/dl | 83,16 mmol/l | 6.6 mmol/l | 3.64 mmol/l | 23.1U/L | 20.6 U/L | 2.3 mmol/l | 34.04g/l
3.01 mg/dl 1.2 mg/d| 27.63 mg/dl | 4.95 mmol/l | 8.98 U/L | 17.71 U/L | 2.21 mmol/l | 28.7 g/l

BAFTAXKUNH LUMHXXWTI3HA,:
2025.09.01 LL33>KHUIM peHTreH: X3BUIMH
2023.09.06 3ypx, xapauninH IXO: XaBUIMNH

2023.08.10 BAMBAWH 3XO:

BambaltH GynuMpxaliH 3yyH TasblH A3/7163H X3M»K33rasp TOMOpcoH 2,7*3,0*3,2 cM X3aM»K33Tal,
3y3aaBTap XaHaTal, aH3XoreH yinnaHxamnar yycrapapTan. YyHuin goof x3cart 0.9-0.8 cMm xaMy»Ka3TaN,
CYAACKUNITIYIN, U303XOreH 3aHrnaa TeCT ro/IoMTOT eepuionTTan. OpyUHbl TYHraarMmH 6yn4mpxanH
TOMPOJITYM.

2025.09.10 XY3YYHUN TOOOCIOrYTOn KTT:

Bamb6ain 6ynumpxanH 3yyH a3163H 2,6x3,0 cM XypTa/n TOAOPCOH TOAOCrOryryi LiataHg, H3raH
TOp/NMH Byc B6yTaLTIM 60/1ICOH 2,2X2,8CM XaM»K33Ta AOTPOO aryyaaraaxyyHtam gotpoo 22-28HU
LUMHIIHTIM BaiHa.

M3C 3ACJIblH ABUbIH TOMAO31J12J1: 2025.09.16

EMA nop eBYTOHUIT 4331 XapyyaaH X3BTYY/I>K M3C 3ac/biH Tanbanr 7,5% TameauHbl yycManaap
4 ypnaa apuyTrak apuyH daByyraap TycraapsiaB. XexXHUI 033/, X3C3IT 3raMHUIM AyHA, CyraHbl ypa,
wyramaap Tyc 6ypa, 3-p xaBupra opumm 0.5cM 3ycnar xmi>k apbcaH JOOryyp TYHHE/Ib YYCIaXK SMM
Tpokap 6arpayynas. YYHUI gapaa L33>KHMM 3yYH Tasg, 3r3MHUIMA AyHA LWyramaap 3-p XxaBupra opymm
0.5¢c™M 3ycnar xuimk apbcaH 400ryyp 3ai YYcraxk 5 MM Tpokap 6aipayynas. ApbcaH gooryyp CO2-p
XUINXK apbcaH J00pX 3air harmonic almrian 3anr yycrayk 6arak 60/10H TPOKapyyabIr XOOPOH/, Hb
yyn3syynas. YYHUI Aapaa Xy3YYHWIM rofibiH LiaraaH wyramblr H33)K m.sternothyroid 6ynyuuHr cexexx
6aMban OynuMpxalH yrnaHxawaar yYycraBpuWr rapraB. Xapax yef yhnaHxanmnar yycraeap 6ams.
YMnaHxamnar yycraBpuiir 6ambain 6yn4mpxaH opyHbl 3/133C LLY/XK aBY 3XJ13B LUyaX SABLLAA Xarapu
MoA, TOCT LUMHI3H rapcaHr copyynaH aB4 6ypaH aBaB.YYHUI Aapaa X3BTLIMMI Waaraxag, Lyc rapcaH
3YMA YIYW TYA ryypc 6anpayy/iK LWapXHbl A00PX XU XU carlTap raprayx LapXbir Xaas.
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Mac 3acnbiH eMHex oHoll: 3yyH TasibiH 6aMb6aii 6ynumpxaH Xopr MNnaHxam
\

I
0

Figure 3: Pre-operative Figure 4: Specimen of hydatid cyst Figure 5: Biopsy result

Mac 3ac/ibiH gapaax 3 Aaxb XOHOIT XSHA/ITbIH X3T aBMaH LLUMHXMAMI3 XMMXK AaXUNTIYIA, Fyypcaap
XOHOIT rapX 6amraa xam»x33 5 ma xyptan 6araccaH Tyn JP ryypchir aByY xXyyxanmH 6uenmnH 6amnaan
5 paxb XOHOIT 6uennH 6anaan 6ypaH camdkmpy sMap H3Ir3H 30BYYpPb Yrym OOJICOH Ty/ 3eBsiereer
ery 3MH3r33c rapras. XMUrACcoH aMYMAras: AHTUBUMOTUK 6OJIOH ©BYMH HaMaaax (OonmMos, Xapar/aaryi
60.J1HO)
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Figure 5. Thyroid hydatid cyst: (A) YiinanxaliH 23p: 3,5x2,5x1,5cm , xeHOuliOee uatieap uyazaaH azyynamucmad. (B) Cymaap
M3M032/13C3H Hb YUAaHXAlH X0160X 303H XaHd, X0UMO2 YP36CAUliH 3CcUliH H3e403cmall. 00 - 6ambati 6ynuupxaliH X3euliH
onnukyn (X3 6ydaz, eczenm: x40), (C) Cymaap mam032/3C3H Hb yiinaHxaliH Xon60x 393H xaHa. 00 - XumuH Bypxyy.
[ypeanmcun mamoa2n3233: wioxolinccoH 63mazHuli eHoe2 (X3 6ydaz, eczenm: x100), (D) OO - xumuH 6ypxyyn. [ypeanicuH
mMamd32/13233: WoxolinccoH 6amazHuli eHoez (X 6ydaz, eczenm: x400),

THYROID CYST:

(A) Cyst capsule: 3.5 x 2.5 x 1.5 cm, with pale white content in the cavity.

(B) Arrow indicates the fibrous wall of the cyst with mixed inflammatory cell infiltration. Star - normal
thyroid follicles (H&E stain, magnification x40).

(C) Arrow indicates the fibrous wall of the cyst. Star - Acellular lamellate layer. Triangle - calcified
protoscolices (H&E stain, magnification x100).

(D) star - Acellular lamellate layer. Triangle - calcified protoscolices (H&E stain, magnification x400).

ANNMTAH OHOLWWITOO:
Bambai 6ynumpxaiH xoprym ymnnaHxam

e bambait 6ynumpxaiiH xopTon xaBaap
o Xy3yyHUM nnMmdaHrnoma, reMaHrmoma
o Xy3yyHui inmdaaeHuT

X2JIUSMXK

BaTar eBUMH Hb X6006 aXK axyMH canibap eHAep XOrKCeH rasap 3,16ar Toxuonaaor 6amHa. MaHamn
MoHron ync Hb 2024 oHbl 6anagnaap 57casa mantam 6ereef yyH3ac xoHb 5,0 caq, 344300 rapuiH
T3XK33B3p HoXoMnTOM BalHat.NiiMa MoHro yacas, 63Tar eBYMH MOHIOA YAca, XXung ayHaykaap 30-35
ToXxuon 40N oHolnoraaor?. Echinogoccus granulosus, echinococcus multiloculis 3H3 Hb xyHWUI BHen,
OMONIOMMNH UMK gBargaxryi 60/10B4 XOHb, HOXOM 33p3r amMbTadblH HapWUMH M3AC3HA LUMMAMY/I3H
aMbpappaar 6erees, XoHb HOXOMHbI S/IraacTan XaMT aBraafanm Hb ragarwmngar 6amHa. batarHum
aBranganraap 60XMpaOrACOH XYHCI3P XO0/IJI0X Yen, XYHUM HapUH MAC3HA aBranjan 3aaapy eHger
ANrapyy/HK TyXalH ye, eHAer HapunH rafcasp WMMIMA3XK, YYA3H BEHI3P 300BOPAOTAeXK 313rHUM
cuHycoupa, Garpnagar. XapaB Mall >XUXKUI X3IMXK33TaW eHaer 6amBan 3N3rHUM LIYYATUNAT OABXK
yywruHa, 6anpnagar, yywrmHbl XsaaracaH cygacHbl WWYYra3ATUAN AABCHbI Aapaa Oycaf 3pXTaH Xypd
63Tar eBUYMH (4321yY, 6eep, HoMp BynuMpxai, Tapxu, 3ypx, 6ambait Gynumpxai) yycrax 6010MXKTOM
Ganpar. 3apMM TOXMONAONA O3T3rHUM eHAer IMMPUNH CyAcaap 3eeBepsiergexk 0ycan, 3pXTIHA
TYrasr 6amHa. bambam 6ynumpxamiH 63Tar Hb Mall XOBOP TOXMOAA0T 63T3r eBYHWUI TOXMOJIA0N
eHaepTan yacag b6apar TOXMONAOXryM ye 6anpaar. XaMrMnH aHxHbl 6ambait bynvmpxanmH 63Tar Hb
1946 oHA, oHOLUNOTAOX TaHWAUyynaracaH 6ariHas. bamban 6ynumpxaiH 63Tar eBYHUMAN aHXAary
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0010H X0€pAord ra)k XyBaagar 6ereeq aHxgard ragar Hb 6ycaf, spxTaHg, 63Tar 6aMxXrymrasp 3eBxeH
©6ambai bynumpxang, 63Tar eBYMH Garpaaxbir xanasr 6amHa. Xo€paord Hb 6ambain 6ynumnmpxamHaac
rafiHa a/13r, yywuru, 6eep 33par 6ycaf, s3pxTaHA, 63Tar 6anpnaxk 6amBan xo€paory 63Tar raH3. batar
©BYHMI TapxanT eHaepTaN yncan balx yen 3eB OHOLLIOXOA, TeBerTan 6anaar. bamban 6ynumpxaiH
©3T3r ©BUYMH Hb UX3BYN3H XY3YYHUIM 3YYH Tas[ OBOMX, XarapcaH TOXMOAA04 aHaduIaKCbIH ypBas
erex, ymiaHxam ua33/1IC3HTIN X0N1600TOMIroop xasyypax, YaamyxK XaBaax 33par 30BYYpb WI3PAST,
3X0 LUMHXXMA33rasp OHOLUIONAOXK, 3AUMH LUMHXMAr33rasp 63Tar eBYMH Hb GaTnaragar Gereep
M3C 3acasl 60/10H LUMM3AMYMINH 3CP3AT SMUINT X3P3M/IaX e O6ypaH 34rapasr eBYMH oM. Typk yacapg,
HUNT 2 TOXMOJS40N TaapCaH 6ereej H3r TOXMOAAJbIF MaHal TOXMOAA0/NTOM MXKWUJI M3C 3aC/ibiH
[apaa OHOLWWICOH 6011 Heree TOXMOAAJbIM M3C 3aC/lblH ©MHO OGYP3H OHOLUMA M3C 3acasl 6OJIoH
LUMM3MYUMH 3CP3r 3Ma3p BYpP3H 3MUMACIH 6arMHa*. MeH TypK yscan 65 HacTal 3M3arTang, MxKui
TOXMO/100/1 OHOLLIOTAOXK MMM apraap aM4YnaracsH 6arHa.> MoHdron yncag 6ambait 6ynunmpxamH
03T3r OHOLW/IOrA0XK M3C 3ac/laap aBaracaH TOXMONA0N BGalxXryi, 3M4Y HapbiH XyBbA, OHOJIbIH 60J/10H
NMpaKTUK M34J13r AyTyy Gairaa Ty 3HIXYY TajlblH cydasiraa Xumx, bycaan TaHUynax Wwaapasaratam
GalHa.

OYTHIOIT
Uaawmg 9XSMYT-g 6ambait 6y/14MpxaiH 63T3r ©BYHUIMAT OHOLLMJIXK, XYHA P31 YYCIX33C OMHO 36B
M3C 3aC/1blH 3MYUJIF33T COHIOH 6YP3H 3MUN3X BOSIOMIKTOMI IHIXYY TOXMONA0N Xapyy/»K H6aHa.
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2.8 N'YsiHbl M3AP3JIMVH LUBAHOMA ABAX
M3C 3ACJIbiH YP AYH

M.30n1600%, C.Anman-Ouup?, .bammynza’, [1.010yHU3U32%,

3.EceH-3p0oam?, H.XoHz0p3yn?, Ll.LiapaHOonzop®, A.AHx6on0p*, M.Ayzanbati*, 6.Mapanmaa?*, [1.9Hx6010°
YicbiH H320y233p Tee IMH332, M30p3anutiH 3MH313YylH mes

29Mm232 CyonaneiH YHO3cHUl Tes, HacaHd xyp32yOuliH am232 cy0aasbiH macaz

32pyyn MaHouliH XeaxucauliH Tes

4AHazaaxviH LLIuHMcnax Yxaarel YHOacHUU Mx Cypayynb, Map2axcun 033Wwayys1sx uHcmumym

SYncoiH T'ypasoyzaap Tee IMH332, XK. XalipynaazutiH Hapamucum mM30p3AuliH M3C 3ac/biH macaz, YcbiH
H>20y233p Tee dMH3132, M20p3auliH 3MH313YUH Me8a

TYNXYYP YT:
l'yaHbl Ma3gpan /n.femoralis/, LLIBaHHOMa, 3axbIH M34P3/IMIAH M3C 3acan

XJILUSMXK:

LLIBaHHOMa 3axblH M3APYYJAUAH OYPXYYAUMH XOopryn XaBapblH 38%-UIAr 333/14r33C FysHbI
M3/P3/IMNH LLIBaHHOMa Hb 6yX LUBaHHOMa XaBApbIH 1%-4 Toxnonapgort. Octavian Mihai Sirbu HapbIH
cypasnraaraap WBaHHOMaA Hb  rongyy 20-60 HacaHg, XyMC XaMaapaxrymrasp XU HAr casg XyH amf,
3-4 Toxnongon 6ypTraraaar>34. DHs TepAMIH XaBAap XapaaHbl 60JIOH YHIPIXYMH M34pYYA33C
bycan 6yx maapyyan mnapasri. Haiying Zhou, Karima Idrissi Serhrouchni, Mihaela Pertea HapbiH
cypanraang, rapt 30-60%, Tonron Xy3yyHum xacart 25-45%, poon meupen 17.5-38%, TapxuHsbl
GaraHa x3cart 16-27% Toxmonpmor raxksst>1el’. Tyrasman Toxuonanor 6ampaan Hb COHCrosl-
T3HLUBIPUINH M3 pYYN 6eree HANT LIBaHHOMaA XaBApblH 60%-UIr 333143r°. DMH31 3YMH XyBb/, yAaaH
XyrauaaHg, WWHXK TaMA3ITYN 6amxaac rafgHa s3ryyp AaparijiblH XaM LUMHXKTIM TOCTIN LLIMHXKI3P
nnapasr yunp CopoH3oH PesoHaHcT Tomorpad (CPT)-uiiH 3yparT »XMIAPraBuMiiH MB3PXUIA GOJIOH
M3PYY/N AapcaH XaBApbIr SAraH OHOLLJIOX LWaapasaratan'?’. ©BaenT yaaaH YPrasIXKMUACIH, SMUMH
3MUUITI3HA,YP AYHIYN, J1acCernmH WnHX ceper, AyPC OHOLLIMITOOHA XXUMPTr3IBYNMH UB3PXUM UNPI3rYI
0601 3axblH M3APYY/IMMH XaBAPbIr TaaMar/aXX OHOLUMWI TOAOPXOMAOXbIH TYAA 3AUAH LUMHXKUATII
XUIMH3%3, SAraH OHOLUMATOOHA, 3axblH M3APYY/IUNH BYPXYY/IMAH XaBaap 60/10X Helpodpubpoma,
nepuHEBPOMa MEH XOPTOM XaBAap, 3aHru/1aaT yinaHxamn 6anHa'®’, Heimpodmnbpoma Hb Xe4e/1TreeHni
M3APYY/IMIAH Baruaac yycd Har 6arubir 6ypaH XxamMapaar, 6ypXyyarym, Mac 3ac/ibiH apraap xasapbIr
OYP3H aBaxad M3ApPYY/a rdMTIX eHAep 3PCA3/TIM 33prasp LLUBaHHOMA XaBApaac snraatan? [ysHbl
M3/,P3/IMNH LLIBaHHOMAr M3C 3acC/lbIH apraap 6ypaH aBax Hb SMUYMIFI3HUIA YHCIH apra toms,

LlleaHHOMa Hb 90% wWwantraaH ToAopXxomryn, 2% LwWBaHHOMATO3, 5% MEHWHrMomaTos,
3% Hb Henpodubpomatos Il Tepen /HO 2/ reHurH myTaumTtan xonbooton yycasrt. HO 2 reH Hb
XPOMOCOMbIH 2212 papaanan p33p 6anpnagar ayTOCOMbIH AOMWHAHT X3/163p33p yaamuiaar,
XaBApbIH 6CONTUNT AapaHrymnaar. LLiBaHHOMa Hb M3apyy/IMMH MUENNH BYPXYYJAUNUT YYCraaar LWBaHH
3CYYA33C rapantan, M34pYYAUNH 6arubliH HIM LUMPXI33C YYCY M3APYYAUNH E300p A33P XaXKYYruiH
OanpnanTan bycag lnMpXryyass waxaxk banpnaaar, 5-10XunuiiH xyrauaana ayHaxkaap 1-3mmopunm
X3MXK33r33p aaXkKMM TOMOPAOr, BYPXYY/Tal xopryi xasgap tom*>48911 3apum Toxmongong 50% Hb
LUMH3 MYTaUUIAH Yp AYHA YYCA3r X3M33H 6MYCcaH 6anHa'®. LLiBaHHOMa Hb TUHENIMIAH 3epar LUMHXK
TOMA3r BGYXUIA X3C3r raspbiH MacCbiH T3MTPIrasxyiny, esaenteep mnspasr. CPT-T T1 weighted
image (WI)-0 xaBoap Hb 3pyy/l OY/MUMHIMUH 3AT3M TecTan 6ara HArTpanTan caapan ©HreTsn
xaparaaar, T2WI-a, eHaep HarTpanTai 3axaapaa Tog, (hyperintense), TeB X3Car Hb »Kurg, 6yasr
(homogeneous hypointense) uaneap aypc wnspasr. YyHuir “Target sign” WnHXK raH3®'2, JH3 Hb
XaBApPbIH AOTOP LUMHI3H, cancT TecT X3car (Antoni B 6yc) unyy 6anraar UATraHs. XapB33 XaBApPbIH
[0TOp YHNaHXaUT YX>XKUA yyccaH yen T2WI nnyy eHgep 6onHo. Togocrorytoin CPT-T Antoni A 6yc
TOA, CYYAIPXKUNTTIN XaparaaHa. DAUNH LUMHXXUAMIIHA, 3CUIMH HAMTPaa eHaep CYOacKWNT canTan
0J10H TOOHbI Verocay 6ue aryyncanH Antony A Oyc, acMMH HArTpan 6araTtan, Cy/s1 caacapxar 3CBaJ
rMannHXKcaH CTpoMTOM, TapxMan 6ampnanTan acyyasac 6ypacaH Antony B 6yc xaparaaHa. Antony A
6YC3, 33pYY/1 XaN63pUINH acyya 6eerHepyk 33parw33 6arpnaacaH xapargaHal31% MIMMyHornctoxmmm
MH WnHXuArasHg S100 yypar separ 6anHalFigure 3]1. SOX10(+), P53(20%+), Ki67(10%+), CD34(+),
EMA(-), CD68(-), SMA(-), Desmin(-), CK(-) yypryyan, nnapHs?2.

LLIBaHHOMar aBax 6yXx M3cC 3aC/ibiH YANOJYYAUNAT AYPAHIMNH XSHAATbIH A0p, 6U4mMa XypusT Mac
3aC/IbiIH TEXHUK 60JIOH M3C 3aC/1blH YEUIAH HEMPOMOHUTOPUHT alLUIIaH XUIAH3. DIEKTPOMUOrpaMM
(EMG)/6ynunHrnnH  uaxuaraad 6udnsr 6os0H evoked potential/ayyanarag noTeHuman-mur
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M3APYYMIAH YW akKuanaraar XsHaxaf, aluvriax 6ereef, 6ynuMHA TOBOPCOH LaxXuaraaH 3yy
(concentric needle electrode) 6aipayysiX>K M3C 3aC/biH SABLbIH ©6PYIONTUIAT BYPTraH3. Xasapaap
JaparacaH M3ApyyauiH TYBLUMHA, ragapryyruiiH anekTpog 6anpayynaH yo4vpon ery (stimulation)
M3JPYY/IMAH AamxKyynax xypg (conduction velocity) 6010H noTeHuUManbiH ganaiupir (potential
amplitude) xaMm>kux xapartan?. MHracHasp ymn axkuanaraarym 60/1COH LWMPXIYYAUNAT SaraxK T3Aras
pUWIAT TacasiCHaap H3M3T33P M3APYYUMH rIMTIJ, XeA8/ITe6HUIN angargan yycaxrymn.
X3p3B yMA aKkunnaraatam LMPXTYYOUAT M3APYYJUAH OypXyy/3ac canrax 60n0M»Kryn Gansan
M3IPYY/IUIAH FAMTIJ1 YYCIX33C CIPIrMAIK XaBAPbIr 6ara 33par y/1493X Hb UJIYY 36B XK y343r°.
XaBapbIr 6yp3aH aBCHbI Aapaa M3APYY/IMNH LUMPXTYYAT3M XaMT 6aiicaH nepuHeBpUMH JdaBxapra
(perineurium layer) wuxaBu4nsH 6yayypy runepnsasmM YyccaH 6anpgar. TuiMMaac Mac  3ac/biH
Japaa TOSMTPAATUMH apraap NepUHEBPUNH gaBxapra 60/10H XaBApbiH X3BTLWWIAH /tumor bed/ o334,
0004, X3CTUIr 60/ITOOMXKTOIM TAIMTIPY Laarax waapasaratan. IHracHasp aH3aaparganrym yaacaH
YKUXKUT XaBaap 6anraa acaXmMmMr ToA0pXonIHO,

Toxmnongon

"3 76 HacTal 3parTa. 2025 oHbl 10 capg, YHTI-uinH MaapanniiH amHan3ynH Tesa, Ds: bapyyH
XO/IMIMH TysiHbl M34,0YYIMIAH LUBAHOMA OHOLLOOP X3BT3H, TO/IOBN6reeT XypMaap M3C 3acasif, OpoB.
3oByypb: BapyyH rysiHbl apaap xaasia sHrMHaHa. [lapaxaap 3M33M/13H3.
Acyymx: Xen esaeep, 6aican Tyn 2025 oHbl 4 capblH 3-Hbl 646p 4004, MOUYAUNH CyaAacHbl X3T aBUaH
OHOLLUWITOO XUIMAM3X yeap 6apyyH xenuiH n.femoralis-bIH xaBaapTanir M3ac3H. 4 capbiH 30-Hbl 80P
noon medaninH Togocror4yton CPT XMMAraH oHOL TOA0PCOH.
Y3n3rasp: Magpaxyi 60/10H X646NreeHnUn YUAUMH andanT Yryn, oo Meyae Xxe4eareeHunin 6010H
M3 paXyMH caa yryi. 2 xenn Cm.J1accera ceper. CM.TuHe b 3epar.
J1abopaTOPUNH LLUMHXKUATI3: ©epynenT yrym

Joop MeuyHuii XaT aBua:

3ypaz 1. bapyyH 2ysiHbl 0yHO 1/3-uliH myswuHO Meduan nocmepuop mano bynyuH 3ascapm 11.08x3.31x2.47cMm xamxucaamali
axo oliim 6azamadi, uycHel ypcaanzyl, Xxazac WuHz3H mecm 6ymauy mo0opxolisio200HO.

Joop MeuHnii CPT-UIH WWMHXWAr323:

G Y s

3ypaz 2. Nerve sheath tumor, more likely seen Schwannoma- DDx: Others nerve sheath tumor, Soft tissue myxoid tumor
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Masc 3acnblH sABY,

3ypaz 4. Xagopbiz opyHbl 3033C
Helipou3uonzuliH mexeepemic
awuznanzyli yeneesceH 6atioan

3ypaz 5. Xaeoap ypzacaH M30pyynuliH 3ypaz 6. A.Xas0ap mezcceH M30pyynuliH
wiupxauliH 3x131 xacautiz HelipogpusuonzutiH wupxauliH xacae, b. XaeéopblH xaemauwi, B.
mexeepemic awuzaanzyti anzaca 6alioan 3y3aapcaH nepuHespuym

1

L}

R
!

‘lm.';_.ﬁ,l e L L7 S e R

BNG sterile Surgical
1|

3ypaz 7. Hazm uynnae, buepxsz mozmouymoti
XasopbIH 30yy0 6a XaMMC33

SAUAH LIMHXNUATD

3ypaz 8. AumoHu A - HazmapcaH 33pyyn sculiH 3ypaz 9. BepokaliH 6ue 23uc H3ps3x 666M Hb

6ee2HOpO1 AHMOHU B - Scucunm 6azamat, X0€p mandaa 33p32y3H batipaacad (xap cym),
MuUKcouo cmpommol xacaz alternating compact meesdee 3cayli 303uHOPUAN32 BYC YyC2IC3H (Xap
spindle cells (Antoni A) and hypocellular less uazapue).

orderly areas (Antoni B)
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3ypaz 11. UmmyHozucmoxumutiH S100 mapkep
mapxman, xyumau sepaz 6yoazoaHa.

3ypaz 10. YoaaH xyzauaaHsl OezeHepamus

eepunenm: beemuliH zaxucuzwun, unsapxuti
666MXOH Myszyyp 30ULH XUAAUHNCUAM UASPCIH
6071084 MUMO3ULIH Ud38xHCUAM bazamali 6aliHa.

OYTHIIT

MOHroNbIH HexXuenn, H33ATT3M 60/1I0H OuuMA XYPLUST M3C 3acsiaap M3AP3/IMAH  LLUNPXTUNAD
rIMTIIXIYMI33p XaBAapbir 6ypaH aBax 60710MXKTOW. Mac 3ac/blH YeUWMH HenpodU3MOIOrnimH
TOXOOPOMIK aLLUI/IaH M3C 3acasl XMMUX Hb M3APYYJUNAH LLUMPXTUIAT XaAramK YA43xam, a4 xon6oraon
OHIepPTIN.

OBYHWIM 3X3H YEUIMH LUMHXK TIMA3T Hb ©BepMeL, 6ycaap MN3pA3r Hb S/TTaH OHOLLIOX04, XYHAPINTIN
Y OHOLLMATOO XMINX BONOMXK OHAePTIN GaiHa.

HOM 3YMI:

1.

2.
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10.
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13.
14.

15.
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Sanjay Kumar, Megha Ralli, Jyoti Sharma, Pradeep Sansanwal, Gurpreet Singh “Sciatic schwanno-
ma: A rare entity” Clinical Cancer Investigation Journal 2015
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89

Hyun-Jun Park, Myung-Hoon Shin, Jong-Tae Kim, Du-Yong Choi ‘A Rare Cause of Sciatica: Sciatic
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“Schwannoma” Cleveland Clinic

Alexander Schulz, Robert Biittner, Christian Hagel, Stephan L. Baader, Lan Kluwe, Johannes Sal-
amon, Victor-Felix Mautner, Thomas Mindos, David B. Parkinson, Jeffrey R. Gehlhausen, D. Wade
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Umit Eroglu, Melih Bozkurt, Ozgur Ozates, Seda Akturk, Hakan Tuna “ Sciatic Nerve Schwannoma*
Volume 24, Turkish Neurosurgery 2014, pages 120-122

“Neurofibromatosis Type 2” Cleveland Clinic

Muhammad Mubbashir Sheikh, Orlando De Jesus “Vestibular Schwannoma” National Library of
Medicine 2023

Collen Sandile Nkosi, Nyiko Zakaria Chauke “Schwannoma of the Sciatic Nerve as a Cause of Ex-
tra-articular Knee Pain: Case Report and Literature Review” Journal of Orthopedic Case Reports
2023
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2.9 NMbIOL->XEFEPCUNH XAM LLUMHXX

b.MaHOax-3p03H3?, B.OHxwucuH?, 6.Capyynucasxnan®, X.LseanHopos®, b.Tyyn* J1.Casmaa®*
IALIYYWNC, BuoAC, lucmosoz2uliH maHxum

2ALLYYWNC, BuoAC, Imz3z cy0aan, wyyx SMH3A2UGH M3HXUM

SALLIYYWNC, MA3, [lypaHautiH mes

SALLIYYNC, MA3, Smz32 cyonanviH macaz

YHO2CNIN:

Mbroy->KerepcminH XxaM LUMHXX Hb XO400/, r3A3CHUI 3aMblH XaMapToOMaTO3 yprauar 6010H cancT
OYPXYY/IMIMH X3T HOCOOKUITOOP UNIPA3T, ayTOCOMbIH JOMMHAHTaap yaaMLLAar, XOBop TOXMOJ1A0X
©BYMH OM.[1,2] Yr eBuHMIN TapxanT onpoauooroop 50000 Ttepentesn 1 Toxmonanor.[3] DH3 amrar
Hb 3CUIMH ©CONT, A/IrapaH XeNKAUUr 3oxmuyynaar xaBgap AapaHryimnnary reH 6onox STK11 reHuiH
MyTaLMac yya3aTan 6a xoa004, r3g3CcHUIM 3aMaac raiHa XexXHuim 6yn4mpxan, eHaresY, Homp 6y4mnpxam
33p3r SH3 OYPUIMH 3PXTIHA, XOPT XaBAap YYC3X 3pCcA3aunr Hamarayynaar. [4] MNetoy->KerepcmintH
XaM LLUWHXKUIAH 3MYNIT33 ToAopXxon byc banraa 6ereen xoA00[ ra3f3cHUIM 3aM, xex 60/10H Bycapg,
3PXTHUIM XOPT XaBApPbIH TOFTMOJT 3PT WUJIPYYJISIT XaMparaax, MeH XyHAp3133C CIPruiasx 30puaroop
AYPaHTMIMH 3CB3J1 M3C 3aC/1blH apraap yprauruimr aBax 33par aMUMIras XMUrasxk 6aiHa.[5] Yr eBuHmin
TaBWMAH Hb XOPT XaBAPbIr UAPYY/DK, IMUMIXK 3X3JICOH XyraljaaHaac XxaMaapaH Xapw/laH aguarym
banpar 6eree HacaH TypLudaa XaHaATTam 6anx Hb ©BYTHUIN aMbApasiblH YaHapbIr canmyxkpyynaar Ty
MoHron AnoHbl aMH33IT (MA3) OHOLLIOTACOH 3H3XYY TOXMOAAbIT TAaHU/ILYY/>K 6anHa.

XOBOP TOXNONO0J1bIH TAHUNLYYJTA:

2munyynary b oeorton 3, 23 HacTam aparTan. LLUynyyH ragcasp uyc angaHa, a4apy CyibAaHa racaH
3oByypbTant MAD-T 2025 oHbl 12 capblH 15-HA, upXK y3yyacaH. AHx 2017 oHp, [3A3CHUIA TYMKpPan
oHow1orgoH 9X3MYT-T Mac 3acang, opcoH. TyxalH yea r3a3CHUI NoAunyya, oHOLLNOrA0XK balicaH.
YyHuit gapaa 2023 oHbl 9 capa MA3-mnitH M3ac 3ac/bIH TacarT rag3CHUM YUX3 43T TYMKPIJ1 OHOLLIOOP
M3C 3acasif, op>K HapuiH r3acuinr TanmpyyncadH. MeH 2024 onbi 02 capg, COHrA0 3MH3A3IT AyPaHTrUAH
apraap 6yayyH ragscHui yprauar aBxyyncaH. 2025 oHbl 12 capbiH 15-Ha MAS-T sapanTai XKypmMaap
X04,00/4, r343C Y/1aaH XO0OJI0MH AYPAHTUAH LUMHXMTI3 XUAATK X3/, X343H yprauar OHOLLIOTA0XK
K63.5 oHowoop X3T1 TacarT xaBTcaH. 2025 12 capbiH 16-HA, 6yAyyH r3A3CHUIA yprauar OHOLLIOOp
OyAayYH r3A3CHUN AypPaHTUAH apraap 3AUMNH LUMHXXWUMI3 XUIAXK, SMIAr cyaJlanblH Tacart UAr33C3H.

AMbAPAJIbIH TYYX:

2002 oHp ©BepxaHram ammarTt TepceH. AaB, 39K 60/10H AyYyrMMH XaMT ambaapgar. AnnbiH
AyHA, Xyyx34. barblH ecenTt xerKun x3aBumH. |T MHXKeHep M3pra)KMNTaN. Apxu, TaMXMU X3P3r134ryn.
YaaMLIbIH 3Mrar aHaMHes 6anxrym.

BOOUT Y3JIII'T:

BuennH epeHxuin 6anpgan XyHA3BTIP. YXaaH caHaa capyy/, OpYMHAO0O XapblLiaaTan, Ganpnan
MAO3BXT3M. ApbC epAUMH BHIeTaN, XyypamBTap, YsSH XaTaH 4YaHap 6araccaH, 2 rapbiH ajara uamBap
OHreTan. AMHbI CanCTaH[, XexeBTep 60Op 6HrMWMH ToN60 HeCeeXXUNT WN3PCIH. buennH eHaep-
184cMm, 6MeninH KMH-66Kr, BXXIN-19.5kr/M2 6aiiB. 3ypXHUIN aBMa TOA, X3M XKUTA, apTepUnH gapanT
- 95/46MM.My6, SpO2 - 96%, 3UT - 69 ynaa/MUHYT, yyuurm 2 Tang, Uy/ILaHruiiH aMmbCranTain. 3axbiH
CYAACHbI IYTLUWMAT 2 Tand, XKW, XaM XKUrA, XY4A31 AYYPINT AYHA, 33par. XaBuM xa163p 3e8B, 2 Tang,
T3l X3MT3N, OHreL, 60/10H r'YHUN TIMTPI/ITIIP 306J16H, IM33MIINTYIM, OY4MH YaHrapas, ranTaH
LOYPObIH WUHXKIYK. CuM. Mac 2 Tang, (-). 3axag, XxaBaHrym.

LLNHXWUNIT22HA:

e LlycHbl A31r3p3Hrym WMHXKMAM3: JIeMKOUUTO3TON, MUKPOXPOMbIH, MUKPOUUTUNH AOyHA,
33PrniMH aHeMm

e  BbroxmMuitH WiMHXnAraa: MnonpoTteHeMun, runoanbbyMmMHemMm

e ByayyH r3a3CcHUI AypaHTUMAH WMHXWUATI3: ONIOH TOOHbI, SIH3 OYPUMH X3MXK3I3TIM, XONTIN
60/10H xenryn yprauaryyn AV-sac 70 cM 3anpg, 6aincan 6a K63.5 6yroy byayyH ragscHui
yprauar (Peutz-Jeghers syndroms) oHOLIMIUI TaBbCaH.

e DA cyananblH Makpo LUMHXXUAMI3HA XaMrMinH TomMaoo 2.5x1.5x0.5 cMm xam»k33Tan, os1oH
TOOHbI, LiaMBap Laprasa eHreTaln yycraBapyyn UpPCaH bereen HUMAT 6 GNOK G3IATI3H 34UMH
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Jamyknaraap AamxKyy/i>K, YHACIH 6yarMiH apraap 6yaaxk xapcaH. Olympus BX41 rapauiiH
MUKpocKong, 6yayyH r3gscHUM KpunTyyd, A31633/1C3H MasaruiH O6yTal, yycraH xapargax
0a Xy4yyp 34AUMH J00P ©6pUNH SATach renrep OYNUYUHTUNH 3CYYL, YPXKUXK, ONLWPOH bary,
YYCM3C3H cTpoMTan xapargaHa. (3yparl)

OHOLL:
AcyyMsK, 604UT y313r, AypaH 60/10H 3SMI3r cyanasblH LWUHMMUAM3HA, YHASCA3H [Mblou->KerepcuitH
xaM wuHx /1ICD-10 Q85.89/ oHolu TaBbCaH.

ANTAX OHOLU:
Bycag yprauarT xam wuHxK (Juvenile Polyposis, Cowden Syndrome), HoCeeXXUNT UA3pA3T 6BYNHYYL,
(Laugier-Hunziker syndrome, McCune-Albright).
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3ypaz 1. Meroy-XKezepcuiiH ypzayaz. A. byoyyH 2303cHuUli Kpunmyy0 03/1633/1C3H MasizutiH 6ymay yycasH xapaz0ax 6a xyuyyp

30UliH 000p eepuliH A1maco zenzep bynYUHzuliH 3cyy0 b6azy yycasH Mo0 wuz xapazoaxc batiHa. B. YpzauazuliH eepuliH samaco
26/126p BY/YUH2ULH 3CYy0 ypycudic, 0AWpPOoH 6azy yyczacaH cmpoMmmall xapazdaHa. bydae: -3; ©czenm: x40 (A); x100 (B);

Olympus BX41

SMUYUNIITI3:

Mblou->KerepcuimH xam LLUMHXXUMH 3MUYMAr33 TOA0pPXOM Oyc 6anraa 6ereep xoA004 r3A3CHUMN
3aM, xex 60/10H Bycaf, 3pXTHUIN XOPT XaBAPbIH TOFTMOJ1 3PT UAPYYASIT XaMparaax, MeH XyHAp3/133C
C3PruMasX 30PUATO0P AYPAHTMMH 3CB3/1 M3C 3aC/lblH apraap yprauruMmr aBax 33par 3MYMras
XUArgOar.

XJILU2SMXK:

BnaHuit oHOLIMACOH TOXMONA0 Hb 23 HacTam 3parTan 6eree, ©BYTOH aMHbl Ca/ICTa], XOXOBTOP
60p OHIMMH TO/I60 HECOeeXKUNT O6O0M0H X0A4004 IIA3CHUMA 3aMbliH yprauar TYYHUA XYHAP3/133p
LyC anganT 33p3ar uaspcaH. lNblou->KerepcuimH xaM LUMHXK Hb MX3BYJISH ©CBOP HaCHbl 3parTang,
aXkurnargcaH 6a WyayyH rag3cHUn LycC anganT, rA3CHUI TYDKP3/ YYCr3H OHOLLIONA0X Hb 31631
MeH CaJICTa, HOCOOXKUT UNP3X Hb OHOLLIMJITOOH/, YyXal a4 XonboraosaTon 6ancaH 6a aH3 Hb MaHal
TOXMO/IA0/ITON 3MH3N3YMH XyBb/, TOCT3M 6Gainnaa.[6]

BuaHuin ToxmonabiH 34, CyA1anblH LUMHXXUATIIHA, 66PUIAH SNTach renrep 6y4MHIMAH 3y3aapcaH
Oary, xaparacaH Hb [lbtou->KerepcuimH XxaM LUMHXXUAH TUCTOJIOMM OYTUMIAT CyAa/BK, ToN1 OHLI0r
Hb MA3CHUMA KPUNTYYA, A31633/1C3H OyTaL, YYCraH 60/10H eepUNH ANTACcT AECMUH 3epar resrep
OYTYMHIUIH 3CYYA, NN3PCIH cyganraatan HUMLU3XK 6ancaH.[7]

Hunt 566 Toxmonaon A33p yr ©B4HUIN OHOLLUMITOO, SMYUIMI3T AaraH cyaancaH 6a Hac axmx Tycam
Mbtou->XKerepcuiH ypraurminH CyaacokmaT, XOpT XaBAap YYCax apcasn Hamaraaar. 210 HacTtan [Netou-
YKerepcuiH xam LUMHXKT3M 6BUTOHYYA, XKW BYP AYPAHTUMH LUMHXXWUIIT33 XMNATraX ECTOM 6a AypaHTUH
3MUMIT3 Hb YPraurMmH HIBYMAT 6OSIOH XOPT XaBAPbIH UAP3AUIAT O6yypyynaar. Yprayrumr aBaxblH
Ty/4 3apUM TOXMOIA014, XOA00, r3A3C TarpaxX M3C 3acan XMMX34, XYpA3r MC3H AYrHIAT rapracaH
6arHa.[8.9]
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AOYTHIT:

Mbtou->XKerepcuimH xaMm LLIMHXK Hb XOBOP Toxmosaaor 6erees, SMH3M3YMH 60/10H 3Mrar cyasiasiblH
OHLJIOT LUMHXK33P WAN3PA3N, casibap XOOPOHAbIH XaMTbIH akusslaraap OHOLLJIOTAA0r ©BepMeL
3MIar oM. YT aMIarMmr apT OHOLLUWJIK, XSIHAATbII TOrTMOJIKYYJ/ICHaap Aapaa AapaaruiiH XyHApP3s133C
ypbA4YMIaH CIPruinIax 60/10MXKTOMN BONHO.
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2.10 TAPXUHbI CYAACHbI X3T OJIOH UYNIX3H

M. dynampazuaal, T. Mapanmaa?,

A.Ax6uke?, I. DHXHCUH?,

[. Bam-Amzanan®, B.f[anmynza®

YncoiH Xoépoyzaap Tee IMH3132, Ma0panuliH mes

2YncoiH Xoépoyzaap Tee DMH332, M30panuliH TesuliH pe3udeHm amy

3YnceiH Xoépoyzaap Tes IMH332, [lypc OHowunzooHel Tes, AHzuozpaguliH macaz

TOXNONO0N

©BuyTeH [1.0. 39 HacTal aMarTan, rap 6ynTan, XyBuapaa 6usHec apxanaar. YXTI-unH XapBanTbIH
Harkua, 2025/11/28-¢c 2025/12/07 xypTan op xoHor-9, LLUYT T3-minH XapBanTbiH A 6010H MM3T-T
2025/12/07-c 2025/12/12 xypT3/21 Op XOHOM-5 XOHOI X3BT3H 3MYYY/ICIH.

X3BT3X YEMWH 30BYYPb:
Tonrom ayypHs, 3yYH Ta/l/laXK Xy4Tan eBaeHe.

ACYYMXK:

2025 oHbl 11 capbiH 26 efep TONroM MHIT Xy4Tal eBaexxk JJopHoroBb aMrnH H3-T “TapxuHbi
XapBanT’ OHOLWIOOP 2 XOHOr 3MYIYY/334, waTtnan axuy/mk YXTI-unH XapBanTblH HIMKUA
T33B3P/I3rA3H MPCIH. balHra xaparnsaar am Tapua yryn. TepceH aaB O0JIOH aBra ax Hb TapXMHbI
XapBasiTaap Hac 6apcaH, M3ac 3aca WaMbapMsblIH Xaraaraang 2018 oHA, 0pCcoH, 0COM FAMT3, XapLuunA,
XOPT 3ypLUUA YTYI.

APXATI XYYY ©BYNH:
YLLO X3BLIMHXK 2 ©BYT3IN, 3M yyaarrym, oo aMumaraatan. AANO-Tan.

AMbBIOPAJIbIH TYYX:

1986 oHp, [JopHoroBb alMarT ait/ibiH 6 Aaxb XYYX3/, 60/10H TOPCeH. barbiH econT 60MKNAT X3BUIH.
XyBuapaa 6usHec apxangar. Ogoo dopHorosb anMrminH CanHLwaHg cyMaHg, Hexep, 3 XYYXAUMH XaMT
aMbgapaar. 3 >xupaMcamk 3 TepceH, eepeep 2, kecap Mac 3acsaap 1 TepceH.

Y3JI2I'T:

BrueninH epenxni 6angan xyHa. YxaaH caHaa capyyJ/l, OpuYMHA00 XapblaaTal. banpnaan xaBTpuinH.
Max Mapua ux. AcyycaH acyynTaf, 3eB, TOAOPXOM OYyTaH eryynbapasp xapuynHa. KomaHpg 3eB
OUMenyyH3. Xaa YUAMNIT, HUMIIH OHMepTan. ApbC CasICT L3B3P, M TYYpanTryi. 3ypXHuii aBma toa,
xam xura, Al: 189/110MM.My6, 3ypXHUI LLOXMATBIH TOO 98 yaaa/MuH. Yywirm 2 Tang, uy/IuaHrmiH
amMbcranTan, amberan 18 ynaa, SpO2 93% /oamxknarryii/. Yywrn yardantaap 3Mrar LyyrmaHrym.
X3B/IMIM 36616H, 3IM33MN3ITYI, UNBPXUIA OYTHUHIMIAH YaHrapanaryi. 3axag xaBaHryn. LLsacHuin rapy,
X3BUMH.

M3AOP3JIUNH Y3N3I'T:

OMYA xaBuiiH. TKY 15 6ann /E4V5M6/. YHapnax Maapaxym 2 Tang xasuiH. HyaHu annm tesges,
XYYX3H Xapaa 2 Tang XKW, 3eB Ayrapar, 2 MM OpPYUM X3M>XK33T3M, MPJINKH wWyya 60/10H Wwyya 6yc
ypBasag xapuysHa. XapaaHbl Tanb6anH angarganry. Aunnonu yryn. HyoHuim xegenreeH 6yx unrnang,
yeneeTan. Hucrtarm yryi. MNTo3 yryin. 3B3pasrnH pedaekc YYCH3, rypBasicaH M3AP3J/IMAH rapax
V1 canaa 3yyHA, 3M33M13/1T3M, HYYPHUA M3AP3IXYN X3BUNH. [yxHbl aTUpaa, HYAHUI aHMAT 2 Tang,
WXKWJ1, XaMap YPYY/IbIH Hyranaac 2 Tang vxkmna. COHCron 2 Tang, XaBUH. 30616H TarHam arimaTTan.
OncodonHn yryn. Oucdarn yrym. Xy3yy MepHUN XeaesireeH 4enieeTsn. X3a rosoop, TaTBan3an
XaTaHrmpwnn yryn. msaptpu yryn.
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XycHazm 1: XedenzeeHul xypasHuli y3n3e

334 Meu Hoop Meu
XeoenzeeHuli xyp33
Mpokcmmanb xacar | Aunctanb xacar Mpokcumanb Xacar | OduncTtanb xacar
Np3BxTan xepenreeH YeneeTan

bapperuitH copun Anpaxryin Anpaxrym
BynYMHIUIAH TOHYC XKurg, oyHpa, YXurg, ayHp,

ByAYUHIMIAH XYY 5/5 6ann 5/5 6ann
bLUP XKurg, ayHa, XXurg, ayHa,

AMrar pednekc Yrymn Yryi

3ypaz 1: byauuHzuliH xyu

5/5

o)

3ypaz 3: TosHUB3pUliH Xyp33HUU Y3732

[R] [L][R]

(7] Za
/-

3ypaz 2: bynuuH wepmecHuUli pecpnekc

[+ ] =
—J L
3ypaz 4: M3H3H XaMWUHMC

XycHazm 2: JlabopamopuliH WUHMCU1233

LlyCHbI A3Nr3p3Hryi LUMHXNUATII

2025/11/28 Vpax yen,

2025/12/03 lapax yen,

LlaraaH ac 11.36 1079/L T 10.92 1079/L T

YnaaH ac 5.86 10012/mL 1 5.56 10M12/mL 1

Heritpodun 6.93 10"9/L T 7.451079/L 1T

AyruanT SpUTPOLMTO3, HENTPODUAN AaBaMraiicaH SpUTPOLMTO3, HENTPODUN
JIEMKOUMTO3 JaBaMrasicaH IeMKoumTo3

BMOXMMMINH LLIMHXXUAT33

OMH313YUH X080p MOXU00/bIH YHO3CHUU VI uyynzaH

KpeaTuHUH 34 umol/L | 63.4 umol/L

[ntoko3 9.25 mmol/L T 5.9 mmol/L

LUynTnar pocdaTtasa 147.42 U/1 1 /-/

[71IOKO3COH reMornobuH | 9 % /xaHant myy/ T /-/

Ayruant Mneprankemu, runokKaameMm, rMNoOHaTpMeMm, HuT yypar ux, ypascamnmH
YP3BCAUMNH MapKep eHaep, HANT yypar ux MapKep eHaep

TOJIFONH TOAOCIOryYrym KT (2025/11/28):

TapxuHbl X0€p Tan 66M66/TUAH CUNBBUEUIAH XOBUJ1, AYXHbl X3CTMMH CybapaxHOM, 3ai TapXUHbI
TacnaB4y 60/I0H XO0EP TasiblH XaXKYYrMiH XOBAbIH apblH 3B3pT +58HU HarTTam aryynaraaxyyHTan.
XaXKyyrmmH XoBaJ/1biH UX 61e 60/10H ypa, 6010H ap 3BpYYAUIH 6yTaL, xaBuiH. I, IV xoBAoo X3BUIAH.
CybapaxHong, 3am epreceeryi. CUIbBUEBUMH XOBWU XOEpP Tanfaa >Xurd, Tarw xXamTan. [JdyHaaxk
Oypasn xa3anmnTryn. TypK 3M33/IMMH OyTaL, X3BUMH, eHYNH Tapxu 0,4cM eHpepTan. aBan scaHpg,
OECTPYKUUN 66epUnenT UAparyn. Xo€p HYAHUMN yxXapxamH XaHa X3BWMH. HyaHMA anuMHbl  apblH
3all X3BMIH, 3C/I3IT HIMINT CYYA3PrYN, XOEP HYAHMI ragHa A0TOP LY/YYH 6Y/14MH 6OI0H XapaaHbl
M3/1p31 X3BUIMH. XaMpbIH TacsaB4y S Xan63puitH MypuinnTTan. Xo€p TasiblH raMMOpPOBbIH XOHAMN,
3/IX3r, CYYPUMH, OYXHbl XOHAMA OOIOH XOEpP TasiblH XOXJIer CIPTIHIMNH araapXXuMAT X3BWUMH.
Impression: SAH and intraventricular haemorrhage of both side

3ypaz 4: TapxuHbl modoczozuzyli KT

©BuTeHA, TapxuHbl cygacHbl aHrMorpadbiH (TFCA) LWMHXXUAME3 XUNX34, TapXWHbl CYAACHbI
MOP®OMIOMUIMH XyBbA, UXKW, ONI0H 6apnanTan 8 apTepuitH aHespusMm (AA) TortooracoH. MnspcaH
CY[ACHbI LIY/IX3H X3MXK33ra3p anraaTtan 6ancaH 6a 2012 oHbl UCAS-bIH aHMMANBIH Jaryy XaM>XuUxam,
XOEp LYX3H AYHA, YNAC3H 3ypraaH LYJIX3H XMXKUT XaMy»K33Tan 6aiie [11,17,18] (XycHarT 1).

XycHazm 3. ©8umeH0 us3pcaH os10H AA Haemzan (YXT3, 2025/11/29)

Ne Baipnan XaM>K33 TFCA bynyysu AHrnnan

Left MCA M2 4.2x5.0mm
1 bifurcation
(superior) neck - 5.7mm

Hv>KUr Xxam)xaaTan
LLYIX3H

Kanu 327U/ 3.55 v/l

HaTtpwu 133 mmol/L | 137 mmol/L
Huwiat yypar 62.20g/L 1T 63.13 g/L T
Yp3aBCAUIMH MapKep 16.1 mg/L T 40.9 mg/L T
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neck - 3.0mm
susp ruptured

Left MCAM2 | >Dx3-7mm N
2 bifurcation AyHa xamKa3T3ih
. . neck - 4.9mm LLY/IX3H
(inferior)
susp ruptured
3 Left MCA M3 2.0x1.8mm HKuUr xamxxastanm
bifurcation neck - 2.6mm LLY/IX3H
4 Acom 5.0x2.0mm HKUKUr XaM»K33Tan
LLYZIX3H
neck - 3.7mm
5 | Right MCAM2 | 2.6x5.3mm JLlyHAO, XaMXK33Tal
bifurcation LLY/IX3H

6 | Right MCAM3

3.7x2.1mm,

HuvKur xam»kaaTan

bifurcation

neck - 1.8mm

bifurcation neck - 2.8mm LLY/IX3H
7 | Right MCAM4 | 1.1x1.6mm, YKnXKur Xxam»>kasTan
bifurcation neck - 2.2mm LLY/IX3H
arterial aneu-
rysm
8 Right PCA P3 1.3x1.1mm, HKMXKUr XamxkaaTan

LLY/IX3H
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TAPXUHbI TOAOCIrory 60AUCrYyM CPT (YXT3, 2025/12/01):

Xoép TanbiH MCA, PCA-UiMH 3aartT KOPTUKO-CYBKOpTUKaN 6anpaang, 3eB 6yc xan63ptan, d=0.5-
1.5 cM XypTan XaM»K33CTan, X34, X343H TooHbl, DWI/ADC-uitH xopurtoMn, flair ropuma, ux spumMmTan
XypLaBTap MULIEMUNH XapBanT TogopxonsoraoHo. T2/Flair-H ux 3punMMTan X34, X343H TOOHBI
LaraaH 604UCbIH eepYeNTYYA, X0EP TaslbiH AyX O0/IOH YaMapXalH A3103HTUIMH CYOKOPTUKaN 3437,
TOA4OPXOMNOrA0HO. XaMpblH TacaaBy AyHA X3Crasp 3yyYH TUHLL 3pC MypUIACaH, CasCT XO€p Tang,
3y3aapcaH. MRA: Left MCA M2 d=0.4 x 0.5 cm, Left MCA M3 d=0.2 x 0.2 cm, Acom d=0.5 x 0.3 cm,
Right MCA M2 d=0.3 x 0.4 cm, Right MCA M3 d=0.4 x 0.2 cm, Right PCA P3 d=0.3 x 0.2 cM Tyc Tyc
X3MXK33CTaM UyAXaHryyaTan. Right ACA Al hypoplasia.

X3BJIMNH LLYJUTAT SPXTHUN X3T ABUAH OHOLLIMITOO (AOPHOIOBb AH3, 2025/11/27):

DN3rHUM X3MXK33 X3BWUKMH, rafapryy Tarll , 3X0 OWAT YXWUFA, MX3CC3H, NapeHXMMUA, roomMToT
©0OpPUNONTIYA. DNM3H AOTOPX 60JIOH rafHax LeCHUIM cyBryya epreceeryi. LlecHui xyyanm 6ara 3apar
arwmnTTan. Hop 6ynumnpxaiH XaM»>Ka3 X3aBUINH, Fagapryy T3rLl, 3X0 OUAT KU, UX3CCIH, MapeHXUMUA,
roNIOMTOT eepunenTryn. bynunpxamn cysar epreceeryin. [1anyy eepunentryin. 2 666pHUIA XIM>K33
X3BUWNH. X3BANAA, CYN LUMHIIHIYIA.

LI92>XKHWUW 3L, 3YPAT (YXT3, 2025/11/28, X3BT33 BAUPNIAN):
XO0Ep yyLUrMHbI 3yparaaa oJILUPCOH. YT X3aBUMNH. 3ypx ToMpoaryi. CyaacHbl 6arupblH Cyyasp epreH.
CuHyc YyeneeTan. ©pL, XaBUMH.

308yypb, aMH33YU, 1a6opamopu 60/10H 6azaiculiH WUHMCUN2332 YHOICAIH:

XAMLUUNH>XXUNH OHOLL:
LloumMor ToNromH eBAeTUNH XaMLLMHXK

BAUPLUJIbIH OHOLLI:
TapxmHbl aan3aH xanabc

YHOCSH OHOLL:
TapXuHbl 3yyH AyHAO apTEPUMH XarapcaH LY/IXSHIMWH LUIAATraaHT aasi3aH XafibCaH A00pX LycC
XapBanT, XaHT-Xecc 1-p 33par, Puwiep 1-p 33par

OATAJT0AX OHOLL:
TapXuHbl apTEPUIMH CydacHbl OJIOH TOOHbI Xarapaarym LyAxXoH, YMXpUMH LMMKUH X3BLLUMHXK 2 /
XSHaNT Myy/, ApTEPUINH JapasaT UXCIX OBYMH 2-p 33par

3SMUNH SMYUNTI3:

HumoTton /yyxaap, waxyypraap/, HeMponpoTeKTop /uepebposn3uH, LUUTUKOMH/, HoOoTpom,
aHTNGMOTUK /uedoTakcum 1.0rp 8 uarminH 3anTar egepT 3 yaaa/, Xoaoo.4 XxaMraanax /omenpason 20
Mr eaepT 2 yaaa/, 3pA3C BUTaMUH HEXeX, TapXMHbl XaBaH XeeX /MaHHUToA 250Mr 8 uarminH 3amTanm
enepT 3 yaaa/, TanBLUpyyaax, HOMpCYyax, apTeEPUNH gapanT Byypyynax, 6ycag LWUHX TIMAMMAH
3MUMATID /eBASNT HaMAaax, 606/ XKUNTUNH 3cpar/.

M3C 3ACJ1bIH SMYUJIT33:

Llaalumnp, TapxmHbl CydacHbl XarapcaH LY/IX3HJ, XaBdaap TaBux Waapgnaratan tyn LUYIT2-
XapBanTblH TacarT LUWM/DKYY/ICOH 6a slapanTal >kypMaap 2025/12/08-Ha, 3yyH TanblH NTEPUOHaNb
XYPL33P TapXUHbl 8BMHE/, X0/160r4 apTEPUIH LLY/IX3H, 3YYH TapXMHbI AYyH, apTEPUIAH TypBaH LUMPXIT
LLY/IX3H/, XaB4aap TaBMX M3C 3acasj, OPCOH.
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3ypaz 5. Mac 3acabiH 0apaax 6atioan

R

Talin6ap: HozooH 3ypaac - xasuuzocaH AA

X2J11UYYN3Ar

[aBNbIH AOTOPX apTEPUMH LYJX3H Hb TapXWHbl CYAACHbl XaHblH X3C3r raspblH ©prec/immnr
UNapxMnnpar 6ereepn HacaHA XYPC3H XYH aMblH AyHA 2-3%-a wnspaasri. LlynxsH xarapcaH
TOoXMoNAoA0, TapXuHbl aan3aB4y A00pPX LyC XapBaaT YYCH3. DH3 Hb TapXWHbI CYAACHbl XYHA, 3Mrar
Toouoraox 6ereen x3AMMrasp M34pa3/IMMH M3C 3acan 60/10H cyaac Hb AOTOPX 3MYMITI3HUIA apra
TEXHOIOTN XOMKCOH Y Hac GapanT eHaep, yOaaH XyrauaaHbl XeDKJIMNH G3PXLLU3N, Xe40/IMePUNH
YyagBap angargax 6angan yycrax spcasnTan xaasp 6ainHal®l. IXaHX ©eBUTEOHYYAUMH TapXuUHbI cyaac
Hb H3I LY/IX3HT3M 6ainaar 601 ras/ibiH 40TOPX O/10H LY/IX3H HUIAT ToxuonabiH 15-30%-4, unspaart?.
ONOH LYNX3HT3M 6BUYTOHYYAUNH ANIMNSHX Hb XOEP 3CB3J1 N'ypBaH aHeBpU3MTal bangar 601 TaBaac
0331 Ly/1X3H Gairaa Hb MaLl XOBOP 3K TOOLLOr4,A40r.

TapxmHbl aan3aH OYpPX3BYMMH O00PX LYC XapBa/ITTal OJIOH TOOHbl TapXWMHbl aHEBPU3MTaM
OBUYTOHYYAUNH MEHEXKMEHT Hb OHLLFOM XYHAP3NT3M 6anaar. YUnp Hb X3, X343H aHEBPU3MbIH AiyHAaac
XarapcaH LY/IX3HI TOAOPXOM0X Hb O3pXLU331TaN 6erees sMUMArIHUIM LLUNIABIP rapraxgaa oJIoH
AHEBPU3MbIT H3M3H 33P3r 3MYN3X, 3PCA3/1 60/IOH AaxXMH LyC asidax aroysiblH XOOPOHA, TIHLBIPUIAT
Xaaranax Laapanaratan 6ongor. MitMasc OHOLIMAMOO OOJIOH 3MUMAMI3HUI TesieBnereer 3eB
60/10BCPYYNaxblH TYy/[, COPOH30H pe30oHaHCbiH aHrnorpad (MRA) 6010H AMXKMTAN CyBTpaKUMIAH
aHrrorpad (DSA)-mir awmraacaH cyjacHbl UK 6YP3H AyPC OHOLLMATOO 3aMALryn waapanaratamni4,

bua xgaHanTryn apTepuiiH rmnepTeH3n 60/I0H YMXPUMH LUMMXKUHTIM 3a/1yy 3MarTang TapxXuHbl
aansaH OYpX3BYMMH A00pPX LIyC XapBasT, XOBAJIbIH AOTOPX LyC anaanTt 60/0H HalMaH TapXWHbI
aHEBPU3M 33P3rL3H MA3PCIH MAr33P33 OHLIMOM a4 xon6oraonTon oM. MM 010H TOOHbI aHEBPU3M
33par opLMX Hb TYMJIbIH XOBOpP Y33rasn 6ereen CyAacHbl 3pCAdNT XYYUH 3YMA Myy XSHanTTal
OBUYTOHYYA3, TapXMHbl CYAACHbl 3MI3r X3P 33P3r HapUMMH TOBOITaM GaMArMNT OHLJIOH Xapyy/ixK
GalHa.

OnNoH TOOHbI TapXMHbl aHEBPU3M Hb HUWAT aHEBPU3MTalM ©BYTOHYYAWUMH TyYpaBHbl HII XYPT3JIX
XYBbA, UN3PA3M MK M3A3313rAC3H 6anaar 60710B4 TIAM3PUNH AUMNIHX Hb 36BXOH XOEpP 3CB3IN
rypBaH aHeBpu3MTan 6angar? . Tapaac 4331 TOOHbI aHEBPU3M UJIP3X Hb HUIAT TOXMOAAbIH 5%-aac
bara xyBbf, axkurnarggar 6ereef, HanM Gyy TYYH33C OJIOH aHEBPU3MTaM TOXMONAYYL Hb 36BXEOH
LL©OH TOOHbI, CaHaMcapryn TOXMOA/bIH TalnNaHryyaaap xasraapaaraaart®./itmM xosop Toxmosaon
Hb K/AMHUKUIAH Typluaara XypuMTayynax O0/IOMMXUAI Xsa3raapsak, HOTOAMoOHA, CyypwucaH
MEHEXXMEHTUMH cTpaTern 60/10BCpyyaaxas XyHApaa yupyynaar.

TapXuHbl LyC 3pranTUMH aHAaTOMUIMAH XYBUMH OHLJIOT ©6pyYsIenTyyn, Tyxannban TapXuHbl ypa,
aptepuinH (ACA) runonnasu Hb ypcrasblH AMHAMUKUIAT angarayysaK, Cy4acHbl canaasicaH uaryyaaa,
aHeBpPU3M YYCaxX3A Heneengerit?,

MaHait eBUTEOH/, 6apyyH Ta/lbiH ypA, TapXuHbl apTepuiiH A1l cermeHTuUIAH runonaasu (right ACA Al
hypoplasia) 113pCcaH Hb TapXMHbI LLyCHbI YPCrasibiH TapXanTbIr ©0pUMIIXK, ypa Xon6ory aptepu (anterior
communicating artery) 6010H X0€p Ta/ibiH AyHA, TapxuHbl apTepuind (MCA) canaannbiH Xacryyaaa,
xaprax Xy (shear stress)-niir HamMarayyacaH 6amxx 6on3owryin. leMoanMHaAMUKUIAH cyanraaHyya Hb
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BunancminH ToMprimH Tarw 6yc 3CB3/ rMNonacTUK CerMeHTYYA Hb Ko/1naTepan ypcrasbiH 3aMyyg,
[,33p aHEBPU3M YYC3IX3[, 6pTOMTINIM BONrOArMINT XapyyacaH 6anaart? %,

TapxuHbl aan3aH 6YPX3BYMMH J0OPX LyC XapBanTTan 6ereen 0/IOH aHEBPU3MTaM ©BUYTOHYYASL,
a/lb aHEBPM3M XarapCHbIr TOAOPXOMA0X Hb UX3BYMIH XYHAPINTIN banpaar. KomnboTep ToMmorpadT
(CT) wnapcaH Uyc anganTblH TapxanaT, aHEBPU3MbIH X3MXK33, X3163p, »Kura, 6yc 6angan 33pruur
HUWTASI Wanryyp 60aroH awumrnagar 601084 34r33p Y3YYA3ATYYA Hb YPraJXK HanasapTam bangarrym
1, DHaxyy TOXMONOOAA 3YYH AYHA TapxXuMHbl apTepuiiH M2 canaa, yph, xon6or4 aptepu, 6apyyH
AyHA, TapxXuHbl apTepuinH M2 canaannbiH TYBLWUMHA, GarpaacaH X34, X343H aHEBPU3M Hb X3MXK33,
GalpLuiaapaa xarapcaH 60/30LUNyM raxk y3CaH. XOBA0/ pYyy LLIOMBPCOH Hb XarapcaH aHEeBPU3MbIH
GanpLUbIr TOFTOOXbIT Y1aM TOBOrTam 60roCcoH.

CPT WMHXNANraarasp xoé€p TasblH XUNN3X BYCUIAH winrasasc (border-zone) MN3PC3H Hb TapXUHbI
aansaH OYpx3BYMIH O00PX LlyC XapBa/iTbiH Aapaax cyaac ardmnT (vasospasm), TapXuHbl aBTO
30XMUYYNANTbIH angaraas, 3CB3/1 apTEPUMH AapanTbiH X3163/1331T3M X0/1600TOMIoOp TYP 3YYPbIH
TapXWHbI LlycaH XaHraM»xuiiH aytargan (hypoperfusion) yyccaHUUr untrax 6aimx 6onsoLuryit. Nimm
ULIEMUIH ©8pYNeNTYYH, Hb TapXWHbl aas3aH OYPX3BUMIH A0OPX LyC XapBajiTblH [AapaaxX XoXKyy
YEUNH M3AP3/IMNH TOFTOJILOOHbI YN a)KUaraaHbl angargan 60/10H 6BYHWUI TaBWUJ1aH Myyraap
Tercex 3pcAsn 60A4MMIT CYYIMMH YEUNMH CyAanraaHyy, oHLO/MK 6anHalt®!,

OpOoO0rMMH OJIOH Y/ICBIH YAUPAAMMKUA, AAXWH LYC angaxaac C3Prunsisax 30pMAroop Xarapcad
aHEeBPM3MbIT asib 60J10X 3PT cyAac Hb AOTYYP (3HA0BACKYSP) SMUMIMII 3CBI/1 XaBYaap TaBUX apraap
XaaxbIr 3eBneaer 6ereeg 6010MXTOM TOXMONAONA, YNACIH aHEBPU3MYYAMNUT LLaTasicaH Gangnaap
3MUNIXMUT caHan 6onroaor?. SHA0BACKYNAP SMUNAMIS Hb MHBA3MB BYC LLIMHXK YaHapTai 6ereeq, Har
yAaarnmH yma axkuanaraaraap X3 X343H aHEBPU3MbII 3MYN3X OOJIOMXKTOM TYJ1 OJIOH aHEBPU3MTaM
©BUYTOHYYAUNH XYBbJ, UYY TOXMPOMXKTOM apra 601>k 6ariHa®. [3CaH X34Mih 4 0/10H TOOHbI TapXUHbI
aHeBpu3M (extensive MIAS) Hb OHLrOM XYHAP3IAYYAUNT Aaryynaar. byx aHeBpu3MuiAr Har yaaaruitH
YN aXKuanaraaraap 3M4JsX Hb NpoueaypbliH 3pCA3/l, KOHTpacT 604MCbIH adaanas, UWEMWUIH
XYHOPINYYOMUT HIMIrAyy/a13X MaragsanTtan. XapuH 3MYN3rA33rym aHEBPUSMYYAUNM YAA433X Hb
MP33AYNA, Xarapax 3pca3nunir garyynHa. MiimMasc aHeBpu3aMblH Mop@osiory, eBYTOHUN GUeninH
E€peHXui banpan, TyxamH 6anryynnarbiH Typluinara, 6010M»x 6010/L00HA, TYAryypslacaH MeH XyBb
XYHUI OHUIOIT TOXMPCOH CTpaTern 6010BCpyy/lax Hb 3aMALLUNYN LWWaapaaraTan.

TopnornnH goopx Lyc XapBanT 60/10H XOBA/IbIH A0TOPX LyC afiAaaT 33par YYC3H X34MN 4 TyXalH
©BYTOH/, TOAOPXOM FOJIOMTOT M3AP3/IMNH ©6pUSIeNT Uap3aryn 6ereeq [NasrormimH KOMbIH YH3IM33
15 6aicaH. MM TOXMoNA0N Hb XapbLLAaHIy XoBOp 6ereef, TapXWHbl 3AUWH 3PT YEUWH FIMTIN
XapbUAHrym 6ara 6amcHbIr UATIHI. [3C3H X3AMM 4 3MYN3MA33rYM 0/1I0H TOOHbI aHEBPU3M bBaricaap
Gairaa Hb Laalwng OaxuH LyC anfaax YPraHKUIACIH 3pcas/mnir 6uin 6oarogor.

YpT XyrauaaHbl X0€pAory ypbAuuaH CIPrUMISNT Hb aHEBPU3MbIH 3UCUMH, BYPIH 3MUYMITI3
aMXXUATTaN XMITA3X 3C3IX 60JI0H 86pU16X BONIOMIKTOM 3PCAINT XYHMH 3YNJICUAT, SNaHTysa apTepUiiH
rUNEPTEH3U, YUXPUINH LLUMXKUH, ©6X TOCHbI CO/IMLLOOHbI aNAara/bir (AUCIUNUAEMUIT) CalH XAHAXTal
LIyyA, XxaMaapanTan.

AOYTHIONT

DH3XYY TOXMOMA0M Hb Mall OJIOH TOOHbI TapXWHbl CyAAaCHbl aHEBPU3MbIH (extreme multiple
intracranial aneurysms) Tanaapx xs3raapaaraman cyfasraaHbl M34JI3IT XyBb H3M3pP OPYY/IXK, X374,
X3[J3H YyXan 3ap4yMbIr 6aTtaTraH Xapyy/pK 6arnHa. YyHA: TOpJior A00pX LYC anaantTal eBYTeH.,
OYpP3aH XaMXK33HUIM aHrnMorpadblH YH3Ir33 3aM/IWINYHM Waapanaratan 6amx, CyaacHbl 3pCasnT XyUYuH
3yMAC BONOH LYJIXHUIA aHAaTOMUNH XYBUNOapyya, Hb aHEBPU3M YYCIX3[, YyXasl Hes1ieeTal balix, MeH
O/10H canbapblH XaMTapCaH MEHEXKMEHT X3P3rL33TaN MAMMNUN OHLLOMXK BalMHa. DPT YEUNH TyCaM»K
YMAUYMAM33, XarapcaH aHEBPU3MbIH 3X YYCBIPUIT 36B TOA0PXON/I0X, M3PIaLLICIH M3AP3/IMIAH TeBA, Lar
anfanrym WWIKYYN3X Hb IMUYMATIIHMIA YP AYHT CalKpyynaxag dyxan ad xo/160ra0aToun.

LlaawabiH cypanraaraap OJ/10H TOOHbl aHEBPU3MbIH Ye[, 3MYMJIF33HUIA OHOBYTOM CTpaTerumr
TOAOPXOMNN0X, TYYHUNIH OJIOH FOJIOMTOT aHEBPU3M JlyHJaac ajib Hb Xarapax 3pcAsa eHAepTanr
ypbA4yMaaH TaaMarnax buoMapKepyyabir UApYYasx Waapasaratan 6anHa.
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3.1 TOPOJIXUNH CYNMPABEHTPUKYJIAP TAXUKAPAMU:
NX3P HAPAUH TOXNON1 400N

B.6n3utixuwuz! 3.Mpaamaa IHomun?! XK. ApuyHscapzan? Y.CapmaHoax?
HOAr!, ALLIYYNC?

TOBY XYPAAHI'YWN

TepenxmMnH CynpaBeHTPUKYISIP TaxMKapAW Hb HApal yen TOXMOAZAO0X 3MIAr XaM ajgarisibiH
XaMIMMH TYF33M3/1 WasTraaH 601084 Ay TYY HApa g TOXMONA40X Hb XOBOP HUMT amMba, TepenTten 1:1000
JaBTaMXKTan unapaar 6ereen ayTyy HApana 3H3 Y3YYA34T M3A3raAsxymu, 6ara 6yroy 1:10000 opumnm
raK cyaanraaHg aypacaHd 6anaar. yTyy HApang, 3ypxXHUA OYHUHTUMAH XeDKUA Ay TYyY, GU3MON0TUIMH
Heel, xs3raapaargMaa Tyl eHAep X3MT3M TaxmapuTMu 60rMHO XyrauaaHg, remMoAuHaMMKWUIAH
30XMUYYNanTbIr angarayyngar. TepcHUM gapaax aXHUA eApyYA3[, CYyNpaBeHTPUKYAAP TaxuKapam
[AaBTaH WIP3X Hb 3HA3MO3/, XYHAP3IN eHAepTIN. VIXap XKMPIMCNINT34, TOXMOA0X Hb Mall XOBOP
bereef, UXap HApPaMH SMHIN3YMH ABL, YP AYH 3pC sAaraatan 6amnxk 6onaor.

ToanTuiMH 32 [0N00 XOHOITOMA, AYTYY TOPCOH, XO0EP WX3p HApang, TOPenxXMnH XyHA,
CYNPaBEHTPUKYIAP TaXMKapAN MN3PCIH OHLIOM TOXMOAANLIM TOAUAYY/K 6aliHa. Harayrasp uxsp Hb
TopcHuM aapaax 20-30 MUHYTbIH aoTop 300-342 yaaa/MWH XaMT3al CynpaBeHTPUKYISIP TaxmuKapam
MN3PC3H 60/1 HBree UX3PT TOPCHUIN Japaax IXHUKM LarniH 4oTop WxXKa 6ananaap XyHa Taxmaputmm
YYCC3H. Harayrasp nxap Hb aMUUArI3HA, YP AYHIYN, XYHA, TaXMapUTMUIH yamaac 1 xoHor 3 uarumH
HacTana, 3HACIH. Xoépayraap uxa3p Hb aMbaapcaH 6ereen, 30 MUHYT 60/10H 48 UarMMH HacTang,
[JaBTaH CyNpaBeHTPUKYASAP TaxMKapam UA3PY, XYHAO, X3163PpUIMH LyC 3pra/ITUAH XIMpaJl, aMbCrasibiH
AyTaraan ryH3rumpd, cypdakTaHT 3MUUIMID XUAFA3H 76 UarnimH Typll MeXaHUK aMbCranayynant
XUMC3H.

DH3 TOXMOAA0/1 Hb AYTYY HApana TOXMOAACOH TOPONXWUNH CYNPaBEHTPUKYIAP TaxUKapAunH
eHAep 3pCa3I, UXPYYAUNH IMHII3YIMH ABU, 3pC a/raaTam 6am»x 60/10XbIr Xapyy/hk 6anHa. AMbaapcaH
HApana, 3pT OHOLWIMAT0O, Uar angaaryi xXaM angarajibiH 3Cpar 3MYUIT33HUM MEHEXMEHT,
cyp®aKTaHT 3MUYMAra3 60JIOH yaaaH XyralaaHbl OHOBUYTOM MeXaHWK aMbCrayyaanaT Hb aM>XUITTan
YP AYHA XYP3X3[, H3H Yyxas 6alB. DHIXYY TOXMO1401 Hb AYyTYY TOPCOH UX3PT UIIPCIH TOPOSIXUIMH
CYNPaBEHTPUKYIAP TaxUKapau Tanaapx XoBop 60/710BY YHITIM HOTO/IFOOT HAIMIrAyY/HK 6aHa

TYNXYYP YIC:
TOPOIXMINH CYNPaBEHTPUKYSP TaxnKapau, AyTyy HApal, UX3p, MEXaHUK aMbCrayy/s1anT, HapalH
3PUYNUMT IMUMAIII

oPLUNN

CynpaBeHTPUKYNSAp TaxMKapAu Hb HApal yen TOXMONAO0X 3YPXHWI 3Mrar XaM angarasibiH
XaMIUIAH TYraamasn xanbsp 6ereen HApamH HUUT X3M angarasbiH 60-80%-unr 33an83r. [3c3H
X3AUM 4 TOPOJIXUMH CYMNPABEHTPUKYASAP TaxUKapAu Hb AYyTYY HsApang Mall XOBOp TOXMos140Xx 6a
PU3NONOrMNH OHLJIOT Hb 3MH3I3YMH WP, SBUbIM UAYY XYHA, 6onroaor. Yunp Hb AyTyy HApang,
3YPXHUM BYTUMMH 6a YN aXKuanaraaHbl XerKua AyTYYy, XOBAJIbIH XaHbIH YSH XaTaH 4aHap 6ara,
LOXWMANTbIH 33/13XYYHUIM HeeL, xA3raapsiargMa, aBToMaT M34,03/IMAH 30XULYYaNT OYP3H Xerkeerym
6angar. inm ¢usmonoruitH oHuior Hb 280-300 ynaa/MUH-aac gaBCcaH eHAep TaxMapUTMK YyCaX
Ye[, CACTEMUIMH LIYCHbI 3PraIT XypAaH XaMpax Hexueaumnr bypayynaar.

Hapain yen, MyMoKap, Hb LLOXMAITBIH 33/13XYYH33 HOM3IrAyya3X YagBap 6ara ydpaac 3ypxHuUi rapu,
Oapar 6yx3/1433 3YPXHUIM X3M33C XaMaapaar. 3ypxXHUM XaM X3T XypAcax TOXMOAA04 AMacTOJIbIH
AYYP3ATUMH Xyrauaa apc 60rMHOCOXK, yJiMaap LyCHbl rapl, oruomM 6yyp4, CUCTEMUNH apTeEPUNH
Aapant 6yypax, 604NCbIH CONU/ILLOOHbI aUMA03 HIM3IMA3X, Y/IMaap OJI0H 3PXTHUI AyTaraang Xyprax
3pcasanTan. MIMMaac cynpaBeHTPUKYASP TaxmMKapam 60rMHO XyrauaaHa, apaxaj y AyTyy Hspang, aMb
HacaHp, Hb aloy/ITall XyYHA,P31 YYCraXK 60HO.

TepenxunH CcynpaBeHTPUKYNSAP TaxMKapAMMH MX3HX Hb AaBTardax MexaHu3maap yycasr 6a
accessory pathway garyyx atrioventricular re-entry tachycardia (AVRT) 6ytoy Wolff-Parkinson-White
XaMLLWHXXT31 X0/1600TOM X3/163pyya AaBaMranagar. MeH atrioventricular nodal re-entry tachycardia
(AVNRT), nnyy xoBop TOXMOALOAA 3KTOMUK TOCTYYPbIH TaxuMkapAm 6o0s10H junctional Taxmkapam
nnapy 6onpor.

AyTyy HspallH XyBbA, 3pACUMAH T3HLUB3P anjargax, ambCran xsmpan, reMoanmHaMUKUMH
TOrTBOPrym 6anaan 33par Xy4nH 3yW/1C Hb XaM anaarasibiH 3pCA3/IMNT HIMIrayyaaar. YyYH33ac ragHa
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aMbCra/ ravaasi/ibiH XaMLUWMHX Hb MUOKapAbIH XYYUATOPOIYMNH X3P3TLLI3T HIMIMAYY/K, CUMMNATUK
WAIBXXKUAMIT  UXICMF3CHI3P CYNPABEHTPUKYNSP TaxuKapauTak XaBcapCaH XYHAPIAUWAT  yiaM
FYH3rMMpYya4ar.

ONOH yparTam >XMPaMCNIATIA, AYTYY TOPONT WYY 3103 TOXMONA0XK, UXCUIAH AyTaraa, yprumH
apxar OyTaAT, AaMXKyynax TOrTO/ILOOHbI yAaMLLJIbIH 3MI3r 33par apcasn eHaep Ganpar. MPxn3s
UXPUINH XOEp yparT X0€yNaH TOPOeIXMIAH CYNPaBEHTPUKYASP TaxXMKapAn 33p3ar MAP3X Hb MaLll XOBOP
6ereef, MN3PCIH Y SMH313YMH ABL, YP AYH Hb XOOPOHA00 OrT eep 6alyk 60,10X Taslaap XaHranTTam
HOTO/IFOOTOM cydasiraa LeeH banaar. AnaHrysa Har UXap aMb, V143X, HOFree Hb XYHA, X3/163pUiH
TaxMapUTMUIH y/IMaac Hac Bapax TOXMO1 401 Hb IMrankam, GU3MONOTUIH araar ToAapyyiaxag, ad
XON60r4oNTOM Y, MaLl XOBOP TOXMONAA0T.

AyTyy HapalH 3ypXHW OYy/IMMH Hb arwimx YagBap Cy/, AMacTO/IbiH AYYP3IAT Myy, aBToMaT
30XMLYYNaNTbIH XOMKUA AyTYY, 3YPXHUA rapanTt 6Gapar 6yx3/1433 X3M33C XaMaapax OHLJIOrTom
6anpar. MMMaac 3ypxXHUN LLOXMATbIH TOO Har MuHyTag 250-300-aac g33w1 6anx Hb AMACTOJIbIH
Xyrauaar 3pc 60rmHOCroXK, LLYCHbI FapLbIr MUHYTbIH AOTOP OrLoM ByypyyixK, CUCTEMUINH Nepdy3nnr
angargyynjar.

LyTyy HApana cynpaBeHTPUKYASIP TaxMKapam YYC3X ro/1 MEXaHM3M Hb AaBTaMXK OyHoy LlaxmaraaH
JOXMOHbI 3PraH TOMPOH AaMXMX XyypaMu x3/1x33 6angar. YyHa: AVRT (atrioventricular re-entry
tachycardia), AVNRT (atrioventricular nodal re-entry tachycardia) 33par gam»kyynax 3aMbIH aMraryyg,
XaMIMMH TYrasaman.

LyTyy HApana cMMnaTuK gaBaMraitsicaH HeMpo-BereTaTMB 30XMLYY1aT, BaryCblH /napacuMnaTumk/
TOHYC AyTMar, MoHbl cyBar 60/10H AaM)Kyynax CUCTEMUMH 6ON0BCPONT OYP3aH rynusa 60s100ryi
Oanpar. 54rasp Xy4uH 3yMa Hb CIP3N1 JaMXKyynax TOrTO/ILOOr TOrTBOPryM O0/IroH AaBTaraax Xasixa3
YYC3X HOXLLOIMHNT BYypayyaaar.

3YPXHUIA BYTMUHIMAH ANMACTONbIH AYYPINT Hb AyTYY HApang 6ara 6ereep 3ypxHUi rapu, 6apar
OYyX31433 X3M33C XaMaapgar. 3ypxHui uoxmnTtblH Too 300-aac 33w 601601 AMACTOMbIH Xyralaa
YHAC3HA33 anparaa)k, LyCHbl X3MXK33r COpoX 6onomMyKryn 6ongor. YyHUM yp AYHA LYCHbI rapy,
OoryoM 6yypd, apTepUMH JapanT yHaXK, 3pXTHUN nepdysn angaraark, XypaaH xyrauaaHg, JaktaT
eceX, 60AUCbIH COMTMNLLOOHbI aUUa03 YYCOar.

NXx3p >KUPIMCNINT Hb TOPOJIXMNH CYMPaBEHTPUKYNSAP TaxUKapAUWUMH 3pCA3/IMAT  yNaMm
H3M3rAyyAasr. YYMp Hb UX3P XKUPIMCIINTUNH Yea AyTyY TOPONTUAH AaBTaM»X eHOep, ypar aMapxaH
CTPECCT epTAer, AaMXKyYJ1ax TOITOJILLOOHbI X8 K/IMNH Araa, 604MUCbIH CONIMILOOHbI ©6PYNONT 33p3r
XYYUH 3YMC XaBcapaar.

X3Aunrasp KXW ygam 3yMTam UXpYyA34d XaM angaraan aguna unpax 60a0B4Y yp AYH T3C eep
rapgar Hb Toxmongon 6ypa Tamnbapnaxag, 63px, cyanargaarym oHUJIOr Taayyn, os10H Ganaar.

TOXMongon

23k I1. 40 HacTal 3axuiH V >xmupaMcasanTuitH IV Tepent 32 00100 XOHOr 2 efaep. XyralaaHaac
©MHe 3Mrar Tepe/iTeep Tepex 3aMaap TOPCOH. Ypar OpYMbIH LUMHIAH TYHrasaar, XaMm»33 X3BWUMH.
AcyyM>Kaap 3x34,apxar eB4MH, 604M1CbIH CO/IM/ILOOHbI 3MIar, 6amMbait 6y 14unpxaH eBYNH, ay TOUMMYH
3MI3ar, yaaMLU/IbIH X3M anaargan, 3ypPXHui TOPesIXUNH FaXkur 33par eBYHUM TyyX banraaryi. Yprum
X3M angargan yycra)k 6on3owryit aMm (B-aroHUCT, AUFOKCUH, aHTUAENPECCAHT, TUPEeoUs, SMUYM/IT33,
KODEMHUIN OHZOP X3P3I/133 I'3X MIT) X3P3M/133rYyN.

TyxalH >KMP3MCHUIN 3XHUIM T'YpPBaH capd, XMIAFACIH X3T aBMaH LUMHXKUM33rasp 2 aMHMOH OYpPXYYATaN
MX3P ypar OHOWOrACOH. XKMPaMCHMI XsiHaNTag, TOrTMOJ1 XaMpargcaH 6a ypruiiH eceT, X3B LUMHXK,
ypar OpYMbIH LUMHI3HUIA X3MXK33, OBUOPU3NKUIH Y3YYNINTYYA X3BUMH 6amcaH. Nxap xoép yparT
©CONTUINH 3epyy banraarym.

MpeHaTanb yen, Oyloy TI3ATUMH 22 07100 XOHOITOMA, XWHMACIH YPrumH 3ypxHuUn IXO
LUMHXKMAI3raap X0E€p yparT 3YPXHMM OYT3aL, X3BUMH, XaM angarfanryn, YOKUAT axKurnaraaarym,
MXP33C UX3PT LYC FOYA3X XaMLUMHXK UP33ryn 6amcaH.

Taantuinh 31+5 007100 XOHOITOMA, >XMP3IMCHUMA XOXKYY XOPAJIOro XyHA X31063p 3aanTtaap
OeKcaMeTasoH 2 TYH 3X34, XUATACIH.

NXPUWNH | XYYX3[,

TaanTUNH 32+2 A0n00H xoHortona 1650 r >KMHT3M OXMH TepceH, Anrap oHoo 4/6. TepcHeec
20 MUHYTbIH gapaa 3yYPXHU LOXUATbIH Too oawmnpy, SVT 290-340 ynaa/MUH UN3PCIH. aleHO3UHA,
OOrnHo xyrauaana xapuy erceH 601084 gaxmi SVT nnapcaH. AMMogapoH 6010H A3MMKMX SMUUATIIHA,
Yp AyHrym 6aricaap 60rMHo XyrauaaHsa, LWoKbIH 6anaang opcoH. AMberasibiH 60/10H reMOAMHAMUKUIH
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TorTBOprym 6amngan camxkpaarym. AMbapanbiH 1 xoHor 3 uaruiH Hactang SVT-unH XyHa, Xxan63puiH
Jaam»kpas 6010H aMbCras, reMogMHaAMUKUINH TOFTBOPryn 6ananbiH y/IMaac HApanl SHACIH.

MXPUWNH 1l XYYX3[,

Ta31THNMH 32+2 pon00oH xoHortona 1650 r >kuHTan, 40 cM ypTTal OXMH TepceH. Anrap oHoo 6/8.
TepceH uaraac aMmbcras radaasasblH XaMLUMHXK UA3PCaH. AMbapanbiH 30 gaxb MUHYTaZ, 3YPXHUI X3M
300-312 ynaa/MuH 601coH. ApTepuiiH gapant 64/34/44 mMHg, uaraaH To/160HbI LLUMHXK 3epar 6yroy
KanunnsapbiH AyypanT >3 cek 6amB. ApbC LalBap, aMbCrasibiH AyTarasblH LWMHXKYYA, TOA, UI3PC3H,
YarHasiTaap TaxMapuTMu TacpanTrym Yprasxkuak 6ams.

EpESPEfaiH SXHEE T G alMAH SypaHAR SEUNT RIH AWHSMAR
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3ypaz 1. Hap, matinbap

OMHan3ymna xyHa SVT (Hamccan QRS), ambcranbiH gyTtargan, 604MCbiH COMU/ILLOOHbI auuaos,
apTepuiiH gapanT byypanT, nepdy3niiH anaaraan gaBamMramnk 6amncaH.

JNABOPATOPUWH LLUMHXXWUIIT33:
LIycHbl X1iiH WwWinH»Kuaras (ABG):
e pH:7.25
* pCO,: 52 mmMHg
+ HCO;:18-20 mmol/L
- BE:-6
e JlakTtaT: 5.2 = 5.8 mmol/L (SVT-uiH yeap ecceH)
LLyCHbI €peHXMIN LUNMHXKUAMI3:
e Temornobun 165 g/L
*  UycHbl yaraan ¢ 13.5 x10°/L
+  SAntac 220 x10°/L
SPACYYA:
* Na": 134 mmol/L
K" 5.5 mmol/L (6ara 33par ux)
»  WoHxkcoH Ca**: 1.05 mmol/L (6ara 33par 6yypcaH)
+  Mg*:0.82 mmol/L

CRP:

e X3BUIH (<1 mg/L) - xanaBapbiH LLUNHXKIYM
OxoKT:

o 3ypxHuM 6yTaL: X3BUIMH

 EF:60%

* PDA: 2 MM, reMoaUHaMUK a4 Xo0/160rgoarym
*  MuoKapAUnH arwmnaT: X3BUIMH
* TamMnoHaaa, YYLIrMHbl AapanT UXCINT Ganxrym

*  Hapuinn QRS

* P ponrvoH snrapaxryn

« HR300-312 bpm

*  X3M angarasibiH XO0poHA, CUHYCUMH X3M/, 3PraH OPCOH
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2025-12-23 P nyrai
HR ~287, SVT

3ypaz 2A. 3L6

Anzan oHowunzoo: CUHYCbIH TaxuKapau, TOCryypblH GaaTTep, XOBAJIbIH TaxMKapau, 3YpXHUIA
rapasTai WOK 33P3r 3MraryyA33c s/iraH OHOLLWJICOH.

MEHEXXMEHT
1. 3ypxHuIM XaM angargibiH SMYUAras 6a yp AyH:
IxHuin SVT (30 MUHYTbIH HacTana):
* Baryc maapanuir uo4poocoH - Yp AyHrym
* ApeHosuH 0.1 Mr/kr - Xapuy ereerym
* ApeHosuH 0.2 MI/Kr - XaM TortBopXkmK, 3LUT 147 60/1coH
* X3M anpgargsiaac CaprumasnT - AMMoaapoH avaassibiH TyHraap /5-10Mr/Kr/u, 3XancaH

JasTaH nnspcan SVT (48 uarnitH HacTana):
« 3UT >300-312
 AJl yHacaH
* JlaktaT 5.8 mmol/L-Aa xyp4y ecceH
s AMbCrasibiH XaMpaJsi, arHo3 H3M3rAC3H

2. bycap amunnraa:
*  [ob6yTaMuH - nepdysn AIMMKNX 30pUITO0P 2.5MKI/Kr TyHraap
*  JdpacuitH eepunent 3acaracaH (Ca, Mg, K) ‘
o LLMHIraH X3pary3aT XaM»K33rasp XMUracaH

3. AMbCrasibiH A3MXN3r

CypdaKTaHT aMumMAraa: AMbCran radaaanbiH XaMLLWHXK XYHA, X3163p, CunBepMaHUIMH YHI/IM33r33p
8 oHoOoTOM GalcaH Tyn 1 uarnmH HacTtang, cypdpakTaHT XMNCIH.

MexaHuK ambcranyynant: 76 uarund Typw SIMV/PCV ropmmMoop amMmbcran yaupaak, aMbcran
TOrTBOPXCOHbI gapaa CPAP pyy wnmKyyncaH

4. O3MXNX 3IMUNITI
*  BueuniiH gynaaHbIr X3aBUNH XaMXK33HA, 6apmx
*  [11OKO3bIH TYBLUMHI XSHAX
*  LWwuHraHnm 6ananHc, Anype3nnH XaHanT
* LUoKbIH yen cyacaap LUMHIAH HEXeX

X3USIMXK

DH3XYY TOXMO A0/ Hb T3/TTUMNH 32 107100 XOHOITON/, TOPCOH, XOEP UX3P AYTYY HAPaH X0EynaHa,
TOPOJ/IXUNH CYMPABEHTPUKYAAP TaxuKapAu WUASPCIH XOBOP TOXMOAAO0 oM. Harayrasp uxap Hb
3MYMJITI3H/, TICBIPTIM CYNPaBEHTPUKYASAP TaxnKapam yiMaac Hac 6apcaH. XapuH xoépayraap uxsp
Hb aMbapasnbiH 30 MUHYT 6010H 48 UarMMH HacTang, AaBTaH CYMpPaBEHTPUKYASAP Taxukapau er,
aMbCranbliH AyTaraan Unspd, 3ypxHui xaM angargnbiH 6010H cypdaKTaHT aMumarss, 76 uaruniH
MeXaHWK aMbCraslyynanT WwaapAcaH 4 amMmb/, Y/14C3H.
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3ypaz 2. Vixap HApaliH 3MH3A3YUH WuUHMculiz XapbUyyncaH 3ypaznan

M>Xnn TaxmapmuTMmn MA3PCIH UXPYYAUNH SMHIN3YMH SBLL X3PX3H S/raaTtalt @pHeXK 60/10XbIr 3H3
TOXMONA0/1 XapyycaH 6ereeq HApanH 3PYNUMT IMUYMATIIHMN TaKTUKUIH ad XO0N60rabIr TO4 UNTIIXK
6arHa. MIxap TepceH Hsapana, s/raa YyYCaxuinr gapaax MexaHmsmaap Tamnbapaaxk 6oa10x oM. YyHA,

*  ABTOMAT M34pP3/IMINH TOrTONLLOOHbI XOMKUAT A/raatam

*  VoH cyBar 6010H gam>Kyynax TOrTo/IL0O H3M3H aaus oumLl

«  Tepex papaanan (1-p Hapalt 2-p HApal) GU3MONOTNIMH fapaMT eep

e VIXCUIMH uyc 3pranTuinH aaraa

o Xy4mnTeperdyumimH TyBLUMH eep eep

3ypxHui yoxuntbiH Too 300-aac A33W rapcaH yea, AMacTo/blH Xyrawuaa YHACOHA33 anjaraax,
LLYCHbl X3M>XX33I copox 6o10MXryn 6ongor. YYHUIA yp AYHA, LYCHbI rapl, oruom 6yypd, apTepuinH
OAPanT YHaXK, 3pXTHMI Nepdy3n angargak, XypaaH XyrauaaHm, J1akTaT ecexX, 604UCbIiH CONU/ILLOOHDI
aumaos yycaar. IxpuinH xoépayraap Hapana CyrnpaBeHTPUKYASP TaXUKapOMNAH YE3P UI3PCIH aLnaos,
NaKTaTbIH UXCINT Hb A33PX 3MIAr GU3MOSIOMUIAH TOA, UIP3J1 OM.

Bua, n33px X0E€p HsApalH 3YPXHUI X3M anaarasibiH aMumnrasHg, onoH ynceiH NICE, AHA, PALS,
Neonatal Arrhythmia Guidelines 33par yampaam»umg 3aacHbl garyy aHxHbl coHronTog Adenosine,
JaxXUNTbIH yea Amiodarone xaparnacaH. AgeHo3nHAa TacBapTa SVT-4 amiodarone Hb AV 3aHTrn1aaHbl
C3P3N AaMXKYYNaNTbIr TOFTBOPXKYY/1aX, AaBTaX X3/1X33r Tac/ax yp AYHTaM apra toM. beTa-6s10kep
(propranolol) Hb AyTyy Hsipang, amMbCrasbiH AyTaraan, apTepUnH JapanT B6yypanTbir HIM3IMAYY/1aX
3PCAINTIN TY1 TOXMPOMMKIYM 3K Y3C3H.

AOYTHIT:

LAyTyy Hapang TepenxuiiH SVT nnpax Hb eHAep 3PCA3/ITIN, MEH MXKU yaaMTan UXPYYAUMH XYBbA,
Y 3MH3/I3YMH 9BU, YP AYH aAUANYIr A33PX TOXMOIA01 UATIIXK BaliHa. PpT OHOLLMATOO, 3YPXHUIN X3M
angarasibiH TYPraH, OHOBYTOM 3MUYMJIF33HUN TaKTUK, CypdaKTaHT 60/I0H MeXaHWK amMbCraayynant
33p3r UOrL, 3pYMMT 3MUYW/Ir33 Hb aMbj, YA03X34 LUMAABIPS3X ad xonborgonton. buaHuim snH3
TOXMOA0/1 Hb AYTYY TOPCOH, UX3P HAPa g UAPaX TepenxmninH SVT-UIMH Tanaapx cypram, Maa331/IMnr
H3M3H BasXKyys1>K BalHa.

HOM 3YW:
1. Doniger SJ, Sharieff GQ. Pediatric dysrhythmias. Pediatr Clin North Am. 2006.
2. Ko JK, Deal BJ. Supraventricular tachycardia in infants. Prog Pediatr Cardiol. 2013.
3. Moak JP. Supraventricular tachycardia in the newborn. Curr Opin Cardiol. 2020.
4. Casella F, et al. Neonatal arrhythmias: clinical aspects. J Cardiovasc Electrophysiol. 2018.
5. Walsh EP. Mechanisms of SVT in infants. Pediatr Cardiol. 2015.
6. Hoffman JIE. The neonatal myocardium and physiology. Neonatology. 2018.
7. Pfammatter JP, Paul T. SVT guidelines in neonates. Eur J Pediatr. 2001.
8. Villain E. Neonatal supraventricular tachyarrhythmias. Arch Cardiovasc Dis. 2019.
9. Perry JC. Antiarrhythmic therapy in neonates. Cardiol Young. 2005.
10. Salerno JC, et al. Response to adenosine in neonatal SVT. Pediatrics. 2009.
11. Kothari DS, Skinner JR. Neonatal arrhythmias: mechanisms. Lancet Child Adolesc Health. 2019.
12. Jaeggi ET. Arrhythmia outcomes in preterm infants. J Pediatr. 2012.
13. Southall DP. Studies on neonatal conduction system. Br Heart J. 1980.
14. Friedman RA. AVRT in newborns. Am J Cardiol. 2003.
15. Garson A Jr. Pediatric arrhythmias. Saunders. 2002.
16. Gupta A. Management of SVT in infants. Indian Pediatr. 2017.
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3.2 HACAHZ XYP3rcas4 TOXMON 40X LUABUA YHOMIUIAT
XAMAPCAH XO)>KWHbI BYC BYPKUTT JINMM®OMbIH OHOLLIUJITOO,
AMYUIINHUN TOXNONO0N

B.Aamanwazaii!, M.MeHxyayaz?, b.Anyoaps?, T.Xuwuz03n23p*, [1.Hyp3200ynam?, Li.bymcuomaa’,
3.3n632ucapzant, T’'Hunbam?, IN.banucunHam?, C.Lspauxyy!, b.bamuumsz?, A.OroyHoMUH?
b.Xuwuaxcapzan?

! lycHbl IMm232 Cyonan, HYemez LLunxcyynaH Cyynzax Tes, YacoiH H320y233p Teg SMH3132
2Cypzanm, Ip0am LLlunnucunzsas, XammeoiH Axucunnazaarel Anba, YacelH H320y233p Tee IMHI32

3 DMH313YyliH Om2z32 CydnaneiH Ha20caH Jlabopamopu, YiceiH H320y233p Tee SMH3132

“LlycHbl IMm232, Xasoap CyonanviH Tacaz, 3x XyyxouliH 3pyya MaHouliH YoacHuli Tes

*Cakypa FOHunab dmesz CyonansiH Jlabopamopu

YHO2CNI):

JlumdpoMm Hb aapxnanbiH TOrTOALOOHbI IMMMOLIUT 3C33C YYCAIM LYCHbl XOPTOM XaBApbIiH Oyn3ar
6eree, SMH3/13YIA TYHraArMMH Gyn4mMpxai TOMpoX (Xy3yy, Cyra, LlaBb), LLOHEOP Xenpex, Xaayypax,
LIANTraaHrym >uH 6yypax 33par B xam wunH»33p nnappaar. bypkutt ammeom (BJ1) Hb XOAXKKMHbI
Oyc B acuiMH paBLUMHIYM 9BLUTaAN, XOBOP ToXuonanor AammeomsiH Tepen oM. HacaHa xyparcaniiH
ayHAa xkunp 1 caa xyH ampa, omposinooroop 2.5, xyyxasa 4 wnH3 Toxmongon yprtrargnar. XyMCUmH
XapbL,aa 3parTai gasamrai (4:1) 6ereen HacaHA, XyparygminH HUMUT AMMPOMbIH 1-5%-uir 33ana3r
6o xyyxanmH B acuitH amMdboMbiH oposibooroop 8-10%-a Toxnongaor. XyyxamnmH HacaHg, 3-12
HacaH[, XaMIrMIH TYr33Man UA3paar.

Masap3ymH xyeba, APpuK, LLInH3 MBMHEN 33par xyMxaa 6010H dnwiTenH-BbappbiH Bupyc (EBV)-biH
Xanagap eHAep TapxaaTTan 6yc HyTarT 3HA3MM Baanaap Toxuonaaor 6on Xona AMepuk, EBponTt
XYYX3[, ©CBOP HaCHbIXaHA CMopaguK X3/7103p33p TOXMOAAO0HO. DH3 Xx3103punH BJ1-bIH yen, TeB
M3AP3IMAH TorTonuoor 20%, wasma yemruinr 30-35%-a0, xamapgar. MoneKkyn reHeETUKUIAH XyBb/,
BJ1-bIH ron oHus0r Hb 8-p xpoMocoM gaxb MYC reH 95%-4 nnapasar. H3 MOJIEKY ©6PYIeNT Hb
3CUIMH YPXKJIMAT XypAacrax, HAep MUTO3bIH MA3BXXKMATIN WYYa X0N600TON.

Hacang xyparcasa, ToXmonaaor 3apmm LyCHbl XaBApblH OHOLLUW/ITOO, 3MUYMUITI3HUI acyyaan oa0or
XYPTaa 6Yp3aH CTaHAapTyYMAargaaryi 6amHa. DHaxXyy axksiblH 30puro Hb Xoa)KKMHbl 6yC IMMQPOMBIH
XOBOP TOXWMOAAJIbIH 3MH3N3YH, MOPHON0OrM, MMMYHOTMCTOXUMU, 1abOPaTOPUNH Y3YYISNT GONOH
3MYUIFI3HUN YP AYHI Tannbapaax 30puUaroTon.
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3ypaz 1. (A) JaaxuliH 3pyyn M3HOULH 6alizyynnazeiH Uyc myH2an2uliH xagopwlH aHzunan 2022 oH (B) BJ1-biH 3mM232 wcam.

3MH3N3YNH TOXNONO0N

M30331uliH xac32: Toxnongon 19 HacTam 3parTai, uycHbl 6yasr: O(l) Rh(+)

308yypb: XY3YYHUIN X3CIIT BYN4YMpPXa TOMOPHO, TOJIFOM XY3YY PYY XaTryy/iK ©BAOHO, XOEP XONUNH
Y1 pYY XaTryy/iHa racaH 30ByypbTal.

©uHuli myyx: AHx 2025 oHbl 10 capp, Xy3yy opuMM XaTyy YYCIraBap TIMTPIrAdXK 3x/19H IXOMYT-4

2025 oHbl 10 capblH 27-HA, M3C 3aC/1bIH apraap 3AMNH LUMHXMAI3 ord YXoKUAT aiuMmbaaeHnT/ Knkyum
amMMbaaeHT xapuy rapy 30Byypb Yryn 6arcaH Tya aMUuaras xmmrasaryi. LUMHXnarasHum xapuy
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rapcHaac 1 capblH gapaaraac Xy3yYHUM YYCraBap TOMOPY, 6BAEXK 3XJ19H 6BYMH HaM4aax 30pMaroop
onuounabiH BYArMMH 3M X3P3rN3ayK 3Xa1C3H, 2025 oHbl 12 capblH 8 HA, 3AUNH LUMHXWAMI3HA, AAXUH
MMMYHOIMMCTOXUMUIMH LUMHXXMAMI3rasp XoAXKKMHbI Byc B acuinH nnumoom, T acasp 6asnar xanbap
I3 AYTHAAT rapcaH Tys1 9X3MYT-4 Har ygaaruitH xmMm aMumnnaras Prednisolon/Vincristin+ Daunoru-
bicin/L-Asparginase/Methotrexate npoToko100p XMNrAC3H 60710BY YYCraB3p TOMOPY HIMIIACIH Ty
3OUMH WMHXXUAMI3HA, AAXUH HIM3IT UMMYHOIUMCTOXMMUMH LLUMHXKUATI3M XUNMXK XOXKKUHbI 6yc BJ1
oHownorgoxx YHTI-USCHLLUCT-A X3BT3H 3MUNYYACIH. IMUMYYASMY YAAMLUABIH OFYY/I3MXK YIYH,
apxar eBYMHIYM, TOrTMOJ1 X3P3I/I3A3T 3M YTy, XOPTOM HOXLIeN, aXKUANaaarryi, XopT 3ypLum (apxu,
TaMXxu) Yryi.

Booum y3n3z: Buenini enpep=170cMm, BrueniiH >xnH=55kr, BMI=19.09, BSA=1.61m>.

Al 110/70 mm.My6, 3LT-110 ygaa/muH, AT-18 yaaa/MuH, catypaum-98%, t-36.7. Xy3yyHui1 3yyH
Tang TYPXK rapcaH xaTyy, OpYHbl 343/, HAIT Haa/iACaH, XeAe/IreeHryi1, IM33I/I3/ITIN, Y3YYp X3Crasp
cypacKunnTtan, xexenbep 10xX5cM XaM¥K33TalM YYCraBapTaN. XUMU SMUMTIIHUIM aapaax 8 paxb
XOHOIT XaBAap X3M>K33ra3p XKMKI3pcaH. (3ypar 2)

L=

3ypaz 2. (A) IMuunz33HUl eMHex xagdpbiH 6atidan, (B) axHUl yuka A XuMutiH sMuuaz33HUt dapaax 6atidan (IXHUU YUuKA XUMU
3MYU233HUL 8 dax edep).

JNABOPATOPUINH BOJIOH AYPC OHOLUMJITOOHbI LUMHXXUITI3:

OMH313YUH X080p MOXU00/bIH YHO3CHUU VI uyynzaH

Buoxumu 2025 oH 2026 oH

JNaenax 12/15 12/23 01/07 01/29 02/06
ALT 0 - 41 Hark/n 127.9 135.8 25.9 16.6 19.3
AST 0 - 40 Hamk/n 181.5 30.6 10.9 16 15.6
K 3.5 - 5.1mmonb/n 3.64 4.04 - 3.64 3.87
Alb 35-55r/n 27.4 324 22 - -
ALP 30-130 Harxk/n - - - 217.4 209
Ca 2.1 - 2.5MMonb/n 2.56 1.87 - 2.26 -
LDH 135 - 214 Hark/n 9700.1 2497.4 382.9 679.1 375
TP 60-83r/n 50.1 52.1 38.8 53.6 -
CRP 0.0 - 5.0mr/n 238.5 10.4 24 34.9 5.11
Urea 0-48.5mr/on - - - - 34.6
Crea 0.7 - 1.2 mr/on 0.7 0.9 0.7 - 0.43
P 0.87 - 1.45mmonb/n - - - - 1.54

XycH32am 2. bBuoXuMuliH WUHXCU233HUG OUHAMUK 6ep41em

NmmyHosiorm 2025/12/02 2025/1210 2026/01/30
EBV IgM - 1467 -
EBV IgG 0.49 -
CMV DNA - - Detected, below LOD
Anti-HIV 1/2 Negative - -
Anti-HCV Negative - -
HBsAg Negative - -
Toxoplasma IgG - 0.13 -
HSVII 1gG - 0.01 -
HSV% IgG - 8.58 -
HSV % 1gM - 0.29 -

XycHazm 3. UIMMyHO102UlH WUHMcU233HUL eepyienm

LLALL 2025 oH 2026 oH
Nasnax 12/09 01/05 01/18 01/26 02/06

WBC 4.0-9.0 10"3/uL 43.26 0.76 4.14 29.21 7.54
RBC 3.70 - 5.50 10"6/uL 4.82 281 3.05 2.86 3.02
HGB 11.5-16.5 137 80 87 83 88

HCT 35.0- 55.0% 40.3 224 274 24.3 261
MCV 75 - 100 ¢n 83.6 79.7 89.8 85 86.4
MCH 25.0-35.0nr 284 28.5 28.5 29 291
PLT 160 - 400 1073/uL 350 72 208 265 328
NEUT# 1.2-8.0 1073/uL 37.65 0.27 2.9 23.61 6.64
LYMPH# 1.0-4.0 1073/uL 2.73 0.48 0.74 3.55 0.92

XycHazm 1. LlycHbl 03/123p3H2Y U WUHMCUN233HUU OUHAMUK eepyaenm
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Tapxu HyracHbl LUMHFIHUIA LLUUH>KUIr33 2025/12/10 2025/01/12 2026/02/02
Xamxkaa 2Mn 2.3 mMn 0.3 mMn
©OHre yrym Yrym yYrym
TyHranar yaHap TyHranar TyHranar TyHranar
WBC-BF 14 4 2
MN 5 3 1
PMN 9 1 1
XycHaam 5. Tapxu Hy2acHbl WUH23HUU WUHMCUA233HUU eepunenm
LLIaB“a 4eMreHui 3CUIMH LUMHXKUIT33 2025/12/10 2026/01/13 2026/02/03
bBnact 80 4 1.6
HentpodununitH npommenoumnt - - 3.9
HentpodunnimH muenouymt 5 2 9.7
Hentpodununinn metammenounTt + 6 10.9
Byx HenTpodwun ac - - 58.5
JNumdount 2 10 6.6
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MoHouunt 1 14 0

MnasmouunT - - 1.2
YnaaH 3¢ TO/KUNTUMH UHOEKC - - 1.0
HenTpodunnnimH Te/DKMATURH MHOEKC - - 0.7

XycHazm 4. lllasua yemzeHuUl 3culiH WUHMCUA233 OUHAMUK 6epy1eam

3ypaez 3. LLlasua YemzeHULli 3CuliH WUHMCUN233: [pauliH MukpockonbiH 40x eczenm A-D 3ypzyy0: Xumu asMuunz233HUl eMHex
Mopposo2zuliH eepunen (aH3 6ypuliH OyHOAac mom xamxu#c33mali 3cyy0, 3cUliH UUMonaasm XaMuc33HUl Xyeb0 ux 60/10H 6aza
Xamucaamati 6asodusiuk, UUMonsasmo 0/10H MOOHbLI 86XOH 8aKY0s1b axcuzaaz0aHa). [BpauliH MukpockoneiH 40x eczenm
E-G 3ypzyy0: Xumu smuunzasHuti 0apaax mopcponozuliH eepunenm. lpauliH MukpockonbiH 100x eczenm H 3ypaz: Xumu
3MYUA233HUL 0apaax Mopdono2uliH eepunenm.

DAUNH LUNHXKUAT33 6010H UMMYHOTMCTOXMMUMH LLUNMHXKUIT33:

2025/11/07
XY3YYHUI 3yYH
TaNblH TYHraaruimH

2025/12/08
XyY3YYHWUIM 3YYH TasblH
TYHraarnmH 6ynumpxamH

2026/01/28 VIMMYHOTMCTOXMMUIAH HIM3IIT MapKepUnH
LLIMHXXWMD3

CD8: 2epar

CD30: Ceper

ALK: Ceper

BCL6: Ceper

AyrHanT: B acumitH
ammdom, T acasp basnar
Xan63p

OyNYMpXariH 3ANNH | UMMYHOTMCTOXUMM

LLUMHXXMAM3

YX>KUNT CD68: XyuTan separ CD79a: Separ, Tapxman.
nMmbaaeHuT, CD4: XyuTai separ PAXS5: Depar, Tapxman.

Kukyun CD20: Xy4uTamn separ CD10: 3epar, Tapxman

amMmbaaeHnT CD3: XyuTamn separ BCL6: Depsr, xacarumacaH (41-50%).

BCL2: 3epsr, xacarumacaH (patchy).

Ki-67 Temkuntuitd nigekc: 91-100%, Tapxman, Xy4Tan
3epar.

CD34: Ceper.

TdT: Ceper.

CD117: Ceper.

c-Myc: Jepar, >70%.

OHouw: XoayKKUHbI 6yc aimMmdom: BypkuTT aimmopom, EBV
TOAOPXOMIYyI, cnopaguk xan6ap, IV ye wat - waeua
Yyemer pyy TapxcaH

XycHazm 6. IMMyHo2uCMOXUMUUH WUH#CUA233 eepynenm
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3ypaz 4. (A) 20uliH WuHMCUA233HUL MUKPO 6uyn32. (B) MmyHo2ucmoxuMuliH wWuHMcunz33Huli eepuneam: CD79a, PAX5, CD10
mapxman sepaz; BCL6-41-50%, c-Myc >70%, Ki-67 100%, Bcl-2 xacazuuncaH sep3ae, TdT, CD34, CD117 cepez

A. B. C.
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3ypaz 5. (A-C) 3ypayyo (TonzoliH modoczozumoti KT 2025/10/15) Xy3yyHuli 3yyH mand Sternocleidomastoid 6ynuuHzuliH domop
mano, 3yyH masbiH 3pyyHUl 000pX wysacHuUli 6yauyupxatiH ap masnviH Xy3yyHul lla,b 6yazulin myHzanzuliH 6ynuupxati momMopcoH
6atiHa. (D-F) 3ypayyo:(PET/CT 2026/01/20): Xy3yyHudi /Il myswHuli myHzanzutiH 6yauupxati eHOep WuH233/1m ascaH
eepunenmmali (xamzutin mom 6,9*4,8 cm SUV-15.3)(Deauville score 5).

BYTOH HYPYYHbI MRI AYTHIT (2026/01/13):

Byxan HypyyHbl HyranMyyn, 3ycnarT 6arTcaH Cyy>KHWUi [c, cyygan sic 60/10H 2 TasibiH AyHA, HOMIeHU
aueTabynyM Xacryyass saH3 6ypuinH xan63ptan, onponuooroop 0,4-2,4cMm xaMx»kaaTam T1 ropump,
rmno uHTeHc, T2 ropumpa 6onoH 12-fat sat ropumyynan runep MHTEHC AOXMOHbLI 3pYMM OYXUH
ro/IOMTOT ©6pYIeNTYYATIN.
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OHouw: LLlaBna yemMruiir xamapcaH Xoa)KKuHbl 6yc BypkutT ammepom, AHH Ap6op IV ye war, BL-

IPI-3, ECOG-2, Karnofsky 80%, EBV 3epar

***(BL-1PI-3: oHoomoti 605 epeHxuli ameOpax Yyadsap 55%, caopanzyli ameOpax yadsap 57%)

Anrax oHow: BJI-bIr X3aBMMH X6HAMNH 3pXT3H 60/I0H HYYPHUI X3CTMMH XaBaap, xanaasap bycapg,

TOpAUNH XOAXKKWUHbI ByCc nnMdoMaac s/raH OHOLUMAHO. AaraH OHOLWIMITOO XWMMX34, HIMIJITI3p

MMMYHOIMCTOXUMUIH bel-2, bel-6, c-Myc, TemkmnnTuinH uHaekc Ki-67 Toa0pxoin10xX Hb OHOLLIMATOOHBI
XYBbJ, ©HOep a4y Xxon6orgoaTon.t

e Xoépporu numobageHunT: Bupyc, 6akTepu, cypbes, ToKcomnaasM, TamMOyyrumH xangeap, SLE,
RA, capkongos, xasaap 60/10H XafpblH YCIPXUINAA, IM

e TomMm B 3cuitH H3BYUM3N /IMMOOM Hb HACHbl XyBbJ, axuMar HacaHf, FMCTOJIOTMMH XYBbA,
TOoM, 6a30duAMK UMTONIa3MTal, HIBUMIJ, UX3BYNSH B 3cuiMH rapgapryy A33p wasppaar
UMMYHOGDEHOTUMNUIAH eep4nenTTaNn, bel-2 separ, Ki-67 <90% 6aiHa. MYC Hb BJ1 paHraapaa
OHOLUMrOOHBI a4 xonborgon 6ara yump Hb 10% -a ToM B 3cnitH H3BYMAN IMMPOMBIH yen,
nnapHa. (CD19, CD20, CD22, CD79%a)'»

e  Ypbaan T-acuiH numdobnactuk nemkeMn/aMMeoM He MopdosormiiH xyeba BJ1 TecTan
Xapargax 00/10BY AYHAAXK X3MXK33TaM 3yyBaH 6eeMTal, uutonsasMm uxtan, TdT 6on0H
T-3CMMH ragapryyrmiH 60/10H LMToNAa3MbiH GEHOTUNMbIH ©OPYIONT USYY UN3PHI.!

¢ B 3cuitH youmor MM o6.1acTbiH NeMKeEMU/IMMEPOM 3CUIMH XaM»Ka3raap BJT mxknn Tectan y
XPOMaTUHbI XyBbf, HAPUIH, MIMMYHOIMCTOXUMK B6OMI0H ypcran 3¢ TooNyypbiH apraap CD34,
TdT unspHa.®

e OHAep np3BX>KUNT B acuitH ammdpom Hb BJ1 60/10H TOM B 3cMitH H3BUM3AT JINHOMBIH
MOp®dOSIOrMNH XyBbA, 3aBCPbIH Xa163p 6ereep bcl-2, bcl-6, MYC renuin eepynent xamT
WJI3pH3.°

3PCOS/ININH YHIJII93:

1. Hac > 40 0
2. Cuvinanrmind AT >3x (X3BUIAH 4334, X3IM>K33) 1
3. ECOG yHanrss > 2 1
4. TeB M34p3/IMNH TOITO/ILLOOT XaMapCaH 3C3X 0

Apcasn 6a caapanryi ambapax YyagBap

Bara apcaanTait (0 oHoO) 3 xung, (PFS) ~ 92%
Lynp spcasntait (1 oHoo) 3xung (PFS) ~ 72%
©Hpep 3pca3nTan (>2 oHoo)*** 3 xwung (PFS) ~ 53%

XycHazm 7. DpcO3nuliH YH3/1233 6a aMbOpax 4adeapbiH mooy00s071 (***IMH313yliH moxuoa00s10 Hb 6HOep 3pcd31maii)

SIMYUNITII:

SpCcA3/IMNH YHINT33r33p eHaep apcasnTan 6ancaH Tyn National Comprehensive Cancer Network®
(NCCN) 60s0H Uptodate yauppgamkuiti paryy  amumarasr R-HyperCVAD+CNS prophylaxis
NPOTOKO100p BUeninH ragapryys ToouoH (BSA=1.61m?) XMMM 3MUYNAT33 3XTYYACIH. 1011

Drug (Cyle A) Dose Route Day
Dexamethasone 40 mg ONCE a day IV/PO 1to4and 11to 14
Rituximab 375 mg/m2 IV infusion 1
Mesna 600 mg/m2 * IV infusion 1to 3
CYCLOPHOSPHamide 300 mg/m2 TWICE a day IV infusion 1to 3
Methotrexate *** 12 mg Intrathecal 2
DOXOrubicin 50 mg/m2 \Y 4
vinCRISTine 2mg IV infusion 4 and 11
Filgrastim 10 micrograms/kg Subcut 5 and continue daily until
neutrophil recovery

OMH313YUH X080p MOXU00/bIH YHO3CHUU VI uyynzaH

Cytarabine (Ara-C) *** 100 mg Intrathecal 8

Drug (Cycle B) Dose Route Day
Methylprednisolone sodi- | 50 mg TWICE a day IV infusion 1to 3
um succinate
Rituximab 375 mg/m2 IV infusion 1
Methotrexate 200 mg/m2 IV infusion 1
Methotrexate 800 mg/m2 over 22 hours IV infusion 1
Calcium folinate (Leucov- [ 15 mg/m2 every 6 hours ** IV infusion 2
orin)
Cytarabine (Ara-C) 3,000 mg/m2 TWICE a day IV infusion 2and 3
Methotrexate *** 12 mg Intrathecal 2
Filgrastim 10 micrograms/kg Subcut 4 and continue daily until

neutrophil recovery

Cytarabine (Ara-C) *** 100 mg Intrathecal 8
Drug (further cycle) Dose Route Day
Prednisolone**** 200 mg ONCE a day PO 1to5
mercaptOPURine**** 50 mg THREE times a day PO 1to 28
Methotrexate**** 20 mg/m2 ONCE a week PO 1,8, 15,22
vinCRISTine**** 2mg IV infusion 1

*Mesna-2 cyclophosphamide xulinc 6yti edep 6yp 0asmaH x3p32n13H3. MeH Mesna-utiH Hulim myHz cyclophos-
phamide-uliH edputin myHzuliH 1.0-1.5 0axuH xamxuc3amati batixaap moxupyynax 6a 1 yazuliH eMHe 3Xayyn
H>.

** Leucovorin-biz MemompekcamoiH myswuH 0.1 MUKpomosb/n-33¢ 6aza 601mon 6 yaz mymamo cyocaHo mapuHa.
Memompekcameiz 3xs1yyscH33¢ xoliw 36 uazuliH 0apaa 3xayysnHa.

*** Hyzaacaap (IT) amuuniz3sHull HUim moo Hb e8umeHull 3pco3aAuUliH aH2UA1adc XaMmaapHa. SHaxyy moxuoan00s0
“Ipcoan eHOep” myn amMuUn233HUL UUKA 60120HO Hyzacaap CNS ypbOuunaH capaulinax amuuszasz XuliHa. (eepeep
X363, A 60/10H B 1-4-p yuksa 033p IT amMuunizss xuliHz).

**** Bapux amyunzasz (maintenance therapy) 8 yukna amuunzasHuli 0apaa 2 wcun byroy 24 capbiH mypw 28 xoHoz
mymamo XutiH3.

A 60/10H B yukn asmyunzssz 21 xoHozuliH 3atimali 8 yoaa yoaa xutiHa.

XycHazm 8. SmuunzasHuli npomokon Xumu+ bati smuunzass (Pumykcumab 375 mg/m2)

XIJILUSMXK:

BJ1 Hb gaBLIKMHIYNM aBUTaM XOAXKKWUHbI 6yc B acuinH ninmdom oM. Hacana xyparygsn xapbLaHrym
XOBOP TOXMO/1AA0I GOJIOBY XOXKYY OHOLUJIOTAOX Hb 3MH3/13YMH SIBU, XYHA, aMb HacaHj, atoyaTaM
XaBAap oM.

DH3IXYY TOXMONA0AA, aHX TYHra/ITMMH 6yN4MpXaiH 3OUNAH LMHXMAMI3MI3P YXKUAT AMMbaaeHnUT
(Kukyun nnmdageHnT) raxk oHoLWNOrACOH Hb BJ1-bIH OHOLLMAMOOHbBI XYHAP3ATIN 6aNA/IbIr Xapyy K
6arHa. Kukyun numdageHUT Hb MX3BYUISH 3anyy XYMYYCT TOXMOAAAOrN, eepee asHAaa 34r3pax
aBUTaM ©B4YNH 60/10B4 MOPGDOSIOMMIMH XYBb/, 3apUM ToxmMonaona iMMeOoOMTON TeCTIN xaparaaar Ty
OaH raHL, MMCTONOMMNH YHIIM33HA, TYIrYyp/iaxX Hb affaa raprax 3pcasavinr HaMarayynaar. TyxanH
©BYTOH/, K/IMHUK LLUMHXK T3MA3T XypAaH C343pY, TYHra/arnimH 6yndnpxarn 60rmHo xXyrawaaHa ToMopu,
©BAONT HAOMITACOH Hb JAaXMH HAPUMBYMACAH UMMYHOTUCTOXMMUMH LLUMHXXWUIIT3D XUMX 3alILUIrym
Laapanarbir 6mMin 60/rocoH.

MIMMYHOrMCTOXUMUIMH LUMHXKUAM33rasp CD79%a, PAX5, CD10, Bcl-6 separ, Ki-67 TenkuntuiiH
mHaekc 91-100% 6Ganraar TortoocoH Hb BJI-bIH cOHrogor MMMYHOQEHOTUNTIM HUMLIXK OalHa.
MeH c-Myc >70% 3epar nas3pcaH Hb 3CUMH 6HAP YPXKUJ1, OBYHMI TYPraH ABLTal X0/1600TOM Yyxan
y3yynanT 6ongor. XapuH TdT, CD34, CD117 ceper 6aicaH Hb IMMdo61aCcTUK 1eMKeMU/NIMMEPOMOOC
A/ITaH OHOLLJI0X YHAC3H LWanryyp 60//K erceH.

LLIaBna yemerT 6,1aCT 3CUIMH 3313X XyBb 80% xypu 6aricaH Hb AHH Ap6opbIH IV ye LaTTanr MnTrax,
YYHTaM yanaan JIO-uiiH TyBLWIMH oryom mnxaccaH, ECOG yHanrsa 2 6aincaH Hb BL-IPl oHooroop eHaep
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3apcaanTan aHrnnaracaH. Mnm toxnongona NCCN 6on0H UploDate yanpaamxniiH garyy 60rmHo
XyrauaaHg, eHAep TYHT, OJIOH 3MUMH XOC/I0/1 BYXMIN XUMM 3MUMATIIM XMNX Hb aMbApax YaaBapbir
camXKpyyJsiax YHOC3H cTpaTern 6on4or.

JHaxyy eBuTeHn R-HyperCVAD+CNS prophylaxis smMumnrssr xmncH33p XaBApbIH X3MXK33
OOrnMHO xyrauaaHa M3a3rasxymuy, 6aracax, wWwasma YemMreHun 61actbiH xXyBb 80%-unac 1.6% xypTan
OyypcaH Hb 3MYUAMI3HMIN eHAep Yp AYHr xapyy/mK 6anHa. CD20 mapkep xy4Tan unspasr bJ1-biH
vel pUTYKCMMAaObIr XMMU 3MUYMATIIHA, HIM3X Hb HUMT aMbapax YafaBap 60/10H C3AP3NTrYM aMbapax
Xyrawaar H3Marayynasr Hb OJI0H cyaanraaraap 6atnaracaH 6ereef, yr TOXMOAA0MA Y SMUYNATID YP
[AYH CaliH 6ancaH.

TyyHunsH MoHron Yncag xaBapblH OHOLUMATOOHA, MOJIEKY/T TEHETUKUMH ©6epyYNenTUmIr
TOAOPXOMNOX Laapanaratan Tyarapd 6amHa. IMMYHOTMCTOXMMUMH  LUMHXKUAM33rasp OHoL
OaTasraa)kcaH X34MM Y reHeTUKUMH TYBLUHMIM 6aTanraakyysanaT Hb OHOLUM/ITOOHbI HapuMBYaan,
3MUYU/ITI3HUN CTpaTErn TOA40PXONI0X04, YyXas a4y Xo/160rg0NTOoMN.

OYTHIT:

XoaykkuHbl 6yc BJT Hb HacaHa, Xyparygsa, XapbLaHrym XoBop Toxmonanor 60/10B4 AABLUMHIYIN
aBUTaN 6ereen 3pT OHOLUMONAOOrYM TOXMOAOAL aMb HacaHp, atoynTan xaBaap oM. Mimp
LUMHXKMA33 6GOJIOH 3MUYM/IF33T 36B, OHOBYTOM TOJIOBJIOX Hb YyXa/1 a4 XON100r40TON.

XoayKKuHbl 6yc BJ1-bIr apca3nniMH YHIAM33HA, TYAryypaacaH, 0JIoH 3MUMH Xocs1o1 6yxmin 60rmHo
XyrauaaHbl XMMM 3MUYUIT33 B60JIOH Galrt SMUMIFI3M XaBCPYY/1aH X3P3ra3xX Hb Yp AYHT3M BGanHa.

Uaawma MoHron Yncaga xaBApblH OHOLUMAMOOHA WMMYHOTUMCTOXMMKU  6GOJIOH  MOJIEKY/I-
FEHETUKUMH LUMHXWUAT3T CTaHAapT TYBLUMHA, H3BTPYY/I3X Hb OHOLUMJIFOO, SMYMAM33HWUI YaHap,
XYPTIIMXKUIAT CaMyKpyynaX, XyBb XYH[Z, TOXMPCOH 3MYMAr33r TONOBA6X, ©BYTOHUN aMbApasblH
YaHapbIr HIM3rAYY/13X34, Yyxa a4 Xo1060ra01ToN.
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3.3 XYYXOAWUNH rABJIbIH CYYPb ICHbl AHXOAIY
PABAJOMNOCAPKOMA

O.3Hx33, LLL.AlHYp?, B.Bonopcatixar?, T.Xuwuz03n23p?, 3.[ynam?,
B.>Kasxnan?, I'Tamyynsn?, L.Bamyumaez?

19M232 cy0naneiH yHO3cHUl mes, HX2CT

229X XYYXOUUliH 3pyyn M3HOUUH YHO3cHUl mes, YXXM3T, LISXCT
3YncbIH 2ypasdyzaap mee sMH3132, MM3T,

TOBY XYPAAHI'YI
YHAO3CNA:

PabgoMmnocapkoMa Hb XYYXA34 TOXMONL0X 366/16H 3AUNH XOPT XaBgap 6ereep, raB/ibiH Cyypb SC
OpYMbIr XaMapcaH 6arpaan mMall XxoBop 6anaar. SHs 6ampaasiblH OHLJION, MOH AYPC OHOLLM/ITOOHbI
Y3YY/IDATYYA Hb ACHblI Oycaf, 3MraryyATan TecTal xaparggar Tya saraH OHOLUJIOXOH, WX33X3H
XYHAPINT3M banaar.

TOXNONO0N1:

bupa, 6apyyH 4MxH33C Hb 2 capbiH Typw saragac rapyd, SMUAUH 3MYMAM33HA, VP AYHryn 6arncaH
5 HacTam XyyxO3[, COPOH30H Yesn3yypT TOMOrpaduiH LUMHXXUAM33r33p Cyypb AC, YaMapxalH £c,
MacTouna, xeHAamn, MekennmH xeHaAun 60/10H Gara Tapxu ryypunH OynaHr xamapcaH, Toaocrory
604ANCT CcallH TOAPOSITON, ACHbI 3BAP3NTIT 66pUNIeNT byxmn xaBgap WUA3py 3AUNH LUMHXUAMI3r33p
pabaomMmMocapkoMa OHOLLJIOFRACOH XOBOP TOXMOAABIN TaHUALYY/DK 6anHa. VIMMYHOrMCTOXMMUIAH
LUMHXXUA33rasp xaBapbiH acyyn Desmin 6on1oH Myogenin MapKkepyyaan, separ 6yaaracaH, Ki-67
YPXKAMNH nHaekc 70-80%-Tam 6alicaH Hb 3H3 XaBApbIr OHOLLJIOX ©BepMeL, LUNHXKYYA oM. OnoH
canbGapblH 3MY HapblH 60/I0H ancbiH 3aliH ragaaj, 36BJ/IOreeHUN YHACSH A33p “Yp XeBpesIMiH
pabaoMmnocapkoma” racaH 3LCUIAH OHOLL 6aTnaracaH.

AOYTHOT:

DH3 TOXMO140J1 Hb XYYXA3/, XOBOP TOXMONAA0r raB/blH CYYpUH 6aipaanTai XxaBapyyabir sarax
OHOLLINIOXOA, 3AUMH LUMHXKUAMI3 MOH MMMYHOTMCTOXMMUIMH LLMHXKUAMI3 YyXasl ad XonboraonTomn
©0/10XbII OHLJIOH Xapyy/i>K 6arHa.

YOUPTIAN

PabaommnocapkoMa Hb XyyXA3/, TOXMONA0X 306/16H 34MNH XOPT XaBApyYyAblH 0MposiLooroop 5%-
nnr 33ana3rk. PabaoMMocapKoMbIH rypaBHbl XOEP Hb aMbApPaJsiblH 3XHUN apBaH XU, TOXMONA40T
bereef, 3parTan xyyxayya 6onoH KaBkas rapantan Xyyxayyasa WAYYT3M OHOLUIOFAAOr. DHIXYY
XaBAap Hb UX3BYJI3H TOJITOM, XY3YY, LU33C 631rMNH 3aM 6010H Me4aes, yycaaré. Xaanmrasp Tosrom
6a Xy3yYHUM OyC Hb pabaoMMOCAPKOMbIH HUWTA3M TOXMONAOX OGampnian 60M0BY raBsiblH Cyypb
SAcaHf, aHXJar4yaap yyc4d 4YaMapxamH SiCHbl Yyayynar sATacTbilr XaMpax Hb TYW/bIH XoBop 6Gereep,
HUIAT TOXMONA/bIH epaee 8-10%-r 3331031, ©OBUMH aHX YaMapxal OpUYUM eBAS/ITIYUI33p XaBOax,
HYC FOOXXMUX, CUMHYCUT, OYHA, YMXHWUA YP3IBC/IMMH LUMHXKYYA, MOH raBasl TapXuMHbl M3AP3JNNH YA
aXKunaraaHbl angargan 33par LWKMHXKI3P 3X/13X 62 34r33P Hb YMX XaMap XO010MH XOPry SMraryygumH
LUMHX TIMATYYATIM TocTan baraar Ty/1 6ypyy 3CB3J1 XOXKMMAO0XK OHOLLIJIOX LLasTraaH 6oaa0r4,

[aBNbIH cyypb siCHbl 6aMpnan 6051004 XaBApbIH 3BAP3ATIT YPraaTbiH LUMHX 4YaHap Hb Aypc
OHOLLMATOOHbI LLUMHXMAM33r33p XOpAO0oMa, XOHApPOCapkoMa, iMMdoMa, naparaHriMoMaTan Mmaul
TOCT3M Xapargjar Ty/1 xaraJiraaHbl ©MHOX OHOLUMIAT 36B TOFTOOX0A, XYHAP3ATaM Ganaars. Tuinmasc
3ANMH LLUNHXKUATI3T UMMYHOTUCTOXUMUIMH LLMHXKUAMI3TIM XaBCpyYaaH XUMX Hb 3UCUMAH OHOLLINIAT
6aTnaxan 3anMawWrym Wwaapgsaratan 6amaar.

Bupa 5 HacTal XyyXAWIAH raB/blH CYypb CHbI XOBOP TOXMOJ1A0X YP XOBPOUIAH pabaoMMocapKoMa
XOPT XaBApbIr 3AUAH 60/IOH UMMYHOTMCTOXUMUIMH LUMHXXWU/ITI3M33P OHOLLWMJ/IXK, 3MH3/13YMA 3Mrar
CyananblH LWMHXWUAM3HYYAUNH Y3YYAINTYYAUNT XOOPOHA, Hb XapblLlyynax, S/raH OHOLUWIT0O
XUMXNMH a4 X0N60ra0/ToM Tasibir OHUJIOH Xapyy/iaxbIr 30pUa100.

TOXMONAJbiIH TAHUNUYYITA

2025 oHbI 08-p capblH CyYN33C 3XN13H BapyyH YMXHIIC S/IraJac rapcaH racaH 30ByypbTal 5 HacTan
3parTan Xyyxag IX3IMYT-UNH YnMX XaMap XOOJIOMH M3C 3aC/1biH TacarT Y3YY/13H 3SMUIMH SMYUTID 2
CcapblH TypLU XMAAr3CaH 60/10BY YP AYHIYM BapyyH YMX33p ©BOEX, YE Ye TO/IFON Hb ©BA6X 30BYYpPb
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H3M3rACcaH. Maapa/IMiH TOrTO/ILOOHbI Y313r33pP SIMap H3M3H 66pYeT UAP33ryn 60/10BY SMH3I3YIH
ca>KpaJsi ereeryi Ty/1 TONroiH COPOH30H yen3yypT ToMmorpaduitH (CYT) LWMHMKMATIS XMINITICIH.

5 1.5

T: 3.0mm L: -36.1mm* i ; . 0/ :01:13 AM

3ypaz 1. [asnbiH Cyypb ACHbI MOMOOXOH X3MMUC33HUL 380p3/1M3m eepusienm byxuli 2010Mmbi2 xapyyacad modoczozumodti
monzoliH CYT-uliH WuHMcun233

(A) Akcuanb T1- moooczozumoti 3ypaz: Cyypb AcHbl 60/10H 6apyyH YamapxalH siCHbl Yysyya2uliH AAmMacHol
meeo balipnanmad, modoczozy 600UCkI2 UX33p XypUMMYYACaH 366/6H 30UliH xasoap xapazoaxc 6aliHa.
Xasdap Hb 6aza mapxu 2yypuliH 6yaaHayy mypic opooo, Xexs1e2 CIpM3H2UliH XxeHOuli2 3803¢ 29MM33C3H
oatiHa.

(B) KopoHanb T1-modoczozumoli 3ypaz: Cyypb Ac 60a0H myyHull 3p23H molipHbl 6ymuyuliz Xamapca,
H384U/IM3M 20/10MMOM eepyaeAMuliH 0330 6a 0000 Xyp33 xapaz0axyc batiHa.

CYT-UMH LWIMHXKUAr33rasp raB/iblH Cyypb SICHblI TOB X3C3rT 6ampnanTtan, cyypb fc, 6apyyH
YaMapxamH SICHbl YYJIYYATUMH S1TaC, XOXAer CIPTIHIUMH XOHAUN, MeKKeMNMH XeHOMNI XaMapCaH,
Oara Tapxu ryypuinH 6ynaHayy TYp>K OPCOH, SICHbl OYTUMINI 3BA3YK FIMTI3C3H YYCraB3p rO/IOMT
ToA0pPXoMNoraAoB. Yr ronoMT Hb T1 3ypar A33p TapXMHbl 3AT3M UXKUA HATTpanTan, T2 3ypar a3sp
OHAep HArTpanTan Xxapargaxk baricaH 6ereef, Tog0Crory 604MUChbIr X3P LUMHIM3C3H 6amnB. [0/1IOMTbIH
XaMIMMH MX X3M»K33 Hb akcuasb T1+ 3ycnarTt 5.5x5.1cM, KopoHanb 3ycnarT 5.7x3.6CM X3M»K33TaM
6aiiB (3ypar 1). [lypc OHOLLUMATOOHbI 3A4r33p 66PpUISNATYYA Hb XOpA0oMa 6010H NaparaHr/IMOMbIH Yes,
HW334, 31631 TOXMONLOX 3yparsian oM.

JlypC OHOLUMATOOHbBI A33PX LUMHXKUIT33HUIM AYTHIATIA TYAryypaaH Xyyxa3a, 2025 oHbl 10-p capbIH
29-Ha YNCbIH rypaBayraap TeB SMHINTUH M3AP3/IMMH M3C 3aC/1blH TacarT OHOLLM/ITOO, SMYMTI3HUN
30pMJIrO0P XaBAPbIr X3C3MYA3H aBaxX M3C 3acasl XMIMXK TarpargcaH 3auMnr OMrar cyg/ianblH YHAICHUN
TOBUIMH NaB/iaraa 1abopaTtopuT 3AMNH LUMHXWAM3 XUIAIrIX33p MAr33C3H. MpyyacsH 34 Hb 2cm®
X3MXK33T3M, LarBap Llaprasa eHreTan, TapxXuHbl 34, LUUT 3ee/1eH, byTpamxan bancaH 6erees, sauiH
JaMyknaraap opyy/i>XK MMCTOJIOTMMH YHAC3H OyArMiH apra 60/10X XeMaTOKCMJ/IMH, 303UH Gyaraap
oygaxk Olympus CX23 rap/iMitH MUKPOCKOMOOP XapX OHOLLUWJICOH.
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3ypaz 2. [asnbiH cyypb siCHbl pA6OOMUOCAPKOMA XOPM XAeOPbiH MUKPO WUHMCYYO.

(A) Baza eczenmeep: cxucunm apc ux, ucuncuz 0yzyli 60/10H 3yye8aH x3163putiH Geemmali xopmol XasopbiH
3CYYOULliH H38403¢ xapazoaxc batiHa. IculiH 6eezHepes1 Hb 3apUM X3C32M>33 HA2M, 3apUM X3¢32m33 culips2
6ationaap 2 yem 6ymauymali (X3, x40).

(B) lyHO eczenmeep: Xam moo 6ydazocaH 6eem byxuli 0y2yti 6010H 33pyyax3163puliH 3cyyo 2axmcuzwiunmadi
XopmoU xas0pbiH 3cyy0 xapazoaxc 6atiHa (X3, x200).

(C) Yxncun 6yxuti xaceyyo: XasOpbiH 3culiH yxucua 6010H modopxoli xun xa3zaap 6yxuli xopm xasoOpbiH
yXacunuliH 6ycyyo axmcuzaaz0axc 6atiHa (X3, x40).

(D) BHOep eczenmeep: SculiH X3163p X3MUCI3 UM 66pUNe20CeH, IM232 MUMOo3 bytoy 3CUliH Xysaazoan
uo38xmati sseazoaxc 6yli xopmoli XxagopblIH 3cyy0 600H 3apuUM Moxuos100/0 0/0H bBeeMm asapza 3cyyo
6atiHa (X3, x40).

MuKpockonuT cyn GpubpomMmKcoma, A3BCrap A33p XKurg, 6yc yyp Masraap GampnacaH, >KUXKur
Ayrymraac 3yyBaH X3/7103pUNMH BOOMTIM 3CHKUNT 3PC UXICCIH XOPTOM XaBApblH HIBYASIC XapargaHa.
XopToW XaBApPbIH 3CYYA, Hb X3T TOA 6yaaracaH, Ayryi 3yyBaH 00eMTal, CUMPIr TapxMas XpoMaTUHTaN,
Xapargaxymu, 6eemMxeHTan, byasr sraaH CUMB3IHTAM OalHa. Pabgommnobiactaac sarapaH XerkCeH
3CUMH X3Cryyn, ronomMt/ior 6ainanaap uaspcsH. Mutos XyBaarasibiH MA3BX Mall eHaep (eHaep
ecrenTuind 10 xapax Tan6ang >20) 6aicaH 6eree sMrar MUTO3, UX X3MMK3I3HUIM XaBAPbIH YX>KUJIUAH
3yparnian xaparacaH (3ypar 2).

MMMyHormnctoxmummuiH Desmin MapKepT XOPT XaBA,pblIH 3CYYA, CUABIHIUIAH Oyaararan erceH, XxapuH
Myogenin MapkepT 6eemMuitH Toa, 6yparaant erceH. Ki-67 yp>xkamnH nHaekc 70-80% Oytoy Mmalu
oHaep UAIXNTaM 6aB. XopTon XaBapbiH acyya GFAP, CD45, Chromogranin, CD34 mapkepyyaag,
6ypargaaryi (3ypar 3). 94rasp LWWMHXKYYA, Hb YP XOBPe/IMMH pabaoMMocapKoMa XaBApbiH ©BepMeLl,
OyparnanTt 6ereef OHOLLUUIT OYP3H HOTOJIXK BanHa.
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3ypar 3. Paboomuocapkoma xagopblH 3¢YYOUliH UMMYHOTMCTOXUMMIAH LUMHXKUIF3HUI YP AYH.

A)Desmin mapkep xag0pbiH 3culiH culiesH 6yocaH 6atioan. (B) Myogenin mapkep xas0pbiH 3culiH 6eemuliz
mo0 »cu20 mapxman 6yocaH batizaa Ho pabdoMuobaacMbIH Aa2apaH xezucun balizaaz unmasxa. (C) Ki-67
ypHCAUUH UHOEKC Maw eHOep, XxasOpblH 3cyyd udaexmali onwupy batizaaz xapyynHa.(D) GFAP mapkep
cepez byoazocaH Hb myxaliH xagoap 2auan byc zapaamatiz xapyynxc 6aliHa.

Yr ToxuongnblH 3AUAH 60/1I0H MMMYHOMUMCTOXMMWUMH LLUNHXKWUATI3HUA Yp AYHE  X313J1L3X,
OHOLLIMUNT 3L3CN13H 6aTasiraa)kyyJiax 30pMaroop ascbliH 3aiiH ragaag, 3esneree asax ¢nratdpopm Case
IO (EBpon)-r awmriaH aMrar cyanansiH npodeccop Aduetmap KyHsaac (Dietmar Kunz) 3esneree
aBaxaf, 6UAHUI OHOLL AYTHINTTIM TOXMPCOH. VIMHXYY 3MH313YN, AYpPC OHOLLMTOO, 3AMNH GON0H
MMMYHOTUCTOXUMMUIH LUNHXXUATI3HYYAUMAH HIFACIH Y3YY131T33P 3H3 TOXMOA/1bIH OHOLLUMMAT raBJibIH
CYYpPb SCHbI pabaoMMOCapKoMa XOPTOM XaBAap MK 3U,3CA3H LWNNABIPIICIH.

OHow 6aTnaracanbl gapaa IX2OMYT-H LyCHbI 3Mrar, XxaBaap CyAJiasibiH TacarT TyXalH XyyXa3a,
pabaoMMOCapPKOMbIH ©BOPMOL, XMMWU 3MUYMIT33 3 KYpPC TONIOBJIO6CHOOC OA00r00p 2 KYpC Hb OYpP3H
Xunrassn 6amHa. XMMUMH 3MUYMIF33 AyyCCaHbl Japaa 3SMUMAMI3HUK YP AYHI YH313X 30pUJroop
ToNronMH CYT-H LWUMHXXKWAM33r AaBTaH XMMX33P TO/IOBJOCOH. X3P3B XaBAPbIH X3MXK33 XaHranTTan
Baracaxryn 601 XUMUMH 3IMUMAMIIHUIMA TYHI HIMITAYY/I3X, Tysla 3MYMIT33 XUMX 3CB3I XaBApPbIH
roO/IOMTbIr [AXWMH M3C 3aC/IblH apraap X3C3r4j13H aBax 33p3ar AapaarviH LWaTHbl 3MYWUITI3HUMN
XYBUNGapyyabIr TeNeBs1eX balHa.

X2JIUSMXK

Yp xeBpoe/IMiH pabaomMmMocapKoMa Hb Mx3BY1dH 10-aac 40O HACHbI XYYXAYYAS4 TOXMOAAA0r
bereep, TONron, Xy3yyHUin bycaa 6ampnax xaHanaraTan Gampar. [3Ca3H xX34MM Y raB/ibiH Cyypb Sc,
sNaHrysa cyypb sic 60/10H YamMapxXaH SICHbl YyyY/ITMAH SATCbIF XaMpax Hb XOBOP TOXMOJIZI01 FOM?.,
buaHuin Toxmonaona, ©BUMH aHX AYHA YAXHUIA apxar YP3BCAUMH LLUMHXK33P UN3pY BacaH Hb XaBaap
3PT Ye33 YaMapxalH 1€ 6OJIOH XeX1er CIPTIH PYY HIBYCIH 6aly»K 6010XbIM Xapyy/i»K 6arHa. ToaromH
CYT-H WKMHXMAM33rasp XaBapblH ronoMT T1 ropumpa TapxuHbl 34T3M MXKKUA, T2 ropumpa eHaep
HArTpanTan, Togocrory 60AuCkbIr cCanH XyYpPUMTAYYJXK GalicaH. DAra3p LWWMHXKYYA, Hb FaBJ/iblH CYyypb
SICHbI Oycaf, XaBApYYA, ANaHrysa Xyyxa HacaH TOXMOJ140X CYYPb SCbIM XaMapaar XaMrmMiH Tyrasman
xaBAap 6o0siox xopAoMaTan aHayypargaar®. TyyH4Ya3H, Toaocrord 604mc XypuMTayyiax x3/163p
©0JI0H raB/iblH CYypb SCHbI 6aMp/ianaac Hb WaaATraasaH naparaHrivMoma 6amx Maragnanbir saraH
OHOLUMArOOHA, TycracaH. Xaamnrasp ToaroiH CYT-H LUMHXMATI3H/A, raB/1blH CYYPb SICHbI XaBaap 6010H
ToAoCrordy 60Auc XypuMTAyy/DK 6airaa 6amaan A33p YHAIC/I9H XOpAoMa 3CB3/ naparaHriimoma
Oalix MaragsianTanr xapyy/ik bancaH 4, xmctonaTtosiorn 60/10H UMMYHOMDEHOTUMUIH LLMHXK Hb YP
XOBPOJIMNH pabaoMmocapKoMa 6010XbIr 3LUICA3H TOrTOOCOH. D/ 3CUMH LUMHXKUITI3r33p XOPAOMbIH
WKHX 6onox physaliphorous acyya, napaaryin MeH xy4yypblH G0JIOH M3ApP3/s A0TOOA, LUYYPAUAH
MapKepyyq, ceper, 3CMINH XyBaargJ/iblH MHAEKC Mall eHAep 6alicaH 33par Hb AYPC OHOLUMITOOHBI
ypbAUUICaH TaaMarnanyyapir Yrymcraxag, 1exemM 601COoH.
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PabagomMmocapkoMa Hb XWCTOMIOTMIMH XYBbA, YP XOBPOJAWIMH, LY/ILUAHTMIAH, 33pYYa 3CT OGOJIOH
ANrapaH XerXKeerym racaH YHAC3H AOpPBOH [34 X3B LUMHXXWUA, XyBaaraaar. YYH33C Yp XOBpPesIMH
034, X3BLUMHXX Hb XaMIMMH TYr3sMan Toxuonpaor 6ereep ambipax TaBUIAHTUMH XyBbf, Gycap,
X3BLUMHXKTIMI33 Xapblyynaxad XaMrMiH TaaTalh Hb Gampar. XMCTONIOMMMH OYTUWMMH XyBbAd, Yp
XOBPOJIMNH pabaoMMocapkomMa Hb MUKCOU, A3BCIIpP A33P CUMP3r 60JI0H HArT GarpaacaH 2 yenbapT,
YKMKUT Ayrymn 60JI0H 33pYY/1 X3N03pUINH 3CYyA33C TorTaor 6ereen acMiH xyBaargana Mall Ma3BXTaMn
ABArAa<, XaBAPbIH YXKUIUNH Bycyyn, yycrapasré. PabaoMmocapkoMbir s/iraH OHOLUIOXbIH Ty/if,
UMMYHOXMCTOXUMMIH LUMHXKUAT33M 3aMLWLNYN XuixX waapanaratan. MyoD (MYF3) 60104 myogenin
(MYF4) 33par 6eeMnitH MMOreH TPaHCKPUMNUMNH XYYUH 3YUIYYAD, Hb XOHAIOH CyAanT 6y a4MHIUIAH
3C YYC3X YA 9BLbIH CUMB3H BYP3a143X33C ©MHO YYCA3M Mall M34par Mapkepyya oM. YyHA, XeHO1eH
cyaanT 6y/1MMH, MUO3UH-PUBOCOMBIH BYPA3,1 MOH MUOM1I0OUH BOJIOH BYTYUHIMNH ©BepPMeL, aKTUH
33p3ar 3UCUIH Aarap/ibiH Mapkepyys, 6artaHa’. [3caH X3auMin 4 34rssp MapKepyyn, Hb AaHraapaa
pabaomMmocapkoMbir BuabMcuMnH xaBaap, KapumHocapkoM, CepTonu-JIeRaurnimH acuinH xaBaap
3CB3J1 3aXblH M3AP3/IMNH OYPXYY/IMAH XOPT XaBAap 33par OYNYUHIMWH sarapan y3yy/mk 6o0s10x
Oycan, xaBapyyAaac HalaBapTal siraH OHOLLWIOXOA, y4up AyTaraanTtal. TUMM3Iac 3cuMiH OyTau,
XaBApbIH 6MoMapKep 60/10H SMH3I3YMH HexLe 6aiabIr yanayynaH y3ax Wwaapanaratanz bugHmin
TOXMONA0NA, PabaoMUMOCAPKOMbIH MUKPO YHACSH LUMHXXYYA, WA3PCH33C rajHa XaBAPbIH 3CUMMH
666M MMMYHOXMCTOXMMUIMH Myogenin MapKepT TapxMas 3epar bygargcaH 60i10H Desmin mapkep
CUMB3HIUIH 3epar byaaraanTt erceH MeH Ki-67 yp>KAnnH MHAEKCUIH MalLll eHAep Y3YY/13NTTaM bairaa
33p3ar Hb OHOLLUMKI Xedenbepryn 6atamk 6anHa. XapuH GFAP, CD45, CD34 60s10H chromigranin
33p3ar MapKepyyq ceper rapcaH Hb AypPC OHOLUMJITOOHbI XyBbJ, aAun/l TOCT3N XopAoMa, IMMPoMa,
Cy[acHbl rapanTam xaBaap 60/10H M34p31 A0TOOA, LLUYYPJUNH XaBApYYAbIr YTYNUCIIXK S/IFaH OHOLLIJTIOX
©0NOMXXNIT ONITOCOH HOM.

DH3XYY TOXMONA0 Hb OJIOH CasibapbliH 3MY HapbIH XaMTbIH aXkuiaraa 60/10H XyyXAMNMH XOBOP
TOXMO/1A0X XaBAPbIH Yen, 3ANMH 60J10H UMMYHOXUCTOXUMUIMH X3, X3[19H MapKePbIH XOC/10/1bIr Y33X,
OHOLLMWI AaBTaH X3/13/1U3X, 6aTanraakyysaaxbiH Ty a/ACblH 3aliH rajlaaj, 30B/16ree aBax 33par Hb
acap 4yxasa ay xon6orgonTon 60510XbIr Xapyy/mpk 6ariHa. VIMHXYY ©BYHMIM 3pT yen Hb OHOLUMJDK,
XaBcapcaH 3MUM/IF33r Uar aiganryim axayyasx Hb SMUYUII3HUIN Yp AYHI CalKpyynax, LWNMOBIPSX,
TaBWJ/1aH, HE/106/1eX Yyxasl a4 X0/160r40NTOMN.

AOYTHINT

[aB/bIH CYYpb SICHbI YP X6BPONIAH pab40MNUOCAPKOMA Hb YPC OHOLLM/ITOOHbI LLIMHMXMUAM33H, ACHbI
Oyca, Tep/IMIAH rOJIOMTOT 3MI3ryyATaN aHAyyparggar Xyyxasa TOXMONAA0r 366/10H 34UNH XOPToMn
XaB4ap oM. D4UMH 60/10H UMMYHOXUCTOXMMUAH LUMHXKUJIM33I XaBCapCaH XMMX Hb OHOLUMJITOOHBI
«anTaH cTaHZapT» 60/HO. OHOLWIMIAM YH3H 36B TOITOOX, TOXMPCOH 3MYUI33r TeJsIeBsiexen, 0JI0H
canbapbiH 3MY HapbIH XaMTapcaH Y3/13r, AYrH3AT 60/10H a/ICbIH 3allH 36BNIGINO6OH XUMX Hb H3H YyXas
a4y xoN60rgoNToNn oM.
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3.4 LABXAP AHEYTIJIOMNOMU: 18-P XPOMOCOMbIH
X3C3r'YUJIC3H rypBAJ (3ABAPACHIH XAMLUUHXK) BA XYY
XAMLWWNHXUNH XOBOP TOXNOJ1A01

b.Metuxcatixan?, b.Tyyn', T.Jynamcypan?, 6.9p03Hauyumaz?, H.XaHo?,
J1.30n3as8a’, b.Apuynxuwuz?, XX.bam-Yuopax?, I1.XKambsiH*
13x xyyx0ouliH 3pyyn M3HOULIH YHO3CHUU mes

©BYTOHUN TYXAN M3133/19/1, 30BYYPb, AHAMHE3

©BuTeH Y oBorton M, 1 HacTal, xyy. AHx 2025 oHbl 12 capg IXIMYT-unH AIICT-T x3BT3H
IMUNYY/DK BanX yend, XYYXAUWUT Y33)K, XPOMOCOMbIH 3MIar C3XKUIN3H KapuoTUN TOA0PXOMNIOX
WNHXKKUAMS aBcaH. LLUnrkunaras IXIMYT-uitH AnaraaxbliH YoamsyinH na6opatopu (AY3J1)-T
xumraaxk, 2026 oHbl 1 capa, xapuy rapcaH 6a 18-p XpoMOCOMBbIH X3C3r4nAcaH rypsas 6a 6aaruinH XYY
XPOMOCOM OYXMIN XaBCapCaH raXXmMr OHOLLUJIOTAOH, YAAaM3YMH KaOUMHETBIH XAHaNATa[ OpCoH. Xyyxasa,
MN3PCIH 18-p XPOMOCOMBIH X3C3r4YUICIH FypBasl 00PYASNTUNH LLANTraaHbIr TOAPYYAax 30puaroop
XYYXAWUMH 31,3, 9X33C KapMoTMN TOA0PXOMNNOX LLUMHXKUTI3 aBcaH 6a ogooroop AY3J1-T WMHXUATI3
XUNrA3XK Galraa, xapuy 3U3C/13XK rapaarymn 6anHa.

30BYyYypb: XOrK/IMMH XOLPOrA0/TON, COHCroN 6yypanTTan, xaasa Li@eH XaHnaaraHa.

AHaMHe3: 23K 28 HacTal, HUIT >XMPIMCAINT 7, YYH33C 5 yaaa TepceH 6a 2024 oHp 1 ypaa
OCONTIYM XXMPIMCNANT 601K, 2025 oHp, 1 yaaa 3ynbaxk 6arcaH eryy1aMKTan. XyyxXauinr Tasx YEUNH
YKMPIMCHUM SIBUAL XOXKYY YEUNH XOPAI0rOTOM, TOHYC UXT3M, AapanT nxacasr 6amcaH. XXMpamMcHum
3XHMI 3 capblH HUINJIM3A UAPYYAST LUMHXUAMIZHA, BYP3H XaMpargaarym (Xo€pos TeCT LUMHMKUATID
ereeryi, 9XO-a NT xapyy/icaH X3BUIMH 6aiicaH), 3pcasn Toolyynaaryn. TaanTuiH XyrauaaH, MaHac
TaTaATbiH YPbAJIbIH XOHIOH X3/163p, YPruiH eCeNTUMH caaTas oHolwoop Y/[-uiMH H3rAC3H 3MH31ar
6a OXOMYT-g HMIT 3 yaaa X3BT3H 3MUJIYY/ICIH.

Xyyxaa,2025 oHbl 02 capbiH 05-Hbl 6fiep IXIMYT-4, T33/TUIMH 39 407100 XOHOT TOI 4, TOPOX 3aMaap
3200 rp »KnHTaN, 52 cMypTTai, AnrapbiH 7/8 6anntat TepceH. Tepee 4aHra yinicaH, Xoxee aMsiacaH.
TopcHMIA gapaa 3ypXHUI TOCTYYpP XOOPOHbIH Tac/IaBUUIH KMKUT XIMXK33HUI Lioopxor (PFO type)
rakur, 2 TasiblH KpUMTOPXU3M OHOLLUJIOTAO0XK, HAPANH COHCIro/IbiIH CKPUHUHI3A, 2 YNXHUA COHCTONbIT
OAaBTaH WaNryynax waapgJ/iaratan racaH xapuy rapcaH. AMbapasiblH 5 XOHOrTOM A, SMH3/IM33C rapcaH,
HAPaMH WapAanT X3BUMH YPra/mKMAcaH. 3 capTang IXIMYT-UNH 3ypxHUit amumng, yayyak, IXOKI
LUMHXKWATI3HA, AaBTaH xapyyJ/laxaf, TOCryyp XOOPOHAbIH Tac/IaBUYUMH XKMXKUT LLOOPXON BUTYYPCIH,
3YYH XOBAJIbIH XaHa 3y3aapcaH XsHa/Taj OpoX, AaBTaH y3YYy/13X LlaapAJiaraTalr 3eBAeceH. YyH33C
XOMLL XSAHANTbIH LyBpan y3n3ryyasa xamparaaxk, OXOKI 6a 3ypxHui Togocroryton KT WnHXMArsa
xunnrak, Non-compaction cardiomyopathy amMrar oHownoracoH. 9X3MYT-UMH COHCIo/IbIH 3MYMf,
MEH Y3YY/1K, 2 TaJlblH YAXHWUI 2-3 33prUiMH COHCro 6yypanT OHOLLUJIOTA0XK, XAHa/ITad OPCOH. XyyXas,
4-5 capTaig Toaronroo gaax, 10 capTang apraxk xepeeeger 60/1coH 6a 0400 raHuaapaa 6me gaaH
cyyaarrym, oM TYLIMXK 30rcaorryin. TepcHeec XoMwl HUUT 5 ypaa yyLUrMHbI XaTrasaraap eBaex,
YOHS-T 1 ynaa, 9XOMYT-unH AS3CT-T 4 yaaa x3BTaH aMunyyacaH. Opnoo xyyxag IXIMYT-uiH
yAaMm3ym, 3ypx cyaac, M3pasi, YUX XaMap X00J1I0M, YPOJIOTMAH 3MY HapblH XsHanTag 6anaar.

BOONT Y3NIIr

XYYXAUAH 6ueninH 6anpan ayHa. YxaaHTan. OpumHA0O XapblLaaTal. Y3N3runH yend, 33>KA33
TIBPYY/IH3. Xyyx34, 6UeninH 6a C3TraL, XeAe/IreeHUN XerK/IMNH XoLUporaonTon (buenitH ypt 67 cm
(<5p), 6MeniH xumH 8.6 Kr (<5p)). TonronH xan6ap epauiiH. HyypHUIA XaM TarLl, HY4, XOOPOH/bIH 3ai
XOJ1, 3AMUKAHTTaM, HYAHUIA aHbCara »XM>KUT, aM XXUXKUTAYY, 2 033/, X3CIIT XXMXKUT CyBTaM (preauricular
pits). Xan, aMHbI CaNCT YNMN3T, 8 WyATIN. ApbC L3B3P, YMIIAST, LLaBap LaraaH, apbCHbl ysH XaTaH
YaHap X3BWUKMH, apbCaH A00PX ©6X6H 3AUMNH XerKu/ cy/. [apblH anraHg XeHAJ16H 3ypaacTal, 3yYyH
rapbiH XYPYYHYYZ, 3apMM YeYA33p33 OYP3aH Hyranpaxryi, 2 6a 3-p xypyyraa 2 TUILL casiraXk, 3pxumn
Xypyyraa anraHfaa HaacaH 6anpantai. LaaxkHui xan63p 3eB Oyc, 2 Tasiaac XaBUWUTayy, ©BYYY
X3Cra3p yparil TeBrep. 3ypXHUI aBua TOA, X3M YKUTA, 3MIar WyyrMaHryn. Yywrm 2 tang WwupyyH
aMbCrasTam, X3p>KUrHyyprym. Xapanm TIMTP3I/ITI3P 3606J16H, IM33I/INTYIM, 313N, A3y TOMryn. 2
TeMcer xyyxHarTaa TamMTparaaxryn. LLIsac, 6aacHbl rapu, XaBumH
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)

3ypaz 1. Y313233p uns3pcaH esepmel eepunenmyyd: (a) HyypHuti mepx, (b) preauricular pit,
(c-d) anzaHvl xeHONeH 3ypadc, 2ap XypyyHbl eepyienm

R Loa

JIABOPATOPU, AYPC OHOLLUMUITOOHbBI LULUMHXXWUTT23

XYYXA34 LYCHbI A3AM3P3HIYN, LWI3CHUMA ePOHXUIA, BUOXUMKU, UMMYHOOTN, LIyCHbl 6Y3rHINTUIH
LUMHXKUAM33, 3YPXHUIM LaxuaraaH Ou4nar, 3ysalH, 3ypXHUN, X3BJIMMH, TeMcerHnin IXO, 3ypxHui
Togocroryton KT, u3aKHuit peHTreH, coHcrosibiH Click BERA (AC), 3axbiH LycaHg, KapuoTun
TOAOPXOMNOX LUMHXMAMI, FISH WMHXUMAMIHYYA, Tyc TyCc XWMACAH. LLIMHXKMAM3rssp maspcaH
0epYNeNnTYYAUNT aypaBan:

e LlyCHbl A3AM3P3HIYMN LUMHXKUATISHA, MUKPOXPOMbIH, MUKPOLMTUNH XOHIFOH 33PruinH LyC
6aragant, GUOXUMUINH LLUNHXXMATI3HA LWYATAST pocdaTasa 6ara 33par UX3CCIH - 06PUHNONTYYA,
WN13PC3H 6a 1abopaTopuiiH Bycas, LUMHXUAM3IHYYASL, 66pUeNTIYN.

e  DXoKTI: 3yyH X0BA/IbIH arlUMATbIH Y3yyaanT 6yypaaryit (LVEF 67%, EF35%) 3yyH xoBA/bIH
rapax xacar 8.2 MM, 3yYH XOBAJ1bIH AOTOp XaHa 6ap3rap, 6ara 33par 3y3aapcaH (4.1x4.5x4.3
MM) X3MXKUIA3H3. XOBA01 XOOPOHAbIH Tac/laBYMIAH 3y3aaH 5.8-6.0 MM XaM>Kura3H3.

e 3ypxHuit CTA TopocroruyTtoi KT (CECT):

3YPXHUI 3YYH XOBAON TIN3rAC3H, 3YYH XOBAJIbIH Tpabekynyya >urh, 6ycaap MexaerTt
X37163p33p TOAPO/ aBCaH 6ereef, spT apTePUIH AT BOJIOH XOXKYY BEHUIMH LWaTyyaas, 3yyH
XOB/AJIbIH JOTOP XaHaHA, TOAO0CrOrYMNH anar Loor LUMHI33ITUMH 3yparnanTtan (ayypranTuinH
nedekT TocT). 3yYH XOBAJIbIH XaKyy XaHa Jaryy nepukapAblH XeHAMAA, CY/1 LUMHTIHTIMN.
XoBA0/1 XOOPOHAbIH TacnaBy XUrA, 6yc xaparaaHa. 3ypxHui 6apyyH xacryynd, O0/I0H 3yyH
TOCTYYp XapbLaHIyM XaBUMH XaMXK33TaM GaiHa.
2 TanblH yYWruHbl A334 60s10H goon, A3n63HrumH $2,6,10-p cermeHTyynsn, GanpaacaH
cybnneBpanb 60/10H UeHTpUIOOYNsAp 6Ganpnantan $SH3 OYPUMH X3MXKI3T3M F0/IOMTOT
3aCBapblH 3AMAH 3ypariajbiH OALWPONT eepunenTtyyarsn, GGO (+), 3aBCpbiH 3OUMUH
3MPU3EMT X3CTYYATIN. 2 TafblH YYLITUHbI araapXWaT »Xurg, XKurd, 6ycaap 6yypcaH. Ypg,
roONTOA rypBa/IKUH X3163PT3M HIM3H TOPJ/INIMH OYTILTIN 66PYNONTTIN.

e Click BERA(AC)-TV gonrvoHsl gang uapax xyrauaa ypracy, 6apyyH tang 3046-4 AaBXuanryi,
3yyH Tang 50-6046-4 aasxuanryi ToaopxonnorgoHo. ASSR (AC): cOHCoX 60Cro XOE€p YMX3HA,
O©TreH aBMaH/, Yy T3 eHAepcceH, 6apyyH unxaHa-5046, 3yyH UnMxaHa-42,506 (eTreH aBMaH,
6506). AyruanT: BapyyH TasbiH YUXHUI XOIMMOT X3163pUINH 2-p 33PrMiMH COHCro ByypanT.
3YYH TaslblH YUXHUI AYY AaM>Kyynax Xan63puiH 2-3-p 33prMiiH coHcron byypant.

e 3ynakH 3xo: 3yyH cyacaH 6aruag d=0,6 cM XYpTa/a X3MXK33T3M LE6H TOOHbl KUCTO3TOM.
BapyyH cyacan 6aruan 0.4cM XyPTan XaMXKI3TIM KUCTO3TOM. 2 TasiblH XaXKyyrMinH XOBAbIH
apblH 3B3p GapyyHA apblH 3B3pT 1.5cMm, 3yyHA, 1.6cM epreH. Ypa 3B3pT 6apyyHa -0.9cm,
3yYHA-0.6cM epreH. CybapaxHona, 3ai »Kura, 6uLl 6ara 33par eprecceH.

e ToemcerHmin 3sxo: 3yyH UaBWHbI cyBarT 1,5%1,6cM X3M»K33TaM Temcer TecT 6yTal,
TogopxomnnoraoHo. bapyyH uasumHbl cyBart 1,3*0,4cM X3M»K33TalM Temcer TecT 6yTal,
X646/TTeeHT3N TOA0PXONI0rA0HO.

LIUTOrEHETUKUMH LLHXXWUT33
IXIMYT-uiMH AHaraaxblH yaaM3yiH 1abopaToOPUT XYYXAMMH 3aXblH LLYCHbl COPbLIOH/, KapnoTun
TOA0PXOMNOX LUMHXUAMIIM XUIMK MeTadas waTHbl 30 XpOMOCOMBbIH BYPASMIAT LUMHXAN3X3A, 18-p
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XPOMOCOMbIH X3C3rYMIC3H (aeneunTait) rypean 6a 631rmMitH Y XpOMOCOMbIH UAYYAINTIA HUIAT 48
XPOMOCOM BYXUI XaBcapcaH raxkur nnapcat (3ypar 2). Kapuotun: 48,XYY,+18,del(18)(q21.2).

Llaawma 6ua yr eepuynentyyauur 6atanraaxkyynax sopuaroop FISH (fluorescence in situ
hybridization) wnH»knAras xuicsH. LUnH>kuaraar Cytocell FISH Prenatal X, Y and 18 npo6 awuurnax
XUNCOH 6a yr nNpob6 Hb 18-p xpomocombliH 18p11.1-q11.18, X xpomocomblH Xp11.1-q11.1, Y
XpomocoMbiH Ypl1.1-gq11.1 6yloy LeHTpOMeEpPUINH X3CarT 6anpnax renyyg (DXZ1, DYZ3, D1871)-
UAr Topopxomnaor. XaBumH yepn apartai xyHa 1R;1G;2B curhanyyn rapantsx écton 6a 6muaHumn
TOXMONA0NA XUNCIH LIMHXKMAMI3rasp 2R;1G;3B curHanyyn togopxonaoraoX, 18-p xpomocom 6a 'Y
xpoMocoM 1, 1 nnyy 6airaa Hb 6aTnargcan (3ypar 3a-b).

LLnnxknnrasHyyamnH 6onoecpyynanteir OLYMPUS-BX36 ¢dntopecueHT MUKPOCKON, METAaCUCTEM
IKARQOS and ISIS nporpamMm aluuvrsiaH XMMACaH.

oo X
e S
Mo no g

3ypaz 2. Kapunorpamm, GTG-banding

Xyyxasa MnapcaH geneum 6yxmin nnyy 18-p XpoMoCcoM 3L3T, IXUMH XPOMOCOMbIH T3HLBIPX>KCIH
TpaHC/IOKauMac wWwantraancaH 6amx Maragnantam Tyn XYYXAWWMH 3U3M, 3XUAT  KapUOTUMUMH
LUMHXXMArI3HA, XaMpyyacaH. Ogooroop LWMHXXKUIF33HUI Xapuy 3L,3CN3XK rapaaryi 6anHa.

(a) (b) ’

3ypaz 3. FISH analysis: Two red, one green and three blue signals (2R1G3B conformation) were detected in interphase nucleus
and metaphase spreads, indicating trisomy of chromosome 18 and one extra Y chromosome.

OHOLL:

Douple aneuploidy (Partial trisomy chromosome 18 and XYY syndrome)

18-p xpomocoMsblIH rypeas 6a XYY XaMLUMHXK Hb OJIOH Y/CbIH ©BYHMI aHrunan (ICD10)-g Tyc
TycAaa KoaTon 601084 3HIXYY TOXMONA0NA 3433P 2 XPOMOCOMbIH ©6pYaenT XaBcapy Maspy b6anraa
Tyn Q99.8 (xpoMocoMbIH Bycan, TOAO0PXOMN FaXKuUr) KoAoop KOA0rA0HO.

74

OMH313YUH X080p MOXU00/bIH YHO3CHUU VI uyynzaH

ANTAH OHOLWWNJITOO
Bnanuin ToxmonanbiH 18-p XpOMOCOMBIH TypBasbIl YYCraxk 6ymn munyyasn 18-p XpoMoCcoM Hb
6YT3H 6uL (AeneunTait) byroy XacarymacaH 6anraa Tyn DABapAcChiH XaMLILUMHMKUIAH B6YTaH X3/163puUiitH
3MH3J13YUT3M XapbLlyynban xapbLL@HTyn XOHreH UApanTan 6anx 6o010MKToM oM. XYY XaMLUUHXWUIAH
vyen Xyyxash, 3pXT3H TOrTOJILLOOHbI Malll XYHJ, FaXK XOrXKayyn YYCrax Hb DABapACbiH XaMLLMHXKTIM
XapblUyynban 6ara Tya 3HIXYY TOXMOAA0AA SABapAChbIH XAaMLUMHXXMNH 3MHIM3YMH  LUMHXKYYA
JaBaMrai>K UN3pH3. MeH 3H3 2 XaMLUMHXXUIH Yen, UNpax Lapan TepXUMH 3apuM eepynenTyys
TOCT3N, XOMKJIMNH XOLLPOrA0/1 XOEYIaHd, Hb MA3PAST 33P3r 3apUM LUMHXKYY/, AaBXalaar.
H3H x0BOp TOXMO140X 3H3XYY SMI3rMAI Japaax 3MIaryyassc sjraH OHowwuaHo. YyHA,
- 18-p XpoMOCOMbIH 6YT3H rypBan (3aBapAchbIH XaMLLMHXK)
- 13-p XpOMOCOMBIH
- BYT3H 6a xacarumncaH rypsasn (MaTayrmiH xamMmLwnHK)
- 18-p xpomocoM 6a 631rniMH XpOMOCOMbIH Bycaa, AaBxap aHeyniouanya, (48,XXY,+18;
48 XXX,+18 rax Ma7)
- XacarumncaH 18q rypsas/XacarunsicsH 18p MmoHocomm
- Buenitn 6ycag xpomocoM 6a 63ruiH Y XpoMOCOMbIH Aasxap aHeyrnaonanyg, (48,XYY,+21;
48,XYY,+13 rax MaT)

SAMYUIT33

[EHETUKUIAH 3Mrar Tyn WanTraaHbl ©BepMel, 3MYMr33 Yryn. XpPOMOCOMbIH AaBXap
aHeyn/ioMam raxkmrtan ToxMongbiH amMbf, YA43X Maragsan 6ara, TaBunaaH Myy 60/10BY XaBcapcaH
FAXKIYYAbIF 3MYJI3X, A3MMKUX IMUMJIFID XMIACHI3P aMbApax Xyrauaar ypracrax 60/10MXTOM axK
y343r. TyxanH Hexuen 6anaan 6010H XxaBcapCaH 3Mraryyn33c XxamMaapaH HapUnH M3PraXkJMnH amy
HapbIH XaMTapcaH 6ypaaa3XyYYHTIMIr33p 0J/I0H TanT TYC/AaMXK YUJTYMATI3T Y3YYA3X Hb YyxXas. YHACIH
3MYUMJIF33 Hb A3MXKMX, a/INBaa ©BYHWUIM XYHO,P3133C CIPrUMAIX3A, YNT/ISMAIH.

X2JIUSMXK, AYTHIOIT

AHeynionan r3asr Hb 3C X3BMMH OYC TOOHbI XPOMOCOMTOM GaMXbIr UAPXUNANASIT LLUMHMKIX
yXaaHbl H3p TOMbEOD 66ree ] XpOMOCOMbIH TOO MX3CY, 3CB31 HaraccaHaap YyCax raxkur oM. XyH 23 xoc
Oytoy HUMT 46 XxpoMocoMToM Barx 6a aMarTam XyH 63aarumH XX xpoMmocomMmTom Tyn 46,XX, apartan
XYH 631rMnH XY xpomocomTon Tyn 46,XY 6ypasnTan 6arHa. banrniH acyya menos Xysaarasiaap
XyBaargax 6a yr xyBaarajiaap 3C 43X XPOMOCOMbIH TOO XOE€p AaxuH Leepuy, AaBxap barnanaac gaH
Ganpang wWnMKAsr. 23 XpoMOCOMTOM 3p, 3M O3I/ITMNH 3CYYA, HUMIK YP TOIFTOXO[, XPOMOCOMbIH
ToOo fgaxmH 46 60/pK Laaluma MUTO3 XyBaarasaap XyBuiaargaH onwupHo. MIHrax MnTtos 6a menos
XYBaaraJsiblH XapWiLaH yanaaaT akKuslaraaHbl AyHA 6MEeMMH XpPOMOCOM TOOHbI TOrTMOA Gargniaa
XaZirasxk Yagaxaac rajiHa yaaMmLUbIH LWMHD BYPA3N YYCH XYYX3[, ©O0PUNH IIC3IH 6BOpMeL], YaHapTamn
6arHa. BanruitH acuiH XyBaara/ibiH yen, XpOMOCOMbIH Y/ cananTt (chromosomal nondisjunction)
6021601 XPOMOCOMBIH aHeynIouay 6ytoy TOOHbI FaXkUr yycaar. XpOMOCOMBbIH YA cananT AUANSHX
TOXMONA0NA MEN03 XyBaaraJsibiH yen Yycax 6a MeH 3BC3N YPUMH XOMKJIMMH 3X3H YEUMH MUTO3
XyBaaraang siBaraaxk 6oa40r. AHeyn/1Iouamy rayxkxriiH ye, XpoMocoMbiH Too 45,47, 48, 49 rax MaTaap
eepunergeHe.  XpoMoCOM BYyTUMIAH XyBbA Aeneuu, AyninKaum, TPaHC/I0KaLUM X M3T 8epy/1eiTTaNn
OanxbIr abbepauy 6yry BYTUMNH FaXKMr raH3. XpPOMOCOMbIH OYTUUIAH raXkur A3sp AypAcaH MUTO3,
MeMno3 XyBaardJlblH ajb Y yen yycax 60/1o0M»KTol 6a caHamMcaprym 6aingsiaap ToXMosi40X00C ragHa
33T, 3XMINH XPOMOCOMbIH T3HLBIPXKCIH TPAHC/I0KaLLM eepYienTeec WanTraanaH OyTUMIMH eepynenTt
OYXMI 3MIrar XpoMOCOMTOM O3NTUMH 3C YYyCY, YAMaap XYYXA3[, XPOMOCOMbIH Fa)XMr Yycragar.
XpOMOCOMbIH aHeynaonau raxxryya ayHaaac 21, 13, 18-p xpomMocoMmbiH rypean 6yroy [ayH, MNaTtay,
DABapAChbIH XaMLUMHXK, BG3ITMMH XpOMOCOMbIH TepHep, KnanHdenTepmnH XaMLLUNHXKYYA, XaMIrMnH
HUWTAI3I TOXMONAAOT.

Haexap aHeynnoug (Double aneuploidy) r3asr oIronT Hb H3r 6Me Max6040/, 2 ©6p XPOMOCOMbIH
TOOHbI ©6PUY/IONT BYXMI FaXKUT 33P3arLU3H OPLLUNXK BYNTI UN3pXMiNIaxX 6a 1 XpoMOCOMbIH aHeynious,
raXkurtam xapbLyy16aa HaH XoBOp Toxnonaaor. OHobIH XyBbJ, 2 66p XPOMOCOMbIH TOOHbLI 6epyienT
OYXUIM FaXkKuUr YYCax 60JTIOMXKTOM X34MN 4 XPOMOCOMbIH UM 86PYNONT BYXUIA YP XOBPOe. ANNNIHXA33
aMbpax 6010MXKIyn 6amaraac yp xeBpes 3pT XyrauaaHjaa asHaaa ecenTrym 6osik, 3ynbasaar.
LLIMH>KN3X yXxaaHbl X3BA13yYA34 OYPTraracaH AaBxap aHeynJaounANNH UeeH TOXMONANYYAbIr CYAa K
Y33X3/, 3433p TOXMONA/YYA MO3anK BYIoy LLOOXOPTOJT X2103p33p UI3PCIH 3CB31 OUeninH 1, 6aarviH
1 XpoMOCOMBIT xaMapcaH SH3 6YPUINH XOCcoayy, Byxuin eepynenTyyaTan 6ancaH.

BuaHuin TaHMnuyy/mK 6y ToXMondJ ibiH AaBxap aHeynaonau Hb 18 XpoMocCOoMbIH rypBan 6a

75



IMH33YliH X080p MOXU0AOAbIH YHOICHUL VI uyynzaH

631rMMH Y XpOMOCOMbIH UTYYAJ133P YYCC3IH. DHIXYY 3MI3I Hb H3H XOBOP TOXMO140X 6a A3/1XUI fasap
TOXMONAJIbIH AaBTaMXXUIAT TOOLLOO/I0X 3NUAEMUOSIONMAH M333/13/1 XOMC X3M33H y343r. YUYMp Hb
OZL00r00p LLUMHXXJ13X YXaaHbl X3BA3TYYA34, SHD SMI3rUMH Taslaap M3433J1J13C3H epaee 3 TOXMonaon
OypTraracaH 6anaar 6arHa. XaMrmimH aHxHbl Toxmoaaoa Hb Inga Felding 6a UIf kristoffersson HapbiH
1981 oHp, x3aBayyacaH “A child with double trisomy: 48,XYY,+18” 6yT3an4 AypAaracaH 6a xyyxag,
©CONTUIMH caaTasl, OJIOH 3PXTHUIN raykurtam Tepees, yaanryn oytoy 70 MUHYTbIH HacTana, SHAC3H. 2
nax Toxnongon Tennakoon J, Kamdasamy Y HapbiH 2008 oHp, xaBsyysicaH “Edwards syndrome with
double trisomy” 6yT3an4 AypaaracaH 6a Xyyxad MeH OJIOH 3PXTHWUIM FaXkKrMiiH ysiMaac 4 capTang,
3HAC3H. 3 gax Toxnonaon He Takahide Watabe, Hiroshi Koga HapbiH 2018 oHp, xaBayy/icaH “Survival
in double aneuploidy involving trisomy 18 and sex chromosome trisomy: A case report of a 27-month-
old child and a review of the literature” 6yT33n4 AypaaracaH 6a xXyyxag MeH eCenTUMH caaTadn,
OJIOH 3PXTHUM FaXKUIrTam TOPCOH X3AUMN Y4 3MY Hap Hb calTap CyAasiCHbl YHAC3H A33P 3MYMAT33rad
OHOBYTOM Bananaap TOXUPYYAaH XUIMK, XYHAPIIMAT canTap XsAHaXK YagcaHaap Xyyxauur 27 cap
XYPT3/1 aMbApYyY/IK YaJcaHaa aypAacaH 6anHa.

HaraH 4yyxan oMAronTbIr HAMXK AypAaaxag A33p AypAcaH 3 ToXMonablH XyBbJ, 18-p XpoMOCOMBIH
OYT3H rypsanTan 6a 6UAHMINA TOXMONAbIH XyBbA, MAYYA3A 1 wimnpxar 18-p XpoMOCOM Hb AeneumTan
Bytoy XacarumncaH (partial trisomy) 6aiiraaraapaa oHuJior 6ereej 6UAHUN TOXUONAONTON AT MXKUA
TOXMO0/1 OA00r00P LLUMHXKA3X YXaaHbl M3A33/I/IMMAH CaHA, OYpPTraraak 6amcaH 3CaX TOA0PXOMUryin
GalHa.

OHonbIH XyBbA, 18-p XpOMOCOMBIH AeNELMMH X3IMXKIIHIIC XaMaapaH DABapAChbiH XaMLLMHXXMIH
3MH3/13YMH MAP3A XapbLaHry XxeHreH 6anx 6a XYY xaMLWuUHXK (eepeep HKeKobCbiH XaMLLINHXK)-UH
vea, XYYXA34, Malll XYHA, X3/163pUMH TOPOXMINH XOMKINMH raXkur yycax Maragnan 6ara xapbLaHrym
6ara oM. NMiMMaac BMAHUIM TaHUALYY/DK By 1 HacTan XYYruiiH TOXMONAbIT AYFHIX34 unyyasn 18-p
XPOMOCOM Hb AENEUUTIN TYA XYYX3[, X3AUN XOMKJIMNH XOLPOrA0/1, O/I0H 3PXTHUIM SMraryyaramn
x3auin 4 IXIMYT-UNH XYYXOUNH HAPUIAH M3PraXKJIMMH 3MY HapbIH XSHa/Tad, 0400roop GuenmH
Oalnpan xapbLUaHrym TorTBopTon 6aiHa.
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3.5 3AJlYY HACAH, TOXNOJ1IAOX MLL:AF10 FEHUIN TAXKUr
bYXun uouymMmor MOHoOLUnTbIH TENKEMUMH OHOLLIUJITOO,
AMYUIINHUN TOXNONO0N

bB.Anmanwazalil, M.MeHxusys2?, b.AHyoapw®, 3.9n632xucapzan’, [Hunbam?, M.6anucuHHam?,
[.Hyp3300ynam?, b.Llozucapzan®, C.LspaHxyy?, A.OoyHoMuH?, b.Xuwuzxicapzan®

L ycHbl Dm232 Cyonan, Yemez LLunxcyynsn Cyynzax Tes, YicviH H320y233p Tee SMH3132

2Llyc cy0nanviH maHxum, AHazaaxwiH LLuHmcnsx Yxaansl YHO3cHUl Mx Cypayynb

3Cypzaanm, Sposm LLuHMcun233, XammolH Axcunnazaarsl Anba, Y¥nceiH Ha20y233p Tee IMH3/132
49MH33ylH IMe32 CyonanviH H320c3H Jlabopamopu, YnaceiH Ha20y233p Tee IMH3/132

YHO3CNA:

Lloumor MoHouuTbIH nenkemMn (AML-M5) Hb HUAT LouMor Muenoug, neikeMunind (AML) 3-6%
OpPYMbITr 333/143T XOBOp Tepen oM. AML Hb HacaHA, XYpParyaunH AyHA, TYr33Ma1 ToXMonaox bereep,
AyHAaxK Hac 50, apartanuyyasg, nnyy ux (apartan:amartan = 1.8:1), »kmung oponuyooroop 100,000
XYH TyTamz, 4.3, XapuH 3a/1yy HacaH[, XapbLaHIyn XOBOP TOXMONAAOT.

LloumMor MOHOLUTbIH JIEMKEMUIMH Yepn LUaBMa YOMIreH[ JIEMKEMUMH 3CYYA, XypAaH Tapxax,
X3BUWH LYC YYCINTUHUI anpaarayyngar. YYHUIM yaMaac eBYTeHA uLyc 6araganT, TPOMOOLMTONEHN,
HEMTPOMEHM 33P3N KAMHUK LUMHXK TIMAryy4, unspaar. VIXaB4asH LouMor MoHo61acTUK/MOHoUMTap
nenkemn MLL::AF10 fusion gene-HuUin eepyusienTan 6anaar. SMHIN3YMUH HUATAST WMHXK TAIMATYYASA,
3N13r, A37YY, Oy14npxaH TOMPOJ1, 3apUM TOXMONA0/14, apbCaH A33P H3BYMX LUMHX T3MA3r MA3pY
60/1HO. DH3 TOP/INNH NEMKEMUNH OHOLLMINT LUTOreHeTUK WnHXXKAraa, FISH acean RT-PCR awwurnaH
GaTanraaxkyysaar.

MLL reH separ AML Hb 6ycag, AML-UMH O34 X3B LUMHXXYYATIM XapblLyy/axafd 3pcasn eHaep,
TaBWNaH Myy 6ereep, 3a/lyy HacaHz, UX3BYJISH 3PUMMTIN XMMU IMUYMATID 6ON0H JOHOPOOC LIYCHbI
YYZA31 3C WMMKYYA3H Cyyarax aMumaraar waapagaar. MIMMasc sH3 3MH3I3YMH TOXMOIA0 Hb 3anyy
HacaHpg, xoBop ToxnonacoH MLL::AF10 reHTan AML-M5 eBYTOHMIN OHOLLMATOO, SMYU/ITI3HUIM apra
©a 3MH3/13YMH Yp AYHI TaHWJILYY/1laX 30PpUJITOTOM OM.

A. B.
Early clonal mutations Co-mutation  Later clonal mutations
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M3 Aruts pramyelesysic STty &, a3 ‘(“\ L
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3ypaz 1. Lloumoz meunotio nelikeMuliH aHzuan 6a youMo2 MOHOUUMbIH selikeMUUiH 3M232 #am

3MH3N3YNH TOXNONO0N
Map33nnuiiH xacar: Toxmonaon 21 HacTan, aparTan. LlycHel 6ynar: A(ll) Rh(+)

3o8yypb: ApbC XyypalllHa, bue 3araTHaHa, TyypanT rapHa, xasyypHa, a4ap4 cy/ibJiaHa.

BeuHuUl myyx: 2025 oHbl 10 capa s4apy Cy/ibAax 30BYYpPb 3X31C3H 6a AYyYPruiAH 3MHIIIMT LNMHXMATII
erexen LUALLU-HA acyyn 6ara rapcaH 6GancaH. YYHMM Aapaa HYYpa3p WX X3MXK33TaKM 6Gatra rapd
AOSCYT-T X3BT3H 3MUnyy/K 6anx yen xaHantbiH LLALL-HA uycHbl LaraaH ac 6araccaH Ty/1 OHoOLU
Toapyynax 3sopuaroop YHTI-unH UDCHLUCT-uinH ambynaTtopuop Y3YYy/ XK LOYMOr Nenkemu
OHOLWIOrAoXK eepunH xycnaap BHXAY-g 2025 onbl 12 capa Acute myeloid leukemia FAB-M5
oHow 6aTtanraaxkyy/mK YHTI-minH LLSCHLUCT-a 3acpang Xyprax XMMu aMUM/IT33 XUAITICIH. XUMHU
3MUM/ITIZHUIA Japaa Myxap OAroMH LOYMOr YP3BCA33P XYHA3PY M3IC 3acasl SMUYMIMID XMAITICIH.
DMUNYYASMY yaaMLbIH ©ryy13M»K YIyHM, apxar eBYMHIYN, TOFTMOJT X3P3M13430 3M YIYHW, XOpTOMn
HEXLON, aXKU1afarry, XopT 3ypLUmMA (apxu, TaMxu) Yryi.
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Booum y3nszm: BueunitH eHaep=191cm, brueninn »xmH=70kr, BMI=19.2, BSA=1.93m2. ALl 100/60

MM.My6, 3LT-80 yaaa/muH, AT-17 yaaa/MuH, caTypaun-96%, t-36.6. 6ynunmpxanmH TOMpO Yryim, 3131
X3BUWH, A31yy 6ara 33par TOMOPCOH.

NABOPATOPUINH BOJIOH YPC OHOLUMJITOOHbI LLUMHXXWUT33:

Lot 2025 2026
JNaBnax 12/01 | 01/03 | 01/13 | 01/27 01/31 02/02 02/06
WBC 4 -91073/uL 1.19 1.11 0.28 0.18 0.85 2.18 2.32
RBC3 3.7 -5.510”6/uL 3.60 2.91 2.55 2.45 2.53 2.79 3.07
HGB 11.5-16.5 11.2 9.4 8.1 7.4 7.6 8.4 91
HCT 35-55% 32.8 26.9 23.1 20.9 211 23.9 26.6
MCV 75 - 100 én 911 924 90.6 85.3 83.4 85.7 86.6
MCH 25-35nr 311 32.3 31.8 30.2 30.0 30.1 29.6
PLT 160-400 10”3/uL 154 128 78 13 61 100 260
NEUT# 1.2-81073/uL 0.18 0.12 0.07 0.01 0.58 1.67 1.64
LYMPH# 1-410”3/uL 0.98 0.88 0.20 0.15 0.25 0.47 0.58
RET%1 0.5-2.5% - - 0.17 0.09 0.07 0.20 -
RET#1 00.2-0.13 - - 0.004 0.002 0.001 0.005 -
IRF1 0-0.1% - - 0.0 0.0 7.4 17.3 -
XycHazm 1. LlycHbl 035123p3H2Y U WUHMCUN233HUL OUHAMUK eepyaenm
3axblH LYCHbl TYPXUMIAH LUMHXWUAT33 2025/11/17 2025/12/01 2025/1/08
PB PMN neutrophil 33 14 1
PB lymphocyte 67 83 47
Anisocytosis + + -
PB monocyte - 1 2
PB eosinophil - 2 -

XycHazm 2. 3axblH UyCHbl MypPXYUUH WUHMCUA233HUU Oy2H3Am: LlazaaH sculiH moo ueepceH. Mexsnezm 3cyyOouliH 33/13x
Xy8b UeepceH, Mopos102uliH Xys8b0 X38UliH. ¥1aaH 3¢ Moppo102uliH Xyeb0 X38UliH. JTuMgoUuumblH 33/13X Xy8b UX3CCIH 6a
60s108copcoH AumMepouyumyyo batiHa. ~1% npomoHouyum 6atiHa.

OMH313YUH X080p MOXU00/bIH YHO3CHUU VI uyynzaH

JNaBnax 01/03 01/11 01/18 01/20 01/22 | 02/06
nar irFrcC 135 - 214 Hamx/n 329.1 569.8 148.6 156.2 170
CPb 0.0 - 5.0mr/n 14.62 100.71 | 158.27 | 166.56 21
Kanu 3.5 - 5.1Mmonb/n 4.31 4.39 3.59 3.95 4.54 4.55
Huit 6unnpy6buH 0-1.2 mr/gn 0.9 14 0.97 1.068 0.616 0.523
Acat 0 - 40 Hamk/n 27.6 46.9 9.1 - 114 26
AnaTt 0 - 41 Hark/n 16.8 13.6 10.8 - 14.7 33
Huit yypar 60-83 r/n 72.3 68.1 - - - 71
KpeaTWHUH 0.7 -1.2mr/an 1.05 0.78 0.84 0.83 0.85 0.77
Kanbuu 2.1 - 2.5mMMonb/N 2.34 - 1.91 1.96 - -
MoueBuH 0 -48.5 mr/on 25.6 - 16.9 - - 15.5
Hatpu 136-145 mmonb/n - - 138 137 137 139
AnbbyMuH 35-55r/n - 36.9 - 33.0 35.0 37.4

XycHazm 3. BuoxumuliH WuHMcUN233HUL OUHAMUK eepunen
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Naenax 01/03 01/20 01/26 01/28
Fibrinogen 2-4rt/n 3.34 4.70 5.25 6.60
INR 0.8-1.3 1.01 1.06 1.73 1.07
PT 10-14 cek 13.7 14.4 22.4 14.4
TT 14-21 cek 15.2 13.8 14.4 14.8
APTT 24-41 cek 38.8 48.0 48.0 441
XycHazm 4. Llyc 6yn3zH3amuliH WUHM cUA233HUL OUHAMUK eepusaeam
MMmMmyHonorm 2025/11/24 2026/01/26 2026/02/02
Anti-HIV cassete NEG
HBsAg cassette NEG
Anti-HCV cassette NEG
HIV NEG
RPR NEG
ANA-9-LINE X3BUNH
Anti-EBV (VCA) IgM 25.3
MpoKanbUUTOHUH 0.536 0.163
IL-6 5.46 pg/m
IL-10 9.38 pg/m
XycHaam 5. ViMMyHon02UlH WUHMCUN233HUG eepyaenm
oy IO oasins ) e
Bnact 74,1 - 14
Byx HenTpodun ac 0,4 1 39.2
HuiT sputpoung, ac 15,9 19 45.6
JNlumobounTt 9,6 4 12.8
MoHob6nacT - 4% -
MoHouuT 0 84% 0
Muenonepokcuaasa POS /+/ - -
Lundodunitt ypean POS /+++/ POS /+++/ -
JyrHanTt Acute leumemia Acute monocytic leumemia 3acpang XypcaH
XycHazm 6. LLlasua yemzeHUL 3CUliH WUHMCUM233 OUHAMUK eepuaenm

A. B.
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3ypaz 2. (A) LLlasua yemzeHull 3culiH WUHMCUN233HUL Oy2HIAm: x40 eczenm. 1. lunepnaasu maw udsexmali. [paHysnoyum
(G)=1%, SpumpoudsiH (E)=7%, G/E xapbuaa=0.14:1. 2.[paHynouyumblH 32H33 0apaHayiinazocaH. 3. pumpoud 32H33HUl
Xyeb byypcan4 JTumpoyumeliH 313X Xy8b 6yypcaH, 60/108CopPCcoH AuMgoyumyyo batiHa. 5 Hutim mezakapuoyum: 86
modopxolisnozdoHo. 6. MoHoyumyyd Ham320¢3H 662000 MoHobaacm 6a npoMoHouumyyd He 6yx aculiH 88%-utiz 333/1032.(B)
N-ALP-2/5, RBC-PAS-0%, Iron stane(Fe+) 86%
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A. X3gulH eep4rienm

B. Yp OyHeuliH eepynenm

3ypaz 3. LLlasua yemzeHuli 30uliH wuHMcun233HUL dyeH3am: (1.5 x 0.2 x 0.2 cm 30) H&E, PAS 60/10H pemukynuH33p 6ydcaH

x3c2yyd30 acucuam ux (>90%). Bonoscopu zyliyasazyli 3cyyd mapxman ecenmmsii, Mezakapuouumyyd ueeH.(MF-0) 3ypaz 4. LiumozeHexuliH wuHMcun2a3Hul OyzHanm: KMT2A (MLL) 92.00% 11923

Monekyn reHetuk 2025.12.10 (MoHron)

HEMAVISION 1(10;11)(p12;923.3); KMT2A:MLLT10 3 st
’ ’ ’ h * 2 L i
leHui wnmwxuaras 2025/12/25 (Xatap) ; ;_ g z ﬁ ﬁg z e
Test Name Result Test Name Result Test Name Result _ 4 _ - -y ol .
PML::RARA (L) Negative RUNX1::RUNX1T1 Negative NUP98::HOXC11 Negative ) _
CBFB:MYH11 Negative | MLL:AF9 Negative | NUP98:HOXA9 Negative E 5 99 3 i 8% g %% =a
; ; : E = B SE ST mE W@
MLL::AF4 Negative MLL::ENL Negative NUP98::PMX1 Negative t & . - = ~ =
MLL::AF10 Positive MLL::SEPT6/11 Negative FIP1L1::RARA Negative
MLL:ELL Negative | MLL:AF17 Negative NUMA1::RARA Negative &!‘g ?_,* !‘ﬁ £2 2% ﬂ &
MLL::AF1q Negative MLL::AF1p Negative TLS::ERG Negative i 14 ! 5 0 b
MLL::AF6 Negative NPM::RARA Negative MLL::AF5 Negative ’
PLZF::RARA Negative RUNX1::MDS1/EVI1 | Negative KIF5B::PDGFRA Negative - =-e - - L § ﬁ
RUNX1:MTG16 Negative ETVé6::ABL Negative CDK5RAP2::PDGFRA Negative = 40 A = * ¥
ETV6::JAK2 Negative | ETV6:RUNX1 Negative | HLXB9:ETV6 Negative 3ypaz 5. Kapuomunutiin wuHxcunz3:46,XY,dup(3)(a21q26)[41/46,XY[16].
- - - 20 aculiz moonxc, 20 Memachasbiz WUHNCUSCIH; KAOHA/b 66PpUN16/1M UASPCIH:
ETV6::PDGFRB Negative | TCF3::PBX1 Negative PML::RaRa (S) Negative 3-p xpomocomelH 3G21-33¢ 326 xypmanx xaczulin dynaukayu (daexapdan) axcuzaazdcaH.
TCF3::HLF Negative | SIL:TAL1 Negative WT1 (expression) Positive
FIP1L1::PDGFRA Negative | DEK:CAN Negative | BCR::ABL (non-P190) Negative NGS LWKMHXUAr33HMI Xapuy
NPM::MLF1 Negative | CALM::AF10 Negative | ETVé6:PDGFRA Negative Gene Chr Transcript Loc  Nucleotide Protein dbSNP VAF %
NUP98::HOXD13 Negative BCR::PDGFRA Negative (+) BCR::ABL P190 Negative NRAS 1p13.2 NM_002524 Exon2 |[c35G>A p.G12D Rs121913237 11.97
NUP98::HOXA11 Negative | STRN:PDGFRA Negative | STAT5b::RARA Negative KRAS 12p12.1 | NM_033360 Exond |c437C>T | p.Al46V | Rs10575119725 |12.13
XycHazm 7. LLunmcunzssHull apza: MipyynacaH copbubiH yemmali acyydaac Hutim PHX (Total RNA) sinzaH asu, ypeyy KRAS 12p12.1 NM_033360 Exond | c.436G>T p.A146T |Rs121913237 7.36
mpaHckpunyuliH apzaap cDNA 60n20H xysupzacaH.3opuamom 2eHyyoutiz ABI 7500 600um xyzauaaHs! aropecuyeHyutiH mooH
PCR mexeepemxc awuznat, TagMan npobwit apzaunanaap unpyyncaH. yzuanm: MLL:AF10 (fusion) 2zeH Hb ux38un3H AML-mati PRRC2C | 1924.3 NM_015172 exonl4 | c.2111C>A | p.P704Q |rs138658625 29.66
©68UMeHyy030, ananzysia AML M4 60101 M5 030 x38 WwuHMcyy030 unspdaz. IH3 eepu1enm He XyyxOuliH moxuondond uayy CD28 2033.2 NM_00613 9 exonl |c.37T>C p.S13P -- 47.29
my233M371 662660 masusaaH maapyy 6atioaz. YYHO cmaHOapm amuui233H0 mace3pmali mysa 3pUUMMCYY/IC3H IMUU2I3HUU
meneesnezee waapodaz. WT1 zeH Ho AML-0 ux3eun3H unapdsz. WT1 eH0ep uapax Hb masuaaH maapyyz uamasHd meH WT1- JAK2 9p24.1 NM_00497 2 exonl8 | c.2346C>A |p.N782K | -- 48.07
utiz MRD-utiz yH313X, 3MUU233HUL yp OYH 60/10H 88UYHUL Si8UbI2 XSAHAXA0 awluzaaxc 60sHo. FANCC |9g22.32 NM_00013 6 exon? c.584A>T p.D195V |rs1800365 50.15
MGA 15q15.1 NM_00116 4273 | exon24 | c.8698C>G | p.L2900V |rs763037602 50.71
KMT2B |19g13.12 [ NM_014727 exon3 c.2065G>A | p.A689T |rs777386949 4924

XycHazam8. NGS WuHMU1233233p UASPCIH 2eHUll Xysunbapyyo

YPCIAJ12C TOOJ1YYPbIH LUINHXXWUJIT33 2025/12/24

CD33, CDé4, CD34, CD117, CD38, HLA-DR, CD123, CD13, CD56, CD4 ragapryyrumH MapKepyys,
Xy4uTar nnspcaH. CD11b, CD15, CD368 CDé4 cyn separ unspcaH 6a MPO, CD7, CD16, CD14, TdT,
CD19, CD55, CD59 60n0H cCD38 ceper.
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AYTHAIT: AML-M5
A. B.

3ypaz 6. (A, B)X38uli 6010H 6aza aapuzulid 3pxmHyyouliH modoczozumoti KTl 2026/01/26
Myxap on20liH apbiH 6atipnanmati, ouamemp 1.3cMm epzeHM3l, 3p23H MOUPHbLI BEX6H 3CaA32m H38403C eepunenmmsal. Para-
iliocolic 6alipnanmati 6ynsz myHzanzuliH 6ynuupxad 1.2cm xypman xamuc33amali mooopxolinozooHo. Terminal ilium xaHa xagazHaxic
3y3dapcaH, caacm unapxuli modopcoH 6atioanmati. 3132 XaMHII233P33 MOMOPCOH, 2a0dpayy #cuz0, hapeHXUMUliH 3ypazaan
6aza 33p3z wuz0 6yc byypcan. danyy 13,65,6cmM xamuc33mali moMopCcoH, 2010Mmom yyczaeap yayu. dyzHaam: Appendix wall
thickened and mucosal enhancement with surrounding mesenteric fat-stranding Susp: Acute appendicitis
-Reactive para-iliocolic LAPs
-Terminal ileum wall thickened and mucosal enhancement R/O Secondary ileitis

OHOLLL:
MLL:AF10 positive acute monocytic leukemia M5, high risk, poor prognosis, ECOG-2, Karnofsky
80%, Status post appendectomy

ANTAH OHOLUMTOO:
AML-M5-uir oHowioxgo0o Mopdoaoru, UMTOXUMMU, YPCraa 3C TOOJIYYpP, SMHINIYUH LUMHIKUAT
XaMTag, Hb YH3/DK, Japaax SMIraryy4sac s/iraH OHOLUMJIHO.

e Reactive monocytosis (xangBap, cypbes, ypascan): baact HamMarasxryinr, Mopdoaoru XaBuinH,
ypcran aC TOO/YYPbIH LUNMHXXUAM33HA, KJIOHaAb MONyA[UM 6anxryim

e CMML (Apxar MMENIOMOHOLMTBIH NieiKeMu): Apxar sBuUTai, LaBmMa YeMreHui 6aact <20%,
MX3BYJI3H axuMmar HacaH, TOXMOJ140HO.

e AML M4 (LUoumMor MuenomoHo6nacTbiH nieiikeMu): [paHyiount 6a  MOHOUMT  Xo€ynaa
MX3CH3, MOHO61aCT JaHraap JaBaMraniaxryi.

e ALL (LUoumor nudobnactbiH nekemu): MPO, MOHUMUT MapKep ceper, iMMmdbouna, MapKep
(CD19, CD3, TdT) separ nnspHs.

e Mixed phenotype acute leukemia (MPAL): Ypcran ac ToonyypbiH LUMHXKUIM33r33p MUESIoU,
6a numdoung MapKep 33par UI3pH3

e Leukemoid reaction (neikemoiipa, ypsan): Bnact 6aixryit 3cBan Maw 6ara, xangsapbiH
LIanTraaH Ua3pHa.

e PNH (LeHuiH w33c3Ha, remornobuHxux aMmrar): Llyc 3agpasbiH uyc 6aragant waspH3,
ypcran ac Toonyypaap CD55 bonon CD59 separ nnspHa.

e  MuenoaucnnasuiiH xam WKHX: LinTonenun, ancnnasmimi eepyunent, 6aact <20%
AnnasuiiH uyc 6aragant: [NaHUNTONEHN, YOMIOHUIM 3CXKUNT BYypHa, 6.1aCT UXCIXIYN
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LloumMor Muenong, neiikeMUH 3pCa3aNIMH YHIII33

dpcA3nuniiH 6ynar lon ysyynant
t(15;17) PML-RARA

t(8;21) RUNX1-RUNX1T1

inv(16) / t(16;16) CBFB-MYH11

NPM1 mutation (-FLT3-ITD low 3cBaa 6aiixryi)
Biallelic CEBPA mutation

NPM1 mutation + FLT3-ITD high

FLT3-ITD mutation (NPM1 6aixryi)

Favorable risk
(TaBMANaH caitH)

Intermediate risk

(TaBunaH gyHna)
Cytogenetic normal AML (apaieep MyTaLmryi)
Complex karyotype
-5, del(5q), -7
inv(3) / t(3;3)
Poor/Adverse Risk 16:9)

(TaBunaH myy )

TP53 mutation
RUNX1, ASXL1 mutation
KMT2A rearrangement (11g23)

XycHazm.6 KMT2A rearrangement (1123) unpax Hb eHOep 3pc03amal, masusaaH Myya uamzaHa.

SMUUNIITI3:

IpCA3/INMH YHIN33r33p eHAep 3pcasaTan, TaBuaaH Taapyy 6ancaH Tys1 NCCN 60104 Uptodate
YANPAAMMKUMH Aaryy 3acpanf Xyprax aMumnraar 7+3 npoTokosioop OueunrH ragapryyn TOOLOH
(BSA=1.93m?) XMMM 3MYUJIT33 3XJTYY/ICIH.

Drug Dose Route Day
Idiarubicin * 12 mg/m2 v 1t03
Cytarabine (Ara-C) ** 200/m2 CIv 1to7

*Idarubicin-z 5%-100Mn 210K03bIH YycMano Hatipyynxc 30 MUHymbIH mypu cyocaHo dycsaaap mapux

** Llumosap-2 0.9%-1000ma HampuliH XopudbiH YycMand Halpyynxc 24 uazuliH mypw TB-aap( Xumu asmyunz3asHuti nopm)
cy0caHo mapux

A2MXKUNX SMYUIITI:
e UUB (OYB, U24Y3, 426, LLIXC canbacaH.
e OpreH XypasHUi xaBcapcaH aHTMbMoTUK (LiepoTakecnm, uedTpmakcaH, MeTpoHuaason,
Tazo6akTaM, UMMUIMEHEM, BAHKOMULMH, KO-TPUMEKCa30.1)
e M>ac 3acan aMumnaras

X3ILUSIMXK:

DH3XYY TOXMO 401 Hb 3aJ1yy HacaHA napcaH, AML-M5 asa xan63p 6ereeg KMT2A:MLLT10 onoH
JaBxap MOJIEKYN-UUTOrEHETUKNIMH FaXKUI XaBcapCaH 3pCA3/1 6HOepPTIN ©6BYHUI COHIroAor >KWULLI3
toM. AML-M5 xan63puiiH AML Hb MOHOUMTLIH sarapan gaBaMran/icaH, LLiaBMa 4emMreec ragyypx
3PXT3H TOITOJILLOOr XaMpax XaHaJs1araTam.

Yr eBYTOHUI LLIABNA YOMIUIH LLUMHXKWUIITI3H4 MOHOLMTBIH 33/19X XyBb 88% 6aiicaH 6ereeg MPO
60o10H PAS ypBan aepar, ypcranTt ac ToonyypbiH WwWnHxXmnrasna CD33, CD64, CD34, CD117, CD56
33p3r MOHOLUMTbIH rapantan AML-a HUIMLSX UMMYHGEHOTUMN UA3PCIH Hb OHOLLMIT B6aTasiIraaXkyyJsicaH.

Monekyn-uutoreHeTUKMMH Xysbg, t(10;11)(p12;923.3) KMT2A:MLLT10 reHuin rakur uaspcsH
Hb 3H3XYY TOXWMOJAJIbIH SMH3N3YMH a4 Xon6orasbir ToaoTroXK 6anHa. KMT2A raxkurtain AML Hb
HacaHA, Xyparyasg, 3163r ToxMonan0r 4 3a1yy HacaHg, XapbLaHryn XoBop 6ereep, ctaHgapT 3acpang,
XYPraX XMMM SMUUAI3HA, YP AYH CYA, JAaXUNAT 6HAePTIM, 5 >KMAMNH aMbf, yna3X XyBb 28.1% 6anaar
Hb OJIOH cypganraaraap HOT/IOrACOH. TyyH4YA3H yr eBuTeHn, dup(3)(g21g26) XpOMOCOMbBIH FaKur,
WT1 3epar, MeH NRAS 6a KRAS MyTaum UA3pcaH Hb NEMKEMUNH 3CUIAH Npoandepaly, aMmbapax
YaABapbIr H3IM3MAYY/XK, SMUYMUTI3HUIN Yp OAYHT yaaM Aopayy/sax ceper XyuYuH 3ynag TOOLOrAoHO.
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XMW 3SMUUJITI3HUI ABUAS, MAHLUMTOMNEHW, SNaHrysia XyHA, 33pruiH HenTponeHn (ANC=0) yyccaH Hb
XanaBapblH 3PCA3MAT HIMIMAYYXK, NabopaTopuiH WMHXKAr33HA CRP, NpoKa/ibLLUTOHMH OrL,OM
WUXC3X, KIIMHUKUIMH XYBb[, apbCHbl MA33T XanAaBap, MeH Myxap OJINOMH LLOYMOT YP3BC/IMNH XYHO,P3/
YYC3X3[, XYPraC3H.

IMUYNAr33HUI XyBba, cTaHAapT Cytarabine + Idarubicin (7+43) cxeMuiar 3acpang Xyprax aSMUYNAr3sHA,
X3p3arnacaH 601084 KMT2A:MLLT10 3epar, o/10H MoAekyA raxkurtan AML-a 3eBxeH cTaHAapT XUMMU
3MYUMJIFId XaHranTrym 6amx Hb 3163r. MiAMa, 0N0H YACBIH YAUPAAMMKUA, YT OYITMAH ©BYTOHYYA3.,
JOHOPOOC LYCHbI YYA3/1 3C WMMKYYA3H cyyarax (allo-HSCT) amumnrasr Tenesnex LiaapanaraTtam
GalHa.

AOYTHIT:

DH3XYY TOXMONAON Hb 3asyy HacaHg unspcaH, KMT2A:MLLT10 reHnn raxurtan, AML- M5
X3163pUNH OHAeP 3PCAINTIN LOYMOr JIEMKEMUMH XOBOP YKMULLIS3 OM.

OnoH gaBxap MoseKkya-uutoreHeTukuiiH raxkur (dup(3q), WT1, NRAS/KRAS myTaum) xaBcapcaH
Hb ©BYHMIM Taarym TaBWJ/IaHI TOAOPXOWM/K, IMUYMTIIHUA TaKTUKUNT 3PT LLATHaac 36B TOJIOB6X
Wwaapgnaratanr oHuosmk 6amHa. VM eBYTeHO, MK OYpaH MONEKYN-TEHETUKMWH OHOLLUWMAroor
XUMCH33P XYBb XYHA, YUTJIICIH SMUYUATIIHUM TeneBiereer 60/10BCpyyaaxas Yyxaa a4 Xoa160ra01Tomn.

Laawima 4OHOPOOC LYCHbI YYA3/1 3C LUM/DKYYI3H CyyJIrax SMUYMM3ar Lar anaaaryi XapamnKyyasx
Hb 3MUYMAMI3HUI YP AYHT CandKpyyaxag, vyxaa a4y xonooraonton. Mima Toxmpox AoHOPbIr UAPYYA3X
30PMIrO0OP AOHOPbLIH LUMHXMAM33HA, XaMpyyiaxX, MoHron yncag AoHOPbIH OYPTrasIMAH CaH YyCrax
X3p3ru33 Ty/Arapy 6anHa.
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3.6 HAPAH MAP®AH XAMLLUUHXX

B.3pdsHayumaz! 3, [lanzapysysat, Y.6amuam?, 3.TyHzanaz2, E.bam-6a3uiiz, XX.PuHuuH?, H.ConoHz02,
M.BunzyyHOapw?, M.BOHep3asa?, 3.l3panmaa? /AY-Hel dokmop,npogeccop, MY-biH xyHUl 2asbsiam 3mu.
T.MeHxmynza, ©.Xuwuzbam

3x, Hapad, dmazmatiuyyouliH YHOacHuli Tes - II

YHO2C/1o)1:

MapdaHbixaM LUKMHX HbaHX 1896 oHa AHTYaH MapdaH To40pX0N/ICOH X0/160r4Y 3AUNMH IMIar beree,
10,000 XyH TYTMbIH 2-3-T Hb TOXMONAA0T 3K Y343r. DH3 Hb ayTOCOMbIH AaBaMram/sicaH xanb63paap
yaamiuaar 6ereef ron4aoH 15-p xpomocom A3spx dGnbpunaunH-1 yyprunr kogumngor FBN1 reHuinH
MyTaumac yyasnTam banaar. MapdaHbl xaM LLUWMHXK Hb 3YPX CYAAaCHbl, OY/TYMHTUIAH TOrTOJILLOOHBI,
YYLIUIHbI 60/10H HYAHUI TOFTO/ILOOHbI AMI3ryy, MeH apbCHbI 3MIaryya3sp ToAopXxonaoranor

HapaiH MapdaHbl xaM WwinHX (NMFS) Hb aMbApanbiH 3X3H yed WAspAasr 6ereef COHroAor
MapdaHbl XaM LUMHXK33C WYY XYHA X3/103PpUNH 3SMHII3YIMH LLUMHXK T3MJ3TM, TaBU1aH MyyTal 6angar.
©OBUYTEOHYYAMMH 95% Hb aMbapanbiHXaa 3XHUIM XXUAg Hac bappar. AnaHrysa 3ypxXHUNA F3MTI Hb
NMFS-a nnyy xyna 6angar 6erees MuTpan 6a rypeaH xaBTacT XaBxJ/arbliH AyTaraan Hb 6ara HacHaac
Hb 3YPXHMI AyTargasna yycragar.

HspaH MapdaH xaM WnHXX Hb MapdaH xaM LUMHXKUIH 1%-mac 6ara XyBUINr 333/71H3. ©OBYHUN
XOBOp 6alanaac wWwantraanaH aMbf, TOPOATOH, TOXMONA0X HAPUMBUYMIICAH AABTaMMXXUIMNT TOFTOOCOH
cyaanraa ogooroop 6amxrym 6amraa 6ereef cyganraaHbl 3X CypBa/DKyyn, Yr SMIrarumimr mawl XoBop
r3)K TOO0PXOM/I>K balHa.

Tynxyyp yrc: Hapainn Mapdanbl xam wnHx (nMFS), dnbpunann-1 (FBN1),

TOXMNMONAON:

Ox 36 HacTal, A334, 60/10BCPONTON, XKUPIMCAINT-3, yp xeHaenTt-1, 3yn6ant-1, Tepent-1
XKupamcHuim xaHanTan, xyrauaaHgaa 7 40100 XOHOIToMA, XaHanTad opXX ToBnosbiH Aaryy 11 ynaa
Y3YV3H, WNHXKAM33 4 yaaa erceH. NT, HB xapyynaH,. 21 TecT erceH, XaBUMH raxk rapcaH, yprumH
OYTUMIMH 3x0 5 cap, 8 capTaing xapyynaxan OyTuU34 ©epusienTTaM rapy 6anraarym rax eryyJsicaH.
YKNPIMCHUM TINITUIAH ABLL: TOHYC/+/, 3pT 60JI0H XOXKYY YEUMH XOPA0ro Yryn. KUP3IMCHUN XSIHANTbIH
LUMHXXWA33HA: Ma30K- YP3IBCINTIN, aa X3aparnacaH. Llyc 6aragantran, uec sorcoHrmwmnaTon. bycag,
LUMHXKUAM33 eepuenTryn. XXMpaMCcHUI Xyraw,aaHa 6BACOH ©BYMH: YIYH, YKUPIMC3IH Ye33 3MHI/IIT
X3BTIXK 6anraaryi. duar 34 HacTan, apxm Xapraagsrryn, TaMxu TaTHa, dpYY/ MIHAUAH XYBbA, 3pYY/,
0337, 60/I0BCPONTOMN, UHXKEHEP MIPIrIKMATIN. UM IXUMH 2 Tang, eHaep XyYMyyc OOSIOH HYAHMUIA
LUKA 3YYA3M XapaaHbl 63PXLLU33/ITIM XYH Garxryy raB. YAaMLUbIH SiMap H3MH 3Mrar 6amxrym racaH
OryYYI3MIKTIN.

TeP/IerminH fABL;:

2025 oHbl 11 capbiH 28-Ha 9H3YT-a 31 HacTam axuiH Grlll-I TepenT 40+6 o100 XoHOrTOMA, LIOC
30rcoHroumnTon raxk Tepentminr 100MKr MM30nNpoCTos1 0010H 7,5, 0KCUTOLIMHOOP C333K C343311T
YP AYHIYN Tepex XYYHUW cynpanTan, ypar OyTaXMNr 3aBAcaH Tyl SapanTanl Kecap xarasraaraap
Anrap 6/7/7 oHOOTOM OYT3INTT3M TOPCOH, XYUMATOPOerdy aMunaras ae4y, HIIT WUMIKUK aIMUMATI3
aBCaH.

BOOUT Y3JIOI'T:

C.Hapan 6ueunitH 6angan xyHa, 6uenitd »xud 3600rp (50-90th depueHTens), ypT 56 cm (>97th
depueHTenb). YxaaHTan. OpyHbl Xapbliaa, xedenareeHnin nasexu cyn. Llapait eBepmel, TepXTai.
OBUYY XOHXOpP. BYNUYMHIMIMH TOHYC Ccyn, MeYAUIMH XapbLaa TI3NTUMH HacaHAaa ypT, Mevns, xarac
TOHUMNCOH GanpanTan. HapaliH pednekcyyn cyn. Xexex, 3anarux pedsekc WUApaxryn. TarHan ryH
XOoHxop. 3ynain 2,0*2,5cm, 3aaacyyn, Aaesxpanacan. [laraHel 6y14MH XeLUMHIeryn. ApbC L3B3p, Xyypan
YpUrap, LamBap sraaH LOHXUIopayy eHreTain, 3pasH. [ynusa Hapan. 3ypxXHUM aBMa TOA, X3M XKUTA.
Yywrn 2 Tang, cynaBTap amMbCraaTan, U33)K CyJXaH XOHXOM30HO. X3BAWM 366/16H, uaparapayy,
YarHanTaap rypB3J/133/1 Cy/IXaH COHCOrAOHO. TaMTPanTaap 313r 6apyyH xaBupraHbl Hymaac 2,0cwm
OpPYUM TIMTPIrA3H3, A3/1YY TOMIyn. Xy u3B3p. LLIsac xoBop. Meyaeep 3ee/16H XxaBaHTall.
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3MH3N3YNL HAPAVUH FTAAHA BUEUWAH Y3/19I33P OAPAAX CTUIM LLUUHXKYYL, UIDPH3.

YyYHA;

Llapan eBepMeL, TOPXT3IN, XerLiunH, YHXKYy XxaMapTan

X0ép 4ynx ToM, A3/163H TOM, XaBTral, A37163HININH Mereepc xa1063p>K33rym
Ll33>KHM X37163p Tarw 6yc, ©BUYY AO0TOrMLLIOO XOHX0P

MeuguinH xapbLi@aa T33ATUMH HAacHaac ypT

lap xenunH XypyyHyya ypT

Xoép rap 6yranra xacrasp A0Toroo 6ypaH HyranapcaH.

Xo€p X6MNH TaBxal LWyAyYyH

TarHam ryH xoHxop

T \ \\\\\\\\\\\\\\'\'
L

3ypaz 3. a,6 a-xaemzati maexad, 6-ypm xen
LUNHXUNTI22HA,:

3YPXHUI 3XO:

XI1/29 2 xoBO/1bIH 6aipian X3BUNH XeHAMNH XapblLiaa angaracaH. 3yyH XoBA/IbIH €peHXUIM armaT
oyypaarymn EF~63% FS~31%. bapyyH XoBAJ1bIH YU aXkunanaraa 0yTaL, XaBMinH, 6ara 33par TOMOPCOH.
XoBA0/1 XOOPOHAbIH TacsiaByd OyTaH. 3ypXHUIM epeHXUN armnnT byypaarym cerMeHTUMH armnTt
Xe[eNreeHun angargaaryi. fon cyaacHbel BasibcanbBa 1.6cM epreH. MuTpan xaBxnar yHXWUATTan,
MUTpPas XaBXNarumH AyTyy xaargan. batanoBbiH uopro H3anTTaM 0,3-0,4cM. 3yyHI3C GapyyHA
WYHTTaM YyLWrunHbl apTepuiiH gapant uxaccaH /D shape/ peak vel~3.11m/sec Peak PG~31mmHg
nepuKapamMmH LUMHI3H X3BUNH. KapAMUTbIH LUMHX YTYM.

AYTHIJT:

Q87.4 MapdaHbl xaM LLINHXK Foa1 CyAacHbl CYYpb X3CTMMH TOMpOo, baTasoBbIH LLOPro H33ATTIN,
MuTpan xaBxJlarMiH MpoJsianc MUTPas XaBxJarMiH AyTyy xaargan, YYLWruHbl apTepunH gapant
mxcanT | 33par

. : 3ypaz 4. [oa cydacHbl cyypb X3cauliH epzeH
- [ - i

3ypaz 2. a.6.6.2.0.e a-us3xcHuUll e84yYHULI XOHXOP, 6,6-X0EpP Hux ypm, 3YPXHWUM 9XO: 1/02

2-3pXULl XYpyyHbl Wk, 0,e-yeHutl xom ysH batioan 3YPXHUI 3YYH XOBAJIbIH XOHANM T13rANK TOMOPCOH. LVEF~26%. 3X-H cerMeHTUIAH arlumnT 6yx
XaHaap r’MNoKeHe3nTan. Tocryyp X0OpoHAbIH TaCa1aBUMH/A, 3yyBaH LLOHX H331TTaM. 3yyH33C 6apyyHn,
WyHTTan. bapyyH Tocryyp T3/13ras»K TOMOPCOH. FYpBaH XaBTacT XaBxJlaraHf, peryprutaumTan.
MUTPasl XaBXnaraHg, YHXWUNTTaW. peryprutaumTan. YyLIrvHbl apTepbiH AapanT Mx3ccaH. mPAP
Toouoos0xon 35mmHg. Ton cypgacHbl BasnbcanbBa 1,9cM epreH. AopThIiH XaBxiarg, perypruraum
H3M3racaH. [NMepuKkapaAMMH LUMHIIH UXCI3MYI.
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OYTHIT:

TanaranniiH kapanommonaTtu, 3ypxHun aytargan llIC, Yyuwrunbel apTepbiH gapant uxcanT |
33par, 3yyBaH LOHX H331TT3l, MuTpan nposanc, MUTpan xaexaarumH aytaraan |l 33par, AopTbIH
XaBXJ1arMMH LaruparbiH T313r430, AopThiH AyTargan | 33par

3YPXHUW 3XO: 1/07

3YPXHUIM 3YYH XOBAJIbIH XOHAUM TIN3rA3K TOMOPCOH. LVEF~56-62%. 3X-H cerMeHTUMH arumnT
OYX XaHbIH X640/IF66eH ©MHeX Y3/13r33C calykupcaH.Tocryyp XO0OpOoHAbIH Tac/laBYMHA, 3yYBaH LIOHX
H331TT3N. 3yyH33C OapyyHA, WWyHTTan. bapyyH TocryypblH XamM»33 6ara 33par TOM rypBaH XaBTacT
XaBxnarg, peryprutaumTan MUTpan XaBxnarg YHXWUATTan. peryprutaumtan. YYLWrnHbl apTepblH
OAPanT UX3CCIH. X6HreH 33par [os1 cypacHbl BasibcasibBa 1,9CM epreH x3aB3ap. AoOpTbIH xaBxJjarg,
peryprutaum xeHreH 33par [lepmMkapAunH LLUMHI3H 3ypBac X3BUNH

AOYTHIX3 4,
AOpPTbIH XaBXNarMmH LaruparbiH Ta03rA30 , AopTbiH ayTargan | 33par, 3yyBaH LLOHX H33NTTOM,
MUTpaJ Npoaanc, MUTpan xaBxnarnmiH gytaraan ll 3spar, YyLlWwrnHbl apTepuinH gapant uxcanT | 33par

LI99>KHUWN PEHTIEH 3YPAT:

bapyyH yyuwrunHbl aoon Tanb6arH AOTOp 30HOOP OOMOH 3yYyH Yyraap AyHA TOAPOJITOM, HIM3H
TOpAUNH ByC Cyyasp>KUATTIN. bapyyH TanblH epLl, A33WKMAC3H, apbiH VIl xaBupraHbl TYBLUWHA,
TOA0PXOMNOrAOHO. 3yparnan OoJILUMPCOH. Yryynd epreH 6yc. 2 TanblH CUMHYC 40106T3N. 3YPXHUN
Galpnan Tawyy, 6351Xyyc T3rLl, roJ1 cygacHbl 6ary, epreH 6yc. Tumyc/+/. 2 TanbiH ILIILIV xaBupraHsl
©MHe[, Tercre 6ara 33par epreH, XaBTran xaparaaHa.

3ypaz 5. Li33xcHuli peHmezeH 3ypaz

XOEP TAJIbIH BYTAJITA, LLYY, BOI'T AC 6OJIOH BEAPYYH FAPbIH CAPBYY, XOEP TAJ1bIH
TABXAW ACHYYAbIH 3rL, BAUPIANO, ABCAH PEHTIEH 3YPAIT:

L23px AcCHyyOan AeCTPYKUM 06pYNeNT YIYN. Frafapryy >XUrid, SCHbl XanbC 3y3aaHryi. bapyyH rapbiH
capByy 00JIOH 6yryiiH ye, Xo€p TasiblH TaBXallH Ye YYCIra)K Oyl SACHYyAbIH TOXMPOO XaArasargaHa.
Ye Xo0poHAbIH 3al XXUra. AcaHg MN3pXMn Xxaparaax Xyrapas, MyaTpan yryin. bapyyH TanbiH capsyy
©0J10H XOEP TasblH TaBXaWH ACHYYA, OHIeXK TOPCOH HAPalH SICHbI 3yparTan xapbLyynaxag, 6ara 33par
ypT xapargaHa.(S/O: Marfan Syndrome 6ai»x 60/10x)

3ypaz 6. Xen, 2apbiH peHmzeH 3ypaz
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HYOHUN SMYUNH Y3N3T:

XyYXanmH bmeninH 6anaan XxyHa Xacar raspblH y313r33p: XyyxaH xapaar S.Tropicamidi-0,5 eprecres.
XOEép HYAHUI 30BXM 6ara 33pruiH XxaBaHTan. 30BXUHbI apbCHbI OHIE LiaBap CI/IXM3p. 30BXM, a/IMMHbI
CaJICT L, amBap. IB3PJIar HUA3HXYMA33 XaBaHTal. 3B3paar D-11 xyyxaH Xapaa aM33p »KUra, TIN3MACIH.
2 HYOHWI 6oN0op XaMap ragaril A33w MynTtapcaH. boapbiH UMHHUIAH WaHAac cynaBTap. XapaaHbl
M3 P3/IMNH XOXJ1er XUJ1 Xa3raap Tof, CyAcaH 6arL, TeBeec apTepu BEH XapbLiaa X3BUMH. LLAP TOJI60HbI
pedaekc cynaBTap, TopaorT u3B3p OHoL: 2 HYOHUA TOPOSIXUNH 60NPbLIH MynTpan

Ypam3yit amumniaH y3nar: DS. Marfan syndrome Q87.4

ANNTAH OHOLLL:

HsapanH MapdaHbl XaM LWMHXXUAT Japaax 3Mraryyassc saraH OHOLUIOX LWaapgnaratan. YyHAa:
Loeys-Dietz xam WNHX (apTepuiH MyLUrMpcaH 6anpgan, runeptenopusm aasamraiina), Ehlers-
Danlos xaM LWMHXK (apbCHbI X3T CyHaNT, amapxaH ypargax), Congenital contractural arachnodactyly
(Beals syndrome - 3ypxHuit XyHA, eepunenT 6araTait), Homocystinuria (otoyHbl xouporaon, TpoM603
JaBaMraliiHa) 33par 6arTaHa. MaHait ToxMonaon4 aopTbiH YHAICHUIM T313MA31, MUTPan XaBXaarmiH
nponanc, 60spbiH MynTpas, CUCTEMUAH OHOO eHAep Galraa Hb HApanH MapdaHbl XaM LLMHXUIAT
G6aTasK 6anHa.

SMUYUNIITI3:

Hspang, ambapanbiH 3XHUI 4p6ecC 3X13H aMbCrasibiH AyTargan Uaspy, Xy4uaTeperd asMumiaras
XUNCIH. TOPOSIXMMH ONIOH CTUTM LUMHX WJIPCIHTIM XO0N600TOMIroop 3ypx cygac, Hyd 60s10H
YAAM3YWMH HapUMH M3PIraXkJaMMH 3MY HapT y3yy/K, HapanH MapdaH xaM LUMHXK OHOLUJIOTACOH.
3YPXHUIA MUTpPas XaBXJ1arMMH ©6pyYsIeNT, YYLUTMHbl apTeEPUH AapanT UXCINTTIN Tya dypoceMua,
KanTonpua SMYMU/IT33r IXJIYYACIH. TOpex yeac LyCHbI XMIAH LUMHXKUIF33HA, 6epyunenT nnspy, 6oancbiH
COJIMANLLOOHBI apxar angargasn, 6eepHuit oyTaraasn, aHacapKa yycy, MK GYPaH 3MUMITI3 XMIAND3.

1 cap 4 xoHorTonMg OWEWMH XaBaH H3IM3rA3XK, aMbCrajiblH 6anaan MyyaaH, 3YPXHUN
axXoKapanorpaduinH OaBTaH LUMHXXUAMI3ra3p 3yPXHUIA AyTaraan OHOLWIONACOH Ty/1 aMbCrasibiH
annapataap 4 XOHOr yAMpAaH aMbCranyys/k, WHOTPOM, AOUIOKCUH, dypocemMna, KanTonpu,
cnngeHapua sMUYNITIIM XMACIH.

YP YH:

IDMUMTI3HUIA YP AYHA 3YPXHUMA AyTaraan HaMKMK, 3PXTIH TOrTOJILOOHbI YW/ aKuianaraa
aa)KMaap C3praxk, Hapam 52 XoHOrTona, 3MH3Ar33C rapcaH. Xexex, 3anarux pedaekc xaHranTtram
Oypang33ryn Tyn ryypcaap XOOJIJIOX 3MH3/Ir33C rapcaH 6ereef rapuiH HexUen[ Kantonpui
TOrTMOJ1 X3pP3ar/IaXK 6anHa. Oa00roop yr HApamr XYyYXAumMH 3MY, 3ypX CyAacHbl 3MY, HYAHUA 3MY,
M3P3/IMNH 3MM, YAAaM3YIMH 3MY HapbIH OJIOH cas1bapbiH XaMTapcaH XsiHa/ATad, TOrTMo 1 aBy 6aiHa.

XJILUSMXK:

HapaiH MapdaHbl xaM wnHxX (NMFS) Hb MapdaHbl XaM LUMHXXUNH XYHA, X3163pUiH, XypaaH
ABUTaN X3163p oM. VIXaBUsIaH 3U3r 3x33C yaamuicaH 6uil, xapuH FBN1 reHuitH de novo (LimH3)
MyTaumac yyganTan 6angar. FBN1 reHuitH myTaum, snanrysa 23-32 3k30oHA 666rHepcHesc yyasa
Tal 6ereen 3H3 Hb COHrogor yaamwaar MapdaHbl XaM LIMHXK33C sarapaar. CoHrogor MapdaH Hb
ayTOCOMBbIH AiaBaMrai/icaH XaB Masraap ygamiuaar.

DH3 3MIArnnUr COHroaor HyaHWM, 3ypxX CyAacHbl 60/10H BYTYMHIUMAH TOrTOJ/ILLOOHbI FaXXUT XK
Y3436 4 34r33p 6BUYTOHYYA3 YYLUIU, apbC, TOB M3AP3/IMAH CUCTEMA, M3A3MAIXYNL, HO106 Y3YY43r.

l3p 6yng MFES-uinH Tyyx 6anxrym 6on MFES-UMH rap GYINMMH TYYXTYM XYMYYCUMH XyBbJ, AapaaXx
LaAryypyyabiH anb Har Hb MFS-nir oHowioxop TycasHa.

e AopTbIH Wanryyp (aopTbiH rosy Z =2 3¢B3/1 ro/ibiH YHASC 3a4pax) 6a 6010p MyaTpan

*  AopTbIH Wanryyp (aopTbiH roay Z 22 3¢B3/1 ro/1bIH YHAIC 3a4pax) 6a 433p AypAcaH LWaiTraaHbl

FBN1 xyBun6ap.
e AopTbIH Wanryyp (aopTbiH rosy Z =2 3¢cB3/1 roN cygacHbl 3agpan) 6a cCMCTEMUIAH OHOO =7.
*  AopTblH aHEBPU3MTaMN XYHA, UI3PCIH A33p AypacaH 6onop myntpan 6a FBN1 xysunbap.

89



SMH313YUH X080p MOXU0/0/bIH YHO3CHUU VI uyynzaH

CucmemutliH oHOO

Wrist +Thumb sign /xoéynaa separ/

3eBxeH Wrist sign acean Thumb sign

LL33>k XoHX0MCOH /pectus excavatum/

LI>3>k ToBOWMCOH /pectus carinatum/

Hypyy 6ertuitx /scoliosis 220°/

Spondylolisthesis
Arm span /Height >1.05/
Upper/ Lower segment ratio 6araccaH

XaBTram Taexamn /pes planus/

Joopa MeuauiiH raxkur /valgus deformity/

LLlepmec cyn, ye XaT cyHanT

(RN [FSENN [ NCJN (SN VNG VNG VRN NN I O [N TSN YN

HyypHuit oHuor 23 /noopx/

Universal Mutation Database- FBN1 MyTauuitH M3433/1/IMIAH CaHraac aBCaH M3/193/1/133C Xapaxag,
HApalH MapdaH XaM LUNHXK MyTauunH 92% Hb LUMH33p YYCCIH. HapainH MapdaH XaM LUMHXK reHoTHN-
GEHOTUMUIAH LUMHXXMATI3M33p UX3HX MyTauum (88.4%) Hb 36BXeH HApaliH MapdaH XaM LLUMHXKT3M
©BYTOHYYA3 U3PA3r 60N0XbIM Xapyy/iCaH.

HsipaitH MapdaHbl XxaM LUMHXWIH TaBMAaH Myy. 86 TOXMOAJ1bIH TOMMA, Hac GapanTbiH AyHAaX
Hac 16.3 cap 6aricaH 601 coHrogor MapdaHbl XaM LUMHXKT3M 6BYTOHYY/A, X343H apBaH XKW1 aMbAapaar.
CoHrogor MapdaHbl xaM LUMHXUIMH HAac GapaaTbIH Fo/1 WasaTraaH Hb aOpPThIH 3a4pan 3CB3/1 yparaan
6anpar 6on HapaH MapdaHbl XaM LUMHXKT3M 6BYTOHYYA, MX3BYJI9H MUTPaa BONOH rypBaH XaBTacT
XaBXN1aruimH peryprutauuTan xon600ToM 3ypxHUin gyTaranaac 601K Hac bapaar.

OYTHINT:

Hspaih MapdaHbl XaM LLUMHX Hb MalLll XOBOP, aMb HacaH/, atoy/1Tal 3SMIar oM. DH3XYY TOXMOA0
Hb HApPanH MapdaHbl XaM LLUNHXKUIAH COHrodor 6yc, XyH, XaN103pUIMH 3IMH3I3YMH MNP3TIN GaNCHbIM
Xapyy/DK 6amHa. DpT YEUMH HapUMH M3PIraXkKJAUMH TyC/laMXK, TacpanTrym XsaHaAT Hb amMbApasibiH
YaHap, Xyrauaar yptacrax 60/10M>KTOM oM.

HOM3YN:

1. https://www.uptodate.com/contents/genetics-clinical-features-and-diagnosis-of-
marfan-syndromeandrelateddisorders?search=marfan%20syndrome&source=search_
result&selectedTitle=1~49&usage_type=default&display_rank=1
https:/publications.aap.org/pediatrics/article/132/4/e1059/64837/Health-Supervision-for-Chil-
dren-With-Marfan?autologincheck=redirected
https:/marfan.org/marfan/257 6/Aortic-Root-Dilatation-Nomogram
https:/www.jpeds.com/article/S0022-3476(19)30389-0/fulltext
https:/marfan.org/dx/zscore-children/#formtop
https:/marfan.org/wp-content/uploads/2021/01/Neonatal_Marfan_Syndome.pdf
https://en.wikipedia.org/wiki/Marfan_syndrome
https:/journals.lww.com/nijc/fulltext/2015/12010/neonatal_marfan_syndrome__a_rare_presen-
tation.14.aspx
https://secure.ssa.gov/apps10/poms.nsf/Inx/0423022468https://link.springer.com/arti-
cle/10.1186/s13052-024-01756-0
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3.7 5AUNH LUNHXXWUJIT33r33P OHOWWJICOH TAAHA
B3J13I 9PXTHUU NMUTEIMON CAPKOMA

T.Menx6am?, 3.YnH0apmaa?
!@sepxaHzali atimaz 0axb 6yculiH OHOWU/1200 IMYU/233HUL mes
29M232 cy0nanblH YHOICHUL mes

TOOOPXOWJIONT:

2nuTesnona capkomMa Hb UX BUEUINH 306/16H 34, ANaHrysa aapuar XaBJNMH XeHANM, 63131 3pXTIH
©0/10H A0TOP 3PXT3H, Or3er TallaaHbl X3C3IT WYY TYrasMa/l TOXMOAAA0I ME3EHXUMUIMH XOPTOM
XaBgap M. ICUIMH MOPdOAOTN LLUMHMKIIPID SMUTEMONL, TOPXUUT UN3PXMANAsr [1]. DMHIN3YMH
XYBbJ, FaHL, 3CB3/1 OJIOH YYCraB3ap 6anaar, aaxkmumM TOMOPAOrN, 3aHrniaa X3163pasp WaspY, Aaxmux
XaHanaratam, TYHraJrMiH 3aHrmnaaHbl 60J10H asiCbiH YCIPXUIMAAN ANaHTysa YYLUTMHA, YCIPXUIANAIT
Hac 6apanT eHAep XopToi xasdap oM [2-5]. Yr xaBgap Hb 3MH3/13yM 6GOMIOH AYPC OHOLLUMATOOHS,
©BOpPMeL, LUMHXIYWU Tya 3AUAH 6ON0OH MMMYHOTUCTOXUMMUMNH LUMHXKUAMI3r33p 3LUCUMH OHOLLIWIATM
TOrTOO/0r.

TOXMOoNOon:

24 HacTalamMarTan, 2024 oHbl ©BepxaHran anMrminH BO3T-4,Mac 3ac1aap XaC3r4ya3H aBcaH cCopbLOA,
3OMIH LWWMHXKWATI3 XUIMX34, 5AMNH rapBasiaapaa CapKOMa-H LUMHXKUKIT aryyacaH 60J10BY XaBAPbIH
3CUNH Tepaieep 3NUTEIMonN, TOPJIMAH ME3EHXMMUMH XOPTOM XaBAap C3XKUIJISCIH Ty XaBAPbIH
3CUIMH 34, rapBabIlr TOrTOOX 30PUJITOOP DMIar CyAJ1asnblH YHAICHUA TOBUIH 1abOpaTOPUT MK
uMmMmyHormnctoxmummuiiH Cytokeratin, EMA, CD34, Vimentin, Kié7, MelanA, S100, CD99 6yaryyaaap
OyayyncaH. Yr Toxmonasibir AnoHbl XmpoLumnmma nx cypryyanmnH SMHIJITMAH SMI3I CyA1a1aac 36B/16ree
aBaracaH 6a uMMyHornctoxnumminH Cytokeratin, EMA, CD34, Vimentin, MapKepyyaaa, XxaBApblH 3CUNH
6e6eM, cuiBaH 3epar, Ki6é7 MapkepT XxopToiLwibiH 33par 20% 6yaaracaHd 6aiHa (3ypar 1).

3ypaz 1: A; B; C. HasucaH maszuliH ypzanmmati, mesdee yxxcua 6yxull ucuxcuz 3aH2usaa yycz3caH xasopbiH 3cyyo. D.
Cytokeratin mapkepm xagopbiH 3cyyOuliH 6eem, culieaHauliH sep3z 6ydazoanm. E. EMA mapkepm xasOpbiH 3cyyOouliH 6eem,
cutlieaHauliH 3epaz 6yoazoanm, F. Ki67 mapkepbiH 6eemuliH 6yoazoanm 20%.

XIJILUSMXK.

lagHa 6313r 3pXTHUIN 3NUTENINOUA, CapKOMa Hb 3NUTENMOUA, 3CUMH MOPHONAOrMTON, FOJYNOH
XYyqyyp 3AUNH GEHOTUNUNT Xapyysgar Me3seHXMMUNMH XOpToM xaBaap 6erees HUNT Me3EeHXUMUMH
XaBApbIiH 1%-c 6araryil, Hac xapransaxrym xyyxsg 60/10H HacaHz, xyparyzsg Ttoxuonpagor [6-9].
SMH3N3YMH ABLbIT YpbA4YMAaH TaaMarnax 60/10MKryin. Xyyxas TaBuniaH cantan 6anaar [10]. BugHuii
OHOLLIMJICOH YT TOXMoNA0nA 24 HacTal xapbLaHryn 3a1yy HaCcHbI ByN1arT xamaapu 6amHa. Yycraxk 6yim
LIa/aITraaH, aMrar aM Hb 0400roop canH cyanargaarymn 6osoe4 INI1/SMARCB1 reHMMH MyTauaap
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https://www.uptodate.com/contents/genetics-clinical-features-and-diagnosis-of-marfan-syndromeandrelateddisorders?search=marfan%20syndrome&source=search_result&selectedTitle=1~49&usage_type=default&display_rank=1
https://www.uptodate.com/contents/genetics-clinical-features-and-diagnosis-of-marfan-syndromeandrelateddisorders?search=marfan%20syndrome&source=search_result&selectedTitle=1~49&usage_type=default&display_rank=1
https://www.uptodate.com/contents/genetics-clinical-features-and-diagnosis-of-marfan-syndromeandrelateddisorders?search=marfan%20syndrome&source=search_result&selectedTitle=1~49&usage_type=default&display_rank=1
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https://marfan.org/wp-content/uploads/2021/01/Neonatal_Marfan_Syndome.pdf
https://en.wikipedia.org/wiki/Marfan_syndrome
https://journals.lww.com/nijc/fulltext/2015/12010/neonatal_marfan_syndrome__a_rare_presentation.14.aspx
https://journals.lww.com/nijc/fulltext/2015/12010/neonatal_marfan_syndrome__a_rare_presentation.14.aspx
https://secure.ssa.gov/apps10/poms.nsf/lnx/0423022468
https://link.springer.com/article/10.1186/s13052-024-01756-0
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YYCA3T 3K y3a3r [4, 11]. DH3 xaBApbIH ye AyPC OHOLLM/ITOOHbI ©BOPMOL, LUMHXK 6aNXTyii Ty 30BXOH
30MIH WMHXXUAr33rasp oHowtoragor Tyxan “Khin Thway, Robin L Jones, Jonathan Noujaim, Cyril
Fisher” HapbiH “Epithelioid Sarcoma: Diagnostic Features and Genetics” rax cyganraaHg, AypAcaH
6aiiHa [12]. ©HeeruinH 6anasaap 0/10H yacaf 6aTnaracaH aSMUNAT3I3HUIA YAUpAaM»K 6anxryi 601084
M3C 3acasl, 3CB3J1 XMMU, Tysa 3MUYUJITI3TIN XaBcpyynax apryya 6angar [13]. lagHa 63131 3pXTHUI
anuTennomna, Capkoma Hb TaBMJ1aH XapbLAHIyn MyyTan 6ereeq, HacaHg, Xypar4yasa, 5 »Kua ambapax
XyBb Hb 50-80%, xyyx,a34 TaBMNaH calTal yump aMbapax XyBb Hb 92.4% Ganaar XaMasH cyaanraaHbl

KIYYAAA, AYPIKI3.

OYTHONT.

lapHa 637131 3pXTHMI aNUTENUOUn, capkoMa Hb Me3eHXMMUIMH rapanTal XopTol xaBaap bereepf,
MUKPOCKOMUIH LLMHXXMAMI3M33p FaXkKUrnMATam 3nNnTenous, aCyyas3C TOrTCOH H3IBYASICT XaBAap
Xaparpgax 6ereep 3apmm Hb pabgoua untonnasmMTam 6amHa. IMMYHOrMCTOXUMUNH LLUNHXKMUAT33r33p
xaBapblH 3cyyn, Cytokeratin, EMA 6o0noH CD34-a 3epar, S100, CD99 6on0H CD31 ceper 6anpgar
TYP3MIMin XOpTOM xaBaap 6erees 6MAHUA NPAKTUKT YI XaBAPbIr 3AUNH LUMHXUAMI3rasp aHxX yaaa
OHOLLIJIOB.

HOM3YI

1. WHO Classification of Tumours Editorial Board. Female genital tumours
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3.8 TOPCHUIN O APAAX XOPUOHKAPLUUHOMA: OHOLLUWUJITOO BA
AMYUIINIHUUN MEHEXXMEHT

Bb.Bamsyn?, b.6a3utidanzap?, [1.0mzoHbasp?, b.bandaHoopxc?, 3.3aH0aH?, b.MaHOoan?, [.bammynza*
IOXIMYT, Ix 6apux smazmatiuyyouliH 3MH3/132

YHOSCNJ:

XOpMOHKapLUMHOMA Hb XXMP3MCINTUNH Aapaax XypAaH MeTacTa3 YYCrax YajBapTai XopT XaBaap
bereef, UX3BYN3H 3yn6aNT, ragyypx >XMP3MCA3INT 3CB3N BypaH 6a 6ypaH O6yc uynuaH XypaarumH
fapaa wnapasr. TepcHui gapaax XopuoHKapuuHoma Maw xosop (1/160,000 TepceH 3MarTai)
©0/10BY 3M3rTaNYYYANMH aMb HacaH[, atoy/ yupyysaar. DH3 6BYHMINT OHOLLIJIOX Hb TOBOITIM, YYUP Hb
TOPCHUIN Aapaax LyC anganT, YPrymassa, XaBJIMMH ©BAONT 33P3r LUMHXK TAIMATYYA Hb 6ycan 6BUMHTIN
aHayypargax 60/10MXXTon. MOHIoN4 3MH33YIMH TOXMOAJ1bIH M3,3313/1 XOBOp 6eree s, sMYMArasHUn
MEHEXXMEHTUIMH TypLUara, 3eBAeM»K AyTMar 6anaar Ty cyaasraa XMnx Lwaapasaratan.

TOXNONO01:

30 HacTal, >KMpPIMCN3AT 3, 6MHE Hb 2 yaaa XYHAPINryM TepceH amMartan. 2025 oHbl 1 ayrasp capp,
XYHOPAATYN TOPCHUM Aapaa 4 capbiH Aapaa L33k, TONroMH eBASNT, rap XeJs1 Cyapax, X3/1 spuaHbl
eepunenT Un3pcaH. LLIMHXMAr3araap Tapxu, yMain, YyLUrMHA, O/IOH TOBLLUHWUI 3313XYYHTIM ©epynenTt
nnapd, 3-hCG >10,000 mIU/ml 6aicaHn. YMainH KT, TapxuHbl MRI-a, 010H TOOHbI MeTacTas, LlyC XypanT,
YMaH 60JIOH TapXWHbl XaBaHTall eepuysenTyynd, TOAOPXOMIOrACOH. DMIrTana XOPUOHKapLMHOMA
OHOLLINIONACOH 6erees TaBUAAHI YH3/13X OHOOroop 7-00C 43311 6YyHy 3HA3X 3PCA3/1 OHASPTIN XK
TOA,0PXOMNOrACOH.

OYTHIIT:

TopcHUI AapaaX XOPUMOHKApPUMHOMA Hb OHOLUJIOX, 3MYJI3X3A, XYHAOPINATIN, OHAep 3pCA3/TIN
©BYMH HOM. DMY Hap TOPCHUIN Japaax XOBOP LyC anfanT, M3ApP3/MAH eepynesnT, aMmbcraa 60J10H
X3BAIMMH LUMHXX TIMArMnr anxaapy, B-hCG, Tapxm 60/10H yMaliH AypC OHOLUW/ITOOr Liar asgasarym
XUNX Waapanaratan. OpT OHOLLUMAN0O, SMUUAMI3HUIMA 36B MEHEXKMEHT Hb aMb HacCbIl aBpaxa, Yyxan
a4y xonborgoaTon 6amHa.
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3.9 X3M-Y3JUICUNH XAMLUUHXK

M.Mypaexcapzan, b.MeHxcatixaH, A.bysHb6am, E.BsambacypaH, IEopondolixyy
IXOIMYT

YOUPTTA:

“‘AEC” cuHapoM (aHKn06.1edapoH-3KTOAEPMUIMH AMCMNA3U-YPYY/T TarHalH CITIPXUIAH CUHAPOM)
raraasr Xan-Ya isICMMH XaM LUMHXUIT aHx 1976 onp Xai 6a Yansic Hap TOA0PXOM/ICOH. Tyc xXam
LWWMHXK Hb TP63 reHninH MyTaumac yyasnaTai ayToOCOMbIH AOMUHaHTaap yaamwaar 6a 100 000 ambp,
TopenTten 1-70 ToxmMongox TapxanTTan Madx X3AuMM 4 Mall LeeH TOXMOA40a OYypTraracsaH XoBop
3MIar oM. Xan-YaIICUIMH XaM LLMHXK 6010X 3KTOAEPMUINH ANCM/Ia3U Hb YP XOBPOJIMIMH 3KTOAEPMI3C
rapasntal 3pxXT3H TOrTOJILOOHbI Fa)Urtam xonbooTton 6Gereep apbC, YC, XYMC, LUYA, XOJCHUM
oyn4mpxamn, ypyys, TarHan, rap 60/10H Xe/IMAr SKTOAEPMUIMH IMI3IrLLMA YYCCIH BanHa.

SMH3J13YNH TOXUONO0J1:

©BuTeH .M, 6 capTait, 3MarTai. 37 HacTal aXUNH 4 43X XKUPIMCAINTUNH 4 13X TOPOT, XKUPIMCHUMN
36 00100 XoHOrToMg Tepex 3amaap 2900 rp »KUHT3K, 47 cM ypTTal, AnrapbiH 7/8 6anntaii TOPCeH.
YXupamcHuit 30 105100 XOHOTTOMA, TIMOYY ©6BUHOOP ©BA6XK IMUSIACIH. TOpPenT X3BUIMH siBaracaH.
Xyyxaa 1 xoHOrToma aMYMArasHg, opXK 14 XOHOr 3MUYMAIF33 XMUATICIH. XYYX3[, TOPCHOOC XOMLL 2
yAaa YyLrmHbl XaTrajraa OHOLLOOP 3MH3JI3MT X3BT3H 3MYJIYY/C3H. XYYXAUMH 3L3N, 3XUIMH Tanaac
M>KWUJ1 30BYYpPLTal XyYH 0400roop 6amxryi raHa.

BUE BANAPbLIH Y3YY/II)T:
3900 rp >KuHT3an, 59 cm ypTTan. XKnH-HacHbl xapbuaaraap < 0.02 nepueHTUAb, 6HABP-HACHBI
xapbuaaraap 0.31 nepueHTUNb, YKUH-HAPUIH Xapblaaraap < 0.02 nepueHTUb TYC TYC XIMXXMUIACIH.

BOOUT Y3JIOI'T:

BueuninH apbc HaN3HXYIA33 XYYypalLLUWXK YSH YaHap anjaracaH, yaamK ryy><caH, amapxaH xarapax
XaHgnaratan. Tonron, nx 6ue, 0334, 4004 MeYneep TapxMas Lapras eHruMnH TaBTal, XUBIaH
XanpoxkunTTan. Ux ue, 0334, 4,000 Meyaeep TapxMasl 3H3 TOHA, apbCHbI TYBLUMHI3C 433U 6prergCceH,
YyNaaH firaaH eHruiH, Ayrapur Xaa03puiH ynaaH sfiraaH eHrninH ryBApyyHyyaTan. depmorpadumsm
ynaaH unapHa. Llapai eBepMeL, TOpXTaN, YC Ta4np, LUMHIIH, HYAHMIA 30BXUHbI TOPOJIXUIAH Haanauaac
(ankyloblepharon) wanTraamk Hya 6YPaH aHURAAXTYH, YPYY/IbIH COTIPXUUTIN, FapbIiH anraHa, XxeHa/160H
3ypaacTan. Max Mapua cyn. LisaxkHuin xan63p 3eB. AMbCcrang, Tycsax Oya4uHryyn, cys1 OpoJsiLoHO.
Ll33>k xoHxon3oxryn. YarHanTtaap yywru 2 TanblH WMPYYH aMbCrasaTan, HOMTOH X3PXKUTHYYPTIN.
3YPXHMIN aBMA TOM, X3M XKUIA, IMI3r WYYrMaHryn. XaBaum ayypaHruayy, TSMTPI/ITIIP 36616H. D3,
A31yY TOMIYI.

o e PR =

3ypaz 1. Xyyx30 ypyysnbiH camapxulimad, ux 6ue, 0330, 0000 MeY0eepP MAPXMAs 3H3 MIHO, dPbCHbI MYBUWHI33C 033W 6p2020C6EH,
YAAAH 52aaH eH2uliH, 0y2apuz x3163puliH ynaaH s2aaH eHauliH 2y8opyyHyyomali 6a 0epMozpacu3m U3pH3.
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3ypaz 2. Tonzol, ux bue, 0330, 0000 MeUOBEP MAPXMAN Wapaan eH2uliH masmadi, xue23H xalipcxcuammati.

i

LWWHXWU29H4:

1. LUycHbl aaarapaHrymn wnnxmnnrasng WBC-27.95 1073/uL, MONO%-12.8%, PLT-653 1073/uL,
LYMPH%-31.6%, RBC-4.59 1076/uL, HGB-12.6 r/an, NEUT%-53.7%, BASO%-0.5%, EO%-1.4%
Oyloy NermKoumTOo3, TPOMOOLIMTO3, MOHOLIMTO3 66pY1eITTIM 6anB.

2. BMOXMMWIH WNMHXKMATI3HA HUIAT yypar 52.3 r/n, anbbymuH 30.9 r/n c-ypBamk yypar 0.9mr/n,
xnop 135.9mmonb/n, dpocdop 2.8 MMonb/A, naktaT 5.5 MMonb/n, ModeBuH 55.5 mMr/on, maruu
3.00 mr/an, caxap 11.3 Mmonb/n, HaTpu 172 MMoOAbL/N, NakTaT gervaporeHasa 354 Habk/n,
Kasibuy 1.8 MMonib/n 6ytoy HAMT yypar, afibbyMUH Byypu, 1akTaT AernaporeHasa MxaccaH barHa.

3. LUyc 6YA3rHIATUIH LUMHXXUATI3HA, 30PNy, MAIBXXKYYICIH TPOMbBOoNIacTMHbI Xyrauaa- 37.2 cek,
NpoToM6UHbI Xyrauaa-16.0 cek, TpoMOuHbI xyrayaa-20.0 cek, INR-1.30 6ytoy Lyc 6Y13rHINTUIMH
anparaanrym 6amcat.

4. TORCH xanpgBapbir UAPYYA3X LUMHXXWUAM33HA, SHIMAH reprnec Bupyc 1,2-bIH 3cpar yycaH IgM
0.01, ynaaHyyn, yycrard BMpycuinH acpar yycaH IgG 0.01, TokconnasMblH 3cpar yyccaH IgG 0.7
X3IM>KUTACIH.

5. AMMYHO/IOTMMH LUMHXXWUAM33HA, TIMOYYIMMH XanaBaprym, XYHUM Aapxsas XOMCAOJbIH BUPYC,
renatnT B Bupyc ceper, 6ambai 6ynumpxanH JaaBpbiH Y3YY131T 66pYSIONTIYA X3BUNH BalB.

6. Yoam3symH XPOMOCOMbIH KapUOTUMUNH LUMHXUATIIHA, 46XX XYMCTaN TOXMpY 6yNn. [eHeTUKUIMH
LUMHXXWAT33 XUV,

TOPO/IKCOH M3PIMIXKJININH 3MY HAPbLIH Y3/13IT:

ApbCHbI 3MYMIAH y313rT lyyxuxain (akchonaTue) AepMaTUT OHOLUNOIACOH. HyaHWM 3MuMiiH
Y3/13r33p XapaaHbl M3AP3/IMNH XOXJIOMMNH XM Xa3raap To4, wap Tos160 pedaeKkcTan cyacaH b6ary,
TOBA66 X3BUMH BalcaH.

AJNTTAH OHOLUUIOO:
PannXoakknHbl cuHapoM, “CHAND” xaMLWKUHXK, DKTPOAAKTUIN-3KTOAEPMUINH AUCTIAa3N-YPYyYa/
TarHanH caTapxuit (“EEC”) cunapom, “ADULT” cuHapom.

OHOLL:
“AEC” cuHapoMm (aHku06.1edhapoH-3KTOAEPMUINH AMUCMNA3N-YPYY TarHalH CITIPXUNH CUHAPOM)
6ytoy Xan-YanncuimH cuHapom (Q82.4)

SAMUUNIITI3:
TyxallH XyyxAa34, waspy Oyn LUKMHXK T3MAr’aCc XaMaapaH 3MUMUH 60JIOH 3MWUMH OyC 3IMYUATI3
XUNTACIH.

X3NLUSIMXK:

AyTOCOMbIH AOMWHAHTaap yaaMLigar XOBOp TOXMonaaor Xsm-Ya/IICUMH XaM LUMHXXUMH Yenq,
3MH313YNA, UP3X YHACIH LUMHXKYYA, OYH0y ©BYUHMIN OHOLLWITOOHbI LLAAryyp 60s10x aHkmnob61epapoH
OYyloy HYOHWUIA 30BXWHbI TOPOJIXUMMH Haasaal, 3SKTOAEPMWUCUMH Auchnnasu, ypyyn 6a/acsan
TarHamH CaTIpXMM OalHa. DArasp rypBaH 3MH3M3YMH LUMHXKYYA, MaHall TOXMOAA0M4 WI9PCIH.
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AHKnno6nedapoH Hb A334 6a 4004 30BXMHbI MPM3ATYYAUIAH OYP3H 3CB3J1 Xarac Haasigupir X313 6a
MX3BYJI9H CaHaMcaprym 6amanaap asb H3r Hb Toxuonaaor. XXMpaMcHUM aXHUM 5 10100 XOHOIT 4337,
6a 0004 30BXM HAMJICIH Ganaar 6a 5 gaxb [,0/100 XOHOrooc casgar. TMMMa3c XXUpaMcHuin 7-15 paxb
[,0J7100 XOHOMMMH XOOPOH/, YYCC3H FaXKMI Hb 30BXUHbI Haasaau, aMrarmmr yycragar. OJIOH 3pXTHUAT
XaMapcCaH 3KTOAEPMUIMH AMCNAasn Hb Bycan raXkurtam xaBcapy 6arBan sKTOAEPMUNH ANCMIA3UNH
XaM WMHX 6ona0r. X3M-Ya/I/ICUMH XaMLUMHXK OHOLLJIOTACOH ©BYTOHYYA34, YC Xanupasaf, LWMHIH
LarBap Yyc, XyMCHbl ANCTPOdU, anra-yjHbl TMNEpPKepaTos, apbCHbl MUIMEHTAUMNH 3MI3r, X6JICHUMN
OYyNUMpPXaNH AYTYY XKW, LUYAHUA AYTYY X0 KU, LUYAHUNA FaXKUT, YUXHUN A3N63HTUIAH FraXkur 33par
nnap4 601HO. Hy/IMMCHbI CYBIrMIMH BUTYYP31 MOH HUMTNAI TOXMOAAA0r. DMHIN3YNA, Mn3pd 600X
OycaZ LMHXKYYO34 OJIOH TOOHbI X6X, AYHA, YUXHWUI YP3IBC3J/I, TMNocnagm, HyYYPHUN OyHAO, X3CruiH
rmnonaasun, rmnepTesiopu3aM, HaMmxaH 6ue, OlYHbl XOMCA0/1, FTMM0AKY3W, HYAHWUI 3MI3r 33p3r OpPHO.

OYTHIT:

Xa3M-YaINCUAH XaM LUMHXXUAT 3pT OHOLWIOX LWaapanaratai. VIHMacH3sp auar axdyygsg yaam
3YMH 36BJIOree erex, 3pUTpoJepMar 3x3H ye[, OHOLLMIXK 3MYJISX, apbCHbl XasaBapaac ypbayuiaH
C3Pruinaax 33par a4 xon6oraonTon. TyyHYN3H HYAHUI 6ON0H LUYAHUI SMYNUIIAT 3PT IXAYY/DK, YPYYA
©O0JIOH TarHalH C3T3PXUIMT M3C 3aC/IbiH apraap 3M41sx 60/IOMXKTON 6ereen, eBUTOHUI aMbapasibiH
YaHapbIr HAM3rAYY/13X34, Mall YyxaJl oM.

HOM 3YU:

1. Douka A, Goutzanis L, Vlachakis D, Chrousos GP, Yapijakis C. Molecular Modeling Analysis Provides
Genotype-Phenotype Correlation Insights in a Patient with Ankyloblepharon-Ectodermal Dyspla-
sia-Clefting Syndrome. Genes (Basel). 2023 Jun 10;14(6):1246. doi: 10.3390/genes14061246.
PMID: 37372427; PMCID: PMC10298433.

2. Zhang Z, Cheng R, Liang J, Lu Z, Wang Y, Li M, Yu H, Yao Z. Ankyloblepharon-ectodermal dyspla-
sia-clefting syndrome misdiagnosed as epidermolysis bullosa and congenital ichthyosiform erythro-
derma: Case report and review of published work. J Dermatol. 2019 May;46(5):422-425. doi:
10.1111/1346-8138.14837. Epub 2019 Feb 27. PMID: 30809829.

3. Hossain RR, Ng SGJ, Chong C, Botha VE, Ferguson R, McKelvie J. Ankyloblepharon-ectodermal dys-
plasia-clefting syndrome: Surgical and medical management in an infant with bilateral corneal per-
forations. Indian J Ophthalmol. 2022 Jul;70(7):2633-2635. doi: 10.4103/ijo.1JO_2534_21. PMID:
35791181; PMCID: PMC9426061.

4. MaciasE,de CarlosF, CoboJ. Hay-Wells syndrome (AEC): a case report. Oral Dis. 2006 Sep; 12(5):506-
8.

5. Rosa DJ, Machado RF, Martins Neto MP, Sd AA, Gamonal A. Hay-Wells syndrome: a case report. An
Bras Dermatol. 2010 Mar-Apr;85(2):232-5.

6. Khalfi L, Hamama J, Mahroug L, Arrob A, Sabani H, El Khatib K. Syndrome de Hay-Wells : a propos
d’un cas [Hay-Wells syndrome: A case report]. Arch Pediatr. 2016 Feb;23(2):163-6. French.

7. Hans van Bokhoven, Frank McKeon, Mutations in the p53 homolog p63: allele-specific develop-
mental syndromes in humans, Trends in Molecular Medicine, Volume 8, Issue 3, 2002, Pages 133-
139, ISSN 1471-4914.
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3.10 SMH3JI3YUIr33P OHOLWJIOIACOH LI9BPYYT
TOITOJILLOOHbI YJIAAH AP (BSLE)

3.XenzeH! 3.bunzyyH?
YHT3-X3px ye cydnan, ye capz23ax mes

XYPAAHI'YI

TortonuooHbl ynaaH Ap (SLE) Hb 010H 3pXT3H TOrTO/ILOOr XaMapAar XyYH4, ABLUTan ayTOMMMYHbI
3aMrar 6ereef, anb 3pXT3H TOrTOJILLOOHbI FAMT3/1 YYCCIHI3C XaMaapy 6preH Xyp3sHui Tepes 6ypuinH
3MH313YMH WKHX nnapaar. CynanraaHg, HANTASMACOH LE6H TOOHbI UXKUA C33B BYXUIM SMHINI3YIMH
TOXMO/14/100C Xapaxag, LU3BpYYT TOrTOALL0OHbI yiaaH ap (BSLE) aMH3A3yiMa, TOXMOAA0X Hb H3H XOBOP
ax.

orPLLIUN

LIsBpyyT TOrToNL00HbI ynaaH ap (BSLE) Hb TortonuooHsbl yaaaH ap (SLE)-Tain eBuTenyyauinH 1%-
nac 6ara xyBbJ, TOXMONAA0T Mall XOBOP TOPOJ1. IH3 Hb apbCHbI AepM 6O/10H 3NUAEPMUIAH 3aar A433pX
VIl TepanitH KoanareHbl 3Cpar ayTo3Ccparomne yyccaHssp Uaspasr, SnuaepMninH 400pxX LU3BPYYT SMrar
tom.12

TapxBap 3y¥MH XyBba, >xmng 1,000,000 xyH amp 0.5-aac 6ara ToxMon40 LUKMH33P OHOLLAOTAAOT.
MxaHxn3> BSLE Hb 40-50 HacHbl adpuk-aMepuK rapantai, SLE eMHe Hb oHowliorgoxk 6aicaH
3M3ITOM XYHA, YYCH3.!

LIaBpyYyT Tepesi Hb XOBOp TOXMONA04, 3a7yY HAacHbl SLE OHOLLINORACOH XYHA, 3XHUIM UAP3N LUMHXK
6ok 6ongor. BSLE-Tam eBYTOHYYA, AyHA, OSIOH 3PXTIH TOrTOJ/ILOOHbI XYHAP3/ YYC3IX AaBTaMyK
eHAaep 6ereen aonyc HedpuTTan (LN) olipbiH XaMaapanTai 6aiican.’

TOXnongsibiH TAHUNIUYYITA

EPOHXUN M31,33J13/1:

19 HacTal, aMarTan.

XopT 3ypumn: Apxu (-), Tamxu (-) Mapraxkun: OroyTaH. Apxar xyy4 eBunH: Banxryi.

30BYYPb:

Hyyp 60/10H L133)K33p U3BPYYT TYYpanT rapHa. [looa Meyaeep Lycapxar TyypanT rapHa. Opoingoo
XaslyypHa. X3BTax ye[, AaBy/aH, a4aanan aBax yeq aMbCraagHa. Xasyypax yeq rapbiH yeap xaBAaark
0,00/, Meygeep rapcaH TyypanT TOAOPY HIM3IA3H3. ANXaXK Yadaxrym TaMupgaHa. Xaas 43MUNPH3.

©BYHUN TYYX:

2025 oHbl 12 capaac LO4YMOroop apbCHbI U3BPYYT TYYPaNT 3X3a/HK, 6OrMHO XyrauaaHg, Hyyp, Ux
Ouesp TapxcaH. YYHMIN 33parL,33 6mMesp XaBarHax, xajyypax, ye Meyeep eBAe)K XaBAaxX, aMbCraagax
30BYYPUYA, UN3PCIH. Xapbsa aMIMMH HIMAC3H 3MH3M3IT OHOLU ToApYyYyaax 30pUAroToMn xaHacaH Y
YP AYHA Xyp33ryn. buennH 6angan camkpaaryi Tys1 oHow Toapyynax 3opunroop YHTI-Xapx ye
cygnanbiH aMbynatopua yayy/ixk LLaspyyT TortonuooHsl ynaax ap (BSLE) oHownoracoH.

BoauT y3nar

1. AMbCranbiH 3pXT3H TOrTo/1L00: OepunenTtryi. - XanyypHa 37.7c

2. LycHbl 3pranTuitH TOrtonuoo: TorTBOPTOM, A3MMKASIMTYHW. [YpasHMM Ayrwmnt 2 Tang
akurnargaxryn. 3axblH CyAAacCHbl Xy4Z3n AYYP3AT AyHA 33par. XsaracaH CydacHbl 3praH
AYYPANT 2 ceK>. 3YPXHMIN aBua 6yaar, xaM >kura. Al- 129/89 MM.My6. 3ypXHUIA LLOXUNTbIH
T00-101 ypgaa/MUHYT.

3. LLsac gamyKyysiax 3pxXTaH TOrTO/IL00: X6/IMNH LUMN633p 3606/16H XaBaHTau, LL33C 6ara 33par
TO/, LLap XO6Coepxer, LU33CHUIM rapl, X3BUMH.

4. Apbc cancTtbiH eepunent: Hyyp, ypyyn 60s10H nx 6uesp uaspyyT Tyypanttan /3YPAT 1/,
XOJIMIMH rys WnN633p Lycapxar TyypantTtan. /3YPAT 2/

5. Ye meu: bapyyH rapbiH MCP - I, lll yeap cMHOBUT er4 xaBacaH.

6. TeB MaapanuiH Tortonauoo: Babinski/Hoffman sign, garaHbl xelunHre yrymn, 6eesixKunx
Cyynrax WuHXryn. TonronH eBoenTTan. YTra yangaarym 3y xaasa spbxK, MH33H3.
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3YPATI 1 TyypcaH usspyym myypanam 3YPAT 2 [loo0 Meudeep myypcaH uycapxaz myypaam
LUNHXWUNT229HA,:

J1abopaTOpUNH LLUMHIKUATIIHA, MUKPOLMTbIH, TUMOXPOMbIH AYH[, 33prMiH LIyC 6aragantTai.

BUOXUMUINH LUMHXWNAM33HA, HUAT YYPIrUMH X3M>K33 X3BUIMH 60/10BY XYHA, 33pr1iH rmnoanbbymMmH
YYCH, LlyCHbl MOYeBUH 112Mr/an XypTan MXaccaH. YpPaBCAUMH Xypu, yeuinH yypar CPB 6.4 mg/dl 6ok
6ara 33par H3MaracsH 4 npokanumToHuH 0.04ng/ml GarcaH Hb WMA3BXTIM XanABapblH LLUNHMXUAT
YIYMCI3H3.

LLI33CHUIN epOHXUI LUMHXKXUAT33HA, yypar angant (4+), remaTypu, TeMKoLUTYpPU UN3PC3aH. LLsacHui
0aKTEPUOJIOTMIMH XapWUyHA, 3MIar Tepery ypraaryi Hb Xa/iABapbiH LUA/TraaH Yrymcra)k 6Moxumu,
MMMYHOJIOMMNH LLUNHXKUATI3TIN yaaayynaH Atonyc HePPUTbIH SMHII3YMUTIN TOXUPHO.

l/||v||v|yHonory| 2026.01.07 ANA-9-LINE

ANA-detect 7.8H Rib-p 2.02H
Anti-dsDNA >200.0 H CENP-P 0.02
Complement C3 0.29L Jo-1 0.00
Complement C4 0.13L Scl-70 0.02
Anti-CCP 449 H RNP/Sm 1.01H
Anti-phospholipid IgG 7.3 Sm 0.49 borderline
Anti-phospholipid IgM 2.1 SS-b 1.64 H
Anti-cardiolipin IgG 4.6 SS-A52 118 H
Anti-cardiolipin IgM 1.5 SS-A60 1.66 H
Anti-beta2-Glycoprotein 4.0 RF 46.78 H
IgA IgM IgG

Tapxu HyracHbl LUMHIAHUIA WMHXXKAra3rasp (CSF) uyc napaaryin, yaraad sc 20/ul, HelTpodun
pasamramncad (PMN 85%), yyprnin 6ara 33pruitH uxcanT, 1gG 176.9Mr/a0, naktaT, [J1H0KO3 X3BUMH
rapcaH. Hereetaaryyp (GSF) HAH cyananbiH LWMHXXUAM33HA, SMIar Tepery ypraaryi Hb 6akTepuitH
MEHUHTUTUMH WIMHX 6yc SLE-H yenitH nassx>kmnn TeB M34p3/IMAH TOFTO/ILLOOT XaMpaX 3SMH313YMTIN
yanaaxk 6ams.

3YPXHUM 3X0: 2026.01.08
3YYH XOBAJIbIH ap XaHaHA, CUCTOJIbIH yen, 2,3cM, AnacTonbiH yen 1,5cm, bapyyH Tocryyp opummg,
1,5cM XaM»K33TaM LIYyYA3CTIN.

X3BAUIH X3T aBUAH WMHXWMAM3: bara aapuruiiH xeHgming, 6ara 33par Cy/ LWWMHI3HTIN.
LI39)KHMI peHTreH WWMHXWAr33: Oepynentrym
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e BRGNS T IR e, U
A. Xasmati xyuyyp 3culiH ysspyy yyccaH (subepidermal blister formation) (xap oyayii)
B. Xasmali xyuyyp aculiH usspyy YyccaH myxaliH Uy3spyyHuli 0000 x3c233p Helimpodu 3culiH H38403c.

YHOCOH OHOLL:
DS: Systemic lupus erythematosus with organ or system involvement M32.1+
SELENA SLEDAI- 35 severe flare
Bullous cutaneous involvement
Polyserositis with severe pericardial effusion
Suspected CNS lupus and lupus nephritis

ANTAH OHOLWWITOO:

DDX: Bullous pemphigoid
Dermatitis herpetiformis
Epidermolysis bullosa acquisita
Linear IgA BD

SAIMUUIITI3:
2025 oHbl ACR-H 36BN6MXXUIH Aaryy eHAep WUA3BX>KUA Oyxuit byca s3pxTaH O6yry TOrTosLoor
XaMapcaH TOrToNLOOT YAaaH Sp M)XK Y33H HOM06/16X IMUNITIDHA,:

1. KopTuKocTepona LOXUATbIH TyHraap 5 XOHOr MHAYKL, XMMAC3H 6a uaawmng 1Mr/Kr/xoHor
TYHraap 3MH313YMH YP AYH rapTasi SMUUIF33C YPraHKAYY13X33P TOOLLOO/ICOH.

2. Cyypb DMARD-a HCQ 400mg/xoHor, nHayku, DMARD-g MMF 2000mg /xoHor TyHraap aBu
3MH3/13YM 6010H LUMHXKXUAM33HA, TY/TYYpAaH Laallna XaHaATaap SMUYMATIIT YPra/KAYYA3X33pP
TO/IOB/IOCEH.

3. bycag wuHX TaMArMiMH aMUYnnrasHmii xypasHa, (Prophylactic antibiotic, colchicine, nsaid, an-
tipsychiatric, iron product, PPI) aMunarasr awmrnaca.

XAHANT:

MHAYKL, 3MYMAT3 aMXKUATTaN XUUIOCIHIIC XOMLL ©BYTOHMA IMHII3YMH LUMHXK T3MAAT (apbCHbI
©OPYJIONT, LUIICHUA ©epYNeNT, CITr3/1 caHaaHbl ©ep4s1enT) 6GONOH N1aBoPaTOPUNH LLIMHXKMITI3T
(LaL, KpeaTUHWH, WI3C, W33CHUIM yypar, antidsDNA, xaBcapra)r YHa /K, AypAcaH y3yya3aTyyaunH
©0pYNeNTTIN yanayynaH aMUIAr aaxkMaap 6aracrax éctor. IxHmMM 3-6 cap AoTop NPEeAUHO30J10HT
<5 mg/enep xypTan 6aracrax 30pMATOA XYPIXUIT 3PM3/I33X BYOY HaMXKMad, XYPCIH TOXMONA0NM,
NpeAnNHO30JI0HI OYPMOCeH 30rcoox Taslaap TesnieBneree raprax 6oaHo. dmumnrasHg HCQr HacaH
TYpWKUA, YYIraXxk YPraspkayyisH xaHax 6a HCQ eBYHMI MAO3BX)KMA OOMOH AaxMH C34pP3/133C
XaMraangar Hb cyfanraaraap HOT/10racoH.*
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* - - 4 §
Taiin6ap: SMuunzasHuli dapaax 140ax XoHO2ULH XsHAAM 033p HYYPHUU U38pyym myypasnm 6os10H ypyYysibiH CAACMblIH 29MM3/1
uam calxcupcaH. MeH aMH33yl0 camaauy, XeepUlH WUHMC dpusCcaH.

X3IUSIMXK

BSLE xypu, xan63p33p nnspaar 6a u3Bpyy Hb FIIMTITIM 3CB3J1 X3BUIMH apbCaH A33p Yyycd 60a40r.
LL3BpYY Hb HapHbl r3P3AA4 MA rapaar XacarT UAyy axkurnaraaar 4 6ycan apbc 60/10H CasCThIH X3C3rT
rapy 601Ho. [0/1410H MX 61e, HYYP, XY3YY, YPYY/IbIH XWJ1, aMHbI CaICT 33par 6alpnang agasamramngar.”

VIl konnareH Hb 3NMAEPMUC XICTUUT AEPMUCTIN Xonboaor 63xanrasHuii Gubpun (anchoring
fibril)-H yHAC3H 6ypanasxyyH xacar. BSLE-H amrar »amg, VII KonnareHmin acpar yyccaH ayTosacparéue
yyxan yyparTan. H3 ayToacparbue Hb CyypumnH MeMbpaHbl 6ycag, 6arpnax VIl konnareHsl gomManH 1
6a 2 (NC1, NC2)-T xon6oraaor. YyHUIA yIMaac CyypuinH MeMbpaH Xon600c¢ cy1apy, 3MH313YM 60/10H
rMCTOJIOTMIAH XYBbA, L3BPYYAINT Yycaar. 27

BSLE-H yen ructonaTtanoruvmH xyebj, L3BpYY 6a HenTpodua 3C gaBamrainacaH H3BYA3C GOJIOH
Topsior xacarT (reticular dermis)-a, X XaM>K33HUIM MYLIMH XypUMTAaracaH 6anx asaan oM.

(Bullous pemphigoid, dermatitis herpetiformis, epidermolysis-bullosa-acquisita, Linear-IgA-BD)
33par eBYHYYA33C BSLE-r wyyn nmmyHodpayopecueHy, (DIF)-H TycnhamyKTal saraxk oHowl 6aTnax
60n0oM»ToI.” BSLE-H yepn DIF wnHxumarasHg, VIl KonnareHuin acpar yyccaH aytoacparébue - (Linear/
granular deposits of IgG, IgA, I1gM, C3 at the basement membrane zone)-a 010X oHLU10rTOMN.8

BSLE-H xyBbA, apbCHbI L3BPYYT ©6pYA6AT Hb HENTPOPUINIMH JaBaMraiacaH 3MIrar XamMTam Tyn
JancoH (dapsone) aMUMArasHA, XaMriH yp AyHTan 6anpar.t® Men SLE xyHAp3a33C wWantraasacaH
HeJ18e/16X 3MUYMTI3 AnaHrysa MMF Hb U3BpYYT TYYPanTbiH yen, yp AYHT3M SMUYMArs3.’

OnoH cypanraang BSLE Hb nasBxTam nronyc HedpUTTIMN XaBCpax XxaHa 1araTanr xapyycaH 6anaar.
HaraH cypanraang, 6mM4caHasp HUAT BSLE-H 128 Toxmonasnbir xsaHax y3axag, 50%-p class I, IV -
nonyc HedppuT, 7%-4 TOB M3AP3/IMAH TOITO/ILOOHbI FAMT3A YP3BCaN, 45%-4, LyCHbl TOFTO/ILOOHbI
©6pYNe/IT UNBPCIH BamKa.1!

SLE-H yen 15.5%-p RF, 6.7%-n, anti-ccp aepar rapgar. SLE-1a11 eBuTeHa RF 605100 antiCCP separ
rapax Hb LLaallm g, 3p03uB apTPUT XOMKMX 3PCA HIMIMAYYK, Rhupus XxaM LLUMHXK CIXKUMN3X YHASCNIN
o6onpgor. Opooroop uUaxum opunmpa, Rhupus + U3BpYYT TYypanT X3/03pUMH MKW TOXUONA0N
6YypTrargaaryi 6aiHa. 2

SLET31 eBuTeHyyamiH 10-17%pa apbCHbI BaCKY/INT UN3pA3r 6a AMNISHX Hb NEMKOLMTOKIACTUK
BaCKy/IMT 6anHa.’® SLE yes yycax NeMKOLMTOKNACTUK CYAACHbl YPIBC3/1 Hb 3MIAT XaM, TMCTONOMMIAH
xyBbg, BLSE sinrarnaxyiiy, eep tom.'* BSLEH ructonaTanorninH oHus1or He SLEMIMH apBa3xui TyypanTt
(malarrash), 333p3aHuar TyypanT (discoid rash) 33par Knaccuk peHoTUNYYA33C Araatam syparnanTtan.t’
Antiribosomal Pacpar 6u1e (antiRibP) Hb T@B M3 p31MIMH TOrTO/ILLOOHBIIFOMYC-H OHL10T 6GMOMapKePUINH
H3I 3K OJIOH cypanraaHg TamMasrnaracaH. 2009 oHbl cyganraaHa SLETan eeuTerHyyauinH 21 %na,
antiRib-P nnspcaH 6ereen TeB M3Ap3/IMMH TOITOJILOOHbI YP3BC/IMMAH LUMHX T3MAFYYATIMA HArT
xon6ooTon 6aicaH.®
12 >XnAuniH xsiHacaH cygaaraaH UX3aHX ©BYTOHYYANNH apbCHbI TYYPaNT Hb COPBU YYCI3/ITYIA 3AM3PCIH,
3apuM TOXMONA04, HOCOO, ToN60 yaasX 6010MKTON. MeH BSLE Hb MalLll XoBOp TOXMONA0NA, AAXUH
pasTarggar 6anHa.t’

OYTHIT:

LI3BpyyT TOrTONLOOHLI y/aaH sip Hb M3A3raA3xK 6ynm Too 6apumTaap MoHrosn yncag, eMHe Hb
OypTrarask 6amraarym Toxmonaon oM. buagnumn Hexuena DIF winH>Xnnras 6onom»krymn 6amcan tyn
apbCHbl TYYpPanTblH MOPGAOrU, TUCTIOTMNH LUMHXWUAMIS, CUCTEMUNH SLE ypaBCIMIAH SMH3M3YIMH
WWMHXX OO/IOH HeeeNexX 3MUYMAMI3HMA YP AYHA TYAryypsaH OHOLUWMJICOH. DH3XYY TOXMOSO0/ Hb
Heel, xsA3raapnaargman opumHa BSLE-r aMH313YM-rMCTONOMMIMH H3MAM3/T YH3/IM33rasp OHOLLIOX
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©0NOMXKTOMI Xapyy/1>K, XOBOP TOXMOJ14J1bIH ay TOMMMYHbI LI3BPYYT ©BYHUIN OHOLLMATOOHA KIMHUKUIH
CITM3INA3HUI a4y X0N60rasbir Xapyy/iKk 6anHa.
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YpaBCNNH 6OSTOH HAHIMMWH 3CPAr YUNO3NTIN
[enrep BynuunH cynpyynax, L3ac Xeex Ynnaantan
BeepeHa vynyy yycaxaac CIprumriHa

LOoTyyp Yy X3parnax BypxyynTali waxMan
Aycaanra 100Mn No60

10-15 aycnaap xoHorT 3 yaaa -
25 pycnaap xoHorT 3 yaaa 1 waxmanaap XoHorT 3 yaaa
50 aycnaap xoHorT 3 yaaa 2 waxManaap XoHorT 3 yaaa

1-6 HacHbI Xyyxasa,
6 03311 HaCHbI XYYyXa34,
HacaHg xyparcaag,

OBYHMI XypL, LUNHX TIMASM apUICHbI Aapaa 3MYMAMar 2-4 A0/I00 XOHOT YPra/mKAYYIH3.

HAMPJIATA: 100 MA yycMan Hb yc-CIMPTUiH xaHaman baiianaap Centaurium herba 6.0mr, Levistici radix 18.0mr, Rosmarini folia 6,0mr aryynpar 601 ypan Hb
Haipnaragaa Centaurium herba 18.0mr, Levistici radix 18.0mr, Rosmarini folia 18.0MrTycTyc aryynHa. SMUMH X3JIB3P: LLlaxman 6onoH Aycaanra xan63pTaii.
SMUMH LUMHXX YAHAP: YpramnbiH rapantail HAAAM3A Hanpnaratai KaHedpoH® 631aM3M Hb renrep BynuuHr Cynpyynax, W33C Xeex, YP3BCAuiH 6onoH
HAHTUIAH 3CP3T, LyCHbI €POHXMIA SPTaNTUIAN Carkpyynax 33par yinngsntan. X3PIM3X 3AANT: XypL, 60noH apxar LCTUT, MMeNoHehpUT, OMepyoHedpHT,
WNHTEPCTMLMANb HEDPUTUINH SMYMIM33HA YHACOH GONOH H3MAMT O3MAM3M33p X3P3rNaH3. bangmanuir 6eep, W33CHUMA 3aMblH Yynyy YYC3X33C ypbayuiaH
COPTMINEX3A, MEH Yynyyr aBax M3C axunbapblH Aapaaraap xaparmiaH3. FAXK HONMOO: banamManuiiH HalpnaraHh OpCoH anb H3r GOAWCT XapLunbiH ypBas
ory 0on3oWryn. XapLlbiH ypBan UA3PCIH TOXMOMAONL X3P3rM3XMIM H3H Aapyi 3orcooHo. LUS3PIIANT: banaManuiiH Hampnara faxb afb H3r OOAMCT X3T
M3par 605 x3parnak Gonoxryn. TYCTAM AHXAAPYYIITA: beepHUi X3BUIAH ViiN axunnaraa anjaracal esuTeH  yr 63namManuir 6ycan 3MT3I xaBcpyynaH
X3P3r3H3. beepHMI ypaBCan 3CB3N1 GeEPHUI X3BUIH YN axunnaraa anparacaH eBYTeHf, yr O3MAMIINAT X3P3rISXMMH 6MHe 3MYMIAH 3eBMereer aBHa Yy.
LlycTam wa3x, Wa3X3[, 30B1ypTan GarBan sapantan SMUMA XaHAaHa. YNXPUMH LUVXKUHTIA XYMYYCT: BypXyynTan 1 Wwmpxsr ypan Hb orponuooroop 0,04 TanxHbl
H3MK aryynHa. XKnpamcaH, Xexyyn yen: DX34 Y3YYn3X SMUUAT33HUA Hemnee Hb XYYXA3A Y4upy O0nox 3pcanssc WiyyTan rx Y3C3H TOXMOMAONL J1 X3P3rak
©0nHo. B31AM3 Hb aBTOMALLMH XO010040X BOMOH aHxaapan Laapaax MalvH MexaHU3MTan axunnaxag ceper Heneeryin. ONIFTOJIT: SMUIAH caHraac Xopryn
onroHo. YJICbIH BYPTI3J1: F141119G004083

BanaManunr XaparnsxuiiH eMHe 3aaBapTail aHxaapanTtan TaHunuaHa yy !

Denk
Pharma

IMH313YUH X080p MOXU09/bIH YHOICHUU VI yyynzaH
0 XOﬂ@CT@,OOfI LLIVIHI'%BJ'ITMI/II' caaryyrna
CratuHbl byc XonectepuH byypyynax sm

I1ummb-Lleqk 10

Denk
Pharma|

Etimib-Denk 10 mg
[oe]

b @1 yuog-quury

Ymnunary 6ogmc: 33eTumMno

X3parnax apra:

N30
X3p3l' JI3X 3aalT.

@ 1. YoamuwnbsiH gucnunugemu Gyoy rap GynniAH roMosmrot
BOJIOH reTepo3nroT Xan03pUINH rMNepxonecTeponemMm
2. Xoépzory gucnmnumoemu
- 3ypx cymacHbl 3Mrar 6a TyyHUn
XYHIP3M33C (3YPXHUIA LWINrO33C, E .-E
TapXWHbl CyLacHbl XaTyypan, XxapBaiT,
3aXblH CYAACHbI M) COPrUANX
- boAMCHIH CONMALLOOHBI XaM LUMHX, E
[

YUXPUIH WWXKH, 3N3rHUA eexnent
QR KoabIr yHWYyynaH

OYTI3MA3XYYHWIN [3Ar3P3HIYA

M3A33M31T31 TBHMﬂl(aapa\Z

STUMMO-[eHK 10Mr Waxmanbir XoHOrT 1 yAaa yyHa. XOHOMMIH anb Y Yed, XOONHOOC XaMaapanryi X3parniaHa.

ESC/EAS-2019, ACC/AHA-2018, AACE Consensus Statement: Comprehensive Type 2 Diabetes Management Algorithm
2023, MoHron yncbiH AucnunuaeMuiiH OHOLINATOO, SMYUNI33HUA SMH3N3YMH 3aaBap 2024 yavppamyyaan;

cesene,

+ BHJIM-X 30punToT TYBWWHL XYPT3N1 Oyypyynax Hb 3ypx CyAacHbl SMMMMIAH 3pCO3N, CyAacHbl XaTyyprbiH WanTraaHt 3CO, :
3MH3MI3IT X3BTIT, TYYHUM XYHOP3A, Hac Bapantaac CoprumH3.

i+ CTaTuHbIr 36BLUIGBPEILCOH OHABP TyHraap x3p3rnoxag BHIM-X 30puator TyBLUMH XypTaNn Byypyymk Yagaxryi 6on
33eTVMNOTIN (3TMMMG-[IeHK) XOCnyynaH Xaparnaxuir 1B TyBLWH33p 3eBNex OaliHa.

+ YUXPUIAH LIWKUH, TUTMUIAH XYPLL XaM LWNHX, OeepHWIA apxar ayTaraan, 3axbiH CyAacHbl SMMI 33par Mnug, Oyypyynax
Wwaapanaratan eHaep GOMOH Mall eHASP SPCASNTINA OBUTHYYASL 33eTUMMOUNIT (3TMMKG-JleHK) 30BM6HS.

+ CratvH+ 33eTMMMG XaBCapcaH 3MYMA3 Hb ONOH CydanraaHyydas eHaep TyHTau CTaTUH SMUYMAMI3HI3C MAYY YP OyHTIMrdp

BHJIM-X 30pnnTOT TYBWWHA XYPTIN OYYypyynx, rax Heneer byypyyncaH GanHa.

3ypX cyAacHbl 3pCA3NUNAH 33pradc xamaapcaH BHJIM-X 3opunToT TyBWUH

3.0 mmon/n
(116 mr/nn)

2,6 mmon/n
(100 mr/an)

1,8 mmon/n
(70 mr/pn)
1,4 mmon/n
(55 mr/an)

Score >1% 6a <5%

bycan apcasnniiH XydmuH 3yunryvi 10 xun3ac 6ara

YLU-1a01 (YL 1-p x3B WwuHX <35Hac, YL 2-p

Bara X3B WmHX <50 Hac)
s / Score 5% 6a <10%
e * H3r 3pAcasnT xy4uH 3yvin 6oAUTONIroop WXICCIH, anaHrysa HX>8 mmons/n (310
mr/an) omyy BHIIM>4,9 mmons /n (190 mr/an) omyy AL >180/110 mm.my6
" e [3p 6ymmiH TXC Hb 1 yHACIH 3pCASNT XY4MH 3YWATIV XaBcapcaH
. * JyHa 33pruvin 6eepHuvi apxar es4uH (TLUX 30-59 ms/mMiH)
S e YLL-33p 10 Xu33C mnyy Xyrauaana ©BACOH IOMYY HIMIT SPCASAT Xy4YuH 3yUnTau
. / ven 6avt 3pXTHUA raMTaAryd YL
Score >10%
RN * ATepock/iepo3biH wantraaHt 3CO
Y / ¢ [3p 6ynmiH TXC Hb atepocknepo3sbiH wantraaHt 3CO-1ai
aw XaMT 3CB3/T anb HAI YHACIH 3PCANT Xy4uH 3yVITou XaMT
eHaep . imﬁ Xxan63puviH beepHui apxar es4duH (TLUX <30 mn/
““\ e bavi 3pXTHUUM AMTITIN YUXPUAH LUMKUH. > 3 YHOCIH
SN[ OPCAST Xy4uH 3yVITON 3CBIN YAAaH XyralaaHs eB4nIcoH
S YL | X3 wnkx (= 20 Xun33c¢ g331)
N
bara AyHa OHpep Maw 3ypx cyaacHs!
eHaep 3pcasn
103 YT1ac: 99065696, 99084222
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4.1 M3C 3ACJIblIH AHATAAX YXAAHbI CAJIBAP

3J13rHAN HAMANT BAPYYH LLOPFTOHOOC CANTAAJICAH LIOCHUN XYYOUNH 6BEePMeL,
TOXNONO0 /XUCALLYTY X2J163P/

B.Anamauxyaz®’, J.Muwuzdopxc!, M.Opdammynxyyp?, b.baaHoyypan' Y.bynzan!, E.AyzaHbek?,
[.9ux6asp?, b.bamxyy?, b.Tezendep?, [.loHuuzcypsH!

[paHOMeO 3MH3132, EM3 macaz

YALUAPXANH TYHFAITUAH YUNAHXAN

M.3poammynxyyp?’, b.Anmauxysz?, J1.Muwuzoopxuc?, Y.bynzan?, [1.9ux6asp’, 6.6asHOyypaH?,
[.bam6aamap*

TpaHOMeO 3MH3132, EM3 macaz

YALAPXANH BEHUAH TPOMBEO3

B.Cymuaa®’, b.Metxnypas!, M.Op0ammynxyyp?, 3.T32wxucapzan?, b.Tyswunbasp’, XX.OmzoHbasp?,
M.OmezoH3zasa’

IXaH yyn OyypauliH H320C3H 3MH3132, Mac 3acabiH macaz

2ALLIYYWNC [lompbiH aHazaax cy0nasbiH pe3udeHm

FAOHbI BUET33C LUANTTTAAJZICAH HAPUINH MNA3CHUIN LLOOPO 3/13THUN BYTJIAATAAP
XYHO3PC3H TOXMON 400/

B.Menxnyp3s'’, b.Cymwusaa’, M.2pdammynxyyp?, 3.Tazwxcapzan?, Ll.bonobaamap?,

B.Tyswunbasp!, XX.OmzoHbasp?

IXaH-Yyn OyypauliH H320C3H 3MH3/132, Mac 3acaviH macae

2ALLIYYWNC [lompbiH aHazaax cy0nasbiH pe3udeHm

H3r ©eBYTEOH, XOOJ1 EOJIOBCPYYJIAX 3AMbIH XABAPbIH XOEP TYCOAA AYPAHTUNH
M3C 3ACAJT XUACOH TOXMONO0

B.MeHnxnyp3s!’, M.Opoammynxyyp?, 6.Cymeaal, b.XanuyHaa?, [l.basmypam?, 3.Tsz2wxucapzaan’

IXaH yyn OyypauliH H320C3H 3MH3132, Mac 3acabiH macaz

2Xaeoap cy0nanviH yHO3CHUU mes, EpeHxuti M3¢ 3dc/biH macaz

SALLIYYWNC dompbiH aHazaax cyonanbiH pe3udeHm

ABAPIA TOM LL©OCHUIN YYTYY BYXUIN LLOCHUW XYYOUUT OYPAHTVINH APTAAP ABCAH
TOXMONA0J1: OHOLLWUJITOO BA M3C 3ACJ1bIH LLMNAAN

J1.TaHueoep'?, M.Amap6asp?, b.MoHnzonucun?, [1.J1xazeacypsH? X.Amapcanaa? H.[Jopuccypan®,
B.Anmcunnxam®, B.Yanza®*, H.baacanmcas™?

L»AY» AYNC-uliH Mac 3acbiH m3HXumM

2-»Auy» IHMepHawWHA IMH3132, M3c 3acnbiH macaz

3-»Au» IimepH3WwHA IMH3132, M30332ylincyynzuliH macaez

4-»Ay» IHMepHawWHA IMH3N132, [Jypc OHOWUI200HbI MACa2

MCTONOIMMWH TYPMBYUICIOH LUMHXXUNAMIHA, TYIrYYPIIAH ©HAreBYNNH
XABIPbIH YEMAH 3PXT3H XAATAICAH M3C 3ACJIbIH AAPAAX YKXUPSMCJIDNTTUNH
ToXxmonpon

[1.Capzansut ,b.CapanmyHzanaz?® ,b.Hamusuysz* ,[1.O0oHuums2? ,H.Tezcbasp® H.laH6020? ,b.Ypanuysusa!
L. 2Hxmysaa? ,Li.bam60oa0?

HAAT 2ETEMO

MIONITEPUAH CYBIMINH FAXK XONKINAH SMHIN3YUH TOXMONA0N
H.Teacbasp?, M.Capzansnu?, A XoHzop3yn® L. balizanamaa?, 3.AHydapb?,
XK.Beynax,©.Tyswunncapzan, .Mapanmaa®, b.[lonwcunncas?, 6.TyswuH-3p03H3?, O.bamcyx!
,C.[an60n0?

THAAT
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APXWHbI XYPLL XOPAOJ1OTbIH YZIMAAC YYCC3H TAPXUHbI XOEP TAJ1bIH
CYYPUMNH3AHTUNAAT XAMAPCAH MMTI/1: SMH3J13YNH XOBOP TOXMONO0N
B.Anman2apan’, b.[yynum*, T.Xawcuomaa®, L|.Bamsasa’, ITaHmemep®

! M30332ylincyynse, s3puumm smyuaz3sHul macaz, YncolH Xoépoyzaap Tee IMH332

SMIITINYYYAUNH M3C 3AC/IbIH MPAKTUKT PAOUO JOJITMOHOOP YMAH
XOPI'YU XABAOPbIH 3AHTUNAAT TYJ19X (RFA) SMUYUITIIHUN OAPAAX XXUPSMCANT
TePONTUNH TOXMONOO0N

B.Hamusus2',M1.Capzansn?, b.6adamuysysz?, T.basyyzape0d?, l.baoamzapas’, H.laH60n0*, O.bamcyx?,
J.Asupmad?, LI.bam6ono?

THAAT

X3BJIMNH X6HOUNH OYPAHTAAP ©HO6P HACTAN, XABCAPCAH OJIOH SMIartamn
©BYTOH, ©PLIHAN XABUYUTACAH UBIPXUN HEXOX M3C 3ACA/1 XMNCIH TOXNON A0
b. BasHOoyypan*!, B. Anmanxyset, . duxbasap?l, Y. bynzan?, A. Bamxyy?!, E. AyzaHbek?,

J1. Muwuzoopxc!, b. p0ambunsz?, 3. panmysa’, O. Hapeyi® [. loHuuzcypsH?

[paHOme0d amH3a32, Eperxuli Mac 3acaviH macaa!

[paHOMeO aMH3132, M30332ylincyyauliH macaz?

[paHOmeO amH3132, [lypc 0HOW/10200HLI macaz®

3JI3rHUN YPATOAN
Y.Msazmapcypanl, 6.6ambapazuaa?, I.6a3uliHam®, J1.XaHzal*
1234 [19MT, [lypc oHOW10200HbI macaz

BAPYYH FAPbIH METAMPOTE3 SMYUIMN3HUA YP AYH
CanxmcaacypaH LI, Hanxcuo J1* , MeHx03n23p M?,
IFCCYT, [ap capsyyHbl M3C 3ac/abiH macaz

YNAAH XOO/10ONH TOPEONXUNH HAPUNCANT

M.3opuzm6baamap?, I.3p0sH36unzyyH!, LOmMzoHcypaH?, C.J1xazeadynam?, M.[Mazamoynam?,
L.BysaHmeac'*

I 33mcHuUl Mac 3acabiH macaz, SXIMYT

2Xo0n bos0ecpyynax sapxmuuti amzaz cyonasnviH macaz, IXIMYT

39M232 cyonanviH Il 0ammcaarel peaudeHm, SMXT

“Xyyx0uliH amz32z cyonanviH macaz, I3CYT

LUMHXX TOMAO3ITYWU 3YYH TOCTYYPbIH YNX3BYHUN TOPONXUNH LIYIXOH (AHEBPU3M)
MALL XOBOP SMH3J13YNH TOXUONO0N

XK.6n3ulibyan?, H.basczanan?, XHuHzapan?, b.bypmaa?, L.Cymwusaa?, .[lasaadanati?, X.Tezenoep?,
O.MuHxcb6adzap?, I.MuxcudcypsH?®

TALLYYWC-utiH MoHz01-5noHbI 3MH3132

2ALLYYWNC-ulin AYC- 3ypx cyonasnbiH maHXUM

3YncwiH ypasoyzaap Tee IMH332

©BYYYHWW APbIH BAUPNIANITAN BAMBA BYTYUPXANH JAXUCAH XOPI'YU XABPbIH
XOBOP TOXMON4on

*M.basipmazHati b.[aH3opuz C.OmzoHbasp J1.Amzanax O.f[aH6am KOHuHb6am

b.Canuup-3posus C. [ynamaa b.baspxyy b.Uspanb6am T.)XKamban-uw C.Ty03s0opaic

YncoiH Haz20y233p Tes amMH3/132, Mac 3acs1biH macaz

MEJIAHOMA
Bbaspmaznati XK Hauxcud J11, Spxambasp bManoyxati b2,
IFCCYT, lap capsyyHbl M3C 3dC/biH macaz
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FANT 33BCIMMNH LLUAPXHbI YJIMAAC XATYY TATHAN, YYCCOH COIOIMMNT, LLUYYHbI
yeneeT AANNBAHTAAP BOJIOH APTEPU-BEHUAH AHACTOMO3 ALUUINAH HEXOH
C3PIr33C3H 3MH3/1 3YUH TOXMONO0N

[.baspmenx’, 6.XoHzop?!, X.AHyOapb?, 2.Ynambasp?, I1.bynzan?, M.6on0*

YncelH H320y233p Tee SMH3n32, Ipyy HyypHuli Mac 3acaviH Tacae.?

3YPXHWUWM 3YYH XOBAJ1bIH B3T3l BYIOY 3XUHOKOKKUWNH XA1ABAPbIH XOBOP
TOXMongon

H.Bonopmysa’, H. XoHzop3yn?, b.Tyyn?, b.XawuynyyH?, L|.P32330maa?

Ynaanbaamap-CoHz200 3MH3132, IMH33YU-IM232 cy0nasbliH H320C3H macaz?

ALLYYWUC, Buo-AHazaaxeiH Mx Cypayynb, Imeaz Cyonan LLIyyx aMH3A2UlH M3HXUM?
Ynaanbaamap-CoH200 3MH3/132, 3ypxHuli M3C 3ac/biH macaz?

Ynaanbaamap-CoHz200 3MH3132, [lypc oHOWU200HbI macaz?

3JI3rHUM 3CUINH TAPANTTAN XABOAP HYPYYHbI HYTA/IMbIH O/TOH TYBLUMHA,
YCIPXUWJICOH TOXMONO0N

M.NenzeeH!, [N.bamHapan?, N.Hunmmaa*

I [3Mman cozoz cy0nasnviH YHOICHUU mes

TOPONIXUNH XYH, XSNBE3PUINH MAUTA TABXANH YUT 3ACAX AHX YOAATMWH LOrL,
M3C 3ACAJI

M.bamuapan?, A.[enzeen?, MN.Hunxucmaa®

I[amMm31 cozoz cy0naeiH YHO3CHUL mes

OPLUHUN CAAXKUNTBIH YZIMAAC BYAYYH MA3C TN3IA3H TYNKUPCIHUAUT
LOYPAHTIbIH APTAAP ©PUUNT ®JTIUMKALLU XUAH SMUYUJICOIH TOXMONA0N
B.[1am63pan®’, [.[aHmozmox?, b.6am6unsz?, I.bapcandopuc!,M.Canuup?, b6.[lazea’, O.bypsHucapzan’,
b.AHx3asal, b.bambacypsn?, b.CatiHzasa', 6.6aamapcypsH!

tEpeHxuli Mac 3acabiH macaz, ALLIYYWC-uliH MoHz0a-5noH SMH3132

XY3YYHUW BAPYYH TAJIbIH N'YP33HUI BUEHLLSPUINH XABOPLIT TAWMPY, F'YPI3HUI
JNOTOP APTEPUNH CYACHIIr HEXOH C3PI33X M3C 3ACANT AMXXUNTTAN XUAC3H
TOXMongon

N.Tamup?, b.LispaHaxam?, I.Typasdopxc?, A.LlsHO-Aroyw?, C.[lypasdopxuct, J.Hamoynam?,
.[onzopuspsn?, X.bunzyyHmep?, lN.MenHxbaamap*?, Li.bazapmaa®?, 3.XKapzanxyy*?

A Anamansyn’, J1.Caamaa*, C.bambacypan®

TALLIYYWNC, MoHzon SinoH amH3132, Yux Xamap Xoos0U0H M3c 3dc/blH macaz

2ALLIYYWC, AHazaax yxaaHol cypayysb, Yux Xamap Xoos100H maHXUM

SALLIYYWNC, MoHzon SInoH aMH3n132, CyOdcHbl M3C 3dC/blH macaz

SALLIYYWNC, MoHz0n SInoH 3MH3A32, DM232 cy0adsblH macaz

SALLIYYWC, MoHz01 SInoH 3MH3132, M30332ylincyyn3z xazanz2aaHbl H320C3H macaz

YTAAHXOO1I0M XO4004HbI 3AATMH BAUPTANTAN TOPOJNIXUAH XOO4004HbI
YUNAHXAUT X3BIMNH XOHAUWH OYPAH EOJIOH YIAAH XOOJ10M XO400/AHbI
JOYPAH(LECS)UMH XOCOJICOH APTAAP 3MYWUJICOH TOXUONA0J

O.baamapxysie, X.AnmaHz3pan

Xasoap CyonanviH YHO3cHuUl Tes

XOO0OAHbI XOPT XABAPbIH M3C 3AC/1bIH YEAO U13PC3H 12 XYPYY NA3CHUN
SPMANTUNH FTAXK XONKWUI: HAPUAH MA3CHUNA CETMEHTUWT LLYCAH XAHTAMMXUAT
XAATAJIAH HEXEOH C3PI33X /JEJUNAL INTERPOSITION/ M3C 3ACA/T XMACOH
TOXMONA0N

O.baamapxysiz, O.BHepbunsz, 4.3p03H3-Ouup

XCYT-utliH EM3-utin macaz
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PANCREATIC HYDATID DISEASE IN A CHILD: A RARE CASE REPORT

XYYX34 HOUP BYTYUPXANH B3T3 OHOLLUMJICOH XOBOP TOXWOAJ1bIH
TAHULYYITTA

J1.2Hxcatixan?, ©.LspaHnxam?, L. Menxmysa?, A.LIsHoxcas?[].Menxbaamap?,

IXIMYT, AypcoHowunzooHbimacaz!

IXIMYT, EpeHxutimac3acaviHmacaz?

ALLIYYWNC, AYC-uliH PaduosozuliH maHxum?

XAMPbIH CYYPb XOHANNTeec AAHOAA FTOOXKUX TAPXU HYTACHbI LUMHIMOHUNT
LOYPAHTMNH APTAAP 3ACCAH TOXUON 0N

[.Menx6aamap?3, A.LaHo-Awyw 2, b.baspcatixan?® , b.LspaHaxam?, LAmuna?, [1.Advsaxcapzan’
TALLIYYUNC, AYC, YXXC-biH M3aHXUM,

2MoH20-An0oHbl 3MH3132, YXX M3c 3acabiH macae

3 Meo-Apm YXXM3-biH a3MH3/132

MMTIUAH JAPAAX KUPO3 TYYHUIN M3C 3ACAJ1 SMYMITTI
J1.bam-3pdsnH3*, M.Lanmaz2’, [1.Ljaama2’
[CCYT HypyyHbl Mac 3acsblH macaz

X3BJIMNH KOKYYH XAM LUUHXX ©BYHUW YEL, YYCCOH MA3CHUN TYDKPJINAT
H33JITT31 M3C 3AC/1bIH APTAAP HAPUWH MACUNT KATCYJTIAAC CAJITAH TYDXKP2IJ1
3ACAX M3C 3ACAJT XUNC3H TOXUONA0N

b.[>m63pant, X.LissanHopose?, J.Anman3yn?, b.bambéunsz’, H.9Hxmyswun!,M.Canuup?, 6.[lazea’, L. IHx-
Amzanan?, b.baamapcypsH?,

Eperxuti mac 3acaviH macaz, ALLIYYWNC-uliH MoHz204-5In0OH SMH3132

BEAMBAINH O3Pr343X BYJTYNPXAAH ABAPTA ALEHOMA LLUANTAAHT AHXOAMY
TMNEPNAPATUPEOON3M

b.Canuup-3posH3?, b.lamouHdoopxc?, b.Hamzapan?, 6.Coén-dpoaHad, X.XKanubek?, b.OwoyHbuns2?,
L.3Hxcapyyn®, I.MeHxusy3sz?, M.baspmazHali’, I 6onopmaa?, 3.A33asa?, XK. TyswuHbasp?®,
YK.ApuyH60103, C.OmzoHb6asp?

YncwiH H320y233p Tee SMHan32 - Epenxuli Mac 3acaviH Tacaz!

YncolH H320y233p Tee SMH3n32 - LlemuliH OHow 3yliH Tacaz?

YicwiH H320y233p Tee SMHan32 - beepHuli Tes®

YncwiH H320y233p Tee IMH332 - IMH313YUH IMe32 CyonanviH H320caH Jlabopamopu?*

YncolH H320y233p Teg IMH3n32 - [amaicux mes®

HATKPAKEP XAM LUNHYX BOTOH 3YYH BYCA/1XUN OPYMbIH TEMAHITMOM XABCAPCAH
TOXnonaona 66eePHUA BEH LLUMIKYY/TIOH CYYJITAX M3C

B.3H3p3an?, XK.3p03H3cypaH?

13ypx cydacHel Mac 3acabiH macaz, LLIYI'T3, YnaaHbaamap xom

3ANMUAEPMOJIN3 BY/INTIE3A SMIMIrMMH XYHA, ABLITAU ANCTPO®UK XIBLUUHXK: YJIAAH
XOOJTOUH HAPUUCNAAP XYHA3PC3H TOXUON A0

b.Catinxuwuz?, J1.bynzan?, b.Manoyyn?, M.2Hx30n1*

IALLYYWUC, AYC, XyyxOuliH aHazaaxvblH M3HXUM,

29X3MYT, XyyxouliH amHan32, X633CT

[ooa XeHANNH BEHA, BAUPJIAJITAU BYN1SHT YYCIIB3APT XUNTIAC3H M3C 3ACAN
SMUYUITIIHUN YP AYH

C.Hamcypan?, B.lanbam?, b.2H3pan®

123ypx cydacHbl Mac 3acabiH macaz, LLIYT T3, Ynaanbaamap xom

YNIAAH XOO/TONH AL EHOKAPLIMHOMbIT AMMXXUNTTAN 3MYUICIH TOXUONA0

L. AnmanHyp
3x HApati am3zmatiyyyouliH yHO3CHUU mes

107 ———



IMH33YliH X080p MOXU0AOAbIH YHOICHUL VI uyynzaH

JE3OMECTPEJI23C YYCC3OH YYLUIMHbI APTEPUMH TPOMBO3MEOJIU, 4,004 MOYHU
N'YHUWN BEHUWH BA XY3YYHUWN BEHUAH TPOMBO3UINT SMYUIICIH YP AYH

X.CoHuH?, H. Anmanuumsz!, 6.MeHxmynzal, b.AmMapmyswuHr?, [.MeHx-3p03H3%, LI.HapmaHoax?,
M.BammeHnx?, I.LsHza13, ITaHmemep?, [1.2uxxucapzan’

1. EpeHxuli Mac 3acabiH macaz, ¥ncelH Xoépoyzaap Tee SMH3n32

2. CydcaH 0omyypx OHOWU/1200 3MYUA233HUL mes, YrcblH Xoépdyzaap Tee IMH3/32

3. Mba033zylincyynaz, IpuumMm s3muyunzasHull macaz, ¥ncoeiH Xoépoyaaap Tee IMHan32

4. [lypc oHowun200HbI macaz, YncoiH Xoépoyzaap Tee IMH3/132

YYLWTIMHblI KAPLUHOCAPKOMA

B.AMapmyswuH?!, M.BysH-6n3uli’, LI.bymuomaa?, T.Xynan?, [1.M3p2z3sH?
T.J1xazea-Ouup?, Li.Hapmaroax*

TYncoiH Xoépoyaaap Tee IMH3132

2Xae0ap cy01as1biH YHO3CHULI mes

MNCOAC BYTYUHIMNH BYTNTAA H33C3H XOBOP TOXUON A0/
H.laHcyx, P.baacanxyy, /l.[anxysaz, M. [dasaaHsm, Ll.banicuHHAM
Yac atimzutiH H320caH aMH3132 Mac 3acnbiH macaz

NEATUA-EUTEPCA XAM LLUVMHXXUWNH /PJS/ YAIMAAC YYCC3H NA3CHUN LLoYMOT
UNXaN03X TYDKPIA

LI.BanmcunHsm, P.6aacanxyy, M. [lasaansim, Jl.[aHxysz, H.[aHcyx

Yec atimzuliH H320c3H amMH3132 Mac 3acsbliH macaz

CAMAP BYT/TYYPbIH XAM LUNHXX (NUTCRACKER SYNDROME)
[.Cocopbypam?, L.Hamxatioopxc?, LLl.3opuzoo?, 3.ConoHzo M.[lyHzaamaa',b.0OoyHuuMa2!
1-Ynaan6aamap CoHz200 SMH3/132

LI32>XKHWUW roN1 CYOACHbI XANOBAPNATACAH XYYPAMY LLYJIXOHI YCTTAXK, MO/
CYOACHbI HYMbIT BYX314, Hb CONMNX, TUTOM CYOAC HOXOH CIPIra3X M3aC 3ACAJT
SAMYUNITID

C.Hamcypan®*, U.3opuz?, I.2p03H36asp! [.6ambaamap?, b.OH3apan! O.Yudapmaa?, 3.Tyyn?, C.MeHx3yn?
1 YI'T3-3ypx cyoacHbl M3ac 3ac/biH macaz

2 YI'T3-Mac 3acan ma0aazylincyynsz2uliH macaz

3YIT3- AT

CYPLESI'MWH LUAJNTTTAAHT XYPYYHbI APXAT ABLITAN LLUAPXHbI XOBOP TOXMOJ140N
Xuwuzxcapzan bexbam?, AHaHO DHx60:10%, Xy0apuynyyH IHx6asp?, LIs0sH-Nw Bbasapzyp?, bunzyyH
YynyyHaapani, Xyoabati Acunbek?, A3bunzyyH Suxmatiean®,CaHuyuH Ypucun?

EpeHrxuli mac 3acnbiH macaz, Hamyn amH3132, YnaaHbaamap?

LLATAAH MereerPCeH XO0JIOMH HAPUNCAJ1 3ACAXK, AMbCIAJIbIH 3AMBITI Ye1eenex
M3C 3AC/1IbIH AMXXWUNTTAU BOJICOH TOXUONA0N

N.Tamup?, B.Lsparnxam?, I.Mypasoopxc?, A.LlsHo-Aroyw?, C.lypasdopxuct, J.Hamoynam?,
MN.Jonzopuspan?, X.bunzyynmep?, N.Menxbaamap*?, Ll.6azapmaa*?, 2. XKapzanxyy*?

B.Owoyumyyn®, A.Wucunmeper® J1.Anmaxsyn*

IALLIYYUC, MoHz0n SinoH aMH3132, Yux Xamap Xoos10U0H M3c 3dc/biH macaz

2ALLYYWNC, AHazaax yxaaHbl cypayysb, Hux Xamap X00s100H maHXuUM

SALLIYYWNC, Axucan myswiHut cypayynb, TAC-biH mes, Hux xamap xoosnoli cyonan

AALLIYYUC, MoHz0: SInoH 3MH332, M30332ylincyyssz xazanzaaHbl H320C3H macaz
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BE3T3rHUN XeHAUN E0JIOH LLOCHUN 3AM XOOPOH/, YYCC3H LIOPTOHOOC YYA3J1TON
BE3TArHUN ATYYJIAMXXAAP LIOCHUN EPOHXUI LLOPIO EOIMITIOPCOH YEA H32/ITT3U
APIAAP BTIrHUN XOHOUWT HI2)K ATYYJIAMMXXUINT TAOATLLTYYNIAX BOJIOH LI©CHUI
EPOHXUI LLOPIbII H33)K B3TArHUN ATYYTAMXXUAT TAOATLLUAYY/K T T'YYPCAAP
C3Praarasaf, 63TArHNM XeHaAuMm PYY HI3rAC3H LLOCHUIA 3AMbIH LLOPTOHYYAbIT
OEOX M3C 3ACAJT1 XMACSH AYH.

b.LspaHb6am? J1.Amzanan? Y.Tyswun® A.Epkemaii®

YnceiH H320y233p mees aMH332, EpeHxuli mac 3acabiH macaz

TERATOMA OF THE PREPONTINE CISTERN IN AN 8-YEAR-OLD BOY
G.Ariunbold!, G.Munkh-Erdene?, E.Dulam?

!Department of Radiology, Asralt Med Hospital,

2Department of Neurosurgery, The Third Central Hospital

Xo[00/4 6YT3H TAUPATACAH ©BYTOH LOCHUN EPOHXUN CYBITUIAH YYNYYT
X3BJIMNH XOHAUNH AYPAHTUNH APTA BA XOJTEAOXOCKOMNMUIMNH TYCNTAMXXTAN
LI©CHUIN CYBITAAP JAMXXYY/IAH ABCAH TOXUON0N

b.Amapmyswur?, A.basH3syn!, M.bysiH-©a3uli?, T.LIsHOcyp3H?, 3.Mapan®, H.LLlapasxucamu?, Li.
Hapmaroax!

1 EpeHxuti Mac 3acan cyonanbiH macaz, ¥nceiH Xoépoyaaap Tee IMH3132

2 [lypaHauliH mes, YncbiH Xoépoyzaap Tee IMH3132

3 ApyumMm amMyu233 M30332ylincyynzuliH macaz, YicoeiH Xoépoyzaap Tee IMH3132

4Ilypc oHowu200 cy0nanbiH macaz, YacolH Xoépoyzaap Tee IMH3132

YNCbIH HArAYraspP TeB SMH3NIAIT BYPTIAr4C3H AHXHbI PEUTZ-JEGERS XAM
LUMHXXUINH TOXUONO0N

T.Xatibap®', M.JIxazseacatixaH?, KOHunb6am?, C.Tyo3s800pxc?

"WMumepme0 sMH3n32, EpeHxuli Mac 3acabiH macaz

2ALLYYWNC, Axucad myswiHuli cypayysnb

3YnceiH Ha20y233p Tee IMH3132, EpeHxuli Mac 3acsbiH macaz

XAMAP-3AJITNYPbIH APbIH BYTTAAHAAC LLAJTTTAAJICAH C1/C2 TOTTBOPIYUTJINIAT
SAMYUNICIH Hb

C.Anaman-Ouup?, Llbammynza’, M.301600%, [1.0r0yHu3su32?, 3.EcoH-3pdam?, M.Jlym3yn,? b.9p03Hacysd?
,THuH30opu23, A.AHx60n0p*, M.Ayzanbati, 6.Mapanmaa*, 6. Tamyymcur®, 6.Menx-Ouup,’ [1.9Hx60710%¢
YncbiH H320y233p Tee IMHI32, M30p3anutiH sMH313YUH mee

2YncblH Ha20y223p Tes SMH332, Hux xamap x00s100UH M3C 3dc/blH macaz

3YncwiH H320y233p Tee IMH3132, Ma033zylincyynaz xazanzadaHsl H320C3H macaz

4AHazaaxviH LLIuHMcnax YxaaHel YHOacHUU Mx Cypayynb, Mapzaxcun [aswnyynsx MHucmumym

*[3mman Cozoz CyonaneiH YHO3cHUL Tes, HypyyHbl Mac 3acablH macaz

YncoiH [ypasoyzaap Tee IMH332, XK. XalipynnazuliH Hapamxucum MaopanauliH M3C 3ac/biH macaz

YNAAH XOOJ10W, BPOHXbIH TOPOJIXUAH ®UCTYJ1 BOJIOH BAPYYH YYLUTMHbI OO/,
O3N163HMMNAH BPOHXO3KTA3 M3C 3ACJ1blH APTAAP SMYUJIC3H Hb

b.MeHxmynza?, b.bamxuwuz?, T.LaHOcypanH?, [.9Hxusu32% LI.OmzoHuumsz*, [1.0mzoHuyumaz>,
C.6amuspsn’: Li.Hapmaroax?

!EpeHxuli Mac 3acan cyonaneiH macaz, ¥ncoiH Xoépoyzaap Tee IMH3/132

2 flypaHauliH mes, YncbiH Xoépoyzaap Tee DMH3132

3 Ma033zylincyynaz-apyuMm smuunzasHuli macaz, YaceiH Xoépoyzaap Tee SMH332

4 [lypc oHow10220HbI Mes, YscebiH Xoépoyzaap Tee SMH3132

SEpeHxuli Mac 3acan cy0aasblH macaz-mM3c 3acsblH cysunazy, YacoiH Xoépoyzaap Tee dMH3132

XOHAJ16H rA3CHUN ALEHOKAPLUMWHOMbIH LUANTIAAHT TACTPOKOJIMK ®UCTYN
TOXNONO0J1

3.baspbam? H. Anmanuumsz! b.OHoH! X.Anmazyne! b.Laupan? Li.HapmaHoax?

I Yncoin Xoépoyzaap Tee SMHan32- Eperxutli Mac 3acseiH macaz

2 YncwiH Xoépoyzaaap Tee IMH332- IpUUMmM 3MYUS233 M30332yUNcyya32 macaz
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X3BJIMNH AYPAHTMINH XYPLD3P A3TYYHA, X3CArYnaCcaH TAMPANT XUNCOH M3C
3ACAN

C.bamxucapzan?, H.Tatiean?, 6.Caumcbam? b.[aH-3p03H32, L.Hapmaroax?

YncoiH Xoépoyzaap Tee DMH32uliH epeHxuli M3C 3ac/biH macaz,

2 YncwiH Xoépoyzaap Tee IMHanM2UlIH, EpeHxuli Mac 3ac/biH macaz, 36e6/16x My

MIONITEPUNH CYBAT XAATANATOAX XAM LLUNHXK

b.bam-3p0o3sH3*2, L.badamcso’3, T HapaHzapas?, b.[an23pmaa’?, b.A303n23p°, YYynyyHysysz®
1-2Xe00/1MepULliH 2asbsaHbl YaaaH myzuliH o0oHm LY T3-utiH MoHzoa YnceiH TepuliH coépxonm, ApObiH
amu, XyH0sm npogeccop P.IMypasuliH Hapamucum [lypc OHOWUI200HbI /108/1d2aa Mes

2“Mpaulid Mypas” caH

SAkademuy T.LLlaz0apcypaHzuliH Hapamucum AHazaax YxaaHel Xyp33/13H

4Xe0e1MepUliH 2asbsaHbl yaad myautliH o0oHm LY T3-uliH [lypc oHowuU1200HbI pe3udeHm 3my
>XeoesnmepuliH 2asbsidHbl yaaaH myautiH o0oHm LY T3-utiH Yponozau- AHOposozuliH macaz

LOYPAHTMINH XYPLLI3P 3J13rHUN BAPYYH YPA, CETMEHTYYOUUT TAUPCAH TOXUOJ1 A0/
B.[aH-3p03H3?, b.AMapmyswuH?, M.Ham3sasa*, P.buHOspwsal, [-MeHx-2p0aHa!, dHumaouses?,
[.Xycnsn®, L.bonopmysaa®, Li.Hapmaroax?

Epenxuti Mac 3acabiH macaz, YacoiH Xoépoyzaap Tee SMH3n32?

M30332ylincyynsz, puumMm amMuun233HUL macaz, YncelH Xoépoyzaap Tee IMH31322

Jlabopamopu, SM232 cyonanelH macaz, YncoiH Xoépoyzaap Tee IMH3132°

EpeHrxuti mac 3acaeiH macaz, OpxoH atimzuliH bycutiH OHowua200 SMyunzazHul Tee*

TePONXUNH TOBOHXUNH ATPE3N OHOLLTOW HAPAN A, AAPATTA TPAXEOCTOM
TABUX M3C 3AC/1bIH YEMUH C3X33H AMbPYY/IAX APTA X3MXK33r
M333NYUMXKYYNII PYY LUMIKYYNIX YU ABL,

C.3HxmatieaH, M.YHopam

Ma033zylincyynaz xazanzaaHel H320c3H macaz, IXIMYT, X3

MPMTIUNH [APA}'ITAVI FEMORAL ARTERY-UH YPAraJibiIH LAPAAX AAST IV .
33P3AMM2JTIMNH BOOPHUU IMTIJ1, BYX 9PXTHUW 3CP3aIr BAUPJIANNTAN ©BYTOHUNT
IMYUNICOH TOXUONOJ1bIH TAHUNLUYYITA

3.Homun*, IBonopmaa®, [1.6bonopmaa, [1.MeHxHacax®

'BgopxaHzali atimaz 0axe ByculiH 0HOW /10200, 3IMYU2I3HUL M8 3pYUMM 3MYU2I3HUL macaz, Oypc
OHOWU/200 aHz2uUozpadcbu macaz, M3¢ 3ac/biH macaz

XYPYYHbI 34M3XIYN YACAH LUAPX CYPbESITMWH FAPAJTITAN BAMCAH TOXUONO0N
3.A36unzyyH?, 3.AHAHO?, 3. Xy0apuynyyH?, b.LIs03H-Nw?, Y.bunzyyn?, A.Xyoabati', Y.CaHuuH?
ALLIYYNC, Axucan TyswHut Cypayynb-TezcenamuliH 0apadx cypaaambelH mes!

Mac 3acaeiH macaz, Hamyn asmH3an32, ¥YnaaHbaamap?

M3O23rYMXKYYITMNH BMMVIH BOANCT XAPLLUUNATAN YANUNYYNAr4yma XAMPbIH M3aC
3ACJIbIH ACYYONbII LULMNOCOH TOXNON 401

b.bsam6aodopxuct, .bambunszi, [1.3yn?, LAamanHzuuxnc® ,A.Hamcypan?, [L.A36asp?, I XoHzop3yn?

Hux xamap xo00/10UH M3¢ 3acsbiH amy,CoHzuHoXalipxaH H320caH DMH3n32, H320¢3H MmMan Mac 3acaviH
Tacaz

2 M>0332ytincyynazulit amuy,CoHzuHoxalipxaH H320caH IMH332, Ma033zylincyynse XazanzaaHvl H320csH
Tacaz

Xo[00.4-6YAYYH-HAPUAH M,A3CHUA LOPIbIIr M3C 3ACJTAAP SMYUJICIH Hb
3.CoHop'?, H.Anmanuumsaz!, [1.39Hxucapzan’, b.OHoH?, b.[aH-2p03H31?, M.TyswuHbasp?, H.Tatisan?,
3.baspbam?, X.CoHun!, 6. AMapmyswur’, H.HapaHcatixan!, C.bamxucapzan’, 6.Menxmynza', M.bysH-
Onsull, A.baausyn?, [.MBpanmaa’, T.TyswuHxucapzan', Li.HapmaHoax?

T EpeHxuti M3c 3dc/blH macaz, YacolH xoépdyzaap mee sMH3/132

2 DpoOMuliH cypayynb, ALLIYYNC

3 Jlypc OHOWUN200HbI Mes, Y/ICbiH X0EpOy2aap mes 3MH3/132
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OPEN SURGICAL REPAIR OF ABDOMINAL AORTIC ANEURYSM IN A PATIENT WITH
HORSESHOE KIDNEY AND TRANSIENT POSTOPERATIVE RENAL DYSFUNCTION
Nyamsuren.S", Batbaatar.D", Zorig.Ts", Enerel Batbayar?

‘Department of Cardiovascular Surgery, The Third State Central Hospital

Corresponding author: Nyamsuren Sainbayar, MD. Department of Cardiovascular Surgery

4.2 NOTPbIH AHATAAX YXAAHbI CAJIBAP

CLOSTRIDIUM DIFFICILE INFECTION AND ANTIBIOTIC STEWARDSHIP CASES
Nasanbuyan.G! Baasandolgor.T* Munkhbayar.M* Sarantuya.Ts* Kherlenchimeg?
!Internal medicine department, 2Intensive care unit, Intermed Hospital

AHXOAMY Hb TOAOPXOUIYU TONITOW XY3YYHUWN BANPJIAJIbIH XOPT XABOPbIHXUMMU-
BAU SMYUNIIIHUN YP OAYHI TAHUILLYYNIAX Hb

B.Bonopusyse?, H.OpxoH > ‘Xasdap cydnan-Xumu 3myunz33, ©dputiH sMuu233Hul
macaz,CoHauHoxalipxaH H320c3H amH3an32 , XCYT- XumMu 3myunzasHuli macaz

H3r MNP Y14 TOXNONACOH XOPTOW XABOAP (MPNST) XOBOP TOXUONOJbIT
SMH3N3YWH Y313 LUMHXXWUNT33r33P OHOLLUMICOH TOXMONO0
b.30n3asa',b.bynzan, b.6ammyswiuH, H.[aHcyx?

Yec AH3, AMbynamopu macaz® Yec AH3, [lompbiH H320caH macaz? Yiin oHow 3yUH macaz? Mac 3acan
H320C3H macaz?

3YYH XOBOOJ1biH TMNEPTPABEKYNALUW LEFT VENTRICULAR HYPERTRABECULATION
3.bonopxyy, JompbiH aHazaax yxaaH cy0nasblH pe3udeHm,
C.3opuz, YnceiH 2ypasoyzaap mes smH3n132 [.MuxcudcypaH, YnceiH 2ypasdyzaap mes sMH3/132

XYYPAN XAHUATAX, A0APY CYNIAAX, XOONOHA AYPIYN BOTOX 30BYYPLTAN
YUNYNYYnary

b.Bonopusuysz?, H.OpxoH®

1Xas0ap cyonan-Xumu amuunz3a, ©0puliH amyunzasHuli macaz, CoHzuHoxalipxaH H>20caH aMH3/132
XCYT- Xumu amuunzasHuli macaz

TAKALLYEO CUHAPOMWUINH SMH313YNH TOXUON 001 (TAKOTSUBO CARDIOMYOPATHY
CASE)

b.[1amb63panmaa 1,C.Ouxcatixan! LL.OHux-amzanan * M.[lypasuspsH? T. Sp0aHuuma2? .Yyzanmysa?
[-Muxcuocypan® M.[aHbaamap?, b.bamoanzap?

123pyumMm amyunzaaHuli H320caH macae, Y T3 “3ypxHuli smMe232z cyonanviH macaz, YI'TI

SEpeHxuli Mac 3acabiH macae, YI'TD

YNAAHBYPXAHbI 3CP3I BAKLIMHbI BYPOH TYHTAN, XYTALLAAHOAA OAPXNAAXKYYNANT
XUWNM3C3H XYYXA30 TOXUONACOH YNAAHBYPXAH ©BYHUIA XOBOP TOXUON A0
Lspsumcapzan.Ct, HapaHzo0.C!, Lanmsz.d?

BaaH3ypx OyypauliH “Opyyn M3HOUlH mes”

AHXOAMY r’MNEPANbAOCTEPOHNU3MTOMN ©BYTOHUNT MUHEPANTKOPTUKOWUA,
PELLEMTOP AHTATOHUCTOOP BOJIOH AAPEHAISKTOMW M3C 3ACAN1 SMYUTTI3HUN
YP AYHAO, XYHA, 33PTUAH TMNMOKATIMEMU 3MYNAMACIH TOXUONO0

T.ApuyHmysia?, A XavxoHzop® C.balizanmaa*Mohamed G Atta, M.B.B.Ch., M.D., M.P.H.?

YncoiH Xoépoyzaap Tes SMH3n32 beep [Jomood LLlyypsn CyonaneiH Tacaz! JOHNS HOPKINS MEDICINE?

Xyyunrteperd AyTArgAn, LLYC XOMCPOIJIbIH LUANTTTAAHT SHLLEE®AIONATHA

Y.Msazmapcypsn?, b.bambapazuaa?, [1.6n3uliHam?, J1.Xanzali*
12346[ [1MT, [lypc oHoWw10200HbI macaz
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42 HACTA AHXAOAMY TMNEPANIbAOCTEPOHU3MbIH LUANTIAAHT XOEPOOIMY APTEPUNH
OAPANT UXCINITTIN SMIITON

M.[yHzaamaa?, H.baspmaa?, I.Cocopbypam®,A.Tyayl,* LI.Hamxatidopuc!, b.OoyHuumas2?

YE CoHz00 3MH3n132?

BAPBLLIAJIOAAT CNOHAOUIUT ©BYHUIN 9X3H EOJIOH XOXKYY YEUMNH OHOLLIUIITOO,
OHOLUMNTOOHbI ANAAA BOJIOH HLA-B27 TEHUWNH ACYYAJYYA,

H.AnmatxxyHdaza, b.[aH3asa’, 6.M3pan?, b.2HxmeHx! ,[1.Co0?, XK. Xynan?

TAnmanme0 amH3132, MYUC, ®yHKYUOHAN 2eHOMbIH Aabopamopu

NANONATUK CKOJTIMO3 MK OHOLUNOIACOH TOPONXUNH HYPYYHbI TAXK XOMNKWI:
OHOLUWJITOOHbI XOL,POTA0/1 BA TYYHUWN LLUANTTTAAH

H.AamauxyHdaza?, b.[aHzasa', b.[3pan?, b.9HXMeHX!

TAAmaHme0 3MH3132

SMH3N3YNH XOBOP TOXNOJ1A0J1 XETEPOTAKC XAMLUNHYK

3.TyHzanaz?!, XX.Punuurn® Y.bamusm?, H.ConoHzo?, 3.[3n23puysysz?, M.bunzyyHoapw?, b.3p0aH3uyumaz?,
E.Bam-6n3uti?, M.OHep3sasna®T. MeHxmynea?, T.Toawxcapaan 2

3x Hapatli dmazmaliuyyouliH YHO3cHuUU Tes Il

Xe)U(HI/IVI XOPT XABOAP OJIOH 3PXT3H[, YCOPXU MNC3H YEQ, TRASTUZUMAB+LAPATINIB
BAN SMYUYUITT2II XUMU SMUYUNTIITIU XOCTYYNIAH X3P3IN13COH SMYUJTTIO9HUN YP
OYH

T.Ypaucatixan?, T. Xynan',2.Manoyyn?, C.3p03Hauums2T./Ixazea-Ouup?

XaeOpblH XuMU 3MyYu233HUl macaz?, LiemutiH oHow3yliH macaz?,

YnceiH Xoépoyzaap Tee IMHaN32

MOHION YNCAL AHX YOAA BYPTIArAC3H FrAXANH CTPENTOKOKK (B95) TOXMOAJ1bIH
CYOAJITAA

Ponomxucas J1.2, BysHxuwuz Y.1, Bam-Up330yii Y 1, awHanucuo b 4, CapHati A 1, basp U ., lasaaxmcas
H.:, Hapanbam H 2

1 300H03bIH 88UYUH Cy0as1bIH YHO3CHUU mes,? [[/1¢ aHazaax yxaaHsl mes,

XOXHUN HOMINT BYTYUPXAWNH 343, YYCCOH AHXOAMY CYBrMAH H3BYUNTIL,
©MO6H, SMH3/13YNH XOBOP TOXMO40N

A.YpaHoapel T.A33asal N.TyHcaz1 3.bysiHHaM3ax2 [.MeHzeHwazati2 H. Jlydssdopuc2 b.00basp3
b.Baspm-Yiinc 4

XexHuti KnuHuk [ypc oHowunzooHbl macaz1 XexHutli KauHuk Mac 3acaviH macaz2 XCYT XexHuti mee3
XCYT dSmez3z cyonanviH macaz4

3YPXHWUW 3YYBAH LLOHXHbI LOOPXOWH LUANTIAAHT TAPXUHbI LLYC TACANOAX
XAPBAJITbIH TOXMON1 00N

N.Adynampazuaa, [.Yanza®, A.ConoHzo?, b.HapaH3yn?, A.Axbuke?, A XKae3aHxyy?, b.bam60a0?

YncoiH Xoépoyzaap Tee IMH3132, MaopanutiH mes *YaceiH Xoépoyzaap Tee IMH3132, M30pan cy0nasnviH
pe3udeHm 3my 3¥YaceiH Xoépoyzaap Tee IMH3/32, 3ypxHuli mes

EOSINOPHILIC MYOCARDITIS SMH3J13YWH TOXUON A0/
C.3Hxcatixan!, O.Mexxbam*, H. Hamoaeaa', b.[l1amb3panmaa’, XK. dpdanamysaa’, C.Cyx-Op03H3?
13pyumMm smyunzasHUll H320c3H macaz, YI'T3 23ypxHuli wuz033culiH macaz, YI'T2

E©OPHUN BEHU/H LLOYMOT TPOMBO3bIH TOXNOJ14011 EYJI9H XANTYYJIAX
SAMYUIITI3

3.Catinmapzan, b.)XXamwusHuynmam, T.[Jambaoapricaa

SpyuMm 3amMuun233HUl macaz, ©sepxaHzali 6yculiH OHOWU1200, SMYU/233HUL Mee
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3YPXHU AMUIONO03

[ XoHzop3yn?, ©.Hypxcatina?, 6.MeHxusu32, M.[lyHzaamaa’, I.Cocopbypam?, b.OroyHuumsz',d.
Tozwncapean?, T.HamcypaH?, M.Ypauzasa?, XK.Yyzan6onop?,Ll.Hamxatioopic?

YB CoHz00 amH3s132t ALLIYYWC-Axucan myswHuli cypayynb? SMMKXK aMmH3132°

TAPXUHbI COPYYH (AWAKE CRANIOTOMY BRAIN) M3C 3ACJ1IbIH AAPAAX CAAXKUNTAL,
XUNC3H 3YY SMYUNTIIHUIA AYH

b.bam-3po3sH3?, b.ApuyH600?

IMoH201 XbtoHOall 3MH3132

H3r HACTAU XYYX 43,0 TOXMONACOH HYYPHUN CAAXKUNTbIH TOXUON 01
[ [133mmaa, b.3on3a5a
Yec alimzuliH H320C3H 3MH3132

3MH3J13YNH XOBOP TOXUONAJ1bIH TAHOANTbIH AYH LUMHXXWUT33
Yun6010 bamuurauc?, MeHxcalixaH byaHbaamap?, laH3opuz Jaméa’

Spyya MaHOUUH Xe2uc/UliH mes, ux 26206/ cyodsaz2adHbl anba’;

YA1CbIH H320Y233p M8 3MH3/132, 3yPXHUU mee?

SBLUTEMHUIN TAXKUT: HAPAH TOXMONO0N
C.Xanuyn®, X.I'yH6on0p®, b.6n3ulixuwuz’
ALLIYYNC?, HOATI?

TOPONXUWNH SNTUAT BYX314, Hb XAMAPCAH MYY ANTAPANTAU HENPOBJIACTOMA
[Maliususz !, 6.ApuyHmyHzanaz', Y.HapaHususz?, C.MeHzeHU3U32?, 5.9HXUynyyH?
IXIMYT?, ICYT?

XOEPOOIY rMNEPMAPATUPEOAN3MUINH CYYPUH A33P YYCCOH N'YPABOAIY
TMNEPNAPATUPEOON3M

T.Anyoaps?, [.fanmenx?, b.Lse3zm30?, [HynyyHususz®, [.Xypubasp®, .MeHx3yn®
“Meodsuk” ouanusuliH mes, beepHuti mes, YHTS, beep 0omood wyypauliH macaz, YI' T3

STREPTOCOCCUS SUIS-UAH LUANTTTAAHT MEHUHTUT
b.bonop-3p0snH3a?, L.Bapysysz 2, M.Byoxcas 2
basaH3ypx amMH3n32

Xo[o00/4, rnas3CHUN 4331 3AMbIIT XAMAPCAH BUEUINH X3J1IBOPUINH SMIar
[.fanmynza', [.bammep?, 3.MazmapuspsH?, T.IHxcatixaH!, 3.XapnasH3zasaa?, C.O0oHz23p3, T.[aHU3U32?
1CamaayutiH a3pyyn MaHOUUH YHO3CHUU mes

MEIGE’S SYNDROME-TON AYWLSX SMHIN3YNH LUMHXX UISPCOH XUNH A3IYYPbIH
©BYHUI YEL, 3YY SMUYUITI3 XMNCOH SMHIN3YNH TOXNON A0

A.[3panmysaa

Ynamxucnanm capzasH 3acax IMUU2I3HUG macae, YCbiH H320y233p Mee IMH3/132

XOJIECTA3TAN XABCAPCAH 3J13rHUN XOPO1OITOT ©BYMH

B.Nomin?, B.Dulguun?, T.Bayarnyam1, E.Odmaa*, P.Shinekhuu?, M.Oyungerel*
INational Center for Communicable Diseases

2Department of Infectious Diseases, Mongolian National University of Medical Sciences

LLOYMOT 3PUTPOUA NENKEMUWNH (M6) TOXUON A0

Msoazcypsn Cyxbaamap?, YpaHzapan Xancuo?, banncuHHam ypaecypan?, Hyp3a00ynam [am6b63pan?,
OryH03s123p Hopoe?

! LlycHbl aM232 cy0nan, Yemez WUANCYYAIH CYYA2dX mes, Y/ICbIH H320y233p Mee SMH3/132

2 DMH33YU, 3M232 cy01ablH H320C3H 1a60pamopu, Y1CblH H320y233p Mes 3MH3/132
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levozine.......

WuHa Ve|/||7|H H1 peuenTopbliH AHTAaroHUCT IMH313yLiH X080p MOXU0AOAMbIH YHO3CHUL VI uyynzan

JNraa xamraanx,
brea xoprymxyynse!

OMUIAH Yp Henee Hb 24 uar XypTan yprasmkuink, XaparnaryauinH caTran xaHamx eHaep 6ancax

JleBoueTupu3anHUUr egept 1 yaaa xaparnax yea XapwiibiH WUHX TAIMATMAT 24 uar XypTan Hamaaax, ‘%
YMNUNyynaryaMnH ambApansiH YaHapbIr camxpyynk 6ancan. \ > R

20 A

WG

Denk
liver active

Nahrstoffkombination aus Cholin und Silymarin
aus Mariendistelextrakt

Nutrient combination of choline and silymarin
from milk thistle extract

Combinaison de nutriments a base de choline
et de silymarine extraite du chardon-marie

D A

aAnoe aaAn

M Levocetirizine 5mg M Fexofenadine 120mg

0.8
0. I
0 1 1 1

Rhinonhea  Sneezing  Nasalitching = Eye itching = : o L .. Hanpnara ©nepr 1 kancyn i i X3H XSPSINISX B3
_ 0-2 22-24 24-26 26-28 p b liver active *  ApxuHbl GOMOH apXMHbl OYC LLANTraaHT 3113r
22-24 hours after dosing Time (hours) .

©pept 1-2 kancynbir eexnent
-@- Placebo -@- Fexofenadine —@— Levocetirizine XOOMHbI 4apaa X3P3rf3H3. . Y
MUAK TUCTN 1875 Mmr o itk SE DN3rHUM amrar (BMpyCbIH Ba XOPAJIOTbIH
CE[DLIEIEIEL WANTraaHT apxar renaTuT, 3N3rHNI xatyypan,

- (YYH33C Cl/IJ'II/IMapI/IH) 150 mr TOXMONAONT, UIYY eHaep xaB)J.ap)
v Houp XYPraxryuraap Xapuw/ibiH WUHX TIMArMAr XypaaH HamgaaHa XonvH 50 mMr TyHraap xaparn>x 6osHo. o 3OXI/ICFYVI XOON YHAHbI X3P3rn33

CypnanraaHbl AyHA: JleBOUETUPUIUHUA IMUUNTIIHUM YP Henee Hb 30 MuHyTaac 1 uarunH gotop

¥ 3n3rHuN yUn axunnaraar cauxpyynHa
¥ Buenir XopryvixyynHs
¥ XuH xacaxapg TycanHa

scores from baseline
(VAS scale)
Increasing satisfaction

Improvement in individual symptom
-

Satisfaction score change from baseline

unapy LleTupnanHTan xapbuyynaxaa unyy yp AyHTan 6ancaH 6a TOrToNuoOHA UIP3X rax Henee Liver active Denk — CVIﬂVIMapVIH Oa XOonMHbl XOCONCOH dHTUOKCHUOAHT Hb SN3rHNM
HE Unyy Gara Xamka3aTah GaicaH. VWM axkunnaraar A3MXWUXK, M3MHNA 3CUAT XamraanHa.
X3p3arnax 3aaBap: MunkK TUCTN — DN3rHUM XOPTYMXYYN3X YN SBUbIM canmxpyynaar bereen xonectepuH
g 60 X3parnax 3aant: XapLunbiH PUHNT, YOHOH XepBeC eHOep XYMYVCVll;lH XyBb/[ 3€p3r HeneeTan 6al7|,£|,ar. SN3rHNn Lec anrapyynax 4agBapblr
60710H ByX TOPNUIH XaPLIbIH WWHX TIMATNAT HIM3IAYYK, X00N O6ONOBCPYyynax ynn aBUam A3MXNIr y3yynaar. 23
:_;j 20§ HamMaaax 30punnroop XaparnaHa. - -
E ; TyH: OMUYMIAH 3aaBpblH Aaryy TYHr TaapyynHa. XONuH — DN3arHnn 303 66X TOC XypuMTIiaroaxblr 6yypyyﬂHa X3BUWH
é =20 SMMVH— XOOJTHbl ©MHO 6a ’qapaa ycaap 'qapyynaH XOMOLLMCTeIszI COJ—IMJ—ILLOOHLL l-'Iyxa-rI YYF:)al_I-alz‘1 1 Vargas-Mendoza N, Madrigal-Santillan E, Morales-Gonzalez A, et al. Hepatoprotective
= 3alrnx XaparﬂaHS_ effe.ctofsilymarin.WorIdJHepatol.2014;6(3):14.4-149, -
-40 2 National Center for Complementary and Integrative Health (2016): Milk Thistle.
60 ¥ l' $ 3 . [’) . 2'; ']'“ : ]': """"" 1’4 """" - ‘ 12'c A33I.I.I HACHbI xYHA X3p3rn3x TyH 5Mr 3 :E\‘j::;lawziirﬂ:n?s(szigﬂ)z:ohfizligg?:llr:ission Regulation (EU) No 432/2012
Time post-dose hours) (XOHOFT 1 maXMan).
-@- lLevocetirizine 2.5mg -@— Cetirizine 5mg

EASL/EASD/EASO yaupaamx

M boaucbiH cCONUALOOHBI angargibiH
(3n3rHMI GMOPO3bIH YHII3) A . Aard

+ rapranant
LIANTraaHT 313r eexnex amrar (MASLD)

YL 2-p X3B WKHX

3cs3an XoosHbl nAYnar byypyynax
L . Tapranant + 21 Kapanometabonunk MASLD AmbApanbiH X38 (500-1000 KKan/xoHor)
‘ eVOZI ne Smg Tab. 3PCA3NT XYYUH SYV”.I l wart gc:;uvf;jﬂ.coH —_— MasAr eepunex ﬂacr:;q);ep,e;/;rez: ;,EI,YH,CI,
Ctoios DA . . : MT3¥ facran
o TRt acBan +Liver active Denk TOrTMON Kuiix
e V O : Z I n ACAT, ANIAT, ITT nxaccaH
3N3rHni eexnenTuiir
n 5 6 - FIB-4 1-p waTHbI . Byypyynax,

( eBoueTMp"3MH) Mr YpXWJ'IT:-)“ waxman I I waT 3MUMATIZHA VP || SMUMAH IMYNATI TaprananTbiH 3cpar,

AYHryii 6on +Liver active Denk ViHcynwtibl MaApar anap,

YUXPUIAH WIMKWHT 3acax,

1,30 2,67 [lcAunupaemmiir sacax,

¢ XapuwnbiH pUHUT, YOHOH XepBec 6osIOH Gycaa XaplWibIH WWHX TIMAFMAT XypAaH HamaaaHa. FIB-4 0HOO = Hac x ACAT TPancamHassir Gyypyynax
5 ) / (TPOMBOUMTBIH TOO X FO-2 Caapan f34
@ Wnyy 6ara TyH, unyy 6ara rax HeNneeTan TyNn TaHbl 6APUIAH 3pY XYYMHA TaHb Unyy 6ara HeneernHe. VIANAT)) 6yc 2-p watHbl
AMYUNTIIHA YP Mac 3acnbiH BapMaTbIH M3C 3acCan
> ~ 11 war Vil — SMUMAFI3 Py aHacTom03
d OMUIAH Yp Henee Hb 24 uar yununax tTyn eaeprt 1 yaaa, unyy xanéap. Q\)(K l/Irv N
2 Kr/M

https://doi.org/10.1016/j.jhep.2024.04.031

Umnoptnory: Yungeapnary

Addekt XXK

YnaaH6aatap xot, BagHron ayypar, 4-p Xxopoo, é

UB Platinum, 201 TooT STANDARD CHEM. & PHARM.CO.,LTD
errecT| Yrac: 70118883 @ www.denkpharma.com @ Denk Nutrition Mongolia Denk_nutrition_mongolia
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DORENEM
AMb HacaHp aroynTan xangBapyyAblH yen waapanararan
X3T epreH Xxypas3Hun aHTUONOTUK

©MHex 6ynruinH kapbaneHemyyaTan xapbuyynaxag Ps.aeruginosa-umH acpar
4 paxvH unyy mas3BxTaun

Bycag aHTUOMOTUKTON XapusiLaH YAUYMSMLU3XK SMUYMIITI3HUNA YP Heneer HaMargyyngar

Xaparnax 3aant:

- OMH3NMMNH HexXLena YYCCaH xaTtraa .
- YyWIrMHbI 30XMOMON amMbCranbIH annaparTai xon6ooToi yyccaH xatraa  DOr ipenem 500 mg
- WWaacHmi 3ambiH XyHA Xan63puinH xanasapyyn
- X9BMNUNH X6HAUNH Xangeapyya

Llar xoxuX, amb HacbIr aBpaxbiH Tyng
JopuneHeMuur anb 600X 3PT IXIYYNI3IPIN

YKopoop onrox TapunreiH yycMarn 63nTrax HyHTar

Triple Pharm JLLC Benapychk yncag ynnsapnas. AnbaH &cHbl umnopTriord MoHoc Tpeing XXK OMu TeneeneryninH xapunuax ytac: 89995544
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