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Pesiome

Begedenue. Tlog TepMUHOM «MHOXECTBEHHbBIE 9HIOKPUHHbIe Heomazun» (MOH) moHumaeTcs rpymnna HacjeaICTBEHHbIX ayTOCOM-
HO-JIOMUHAHTHBIX CUHIPOMOB, O0YCJIOBJIEHHBIX OMYXOJSIMU WUJIM TUTIEPIIIa3ueil HECKOIbKUX SHAOKPUHHBIX XeJie3. TpaaiuliuoHHO
BBIIIEJSIOT 1Ba TUNA JaHHOU natojorun; MOH-1 1 MOH-2. Cpenu nocieaHero BoIAEASIOT TpY BapuaHTa MOH-2: HaciecTBEHHbI it
MeIYJUISIPHBII paK IUTOBUAHOM Xeyue3bl; MOH-2A — cunnpom Cunmnia, MOH-2B — cunapom lopiauHa. B ocHoBe MOH-2B nexut
myTtauus B reHe RET, pacniosoxeHHoM B 10-it xpoMocome. MyTalisi AaHHOTO TeéHa COMPOBOXAAETCS OObIYHO HEKOHTPOJMPYEMOIA
KJIETOYHOI Mpoaudepanueit, NpeuMyIeCTBEHHO B KJIETOUHBIX IMHUSX MEYJJISIPHOTO paka HIMTOBUTHOM XKeJie3bl U (heOXpOMOIIK-
ToMbl. Benyuium nposiBienueM MOH-2B siBasieTcs MenyaasipHblii pak HIUTOBUAHOM XXeJe3bl, Y MOJOBUHBI 00JbHBIX pa3BUBAETCS
¢deoxpomonuroma. CuHapoM ['opJinHa UMeeT psiJ 0COOCHHOCTEM, BBIASISIONIMX ero cpeaun ocTaibHbix MOH. Tak, oH sBisieTCst
CaMbIM PEIKMM M3 HEOMJa3uii. Y Hero caMblii Cepbe3HbIil MPOrHO3 — OOJIBIIMHCTBO U3 HEJIGUEHbIX MallMeHTOB yMupaert 1o 30 jeT.
W s1a naTosorus umeeT sipkue BHELIHKUE TTPOSIBICHU S, TO3BOJISIOIIME 3aMTO03PUTh €€ KJIMHUYeCKU. [TallMeHThl MMEIOT XapaKTepHbIe
u3MeHeHus hopMbl ueperna, AeopMalnio MO3BOHOUYHMKA, HEBPUHOMBI SI3bIKa, POTOMIOTKM U BEK; y 2/3 MallMeHTOB pa3BUBaETCs
MaTOJOTUS TOJCTON KUIIKU — MErakoJoH, cMHApoM [upiinpyHra. ¥ psina 60JbHBIX UMEETCS MaTOJOTUSI IJ1a3 C OAHUM U3 CaMbIX
YacTbIX MPOSIBJIEHU T — CUHIPOMOM «CYXOTO Ta3as.

Pesyavmamesi. B naHHO cTaThe MpeacTaBieH ciydyail TMarHocTuku cuuapoma l'oparHa y Mmosonoro yenoBeka 18 jet. BHenHue
HEOObIUHbIE MPOSIBJCHU S SIBUJIMCH TPUYMHOUN €ro roCruTaau3alu 1S JajlbHeleir TMarHoCTUKY; aHaJIU3 BU3yaJbHbIX CUMIITO-
MOB B COYETAHM U C BbISIBJCHHBIMU y3JIOBBIMU UBMEHEHUSIMU IIIUTOBUTHOM XeJie3bl MO3BOJUJ MPEANOJOXUTh cuHIpoM MBOH-2B,
YTO OBLJIO MOATBEPKICHO BIOCAEACTBUU TOMOJTHUTEIbHBIMU METOAMU UCCIIEIOBAHUS. Y MalleHTa ObLJIO BbISIBJIEHO 3HAUUTEJbHOE
MOBBIILIEHUE YPOBHS KaJbLIMUTOHUHA B KPOBU; MPU TOHKOUTOJbHOW OUMOIICUU y3J1a IIIMTOBUAHOM XeJie3bl OAYy4YEeHbI IIUTOJIOTUYE-
CKUe TaHHbIe, MOAO3PUTEbHbIE B OTHOLIEHU U paKa IIMTOBUAHON XeJie3bl; MPU MPOBEIEHU Y KOMIbIOTEPHOI TOMOrpacduu opra-
HOB OPIOLIHON MOJOCTU OOHAPYKEHbI MPU3HAKKU MErakKoJoHa. Y poauTeieil manueHTa GeHOTUTTMYECKUX MPU3HAKOB CUHApOMA
MHOXECTBEHHbBIX 9HIOKPUHHbBIX HEOMJIa3Uii HE 0OTMEYaJIOCh, YTO MTO3BOJIMIIO MTPEANOJOXUTh Y JAHHOTO 00JbHOTO BOSHUKHOBEHUE
MaToJIOTUU B pe3yJibTaTe MyTallUHU.
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Abstract

Background. The term "Multiple Endocrine Neoplasias" (MEN) refers to a group of inherited autosomal dominant syndromes caused by
tumors or hyperplasia of several endocrine glands. Traditionally, two types of this pathology are distinguished: MEN-1 and MEN-2. The
latter is further divided into three variants: hereditary medullary thyroid cancer; MEN-2A — Sipple syndrome; and MEN-2B — Gorlin
syndrome. MEN-2B is based on a mutation in the RET gene, located on the 10th chromosome. Mutation of this gene is usually accom-
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panied by uncontrolled cell proliferation, primarily in the cell lines of medullary thyroid cancer and pheochromocytoma. The primary
manifestation of MEN-2B is medullary thyroid cancer, with pheochromocytoma developing in half of the patients. Gorlin syndrome has
several features that distinguish it from other MEN syndromes. Thus, it is the rarest of the neoplasias. It has the most serious prognosis —
most untreated patients die before the age of 30. This pathology also has distinct external manifestations allowing for clinical suspicion.
Patients exhibit characteristic skull shape changes, spinal deformities, and neuromas of the tongue, oropharynx, and eyelids. In two-thirds
of patients, pathology of the large intestine develops — megacolon or Hirschsprung's syndrome. A number of patients have eye pathology,
with one of the most frequent manifestations being dry eye syndrome.

Results. This article presents a case of Gorlin syndrome diagnosed in an 18-year-old young man. Unusual external manifestations were the
reason for his hospitalization for further diagnostics. Analysis of visual symptoms combined with identified nodular changes in the thyroid
gland suggested MEN-2B syndrome, which was subsequently confirmed by additional investigative methods. The patient was found to have
a significant increase in the level of calcitonin in the blood; a fine-needle biopsy of the thyroid nodule yielded cytological data suspicious
for thyroid cancer; a computer tomography scan of the abdomen revealed signs of megacolon. The patient's parents showed no phenotypic

signs of multiple endocrine neoplasia syndrome, which suggested that the pathology in this patient arose as a result of a mutation.
Keywords: multiple endocrine neoplasias, Gorlin syndrome thyroid cancer, megacolon

For citation: Balutsky V. V., Murzo L. A., Cherednikov I. B. Multiple endocrine neoplasias-2B, the description of the case. Lechaschi
Vrach. 2026; 2 (29): 100-104. (In Russ.) https://doi.org/10.51793/0S.2026.29.2.015

Conflict of interests. Not declared.

OJl TEPMUHOM «MHOXECTBEHHbBIC IHIOKPUHHBIE HEOTIa-
3un» (MODH) noapaszymeBaeTcs rpyrmnmna HacjaeICcTBeH-
HBIX ay TOCOMHO-IOMUHAaHTHBIX CUHIPOMOB, 00YCIIOB-
JICHHBIX OITYXOJISIMU WJIM TUTIEPIIJIa3ueil HECKOJIbKUX
SHIOKPUHHBIX XKeJie3. KiImHnuecKkue mposiBIeHN s pa3HbIX BUIOB
MDBH BecbMa pazHOOOpa3HbI, MO KOMOWHAIIMY HEOTJIa3uil Tpa-
IUIIMOHHO BBIJEJISIOT ABa TUIIAa JaHHOM maTtogorun: MOH-1
u MDH-2.

MBH 2-ro Tuna (MOH-2) — aT0 rpynmna 6one3Heit, MaHude-
CTUPYIOIINX Pa3BUTUEM OITYXOJIe UM THUITePIIa3uu KJIETOK
HEMpPOIKTOMEePMbI, 0OOBIYHO B ABYX MM Oosiee opraHax. Tum
HacJieMoBaHMSI — ayTOCOMHO-IOMMHAHTHBIH (4acTh CJIyYaeB BO3-
HUKaeT de novo B pe3ysibrate MmyTaiiuu RET B OTLIOBCKOM ajljie-
qu [1]). lpenmnonaraeMast pacripoCTpaHEHHOCTb — OT 1 ciiyvas
Ha 30 000 yenoBek, XOTsI €CTh JaHHbIE 0 00JIee pelKOoil BCTpeua-
emocTH [2]. B ocHoBe 3a60eBaHust — MyTanus B reHe RET, pac-
noJyioxkeHHOM B 10-ii xpomocome. besnok RET skcnpeccupyercs
B HEPBHOM rpebelike (M3 KOTOPOro B IOCIeNyIoeM 00pa3yIoTcst
C-KJIETKY U TOBUIHOM XeJie3bl, KJIETKU MO3TOBOTO BellleCTBa
HaJIIMOYeYHUKOB U KUIIIEYHBIX TAHTJIMEB) U KOAUPYET TPAHC-
MeMOpaHHBIe PeleNTOPbl TUPO3MHKKMHA3. MyTallust JaHHOTO
reHa OObITHO COMPOBOXKIAETCS HEKOHTPOJIUPYEMOM KJIETOYHOMI
nponaudepaleit, IpeuMyIecCTBEHHO B KJIETOYHBIX JUHUSIX
MeIYJUISIPHOTO paKa U TOBUIHOM XeJTe3bl U (PeOXPOMOIIMTOMBI.

Boinensitor Tpu BapuaHTa cuHapoMa MOH-2: HaciencTBeHHbI i
MEAYJUISIPHBIN pakK IUTOBUAHOM Xene3bl; MOH-2A — cuHapoMm
Curnria, MOH-2B — cunnpom l'opiiHa; uX 0COOEHHOCTH OTpa-
>KEHBbI B Ta0I. 1.

Cunapom MOH-2B, unu cunapom lopiauHa, oTIMYaeTCs psIIOM
0COOEHHOCTEN MO CPaBHEHUIO C IPYTUMMHU BapuaHTamu MOH.
DTO BapUaHT UMEET CaMylo PEIKYI0 BCTPEYAEMOCTh CPElU BCEX
npyrux TunoB MOH (MeHee 5%); yacToTa BCTpe4aeMOCTH B MOITY-
sty — oT 1:600 Toic. o 1:4 MurH yesoBek [3]. [Tpu aToM naHHast
¢opma MBOH nemMoHCTpUPYET Cepbe3HbIi MPOTHO3 U arpeCcCUBHOE
TeYeHUE C pAHHUM MeTacTa3upoBaHUEM; OOJIbIIMHCTBO HeJleue-
HbIX MTAIIMEHTOB YMUPAIOT OT MENYJIJIIPHOTO paKa IMTOBUIHOM
xesie3nl B Bo3pacte 10 30 set [3]. Okoso 50% HoBoOOpa3zoBaHUI
Mpy TaHHOM CUHIpOME MO BJSIeTCs de novo, B pe3yjbTare rep-
MUHAaJIbHOU MyTaluu npoTooHkoreHa RET. Benyuium B 3ToM
BapuaHTe 3a00JeBaHU S SIBJISETCS MEAYISIPHBIIA paK IIUTOBUI-
HOI XeJie3bl. Y MOJOBUHBI 00JbHBIX OOHAPY KM BAETCS TaKXKe
deoxpomonToMa, Kotopast B 50% ciydaeB BBISIBISIETCS B IBYX
HajamnoyeyHukax. B otnuune ot poacTeeHHoOro cuHapoma Curria
(MBH-2A), onyxoJib mapaliuTOBUIHbBIX KeJe3 He XapaKTepHa.

Cunapom l'opavHa UMeeT JOBOJIbHO SIPKME BHELTHUE MTPO-
SIBJICHM s, TTO3BOJISIOIIIME MHOTAA 3aMI0OI03PUTh €r0 10 PA3BUTUS
MeTactazupoBaHus. [lallMeHTHl UMEIOT BbIpaXkKeHHY10 Mapda-
HOIOIOOHYI0 BHEITHOCTh — YAJUHEHHbIN yepern (ckadoueda-
JIVsl), YTOJIEHHbIE, CIOBHO MPUMYXIIIUE, TyObl (B IUTEpaTy-
pe BCTpeyaeTcs MOHSITUE «HEeTPOUAHBII TUTI»); AeopMalluio
MO3BOHOYHMKA (KM(]PO3, TOPA03, CKOJINO03), UBMEHEHU ST KUCTEeM
U CTOI — apaxHOJAAKTUJINIO, MOJYIO CToNy. BeisiBaAsieTCs maTo-
JIOrusi 3y0OB, IIIMPOKKE MEK3yOHbIE TPOMEXYTKH, TOTUYECKOE
HEODO, TUIepIa3us AeceH, BbICTYatonlast HUXKHSI S YeTIOCTh.
OTMeuyaeTcs pa3BUTHE HEBPUHOM $3blKa, I'y0, HEOA U TJIOTKHU,
BeK. [1p1 BOBHUKHOBEHUU TaHTJIMOHEBPUHOM B KMIIIEYHUKE

Tabanua 1. 0OcobeHHocTH npoaBAeHU BapuaHToB M3H-2 [1] / Features of the manifestations of MEN-2 variants [1]

MpusHaku HacnaeACTBEHHbIW MeAYAAAPHbIN pak M3H-2A M3H-2B
YacrtoTa BcTpeuyaemoctn cpear M3IH-2, % Ao 20% 0o 80% Ao 5%
MeAYAASIPHBIV paK LWMTOBUAHOM Xenesbl + + +
deoxpomouuToma - + +

MepBHYHbIN rMnepnapaTpeos

= + =

BHewHWe deHoTnnnueckne nposaBAEHNS

- - +

CpeAHUit Bo3pacT MaHUdecTalmmn paka LLMTOBUAHOMN XeAesbl

50 neT u cTapwe Okono 35 net Okono 10 net

LECHASCHI VRACH, VOL. 29, Ne 2, 2026, https://journal.lvrach.ru/

101



TabAvua 2. PacnpocTpaHEHHOCTb OCHOBHbIX NPOABAEHUI
npu cuHapove M3H-2B (no C. P. Camacho [6]) /
Prevalence of the main manifestations in MEN-2B
syndrome (according to C. P. Camacho [6])

XapakTepucTuka nposiBA€HUM PacnpocTpaHeHHOCTb
MoACAU3UCTbIE HEBPUHOMBI TY0, BEK, LLEK, 100%
A3blka
KuwweyHble raHrAMOHEBPUHOMBI 100%
MeAYAAAPHBIN PaK WWTOBUAHOW XeAe3bl 90%
CkeneTHas natoaorus (AOPAO3, KUGO3, CKOAMO3, BapuabenbHo
noaas crona)
MapdaHonopobHOE AWML, YTOALLEHHbIE TY6bI 65-75%
deoxpomouutoma 45-50%

y 2/3 nallMeHTOB MPOUCXOIUT Pa3BUTHUE METraKoJOHa (Hepen1Ko
MePBbLIMU CUMIITOMAMHU MATOJIOTM U OKa3blBAIOTCS YIIOPHbIE 32110~
pbI), Y YaCTU OOJIbHBIX IMArHOCTUPYETCs 00e3Hb ['upiumnpyHra.
Okoso 1/3 manueHToB ¢ MOH-2 OynyT HYX1aThCsl B XUPypruye-
CKOM JIUEHU U KUIlleuHUKa [4]. B 6obIIMHCTBE c/lyyaeB pa3BUTHE
MerakoJioHa MpealiecTByeT MaHUudecTauuu paka IuTOBU THOM
kesie3sl [5]. Y MHOrux nauMeHToB oTMevaloTcs oTaabMooruye-
CKMe MPOsIBJCHUS B BUAE CUHAPOMA cyXoro riasa. [Ipu Hanuuuun
(heoXpOoMOLIUTOMBI MOSIBJISTIOTCS KaJIOObl KAPMOJIOTUUECKOTO
npoduiisi — HanboJjiee XxapakKTEPHO KPU30BOE TEUEHUE TUTIEPTEH-
3un. Takxke eoxpoMoLIMTOMa MOXET MPOSIBASTHCS OOILIEl ca-
00CTbI0, TMIIEPTUAPO30M, NoJuypueii. YacToTra BCTpeyaeMocTn
Mnpu3HakoB cuHapoma MOH-2B oTpaxeHa B TadJ1. 2.

Cunapom MBOH-2B 6611 HazBaH cuHApOMOM [opiiHa B yecThb
aMepUKaHCKOIro CTOMAaToJora, narojoroaHaToMa, reHeTuKa
Po6epra JIxeiimca l'opanna (Robert James Gorlin, 1923-2006 rr.).
BwmecTe ¢ Koneramu oH ony6aukoBai B 1968 roay crathio,
B KOTOPOIi onucal pe3yabTaTbl HabMoneH s 3a 17 manueHTa-
MU C MHOXXECTBEHHBIMU CJIU3UCTBIMU HEBpUHOMaMU, (peoxpo-
MOILIUTOMOM U MERYJUISIPHBIM PAaKOM LHIMTOBUIHOM Xese3bl [7].
OnHako 6oJjiee paHHee ofrMcaHue, MOAXOAsIIee MO/ MPOSIBICHU ST
cuHapoma MOH-2B, otHocuTes K 1922 rony v mpuHaIJIeXKUT
A. Wagenmann [8].

B nuarHocTuke y4YuThIBaIOTCS XapaKTepHbIE BHEIITHUE MTPO-
sIBJIeHU S 60JIE3HU, HACAENCTBEHHbIII aHAMHE3; BO3MOXEH
reHeTU4YecKuit aHanu3 (Mytauuu reHa RET). Jlns nuarHocTu-
KU MENYJUISIPHOTO paka IIMTOBUIHOM XeJe3bl UCIIOJb3YI0TCS
onpeneseHe 6a3aabHOro U CTUMYJIUPOBAHHOTO KaJIbIIUTOHUHA;
yibTpa3BykoBoe uccienoBanue (Y3M), komnbroTepHas u Mar-
HUTHO-pe3oHaHcHas Tomorpadus (KT u MPT) miutoBuaHoi
JKeJe3bl, a TaK>Ke TOHKOUTOJIbHAsI OUOTICU S €€ 00pa30oBaHU.
Jnst Bu3yanuszauuu peoxpomouTombl mpuMeHsor Y3U, KT,
MPT HaanoyeuHUKOB; onpeesieHe MeTaHePUHOB U HOMEeTa-
He(PUHOB B CyTOUHOI MOYE.

JleueHue npu BbISIBJIEHHBIX OMyX0JisiX onepatuBHoe. C yyeTom
MPaKTUYECKU CTOMPOLEHTHON BEPOSITHOCTU Pa3BUTHU S arpecCuB-
HOTO MEAYJIISIPHOTO paKa IIIMTOBUIHOM XeJe3bl, TpU TMarHOCTU-
ke MOH-2B (HacyieicTBEHHOCTb, MOATBEPXKIEHHAsI MyTallMsl FeHa
RET) nonyckaetcs npoduiakTruyeckoe yaajieHue LuTOBU THON
JKeJie3bl Jaxke 10 HaCTyMJeHUss MaHuGecTUupoBaHHOro paka [9].
B nocnenytoniem, B mocieonepalMOHHbI Mepruo, pPEKOMEHI0BaH
€XEeroHbIi CKPUHUHT Ha PAaKOBbI/f SMOPUOHAJIbHBIN aHTUTEH
U KaablUUuTOHUH. [Ipu BeisiBIIeHUU ciydyass MOH-2 Heo6xonumMo
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o06cienoBaHue POACTBEHHUKOB (KaJIbIIUTOHUH, MyTallus reHa
RET).

IMTpumep, Korna nomodHoe 3abosieBaHUE ObIIO 3aM10I03PEHO
MMEHHO Ha OCHOBE SIPKUX BHEITHUX MTPOSIBICHU I, IEMOHCTPUPYET
JMAHHBIN KJIMHUYECKU I cydyail. Mos1oioii yesloBeK Oblsl HampaB-
JIeH Ha 006 CIIeloBaHKe UCKJTIOUMTEbHO 61aroaapst HEOOBIYHBIM
BHEITHUM TPOSIBJICHUSIM (ITpUYeM M3HAYaIbHO Mperoarajiach
MMEHHO 3HI0KpUHHas natosorusi). Bo Bpemst Y3U mutoBuaHOM
>KeJie3bl ObLIY BhIsIBIIeHbI M3MeHeHHbIe y3Jibl (TI-RADS4), nocne
Yero nalueHTa roCuTaaIu3upoBalii B OTAEIeHe TOpaKaIbHOI
XUPYPTHUU TSI IPOBENCHUST TUPEOIKTOMUU. B mocienyomem,
MPH OIICHKE BHEITHUX MPOSIBJICHU I (B TIEPBYIO OYepeb TOBOJIb-
HO XapaKTePHBIX U3MEHEHU I SI3bIKa C YYeTOM Y3Ke BbISIBJICHHBIX
npu Y3 y3710BbIX B IIUTOBUIHOM XKeJie3e), OblJT 3a10A03peH
cuHapom loparHa, YTO MO3BOJIMJIO BEICKA3aTh MPEATOIOXKEHE
0 BO3MOXXHOM HAJTMIUK MEAYJUISIPHOTO paKka M TOBUIHOM XKeJie-
3bl ¥ TPOBECTHU JaJbHEUIITUIA TTOUCK COMPSIXKEHHBIX C TaHHBIM
CHHIPOMOM ITaTOJIOTMii. B TuTeparype BcTpevaroTcst ormucaHms,
Koraa nuarHo3 cuHapoma MOH-2B Obl1 BICTaBJIEH TOJIBKO MO
OlICHKe HaJn4usi Map(aHOUIHOTO rabuTyca, HEeBpUHOM POTOBOI
nojoctu ¥ KT weu [10].

Manuent K., 2006 r. p. (18 meT), moctynua B PI'KY «1586
BKTI» 14.05.2025 r. [1pu nocTynjeHU W NPeabsIBISI KaJl00bl
Ha He0OoJbIIYIO ¢1a00CTh, HEYCTOMUYUBBIN CTY (3aMOPBI
no 7-10 gHei cMeHsIMCh IepuoIaMu rocjaadieHus cTya). Takxke
MPY LIeJIeHATTPaBJIEHHOM Paccipoce BhISICHUJIOCH HAJIMIKe CyX0-
CTH IJ1a3.

M3 anamHe3a yaaJioch yCTAHOBUTD, YTO C IETCKOTO BO3pac-
Ta OTMeJajgach TEHICHIIMS K JUTUTEJIbHBIM 3aII0paM; 110 3TOMY
MOBOY B MPOIIIOM HEOTHOKPATHO TOCITUTAIU3UPOBAJICS, ObLIT
IMaTrHOCTUPOBAH METal0IMXOKOJIOH, Ha3HAaYaIuCh CJIa0OUTeNIb-
HBIe Mpernaparhbl; MOCTENIEHHO MAIlMeHT CyMeJl TPUCIOCOOUTh-
¢Sl K JaHHOM MaTOJOTUH, KOHTPOJIMPYS CTYJ CIa0UTEeIbHBIMU
M IMETOI HACTOJIBKO, YTO HE ITPEIbsIBISLI KaJ00bl Ha HapyIIeHHe
nedexanuy akTUBHO, CUMTAsT PEKMM PaGOThI CBOETO KHUIIIEYHU -
Ka orpenesieHHo HopMoli. Kpome Toro, B teTCKOM Bo3pacTe,
BO BpeMsi 06CIeIoBaH I TIO MIOBOY YIOPHBIX 3aITOPOB, ObLIT BBISIB-
JIEH TUTIOTUPeO03 (TaHHBIe IO paHee MPOBEACHHBIM UCCIeI0Ba-
HUSIM OTCYTCTBYIOT); IJIUTEJIbHO MPUHUMa L-TUPOKCUH B 103¢e
1o 1/2 Tabnetku B 125 MKT, B OAPOCTKOBOM BO3PacTe CAMOCTOSI-
TeJIbHO MPeKpaTUJI IIpUeM Mpernapara.

M3 cemeliHOro aHaMHe3a y1ajJ0ch y3HaTh, UYTO y 6a0y KK
MO OTIIOBCKOM JMHUM Obljia yaajieHa IUTOBUIHAS XKeJie3a,
a'y 0a0yILIKM IO MATePUHCKOM TMHUM — «ITOJIOBUHA LIIUTOBU I~
HOI XeJie3bl» (IMarHo3bl YTOYHUTH He YIaJI0Ch); PU 3TOM 00a
ponuTens 3mopoBbl. ClenyeT OTMETUTh, YTO MAIIUEHT ITPoae-
MOHCTpUpOBaJ hoTorpadru 060UX CBOMX POAUTEICH, TPOK M-
BaIOIIMX B IPYTOM peTMOHEe, — U3MEHEHHUsI, TOI03PUTETbHbIE
B njaHe cuHapoma [opianHa, y HUX He onpeneisiiuchk. beuio
PEKOMEHI0BaHO MCCIEN0BAaTh y 000MX POMUTENCH Kalblln-
TOHUH CBIBOPOTKM KPOBM — Ha MOMEHT HallMCaAHU S CTaTbu
MaHHBIX HE TTOJYyYEeHO.

IIpu ocMoTpe oTMeYeHO M3MeHeHue (hOpMBI Yeperna 1o TUIy
ckadouedanuu (puc. 1); yBenuueHue B o0beMe 00erx ryo, mpo-
M3BOJSIIIEe BIIeYaTIEHNE UX OTEYHOCTH; SI3bIK YBEJIMYEH B 00b-
eMe (MakporjIoccus), KOHYMK si3bIKa C HEPOBHBIMU KOHTYpaMu
3a CYET MOJACIU3UCTBIX KEATOBATHIX 00pa30BaHU 1 (HEBPUHOMbI)
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Puc. 1. Ckadouedanusa y nauneHnra K.
[npepocTaBA€HO aBTOpamMHu] /

Scaphocephaly in patient K.
[provided by the authors]

Puc. 4. UameHeHUAA NO3BOHOYHUKA
nauuenTa K. [npepoctaBaeHo
aBTopamu] / Scaphocephaly
in patient K. [provided by the
authors]

(puc. 2); Takke OTMEUYEeHO MOJUIOBUIHOE 00pa30BaHMEe Ha CJIU-
3UCTOM BepXHeU ryObl 1 Ha HUXKHEM BeKe IpaBoro ria3a (puc. 3).
IIpu ocMOTpe pOTOBOI ITOJIOCTU TaKKe OTMeUYeHa ehopMarius
3y00B, HapylIeHue 3yOHOTo psia. OCMOTP M MaJbIAIMs IIUTO-
BUIHOM XeJie3bl GU3MKaIbHBIX U3MEHEHU I He TIPOAEMOHCTPH-
poBasu. BeisiBisinack nedopmaliusi Mo3BOHOYHMKA B BUIE KU O-
ckosino3a (puc. 4). Ilpu ocMOTpe KMBOTa OTMEYEHO HEKOTOPOEe
€ro B3IyTHe, IEPKYTOPHO — YCUJICHWE TUMITAaHMIECKOTO 3ByKa,
MajJblaTOPHO — BIeYaTJeHUe PACIIUPEHU S TOCTYITHBIX y4acT-
KOB TOJICTOM KUIIKU. CO CTOPOHBI IPYTUX OPTaHOB U CUCTEM —
0e3 0COOEHHOCTEI.

JlabopaTopHO: B 0011IeM aHaIN3e KPOBU SPUTPOLIUTHI — 5,48 X
10'2/11, remormo6uH — 158 1/, neiikouuTsl — 7,3 X 10%/1, Tpom-
GounTsl — 254 x 10%/11, manoukosiiepHbie HEHTPODIITEL — 5%,
cerMeHTosIepHble — 63%, a03uHODUIB — 2%, 6a30duas — 1%,
MOHOLIUTBI — 7%, CKOPOCTh OCEAaHUSsI SPUTPOLIMTOB — 2 MM/Y.
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Puc. 2. HeBpuHOMBI i3blKa
Y BepxHen ry6bl nauuneHnTa K.
[npepocTaBAeHO aBTOpamMHu] /
Neurinomas of the tongue and
upper lip of patient K. [provided
by the authors]

Puc. 5. KT 6ptoLiHoi noAocTU
naumeHTa K. — merakonoH
[npeaocTaBA€HO aBTOpamMHu] /
CT scan of the abdominal cavity
of patient K. — megacolon
[provided by the authors]

TOPICAL THEME

Puc. 3. HeBpuHOMa HW)XHEro BeKa
nauuenTa K. [npepoctaBaeHo
aBsTopamu] / Neurinoma
of the lower eyelid of patient K.
[provided by the authors]

Puc. 6. KT 6proLLuHOM NOAOCTH
nauueHTa K. — 3D-peKoH-
CTPYKLUUA, MEraKoAOH
[npeaocTaBA€HO aBTOpamMu] /
CT scan of patient K.'s abdominal
cavity — 3D reconstruction,
megacolon [provided by the
authors]

Buoxumuyeckuii aHaau3 KpOBU — 6e3 OTKJIOHEHU 1 OT MmoKa3a-
TeJieid HOpMBI; Kajabluii — 2,51 Mmoo/ (2,15-2,50).

TupeouTHbBIN cTaTyC: TUPEOTPONHBIM ropMoH — 1,0 MKME/
mi (0,3-4,5), T, — 12,8 nir/mn (8,9-17,2), T3 — 3,0 ir/mu (2-4,2).
YpoBeHb KaJbIIUTOHUHA COCTaBUI 586 NT/MJ IpU HOpME
1o 8,4. [Tokazaresiu MeTabOJIUTOB KaTeXOJIaMUHOB B MOY€E HaX0-
IIMJTUCH B TIpeiesiax HOPMbI: MeTaHehpuH o01mii — 197 MKr/cyT
(38-404), nHopmetanedpuH obmmit — 150,6 mxr/cyT (75-740), MmeTa-
HedpuH cBoOOoaHbIN — 33,4 MKT/CyT (5,9-59), HOpMeTaHebpUH
cBOOOIHBIN — 34,6 MKT/CyT (5,5-75).

[Tpu pubporacTponyoneHOCKOIMY — MOBEPXHOCTHBIM TaCTPHT,
3PO3UBHBIN OYyALOUT. Y3U OprolHo# MosocTr — 0e3 MaToJIoruu.
V3U muTOBUIHOM XKeJle3bl — PACIOooKeHa TUITTUYHO, KOHTY PbI
YeTKHe, POBHBIC, B IPABOIA T0JIe ONpeIessIeTCsl OKPYTI0e COMUI-
HOe 0O0pa30BaHME CHUXKEHHOM 9XOT€HHOCTU, HEOTHOPOTHOMI
CTPYKTYDBI, C HEYETKMUMHU KOHTYpaMU, 3XOT€HHBIMH BKJIIOYE-
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HUSIMU Y TUTIO9XOTE€HHBIM «TaJI0», C MHTPa- U MEPUHOLYJISIPHOM
BaCKYJIsIpU3allvell py IBETOBOM TOMTIJIEPOBCKOM KapTUPOBAHU YT
(LK), pasmepamu 9 X 11 X 9 mm, 14 X 13 X 10 mM. B neBoit
IIOJIe OIIpenesisieTCs OKPYIJIOe COJTMIHO-KUCTO3HOE 0Opa3oBa-
HUE CHUKEHHOUN 9XOTeHHOCTU, HEOMHOPOITHON IXOCTPYKTYPHI,
C HEUETKMMHU KOHTYPaMU, C TOYEYHBIMU 9XOT€HHBIMU BKJIIOYEHU-
MU 6e3 aKyCTUUeCKUX 3(PHEKTOB, ¢ UHTPpa- U MEPUHOMYISIPHOI
Backyisspusanueii mpu LK, pasmepamu 14 X 13 X 10 mM.

BrinmonHeHa TOHKOUTOIbHASI OMOTICH S Y3JI0B: TIPU LIUTOJIOTHYE-
CKOM MCCJIeIOBAaHUM OUoITaTa Ha (POHEe KPOBM, KOJIJIOM1a BBISIB-
JIEHBI COCOYKOTIONOOHBIE CTPYKTYPBI, BETBSIIIINECS KOMIIJIEKCHI,
YYaCTKU COJMIHON CTPYKTYPbI U3 KJIETOK LIMJINHAPUYECKON
BHITSIHYTOU (DOPMBI ¢ ITOTMMOPGhU3MOM sifep. 3aKI0YeH1e: IIUTO-
rpamMMa GOITUKYISIPHOU OMYXOJH, TIOAO3PUTETBHON B OTHO-
LIEHW U paka.

ITpu KT Opro1iiHO# MOJI0CTH U MaJIOTo Ta3a OTMEUEHO BbIpa-
JKEHHOE paclIMpeHre nuaMeTpa 00010uHON KUK 10 12,5 cm
(puc. 51 6). OcTanbHbIe OpraHbl OPIOIIHOM MOJOCTH, HaMOYey-
HUKU — 06€3 TTaToJIOTMH. 3aKJII0YeHe — MEraKoJIOH.

B nocnenytomem manueHT 6611 iepeBeneH B @PI'BY «'BKT
uMm. akagemuka H. H. Bypaenko» Muno6oponbsl Poccuu nist
TIPOBEIEHM ST OTIEPATUBHOTO JICUSHMSI.

JlaHHBI cTydait IEMOHCTPUPYET sIpKUe BHEITHUE KJIMHNYe-
cKMe nposiBiieHUst cuHapoma MOH-2B y mojionoro yenoseka,
TTO3BOJIMBIIIME 3aITO03PUTh PEIKUI TUATHO3.
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