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ToBu yrtra: Helipopubpomaro3 Hb 1 OGOJIOH 2 I3COH YHICOH XOEP Tepe
Oaiinar. HO 1 (Don PeximHxaycHbl ©BUMH) Hb MIIPIIMHH AIUHH 3C J9Xb
OCOJITOH/I aHXJard HeJiee Y3YYJIAT SMIAI OM. XAIBHWH OyC HABTPIJIT
0O0JIOH XyBbCAX WIDPXUIIAIYTIN AyTOCOM JaBamMraiiyiax reHniH ylaMIUIbIH
(renmit Gaviprma 17ql1) otiponmooroop 50% up HO® 2-piH mmHd MyTaig
Oaiipar. OMHIIZYIHH Toxmomoux: Yiuranyymry b.A Hp 12 Hacrail, oxuH,
JlopHOrOBL alilMruiiH uUpraH, 5 Hacraiinaa JlopHorosb aiimruiin Harncon
SMHAJIIT aHX yJaa y3YYJDK 3-p HIaTialiblH 3MHAJIAIT Heiipodubpomaros
OHOILIOTIOXK Oaiican. 3oBuyp: 3yyH HYAHUN Xapaa MyYIHA, 1337 30BXH
XaBJaHa, aakMaap TOMOPHO, Xaasia XOHIYYPJIPK ©BIeHe, CYYIuiH yen
JIP3PXH 30BYYPHUY HIMITIPK Oaiiraa raHd. OBUHMIA TYyX: AHX 5 Hacraiin
Oyroy 2015 oHt 3YYH HYZAHUH 19571 30BXUH A9 OBOMIK yaaikK XOHIYYPINK
9X3JICOH 30BUYPTail Yy3Yy/DK OaiicaH. 30BXHHBI YYCI3IBP3I3C OHOICHITH
LIUHKHUIIT? XUHK, XaBIPBIT XACOTUMIDK aBax mMac 3acana 2019, 2020, 2021
oHyyman HuMT 3 ynaa opcoH. Bomut y3uarT: Epenxwuii OueuiiH Tanaac
30BHYp YI'YH, OHIIOX LIMHX TAMJAT Hb OMEUH OYCAJIXUi, Cyra, HypyyHBbI
apbcaH JP3ryyp Kode TecT HoceeT ToOOH Tyypantyyarail (Café-Au Lait
Spots) MeH Cyypb SICHBI JajaBuHbl AyTyy Xerxui (Sphenoid wing dyspla-
sia) 33par mMHXYyx wpcesH. Hymamii y3mr: VOD-1.0, VOS-0.4, OD
(bapyyn nyn) — ©epunentryii xa3suitH, OS (3yyH Hya1) — 30BXUHBI 3aBCap
Oaraccat, A391 30BXHM NTO3TOH, TAMTPAATIIP 3-4 CM XIMKIITIH 300I710H
OYTALTIH, XO0ITOOHT VI, YPIBCIMNH MIMHXK TIMASITYH YYCIIBIpTIH, Caur
JlaMIiaap 3BIPJ3T TyHraJjlar, ©MHe/]] XOpro JTyHJaX TYHT3MH, XYYXdH xapaa 3
MM X3MXKIITIH X31100p 36B, ypBaJITaid, COJIOHTOH OYpXYYJ A39p 3aHThIiaar
yycraBap /Lisch nodule/ Gaiiraaryii, applH CerMeHTHIH OYTLYYAdI dMIAT
eepwientryil Oatican. Jlyraaar: JIopHOrOBb aliMIUiH X3MIKIIHI CYYIIHIH
10 >KuI TaHI] TOXMOJIOXK Oaiiraa SHAXYY TOXHOJIJO0N MaaHb 3YYH HYIHUMA
30BXHHBI YYCIIBPIAC OHMOICHIH IIMHKHITID XHUIK, XaBIPBIT XACITYHIDK
aBax MAC 3acall IMUYMITIOHA 3 yrnaa opcoH OaiiHa. O1ooroop XyyxXIuiH
0O0JIOH HYIHHI SMYMIH XsSTHAJITaH]] TOI'TMOJ Y3YYJ/DK Oaiiraa 0eree naaruz
3YYH HYJHMN 30BXH OyYNITBIT 3acaX MTO3bIH MAC 3acajl XMUUXIAp TOJNIOBIOO]]
OaiiHa.

Ymuprran: Heiipodpubpomaros up 1 OGomon 2 r13coH
yHaCcOH X0€p Topen Oaiimar. HO 1 (Pon PexnmaxaycHBI
©BYMH) Hb MBJIPAIIUIH 3IUHH 3C I3Xb 6COITOH] aHXIard
HOJI00 Y3YYJIAST 3MIAT oM. X3BHUHH Oyc HIBTPANT O0IOH
XyBbCaxX WIIPXUMIAIYTINH AyTOCOM JaBaMraiyiax reHuiH
yramnuisiH (reanit Gaiipmmn 17q11) ofiponamooroop 50%
ub H® 2-unitn mmHs MyTarn baigar'2.

Heiipopubpomaros 1-p xambapuita yen (maamms
NF-1 13K TOBWIOX) WIIPAST TOJ MIMHXK TAIMIIT Hb
rafiari TOBOYK ypraaar HelHpopuOpoM IraxX YyCraBap oM.
HeiipopubOpomsir OGaifpnaxaap HB apbC, apbcaH T00PX

60110H TOpoH /plexiform/ rax 3 aHrungar'.

ApbCHBI  XnO3pHWitH ~ yen — HelpoduOpom
Hb XapbIaHTyHl O KIKIDBTIP, XOJPH MHIIAMETPIIP
XOMKHTIUIT. ApbCaH J00PX X3JI03p Hb OHPOIIIOOT00p
3-4 cM xXOMXKIITIH Oaifmar. Apec OOJOH apbcaH
JIOOpX  XANO3pYYX HB HelipopuOpomaTos-1  eBuHHMIt
eBepmell Oyc IIMHXK TOMJAT [OM. XapuH TOPOH
X3I09p Hb 3aXBIH MOAPIIUHH XOPTOH XaBAPYyHI OOJOX
IIBaHHOMa,  HeWpoguOpocapkoma,  HeHpocapKoMas
IIWDKAX XaH[uIarataif 6aiigar Oereex TyxXaillH yYycraBap
Oyxuif HYYpHH# Tam rumepTpond OoiicoH Gaiimar?.
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Heiipopubpomatos-1  OHOMITONW HXIHX OBUTOHYYID]
HEHpOpHUOPOMBIT MAC 3aciiaap aBaxX Hb OHOBYTOM
OuIll, XYHAPIJI Trapax 3pCIdiITdi 0OJOBY XOPT XaBaapT
HIHDKUXA9C COPTHIIIIX, XOHTOBUIOX 30PHUIT00P MIC 3acall
SMUUIITI? XUHX Iaapjuiara rapjar.

OMHAI3YIH Toxwosmosa: Yimuryymra B.A v 12
HacTtall, OXuH, /JJopHOroBb aiMruiiH UpraH, 5 Hacraiinaa
JopHoroBp aiiMruiiH HaracaH sSMHAJISIT aHX y/aa y3YYiDK
3-p maTIaIEH SMHIIAIT HeHpoPpuOpoMaTo3 OHOIIIOTI0K
GaiicaH.

3oBuyp: 3yyH HYOHMH Xapaa MyyJHA, 93] 30BXHU
XaBJjaHa, aaykMaap TOMOPHO, Xaasia XeHIYYPJIK ©BJIOHO,
CYYNUIH ye[ O35pXU 30BYYPUYA HIMIT YK Oaiiraa raH».

Acyymax: 2010.11.18-ua Hopnorosp aiimruiitn HO-t1
alnbIH 4 19Xb XYYX2[, 99KHIHX?) 28 Hactaiin 3200 rp
SKUHTAH X3BUMH TOPCOH. 5 XYPTIIX HACHBI OCOJIT XOTKHUIIT
X3BUIH, yAaMILUIbIH sIMap HATDH AMIAT aHAMHE3T'YH.

OBuHnii TYyx: AHX 5 Hactaiing Oyroy 2015 onpg 3yyH
HYZAHMH 337 30BXUH JI39D OBOMXK YJAiK XOHAYYPIIK
9X3JICOH 30BHYpTAl y3YYJDK OaiicaH. 30BXHUHBI YYCTIBPIAC
OMOTICHITH IIMHKWITDD XHIXK, XaBIPbIT X3COTYMIDK aBax
Mac 3acang 2019, 2020, 2021 onyyaax HUHT 3 yJaa OpCcoH.

Boaur y3mrr:
1. Epenxuii Oueniin Tanaac 30BHyp YTI'YH, OHIIOX IIWHK
TAIMJIAT Hb OMEHiiH OYCAIIXUi, cyra, HypyyHbI apbCaH
JPITYYP Koe TOCT HOCOOT TOIOOH TyypalTyynTai
/Café-Au Lait spots/ MeH Cyypb SICHBI IaJaBUHBI
nytyy xerxkmn /Sphenoid wing dysplasia/ 33par
MIMHXKYY/L HII3PCIH.

3ypar 1. Hypyy 00101 0ycaJixyii Xacruiin apbIH
OaiipJanbiH 3ypar
Taiin6ap: Hypyy Gonon Oycanxuiin apbcan 193p rapcan Kode tect
HeceoT Tonb0oH Tyypantyyn (Café-Au Lait spots)

< v
3ypar 2. Toaroitn KTT'-b1n akcnaJ 3yciaruiin sypar

Taiin6ap: Cyypb SCHbI JaJaBYHBI IyTYy XOTKUI
(Sphenoid wing dysplasia)

3ypar 3. Mac 3ac/IbIH 6MHOX Y3J3THIfH YeUuiiH
3ry OaiipJiajabIH 3ypar
Taiin6ap: 30BXUHBI 3aBcap OaraccaH, A93]1 30BXH MTO3TOH,
TOMTPANTIIP 3-4 CM XIMKIITIH 300J16H OYTILUTH, XO/16Jre6HI Y,
YP3IBCIMIH MIMHXK TAMISITYH YyCcraBIpTail.
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Hynuwuii y3or:

VOD-1.0, VOS-0.4

OD (bapyyH Hyx) — ©epunentryii XaBUiH

OS (3yyn Hym) — 3oBxXuHBI 3aBcap OaraccaH, 3371
30BXM NTO3TOH, TAMTPIATIIP 3-4 CM XIMXKIITIH 300516H
OYTOUTIH, XOHEJITeeHTYH, YPIBCIUHH LIIMHX TAIMIAITYH
yycraBaptait (3ypar 1), Ciut nammaap 9B3pIiar TyHTajar,
OMHOJ XOpro AyHAaX TYHT3H, XYYXdH Xapaa 3 MM
XOMXKIITIH Xd09p 36B, ypBasTaid, COJOHIOH OypXyyl
J1P9p 3aHrmIaar yyerasap /Lisch nodule/ 6aiiraaryit, apsia
CErMEHTHIH OYTIYYI3/] SMIAT 00pWIeNTryi OalicaH.
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3ypar 4. Mac 3acanaac xoiim 1 skuiimiin 1apaaxn
Y3JI3IMiiH 3ypar
Taiin6ap: OS — 30BxuHBI 3aBcap Oaraccas, 13971
30BXH NTO3TOH. (2022.08.15)

Yuacan onour: Heiipodubpomaros 1-p x35103p
Jarannax onom: 3YYH HYZHHUH XOHTOH 33PTUITH OWPBIH
XapaJras, To3

XyHapaJa: Yryi

JlaGopaTopu 00/10H 1ypc OHOILIOTOOHbI ITUHKUJITII:
Komnviomep momozpammo:

1.2016.12.20. HOyrasnr: 3yyH HYAHUR asraHsl
ragHa 91 x3carT 0.5x2.9cm xomxdsmai +46HU
HSTTpPAJITal YYCIIB3P TOIOPXOUIOTI0HO.

2.2018.08.10. 3yyH HyA HpoNTO3TOH, 3YYH HYIHMI
JP9] UIyAyyH OymuuHTrHiH OyX Xd3Car 3y3aapca,
rajgHa 391 XICTHHH AKCpakoHaNl 3aiil AyHIDKaap
1.2 cM romutoit, 4.6 cM ypTTail XaBrap TOCT Macc
WIBpY aparmaa HYIHMH asraHbl Y3YYp XYpTau
YPIJDKHUIICOH, 3YYH HYJIMMCHBI OyTdupXail TomMopd
1x2.2 cM OOJCOH, HIBYOICTINA, MOH OpPOHUTHIH
Jarepuaib X3¢orT 3x1.4cM  OpuMM  XOMIKIITIU
HABYJICYYA YYCCOH. DAT33pP 3MIAT ©6pUIeNTYYyX
Hb T1 ropumpa OGapaan T2 ropump maraaH eHTHUIH
JIOXHWOHBI DpUNM Y3YYIDK OaliHa. MeH Macc Hb Hy T Oa
XapaaHbl M3IP3JIMIT 0O Hb yParil Hb Iaxax, 13371
TaJBIH OPOUTHIH XaHBIT HUMI3H OONTOX X3IO3pHiir
Hb aJIarayyiIcaH, qypcidaddc xapaxan idiopathic in-
flammatory pseudotumor-r uiayy C:KUTIIHO.

3. 2018.08.08. [dyrmant: Probably a pseudotumor of
left orbit due idiopathic inflammation, causing ex-
ophthalmia.

4. 2021.04.04. Oyruant: The extraconal space of the
left orbit and the southeastern upper part of the eye-
ball, the orbital lateral wall, and the outer sides of
the zygomatic bones are characterized by soft tissue
structures with clear, uneven margins and densities
of +24-+38HU.

5. 2021.07.28. Hyn opuMbIH aypcidng: 3YYH yxapXxaitH
raJ{Ha 193 1XdCIHHHIKCTPaKOHaI 3al/193/130BXHHOOC
yXapxailH Opod XypTai1/ OOJIOH 3YyYH uamapXxaiH
apbCcaH J00pXH 366J16H dauir xamapcan. T2/FLAIR
TOpUMyy/aaJl OHAep TOAPOITOH TOIOCrord 0O MCHIH
0ara 3Ppar MIMHIIAAT aBCaH HOBUMAI YYCIIBIP
2018-08-10-H1 XMHUIACOH OMHOX IIHHXWITITIN
XaphpllyyJlaxaj XaMK3Ir39pa33 Tomopu 5.2x3.4x1.5 cm
(306716H HIMIH YYCIIBAP XOMXKIIH OPOOTYH OOITHO)
6oJicoH OaitHa. YT YYCT3BpHIH yJIMaac HYIHHH alnum
yparur 10om, XapaaHbl M3/IpaJ1 OOJIOH J33]1 IIyTyyH
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OyJIYMH JIOTOTII JIOOII TYJIXATACIH. 3YYH HYJIMMCHBI
Oymuupxail XdMXK33I33p33 TOM X3BI3p3d Oereen

XaBJllap HABUCHH OaianTail qypCiasriadH).

3ypar 5. Yxapxaiin xeHauii 60JI0H xanap sic iaracan
3e0.16H 31miiH Macc. Togocroruryii KTI 3ypar. 2021.06.04

A. Axcuanb 3yciar

B. Kopanans 3ycnar (xamap sic raracan Macc)
C. Kopanans 3yciar (yxapxai J0TOpX Macc)

D. Carurrans 3yciar

IMIIT CyAIATbIH IHUHKHITI:

1. 2019.08.23. DMrar cyananblH MIUHKUITIIHANA TOB,
AMBJl COPBIBIH MIMHXKWITIHUNA ayraap 13071,
Hyraant: Tissue labeled as “HynumMcHbl Oymuupxaiin
macc”, Consistent with plexiform neurofibroma.

2. 2021.08.09. DXOMYT, Consistent with plexiform
neurofibroma.

OMYHIrII:

1. 2019.08.16. LHYT'TD - Hyauuit Mac 3aciblH Tacart
3YYH HYJHMI yxapXallH MacCHaac 91 aBaXx MJC 3acai

2. 2020.06.17. OkynommacTUK SMHIIL, 30BXHHBI
YYCTIBp33C OMOTCHIH IIMHXWIT XHUIK, XaBIPbIT
X3CATYIDK aBax Mac 3acan /OS-Left upper lid mass
debulking | LA/

3.2021.06.14. D3XOMYT, 30BXHHBI YYCIIBP33C
OWOTICHITH IIMHXWIT?? XHIXK, XaBAPBIT X3CATIMIDK
aBax Mac 3acan /OS-Anterioir orbital excisional
biobsy | LA/

4. Opmooruiin Gadmmaap 3 cap TyTamja XSHAJITaH[
Y3YYJDK X3CAT Ta3pblH SMUHH 3MUMITI? XUHIIIK
XapaaHbl LU TOXUPYYJIaH 3YYXK OaiiHa.

Xaammek: NF-1 -uiie yen mapaax muHXyyx widpasr':
Cucmemutin manaac:

- Menunruoma, rmuoma

- Heiipopubpomaro3 — 3axblH MDIPIUIH XOPryii
XaBlap Hb apbcaH [39p, apbCaH J00p 306J6H
OBJIOJITIYH, 3aHIHIIaa XAJI03P33P HIIPIAT.

- Apar sicubl rax xerxui — Hamxan Ouersit Gara
33pruiin  Makporedanu, HYYpHHHA remuarpodwu,
raBJIbIH sIC OalXryd Oaiix ICBIJ CKOJIMO3 MIIIPH).

- Apscabl eepuitent - Kode tect Tosi6o (Café-Au Lait
spots)

- Heceexunr - Cyra,
XaMTUIH TOJ WIBPH?.

3oexunvl eopunenm.: MexaHuk 1nTo3 yycd 0osior
Cononeon 6ypxyyn: Lisch Nodules — pigmented iris ham-
artomas — Hyauuii cononron Oypxyysnza Lisch 3anrunaar
YYCI3B3p ToA0pXOiIorIor!.

CyynuiiH yen HeHpopuOpoOMaTo3TO ©BYTOHT
X3paraaK Oyl HyypcreperuuitH nasxap uciuitn /CO2/
Jazep SMUWIr3? Hb Yp IAYHTIHM OaifHa. 3 MM XypTan
XOMIKIOITIN  HEHpoGUOpPOMBIT aBax OONOMKTOMH. Tom

rIdC, OYCONXui XICOIT
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XIMKIITIN  HEHPOGUOPOMBIT 33X X3CII3C Hb JIA3CPbIH
YPI2JDKHIICOH Tysaraap Oyyaak 1apaa Hb XsIMcaa alluriIaH
3YCPH JasepAaXk aBHA. Jlazep SMUMIr?® Hb HHBA3HB
SMUMIITIRHAIC YYCIX XYHIPAIIIC COPTUIDK daiiar.

Moc 3acan xuiiX OOJIOMXKIYH TOPOH X3J03pHiIiH
HEHPOGUOPOMBIT 3apUM TOXHOJIION MHUTOTCH HIIBXHT
keHaza /MEK/ smuiir xaparmak Oaitna. MEK b 2020
o AHY-pIH XyHC 3MHIH X0J000r00p 36BII6OPOIICOH
HEeHpOoGUOPOMHH yYPruifH X3BUIH OyC YT a)KHJUIaraaHbl
yp AyHA yycadr RAS yypruiiH XdT HIIBXWKIUAT
XOpHUrITOA0T. MHIICHIIP XaBAPBIH XOM®KID Oaracaart rak
TyCTaXd).

Jyrmsar: JopHOrOBb aMiMIHIH X3MKI3HJ cyyauiiH 10
JKHJI raHLl TOXHOJO02XK Oaiiraa OHOXYY TOXHOJI0J MaaHb
3YYH HYﬂHI/Iﬁ 30BXHWHBI YYCI'OBPI3C OMOIICUITH IIUHKHAIITDD
XHﬁ)K, XaBJAPbIT' X3COIUJDK aBax M3C 3aCall SMUYHIITI9H/ 3
ynaa opcoH OaifHa. Om00ro0p XYYXIUHH OOJOH HYIHHN
SMYNHH XAHaJITaHd TOITMOJ Y3YYJDK Oaiiraa 66F99H
[aaIua 3YYH HYAHAR 331 30BXH OYYITHIT 3acaX MTO3BIH
M5C 3acal XHﬁX33p TOJIOBJIOO OaliHa.
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Background: The two main types are NF1 and NF2. NF1 /von Recklinhousen disease/ is a disorder that primary affects
cell growth of neural tissues. Inheritance is AD /gene locus on 17q11/ with irregular penetrance and variable expressivity,
although approximately 50% have new mutations NF2 is AD /gene on 22q12/
Patient: B.A is 12 years old and citizen of Dornogobi. She was diagnosed with NF when she was 5 years old at the first
time and sent to tertiary care hospitals.
Symptoms: Loss of vision in the left eye, swollen upper eyelid, enlargement of upper eyelid, sometimes painful, and
other symptoms are increased gradually.
Patient medical history: In 2015, there were symptoms of swelling, redness and pain on the left eye at the first time
when she was 5. A biopsy testing was taken from the source on eyelid and total of three surgeries were performed in 2019,
2020 and 2021.
Examination: General body condition is good, special features are Maculopapular rash like coffee on the skin of waist,
armpits and back, skeletal wings are underdevelopment.
Eye examination:

VOD-1.0, VOS-0.4

OD (Right eye) — Normal

OS (Left eye) — reduced space between eyelids, ptosis on the left eye, 3-4 cm sized soft texture source by palpa-
tion, without movement, source without inflammation, and clear, with cornea, the southern shelter has an average depth,
pupil size 3 mm, the form is correct, reactive, no nodular formation on the iridescent shell, there are no pathological
changes in the structure of the posterior segment by slit lamp.
Conclusion: There is only case in Dornogobi in 10 years that we have taken biopsy testing and undergone surgery to
remove the tumor three times from the left eyelid. Currently, he is being regularly monitored by a pediatrician and oph-
thalmologist, and we are planning to undergo ptosis surgery to correct drooping of the left eye.

Keywords: NF1, eyelid mass, ptosis, eyelid conjunctiva
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