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BapuabenbHOCTb CUMNTOMOB NPU CUHAPOME
Mak-KbioHa — On6pauta — bpanuesa
M. WU. NnakcuHa, A. B. Butebckas

[Mepsbili Mockosckuli 2ocydapcmeeHHbil MeduyuHckul yHusepcumem umeHu Y. M. CevyeHosa Mux3opasa Poccuu

Llenb cTatbu: npofeMoHCTPUPOBaTh BapuabenbHOCTb KNUHUYECKUX MpOosBAeHunit cuHgpoma Mak-KbtoHa — Onbpaitta — bpaiiuesa (MOB)
y ABYX NaLMEHTOK Ha NpoTsxeHun 10-neTHero nepuopa HabnoaeHus.

OcHoBHble nonoxeHua. MasHbIMM nNpossaeHnaMu cuHapoma MOb aBnATCA roHagoOTPONMHHE3aBUCUMOE NpeXAeBpeMeHHoe NojaoBoe pas-
sutne (MMP) n hrUbPo3HO-KMCTO3HAA AUCNNA3MA KOCTHOI TKaHM, NpUBOAALAsA K fedOpMaLMAM U MHOXECTBEHHbIM nepenomam. Cuiapom MOb
Yy NaLWEeHTOK NPOABAANCA N0O-Pa3HOMY 3a CYeT Npeo6nafaHns TOro MM MHOTO CUMNTOMA, ONpPeAeNABIIEro TAXECTb Te4eHWs 3a60NeBaHUA 1 ero
nporHo3. MauneHTka c 6onee BbIpaXeHHbIM roHagoTponuHHe3aBucumbimM MNP focTua MeHbluero kKoHeyHoro pocta (148 cm), ocTeocuHTe3
Gepnpa eit Bnepsble notpe6osasncs B 14 nert. MNauneHTka ¢ 6onee BblpaXKeHHbIMU KOCTHbIMU U3MEHEHWAMM € 11 NeT HEO[HOKPATHO nepeHecna
0CTEOCUHTE3 U 3HAONPOTE3UPOBAHME KOCTEN KOHEYHOCTEI, HO JOCTUMA BoNee BbICOKOTO KOHeYHOro pocTa (165,5 cm). TAXKECTb KOCTHBIX Mpo-
ABNEHMNII KOPPeN1poBana c PacCNPOCTPAHEHHOCTbIO NATEH LiBeTa Kode C MOJOKOM.

3aknoueHne. YunuTbiBas TAXECTb MOPAXEHUA U COYETaHHBbII XapakTep natonoruu, nauueHTsl ¢ MOBb HyXAaloTCs B NOCTOAHHOM HabnioaeHUu
KOMaHAbl CNeLnannucTos — neanaTpos, S3HAOKPUHONOTOB, TMHEKOIOrOB, OPTONE0B, HEBPOJOrOB U Ap.

Knioyessie cnosa: cuippom Mak-KeloHa — On6paitta — bpaliiuesa, npexaeBpeMeHHoe NonoBoe pa3BuUTHe, HUOPO3HO-KUCTO3HAA AUCTNa3ns
KOCTHOI TKaHU.

Variability of Symptoms in McCune-Albright-Braitsev Syndrome

M. I. Plaksina, A. V. Vitebskaya
1. M. Sechenov First Moscow State Medical University, Ministry of Health of Russia

Purpose of the Paper: To demonstrate the variability of the clinical manifestations of McCune-Albright-Braitsev syndrome in two female
patients, based on data obtained from a 10-year follow-up.

Key Points: Key symptoms of McCune-Albright-Braitsev include gonadotropin-independent precocious puberty (PP) and fibrocystic bone
disease that leads to bone deformity and multiple fractures. In these patients, the manifestations of McCune-Albright-Braitsev syndrome were
different due to different predominant symptoms, which determined the severity of their condition and the prognosis. The first patient, who
had a more significant gonadotropin-independent PP, had a lower final adult height (148 cm), and at the age of 14 she first required femoral
osteosynthesis. The second patient, who had more prominent bone changes, had repeated osteosynthesis procedures and bone-replacement
surgeries (first at the age of 11), but reached a higher final adult height (165.5 cm). The severity of bone changes correlated with the extent
of cafe au lait macules.

Conclusion: Given the severity of this disorder and it multifactorial nature, patients with McCune-Albright-Braitsev syndrome require
constant follow-up by multidisciplinary teams, including pediatricians, endocrinologists, gynecologists, orthopedists, neurologists, and other
specialists.

Keywords: McCune-Albright-Braitsev syndrome, precocious puberty, fibrocystic bone disease.

uHapom Mak-KbtoHa — On6paiita — bpaiiuesa (MOB) — BUTENEN 060MX MONOB BCTPEYAIOTCA MPUMEPHO C OAWUHAKOBOW

reHeTUyecku o6yCIOBNEHHOEe 3abo0neBaHUe, Kak npasu-

110, XapaKTepuaylolleecs TPUAZOA CUMNTOMOB: HANUUUEM
cneuuduyeckux naTeH upeTa Kode C MOMOKOM, (uOPO3HOI
Aucnnasueil Koctein M pa3Hoo6pasHbIMW 3HAOKPUHOMATUAMMY,
Haubofee 4acToil M3 KOTOPbIX SBASETCA NpEXAeBPEMeHHOoe
nonosoe passutue [7, 10, 13].

IT0 naH3THMYecKoe 3aboneBaHWe, YacTOTa BCTPEYAEMOCTU
KoTOporo B mupe Bapbupyer oT 1 cnyyaa Ha 100 Tbicay po
1 cnyyas Ha MUIMOH B 00Lelt nonynAuuK. YcTaHoBKa fuarHo-
3a 3avactylo 3atpygHutensHa. Kak cnepcrteue, 3aboneBaHue
MOXET OblTb HEBEPHO PaCLEHEHO WAW HE AWArHOCTUPOBAHO
BOBCE, YTO VC/IOXHSAET onpefeneHue ero 6onee TOYHOI pac-
NpOCTpaHEHHOCTU. ITOMy pefKoMy 3ab6osieBaHUI0 NOABEPIKEHbI
06a nona, OAHaKo y AeBOYEK OHO BCTpevaeTcs B 2 pasa valle,
yeM y ManbynkoB. HekoTopble aBTOpbl MPUAEPXKMBAIOTCA MHe-
HWf, 4to cuHgpomom MOB cTpapaloT TONbKO [AEBOYKM. ITO
MOXeT ObiTb 0OBACHEHO TEM, YTO OfMH W3 Haubonee xapak-
TEPHbIX CUMNTOMOB 3ab0oNeBaHUA — NPeXAeBpeMEHHOEe Noso-
BOE pa3BWUTMe — Y [eBOYEK OTMeyaeTcs B 9 pa3 yalle, yem
y ManbymkoB. [ipyrue npossneHus cuupgpoma MOb y npepcra-

yactoTtoit [10, 14, 15].

CuHppom MObB BbI3biBaeTcAa MyTauueit B reHe, W3BECTHOM
Kak GNASI. 31oT reH Kopgupyet anba-cyObeguHuLy ryaHu-
avHTpudocdartceasbiBalowero benka (G-6enka), cTumynupy-
fowero obpazosaHue LAM®, KoTOpbIid, NOMUMO Npoyero, pery-
nupyeT paboTy MHOTMX 3HLOKPUHHBLIX XeNne3 B OpraHu3Me.
MyTaHTHbII 60K NOCTOSHHO aKTUBUPYET afeHUNaTLMKAA3y,
BHYTPUKIETOUHbIA ypoBeHb UAM® noBblwaeTcs, YTO NpUBO-
LWT K CaMOMpoOM3BOSIbHOMY «BKJIIOYEHMIO» CEKPEeLMUu ropMmo-
HoB. GNAS1 HaxoguTcs Ha ANUHHOM nnede 20-i XPOMOCOMbI
(20g13.2). OnucbiBaemMas KNeToYHasA MyTauus MPOMUCXOLMUT Ha
paHHUX CTagusax 3mOpuoreHesa, B nepsble 10 Hepens Gepe-
MeHHOCTW. B 3TOM cnyyae MyTauus noKanu3yeTca He BO BCeX
KNeTKax OpraHnu3ma, a TONbKO B OTAEMbHbIX KNOHAX MYTaHTHOW
KNeTKn (maHHas 3aKOHOMEPHOCTb M3BECTHA KaK reHeTuye-
CKuit Mo3auumsm). CnepoBatenbHo, YeM paHblue B mpouecce
3MOPMOHANBHOTO Pa3BUTUS MPOMCXOAUT MyTauus, Tem 6onb-
llee KOMMYEeCTBO KNeToK GyaeT WUMeTb CTPYKTYpHbIi AedekT,
yTo 06ycnoBAMBaET pasHoobpasne KANHUYECKUX MpPOsBAEHWIl
3abonesaHus [5, 8,9, 13].
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AkTuBaums anbda-cyobeanHnupl G-6enka 1 NoBbileHWe BHY-
TPUKNETOYHOTO ypoBHs LAM® onpepensitoT cumntomsl 3abo-
neBaHuA. M3BeCTHO, 4TO CMHTE3 MEeNaHWHa M ero TPaHCMoOpT B
3NUTENMaNbHbIE KNETKU CTUMYNUPYIOTCA MENaHOCTUMYNNPYIOLLMM
ropmoHom v AKTT. PeLlenTopbl 3TUX FOPMOHOB UCMONb3YioT LAM®
B KauecTBe nocpepHuka. COOTBETCTBEHHO, MPU POCTE YPOBHA
LUAMO® Bo3pacTaeT NpopyKLUMA MenaHWHa Npu HOPManbHbIX 3Ha-
yeHusx AKTT 1 MenaHoCTUMYNMPYIOLLETO TOPMOHA, YTO 0OBACHSAET
06pa3oBaHue NATEH rUnepnurmeHTaLmuu. Mo TakoMmy e npuHLu-
My NPOWUCXOAMT aKTUBALMA CUHTE3a ICTPOreHOB BHe 3aBUCUMOCTY
OT rOHafOTPONMHOB. 3TO NPUBOAUT K 06pa3oBaHuio honanKynsp-
HbIX KUCT ANYHMKOB W TOHAA0TPOMMUHHE33BUCUMOMY MpeXaeBpe-
MeHHOMY nosoBoMy co3pesaHuto. Kpome Toro, UAM® yyacTByet B
anddepeHUMpoBKe 0cTe061acToB B KOCTHOI TKaHU. CunTtaercs,
4YTO UMEHHO HEKOHTPONMPYEMAs aKTUBALMA 0CTe0bNacToB BCaea-
cTBUe myTauuu reHa GNASI cnocobcTByeT passuTuio hrbpo3Hoil
Iucnnasum y nuy, ¢ cuigpomom MOB [5, 7, 8, 13].

Llenb cTatbu: npofeMOHCTPUPOBaTL BapuabenbHOCTb Kiu-
HUYeCcKux npossneHuit cuHapoma MOB y AByXx nauMeHTOK Ha
npoTsxeHun 10-neTHero nepuoaa HabnofeHNs.

KNUHWYECKOE HABJTIOAEHWE Ne 1
[eBouka M., 16 nert.

OcHosHol OuaeHo3: cuHppom Mak-KeloHa — OnGpaitta —
Bpaiiuesa.

OcnoxHerus. ®ubpo3Has NOANOCTO3HAA AUCMNA3UA NPaBOIl
GefipeHHOIi, NpaBoi 6onblebepLoBOii, NPaBOi U NEBOI Nieye-
BbIX KocTel. COCTOAHME Nocne 0CTeonNacTUKM C IHAONPOTE3N-
poBaHueM npasoro 6efpa. [OHAJOTPONUHHE3aBUCUMOE Npex-
LeBpeMeHHOe nonosoe pa3suTue. Kucrtosnas tpaHcdopmaums
ANYHUKOB.

Conymcmsyrouuli duaeHo3: OpPOHXManbHas acTMa, annepru-
yeckas, 1erkoro TeyeHus.

[le6loT 3aboneBaHus B Bo3pacte 1,5 rofia, Koraa oTMeyanuch
yBENNYEHNE MOJIOYHBIX Xene3 W MosBleHMe MeHCTpyanbHomMo-
BoGHbIX KpoBoTeyeHuid. Mpu nepsom obcnefoBaHUM [LEBOYKN B
5 net: poct — 117 cm (ko3ULMEHT CTaHLAPTHOTO OTKIOHEHUS
(standard deviation score — SDS) pocta coctaun +1,63, uto
COOTBETCTBOBANO BO3pacTHOW HopMme); Bec — 20,5 Kr; nATHO
OKpyrmoi hopMmbl LiBeTa Kode C MOJIOKOM Ha nepeaHeit GproLWHO
CTEeHKe Pa3MepoM 0 2 CM; U3MEHEHWII CKeneTa He 0OHApYXKEeHO;
nonosoe pa3sutue no TaHHepy — 1-3 (B,P,); KoCTHbIt Bo3pacT
COOTBETCTBOBA/ 9 rofiaMm; npu NPoBeLeHUM NPobbl € Noanbepu-
HOM NOATBEPXAEHO rOHA0TPONMHHE33aBUCUMOE NPEeXieBPeMEH-
HOE NosIoBOE pa3BuTUe (BbICOKMI NybepTaTHbI ypoBeHb 3CTpa-
Zuona U oTcyTCTBUe nyGepTaTHOro NOAbeMa rOHAJOTPONUHOB
npu cTumynsuum nionubeputom); npu Y3 axokapTuHa opraHos
Manoro Ta3a COOTBETCTBOBafA BO3pacTy 9 neT; uMmenacb OPOHXU-
aNnbHas acTMa, annepruyeckas, Nerkoro TeyeHus.

C 55 po 8,5 rofa AeBoYKa B paMKax KIWHUYECKOro ucche-
LOBaHUs nojy4yana Tepanuio aHacTpo3osnom (MHTMGUTOp apo-
MaTasbl, CHUXKaKWMIA CUHTE3 3CTpaguona B nepudepuyeckux
TKaHAX). Ha 3TomM doHe coxpaHanuch MeHCTpyanbHonofoGHble
KpPOBOTEYEHMA C YaCcTOTOM HECKONbKO pa3 B TrOf, OTMEYEHO
JanbHenlwee MporpeccMpoBaHne pocTa M KOCTHOrO BO3pacTa.
B 5,7 ropa poct geBoyku coctaBnan 121,4 cm; B 59 ropa —
122 cm; B 6,5 ropa — 123 cM (KOoCTHbIit Bo3pacT gocTtur 10 ner);
B 8 ner — 136 cM; B 8,5 roga — 140,8 cM (KOCTHbI BO3pacT
yBenuuunca go 11,5 roga). Tepanus Gbina npekpaweHa no uHu-
LmaTMBe poauTenel NauueHTKW B CBA3M C OTCYTCTBMEM Bblpa-
eHHOro 3ddeKTa 1 annepruyeckumn NposBIEHUAMM.

C 10 neT MeHCTpyanbHONOJO6OHbIE KPOBOTEYEHUS Y4ACTUANCH
[0 MOYTU eXeMeCAYHbIX, HEOJHOKPATHO BbLIABAANNCH OYeHb

BbICOKME 3HauyeHus 3cTpaguona (go 1634 nmonb/n), npu Y31
Manoro Tasa BrepBble BbiABNEHA KMCTO3Has TpaHcdhopmauus
AnYyHukos. PocT k 10 rogam coctasun 143 cm.

B 13 neT MeHcTpyanbHble KPOBOTEYEHMSA NPUOBPENU LUKN-
yeckuin xapaktep. [lpu nposepeHun Y3W opraHoB manoro
Tasa BbIABNEHbl KUCTO3HasA feopMauua npaBoro AUYHKKA,
napaosapuanbHasa kucta cnesa. [1o faHHbIM peHTreHorpadum
KWUCTel, 30Hbl POCTa 3aKPbiTbl. MMaLMEHTKON [OCTUTHYT KOHeY-
Hbli pocT 148 cm.

B 14 net y peBouku nossunuce 6onu B npasom Geppe. Mpu
peHTreHorpaduu BbifiBieHa ¢GuUOpO3Has [MCNNa3na NpaBoro
6eppa (puc. 1). CumHTUrpadus C TeXHeLWEM NPOLEMOHCTPU-
poBana oyaru nopaxeHus B npaBoit 6onblwebepLoBoi KOCTH,
NIeBOW nneyeBoil (He3aBUCUMble O4aru B BEPXHEA U HUXKHei
TpeTAX) W npaBoii nneyeBoit (AUCTanbHbli MeTadu3) KocTaX,
B YMy NpaBoil onatku, B rpyauHe u pebpax (puc. 2). No3xe
(h1bpo3Has NoNMOCTO3Has Aucniasus npasoit Gonbluwebdepuo-
BOI1, NPaBoil W NEBOI NeYeBbIX KOCTei Obina NMOATBEPKAEHA
PEHTTEHONOTUYECKM.

B 14 net npoBefeHa ocTeoniacTMka npaBoi GeapeHHOM
KOCTW C 3HAonpoTe3upoBaHueM. B 16 net nauueHTka ctana
4acTo jKanosatbcs Ha 6onu B KMBOTe nocie GU3NYeCKoil
Harpy3ku W Ha 6onu B npasoil roneHu. Mpu nposefeHum
Y3 BbisiBNEHbl NATb KUCT NpaBoro anyHuWka ot 1,8 go 2,1 cm
B fuametpe. o pe3ynbratam ropMOHaNbHOTO WCCNef0BaHUS,
acTpaguon — 3261 nmonb/n. Ha peHTreHorpammax npaBoii

Puc. 1. PenTrenorpamma rmpasoro 0eApa HaIrfueHTKH
M., 14 aer. Aecbopmariust OEAPEHHON KOCTH IIO THITY

«IIACTYIIBCTO ITOCOXAN. Donro asmopos

Puc. 2. Pesyaprar 0030pHOIT crimaTUrpadprn

c texuermem rmartmeraTku M., 14 aet. Qoo asmopos
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rosieHun o6pamaeT Ha cebs BHUMaHUe BblpaX€HHOEe UCTOHYeHUe
KOPTUKANIbHOTO CnosA B cpep,He|7| Tpetun 6onbme6epu03017| KOCTWU.
PekomeHpoBaHa NnaHoBas oCTeonnacTuKa npaBon rosieHu.

KNWHWUYECKOE HABJIKOAEHUE Ne 2
[esouka C., 15 ner.

OcHosHoli duaeHo3: cuHapom Mak-KbloHa — Onbpaiita —
bpaituesa.

OcnoxHerus. Pubpo3Has NoANOCTO3Has aucnnasus 6efpeH-
HbIX (COCTOAHWE NOCe OCTEONNACTUKM U SHAONPOTE3NPOBAHMA)
1 npasoii Mano6eplioBoil KocTeit. Kopewkosblit curgpom D =S .
HellporeHHbI MOYEBOI Ny3bIpb.

[leGoT 3aboneBaHus B Bo3pacte 1,9 ropa, Korma Bnep-
Bble OblIM OTMEYEHbl YBENIMYEHUE MOJIOYHBIX JKefes, ycKope-
HMe poCTa W MOSBUAWUCH MEHCTPYasbHONOJOOHbIE KPOBOTE-
yeHus. Mpu obcnenoBaHuM B 4 roga pocT coctaBun 114,3 cm
(SDS pocta — +2,68, 4TO COOTBETCTBOBANO BbICOKOPOCIOCTH),
BeC — 21,8 Kr. bbinn BbiABNEHbl TpU OOWMPHbLIX NATHA LBETA
Kohe ¢ MONIOKOM — Ha NIeBOW CTOpoHe wewn (puc. 3) u B nosic-
HWYHO-KPECTLLOBOM OTfeNe; OTMeYanucb XpOMOTa Ha JeByio
HOry, acummeTpus nuua ¢ gedopmauumeir NpaBol FMa3HMLbI.
KocTHbll Bo3pacT cootBeTcTBOBan 6,9 rofa. Mpu nposepeHum
npo6Gbl ¢ NoANGEPUHOM NOATBEPKAEHO TOHAZOTPONMUHHE3a-
BUCMMOE NpexAeBpeMeHHOe MO0J0BOE Pa3BUTUE; 3XOKapTWUHA
OpraHoB Manoro Tasa cootBetcTBoBana 9 rogam. [lpu peHtre-
Horpaduu BbifiBNEHa NepecTpoiika CTPYKTypbl neBoil 6efpeH-
HOIi KocTW mo Tuny (MOPO3HOI AWUCNNA3UM C NepuoCTasbHbi-
MU HAaCNOEHMAMMW, 04aroBbIMU MPOCBETAEHUAMN U 3NEMEHTaMu
0CTEOCKNepo3a; yKa3aHHble M3MEeHEHWA BbLIABAANNCL TaKke B
LWCTaNbHOM TPETU BEPTNYKHOW BNAfMUHbI.

C 4 po 8 net nauueHTKa B pamKax KJAWHWYECKOro uccne-
LOBaHWA Mojyyana Tepanuiw WHrMOUTOPOM apomartasbl aHa-
cTpo3onioM 6e3 3ddekta (MeHcTpyanbHonofobHbIE KpoBO-
TEYEHUA COXPAHANNCH C YacToToi 1-2 pasa B rop). B cBsAsu ¢
BbifiBIEHMEM (UOPO3HON AMcnnasum Obina TakKe Ha3HauyeHa
Tepanus aneHZpoHoBOW KucaoToii (bucthocdoHaTom), KOTOPYIO
OHa nonyyana B TeyeHue 1,5 ropa, OfHAKO M3-3a BbIPaXKEHHbIX
ANCNenTUYeCKUX SBNEHWIA NaLMeHTKa OT Tepanun OTKasanach.
B 5 net pocT meBouYkM coctaBnsn 122 cM, KOCTHbI BO3pacT
cooTBeTcTBOBaN 8 rofam; B 55 roga pocT AEBOYKW [OCTUT
129 cm, KocTHbI Bo3pacT — 10,5 rofa.

Mpu obcnegosannu B 7,5 roga: poct — 145 cM, KOCTHbIN
Bo3pacT — 11 neT. Bnepsble BbIABAEHO BbIpaXXe€HHOE NOoBbILLe-
Hue ypoBHsa W® — pno 2528 Ef/n (Hopma — 0-240 Eg/n). Mpm
nposefieHun KT oGHapykeHa pacnpocTpaHeHHas (ubpo3Has
ocTeoaucTpodus KocTei Ta3a, 6efpeHHbIX KOCTel, NO3BOHKOB
M OCTUCTBIX OTPOCTKOB, a TaKXe KocTeil yepena (npeumylie-
CTBEHHO JNMLEBOI YacTu) ¢ gedopmauueil NpaBoii rasHULbL.
[leBouka Oblna NPOKOHCYNLTMPOBAHA OPTOMEOM, YCTAHOBJEH
LnarHo3: hubpo3HO-KMCTO3HAA AUCMIA3MA KOCTel Ta3a U Week
06enx GeApeHHbIX KOCTEl, yKOpPOYeHUEe NEBOI KOHEYHOCTU Ha
1,5 cM; hMO6PO3HO-KUCTO3HAA AMUCNAA3UA TPYAHOTO U MOACHMUY-
HOrO OTAENO0B MO3BOHOYHMKA; Nlombanu3auns S, NpoTpy3ns
anckos L-L, L-L, L-S, S-S, rpynonoscHuuHeIA CKONMO3
2-1 cTeneHu. MauneHTKe peKoOMeHL0BAHO HOLWeHKe KopceTa.

B 9 net poct peBouku coctaBun 152 cm, B 9,5 roga —
157 cm, KOCTHbI Bo3pacT yBenuyunca o 11,5 roga, meHcTpy-
anbHbIA LUKA CTan perynsipHbiM, 6eCnoKouam NoCTosHHbIE Bbipa-
XeHHble 60au B cnuHe. Mo faHHbIM GUOXMMUYECKOTO UCChe-
poBaHua kposw, L — 1963,3 Ea/n. B ycnoeusx craumoHapa
npoBefeHO NeyeHue 301efpoHOBOI kucnotoii (buchocdoHa-
TOM), Ha (hOHe Yero naLueHTKa OTMeTUNa BpEMEHHOe KynupoBa-
Hue 60J1eBOT0 CUHAPOMA.

B cBA3u ¢ nporpeccuposatuem gedopmauyuu Gegpa no tuny
«nactywbero nocoxa» ¢ 11 po 14 ner feBo4Yka HEOAHOKpaT-
HO mepeHecna OCTEOCMHTE3 W 3H[OMPOTE3UPOBaHUE KocTel
CHayana NeBoii, a no3aHee 1 npasoi Horu. B 13 net ee poct
poctur 163 cm, B 15 neT KoHeyHblit pocT cocTtaBun 1655 cm
(cooTBeTcTBYET CpefHEnoNyNALMOHHBIM 3HAYEHUAM [N KEH-
WKH), BeC — 47 Kr. 30Hbl pocTa 3akpbiTel, WO — 440 Eg/n.
Mocne nocnefHen onepaLuy Ha NPaBOo HOre eBOYKA OTMeYaeT
ABHYIO MONOXUTENbHYIO [MHAMUKY: CTana nepefBuraTbCA Ha
KocTbinAx (8o 3Toro Ha konscke). OfHaKo coxpaHstTca 6onu B
NIEBOII HOTE, BbIPAXEHHOE e YKOpOoUeHue U BepeTeHoobpasHas
pedopmauus (puc. 4). MpucoeguHunucs 60an B NpaBoit ronexu,
roe npu npoBedeHun peHTreHorpatum obHapyKeHbl o4aru auc-
nnasuu B ManobepLosoit kocTu. Mpu KOHCynbTaLuK HeBposora
BbIABNEH KOPELWKOBbIA cuHapom D —S,, AnarHocTuposaH Heii-
POreHHbIi MOYEBOW My3blpb, BEPOATHO, BCIEACTBME NOPAXEHNS
NO3BOHOYHMKA OCHOBHbIM 3abofieBaHueM. [laHHOe cocTosHUe
ABNAETCA NPOTMBOMNOKA3aHMEM ANA MpPOBeLEeHMA CMUHANbHON
aHecTe3nu Npu XMpypruyeckux BmewarenbcrTBax. Ha Gaukai-
Lwee BpeMs 3anaaHMpoBaHO NPOAOIKNTL ONEepaTUBHOE NeveHne
NIEBOII HOTY C Y4eTOM 0COBGEHHOCTEN NALUEHTKH.

OBCYXAEHUE

Y Habnofaemblx HamMu feBodek cuHgpom MOb maHudbecTupoBan
C NpeX[eBpPeMEeHHOr0 MOMOBOr0 pa3BuTuA (He cyuTas nATeH
LBeTa Koe C MOJIOKOM, UMEBLIUXCA B 0OOMX Cyyasx elle npu
pOXJeHWUn) NpUMepHo B 0AMHaKoBOM Bo3pacte — 1,5 u 1,9 ro-

Puc. 3. [Nanmerntra C., 15 aer. [1arHa nsera kode
¢ MoAOKoM. Doyro asmopos

Puc. 4. ITanmentra C., 15 Aer. Buenmuit BuA Hmxuein
KOHEYHOCTH C AePOPMAIIHEH IO THITY «IIACTYIIBETO
rtocoxay. Dono asmopos
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pa. [Ina cuHpgpoma MOB xapaktepHo roHagoTponuWHHEe3aBuCH-
MOe NpexjeBpeMeHHOe NONOBOE Pa3BUTUeE, KOrAa aKTUMBALMA
NPoOAYKLMM FOPMOHOB TOHAfiaMM OCyllecTBaseTcs 6e3 yyactus
rOHafoTPONMHOB. [lpu 3TOM NMpPOMCXOAWT MNOBLIEHUE YPOBHS
3CTPOreHOB B CLIBOPOTKE KPOBW MpU HU3KUX ([OMYyOepTaTHbIX)
3HAYEHUAX TOHAZOTPOMHbLIX TOPMOHOB (JIIOTEUHU3UPYIOLLETO U
(hoNNMKyNOCTUMYNNPYIOLLETO), KaK 3TO ObINO Y HALINX NALMUEHTOK.

MpexneBpemeHHoe nosoBoe pa3sutue npu cuHapome MOB
yalle BbIIBNAETCA NOC/E NEPBOTO rOAa XU3HU U XapaKTepuayeT-
€Al MEHCTPYanbHONOJOOHBIMU KDOBOTEYEHUAMU U YBEIUYEHUEM
rpyaHbix xenes (Tenapxe). AgpeHapxe (106koBoe U akcunnsp-
Hoe OBONoCeHMe) HexapakTepHo. OCHOBHBIMU KAMHWUYECKUMU
npu3HaKamu nNpexneBpeMeHHOro NoNOBOro Pa3BUTUA Y HaLWMUX
nauneHToK BN yBenuyerune rpyaHeix xenes (B, no TaHHepy)
M KpPOBSHUCTblE BbILENeHUs M3 NoJoBbIX nyTel. BaxHo oTme-
TUTb, YTO 3CTPOreHN3aLMa NPy 3TOM 3a60NeBaHUN HE MPUBOAUT
K HaCTyMNeHWio MeHapxe; CBOWCTBEHHbI CKOpee MeHCTpyasb-
HOMOAOGHbIE KPOBOTEYEHMSA, 0OYCNIOBNEHHbIE PE3KUMU Kofe-
6aHMAMK YPOBHA 3CTPOTEHOB, OJJHAKO LMKIMYHOCTb mpoLecca
006bl4YHO He oTMevaeTcs [1, 2, 10].

KocTHbIit BO3pacT ABAAETCA BaKHbIM KPUTEPUEM B OLLEHKE
GONbHBIX C NpPEeXAEBPEMEHHbIM MOMOBLIM PA3BUTUEM, TaK Kak
OTpaaeT CTerneHb BO3AENCTBUSA MONOBbIX CTEPOMJOB Ha KOCT-
HYt0 TKaHb. BbICOKMI ypoBEHb NONOBbIX FOPMOHOB NPU AAUTENb-
HOM WX BO3[1e/CTBUM 3HAYUTEIbHO YCKOPSAET NPOrpeccMpoBaHme
KocTHoro Bo3pacTa [1-4]. B 060ux KnuHUYeckux HabnoaeHUsAX
V)Ke Mpu nepBoM 06CIefOBaHMM KOCTHbI BO3pacT [eBOYEK
ornepexan XpoHonornyecknint Ha 3—4 ropa. lNepsas nauueHTKa
“Mena ropaszo 6onee Taxesble NPOABIEHUSA NPEXAEBPEMEHHO-
ro NoJIOBOTO Pa3BUTUA HA MPOTAKEHUN BCEro nepuoaa Habno-
AeHus. 370 npuBeno k Gonee paHHeMy 3aKpbITUIO 30H pocTa U,
KaK cnepctsue, K Huskopocnoctu (148 cm). KoHeuHbilt poct
BTOPO MNALMEHTKW, C YMEPEHHbIMU MPOSBIEHUAMU Npexae-
BPEMEHHOTO MOJIOBOTO PA3BUTUSA, COOTBETCTBYET CpefHenomny-
NAUMOHHBIM 3HayYeHusaM (165,5 cm). Tpadmku pocta nayueHToK
npenCcTaBiieHbl HA PUCYHKAX 5 1 6.

HanGonee TaxenbiMu nposiBNeHUsiMU 3aboneBaHus sBis-
I0TC1 KOCTHble HapyleHus. PMOPO3HO-KUCTO3HAsA AMcnnasus

npeacraenset coboit hokanbHOe 3amelleHue KOPTUKANbHOrO
cnos nponudepupyowmumn dbubpobnactamu, yawe nopaxa-
0T ANUHHble Tpy6uaTble KOCTU. Hannuue KUCT NPUBOAUT K
pedopMaLnmM KocTW, BO3HMKHOBEHWIO NaTONOrMYecKUX nepe-
JIOMOB C WCKPUBNEHMEM HUKENeXallero Kpas KOHeYHOCTH,
thopMUpPOBaHHMIO NOXHBIX cycTaBoB. Hanbonee TMNuYHOI ABASA-
eTcs fedopmauus 6efpa, UMerLLEero BUJ «NacTyLWbero Nocoxay.
®opmupoBaHue GUOPO3HbBIX KNCT B KOCTAX NULLEBOTO CKeneTa 1
OCHOBAHMsA Yepena MOXeT NPUBOLUTL K NIULEBOI acCUMMETPUM,
OAHOCTOPOHHEMY 3K30(TanbMy, B PeAKUX Cy4yasx — K aTpo-
thun 3puTenLHOro HepBa, noTepe cayxa u np. [6, 7, 14].

Y nepBoit esoyku hnbpo3Has aucniasns Koctein chopmu-
poBanach OTHOCUTENbHO MO3AHO U MOTpeboBana xupypruye-
CKOTO NIeYeHNs AnwWwb B Bo3pacte 14 net. Y BTOPOW NauMeHTKU
KOCTHble HapyLWeHUs pa3BUIUCL 3HAYUTENIBHO paHblle, HapyLle-
HUEe MOXOLKM N aCMMMETPUSA IMLEBOTO CKeNleTa 0TMEYaNIUCh YXKe
B 4 rofia, YTO NPUBEJIO K TAXKENbIM NOCNEACTBUAM U UHBANUAM-
3aumuu 60M1bHOIA. IHTEpEeCHO OTMETUTD, YTO NATEH TUNEPNNUTMEH-
TalumMu BO BTOPOM HabtoAeHNUM Bbio BoNblue U OHU Bblin Bonee
06 MPHBIMYU, YTO NOATBEPXKAAET 3aKOHOMEPHOCTb CBA3N MEXAY
pasmepamu NATeH U cTeneHbio GUOPO3HO-KUCTO3HOrO nopaxe-
HUA KocTel ckeneta [10, 13, 15].

[Ins OLEHKM COCTOAHMA KOCTHOrO annapara WChosb3yloTcs
passiMyHble MeToAbl Jly4eBOW [MArHOCTUKM (peHTreHorpatus,
KT n MPT). Ha HauanbHbix 3Tanax 3aboneBaHus Ha peHT-
reHOBCKUX CHUMKAX MOPAXEHHOW KOCTU BbIABAAIOTCSA 30HbI,
HanoMMHawlMe No BUAY MaTOBOE CTekno. Ha Gonee mo3pgHux
CTaAuAxX y4acToK npuoOpeTaeT XapaKTepHblil KpanyaTblil BUA:
oYarM YNJOTHEHWUS YepepyloTCcs C y4acTKaMu MpOCBETNEHUs.
MaTonoruyeckune nepenombl, a Takxe geopmaLum NpoKCcMManb-
HOrO KOHLA GefpeHHOil KOCTM B BUAE «MACTyLWbero nocoxay
ABNAKTCA KNACCUYECKUMU NpuU3HaKamu 3aboneBaHUs, BbisBASA-
€MbIMU NPYU peHTreHoguarHocTuke. Mpn obHapyKeHNU OfUHOY-
HOTo oyara HeobXOAMMO UCKIIYUTb MHOXECTBEHHOE Mopaxe-
HUe KOCTeil, KOTOPOe Ha HayaNbHbIX CTAfUAX MOXET NpoTeKaTh
6eccumnToMHO. [ins 3TOro MCMonb3yeTcs Takoil MeTOf, Kak
ocTteocumHTurpadus [6, 7, 12-14]. Y nepBoit nauueHTKWU npu
o6cnefoBaHnM B cBA3M C bonsimMu B NpaBoM Gefpe ObiNo peHT-

<LPIIC. 5. Kpusas pocra marmenTku M., cMm
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J>Pnc. 6. Kpusas pocra manmentku C., cM
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reHoNorMYecKu NoaTBEPKAEHO Hannyne GUOPO3HOI Anucnnasum
npaBoii 6espeHHoi KocTW. boneit B apyrux KocTax ckeneta
nauuMeHTka He otMmeyana. OAHaKoO Npu NpoBeLEHWUU CLUHTU-
rpaduu 0OHAPYKMUNOCh MHOXECTBEHHOE MOpaXKeHWe KocTeit
ckeneta (cM. puc. 2).

Y BTOpOIl NaLMeHTKN KNMHUYECKMe nposBieHus GubposHoii
AWCNnasuu nesoi GefpeHHOM KOCTU W NPaBoM MasHMLbl Obiiu
0YeBUIHbI yXKe B BO3pacTe 4 net. B cBA3u c nporpeccupoBaHunem
KNMHWYECKUX CUMNTOMOB U BbISIBIEHWEM OYeHb BbICOKOTO YPOB-
Ha LLL® B Bo3pacTe 7,5 rofa naumeHTKe C LENbl NOUCKA 04aroB
nopaxKeHus KOCTHOro ckeneta 6eina nposegeHa KT.

Jleuenune cuHagpoma MOB HanpaBneHo Ha obGneryeHue cum-
NnTOMOB 3a60fieBaHWA U B KaXAOM Ciydyae MHAUBUAYANbHO,
NOCKOJIbKY 3aBUCUT OT NpeobiafaHns TOro Uim MHOMo CUMNTOMA
Y KOHKpeTHoro 60nbHOro. s neyeHus moryt notpe6oBarbcs
CKOOPAMHMPOBAHHbIE YCUAUA CMELWUANUCTOB pasHbiXx npodu-
Nleit — neanaTpoB, 3HAOKPUHONOrOB, OPTOMELOB, XWUPYPros,
TMHEKON0roB, HeBponoroB 1 Ap. [12].

Mpn BO3MOXKHOCTM KOHCEpPBAaTUBHOI Tepanuu (uOpo3Hoii
LMCNNa3nuu UCNONb3yloT Mmpenaparsl, U3BeCTHble Kak 6ucdoc-
thoHaThl, TakMe Kak NaMUAPOHOBAA KMCNOTA, aneHfpoHOBas
KMCNoTa, 30nefpoHoBas kucnota u fap. bucdochonatsl —
3TO CMHTETUYECKWEe aHanorum ectecTBeHHbIX nupodocdartos,
OHW COCTAaBNSIOT KOCTHbI MaTpUKC WU WHTUOMPYIOT KOCTHYIO
pesopbuuio [10, 12, 13].

Xupypruyeckne MeTofpbl IeYeHUs UCMOMb3YIOT Npu Heobxo-
AMMOCTM KOPPEKLMKU KOHeYHOCTU BCNefcTBue ee fedopmauum
1 YKOPOYeHMA, a TaKkxke AR YCTPAHEHWNA BO3MOXHbIX OCNOXHe-
HUI (HanpuMep, BbIPaXKeHHOro 6ONEBOr0 CMHAPOMA NpyW CAaB-
NIeHNU HepBa).

Y pesoukn C. HapylweHuWe NOXOAKM CTano OTMeyaTbCs B
Bo3pacTe 4 nert. [lpu peHTreHorpadum BbisBNeHa nepecTpolika
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CTPYKTYpbI NeBoi 6eapeHHON KOCTU 1 AMUCTaNbHOM TPeTU BepT-
NYKHOM BnaguHbl no Tuny GubposHoit aucnnasuu. Ha aaHHom
3Tane Obina Ha3HayeHa KoHcepBaTuBHas Tepanus buchocdoHa-
TaMu, KOTOpble AeBOYKa nosyyana Kypcamu, pautenbHo. OfgHako
KOCTHble M3MeHeHWs nporpeccuposanu. [ledopmauumn nesoro,
a nosgHee M NpaBoro Gegpa Mo TUMY «NACTyWbero nocoxa»
noTpeboBanu XMpypruyeckoro BMelWaTenbcTea M NpoBefeHus
OCTEOCHHTE3a M 3HL0NPOTE3NPOBAHNSA.

[na neyeHua npexaeBpeMEHHOro MONOBOr0 CO3peBaHUA
BO3MOXHO Ha3HauyeHWe WHrMOUTOPOB apomatasbl (aHacTpo3on,
TECTONAKTOH) C LEeNbl0 CHUXEHWUS TUNep3CTPOreHnu, a Takxe
npenapartos, 6OKMUPYIOLMX PELEeNnTOpbl K 3CTPOreHaM (TaMoKCu-
teH) [11, 13]. OgHaKo y HalWKUX NALWEHTOK 3HaYMMoro 3ddekTa
OT [laHHOM Tepanuun He HabMOAANOCh.

CnewunTb € XMpYpruyeckum BMELATENbCTBOM B OTHOLIEHUM
hONNUKYNAPHBIX KUCT HE PEKOMEHLYeTCs, TaK KaK KUCTbl, He
npesbllwatklme 3—4 cM B UaMeTpe, B TeyeHue 2—3 mecsaLes, Kak
npasuio, npetepnesatT obpatHoe passuTue. Mpu nerkom Teve-
HUW NPEeXAeBPEMEHHOro NoN0BOr0 Pa3BUTUA OT MeJMKAMEHTO3-
HOW Tepanunn MOXXHO BO3[EPXaTbCs, B TAKOM Cy4ae A0CTaTOYHO
OrpaHuUunTbCA HabnlogeHnem B fuHamuke [12].
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0co6eHHOCTU LUTOMEraNoBUPYCHON UH(EKLUMU:
0630p NuTeparypobl

C. C. KoukuHa, E. . CuTHuKoBa

Apocnasckull 20cydapcmseHHbIl meduyuHckul yHusepcumem MuH3dpasa Poccuu

Llenb 0630pa: U3n10XeHe COBPEMEHHbIX HayUHbIX CBEAEHUI 06 3TUONOTUM, KIMHUYECKUX NPOSABAEHUAX U NaTOMOPhO0rM LUTOMEranoBupyc-
Hoit nHdekumn (LUMBW) 1 onucaHne 0CHOBHbIX METOL0B ee NabopaToOPHOI ANArHOCTUKN U NeYeHus.

OcHOBHbIe NonoXeHusA. AkTyanbHOCTb Npobaembl MBI o6ycnosneHa ee WMpoKUM pacnpocTpaHeHueM. BeTpeyaloTcs BpoXaeHHbIE U NPUOG-
peTeHHble hopMbl 3abonesaHus. BpoxpaernHas LUIMBU moxeT cTath NpUYnHO NOPOKOB Pa3BUTUs MA0AA, TSKENbIX GOPM 60NE3HU B HEOHATasb-
HOM nepuoje U rpyaHOM BO3PaCTe, Beaylux K rubenu peberka. MpuobpeteHHas LUMBU Bce yalie pa3BuBaeTcs y UMMyHONOTMYECKU CKOMMPO-
MeTMPOBAHHBIX IULL: Y OOMbHBIX NOCAE reMOTPaHCdy3Ui U TPaHCINAHTALMW OpraHoB, BUY-nHbULMPOBaHHbIX, OHKONOTUYECKUX NALMEHTOB U Ap.
JT0 yTAKENAET TeYEHME OCHOBHOIO 3a60/1eBaHIUA W 3aTpyAHAET ero nedeHne. Hepepko LLMBU npoTekaert nog «Mackoi» fpyrux 3abonesaHui.
3aknioueHue. Yrny6neHHoe npeacraeneque o poau LLMBU B hopMupoBaHUM NONMOPraHHO NaToNoruM NO3BOMT NO-HOBOMY OLEHUTb MHOTUE
M3BECTHble 3a00/1€BaHMA C LieNIbl0 COBEPLIEHCTBOBAHUA UX LUATHOCTUKM U Tepanuu.

Kntoyesbie cnosa: uuToMeranoBupycHas HbeKLMs, [eTh, KINHUKA, [UArHOCTUKA.

Specific Features of Cytomegalovirus Infection: Literature Review

S. S. Kochkina, E. P. Sitnikova
Yaroslavl State Medical University, Ministry of Health of Russia

Objective of the Review: To provide current scientific information about the etiology, clinical manifestations, and pathological morphology
for cytomegalovirus (CMV) infection, and to describe the main methods of laboratory diagnosis and treatment of this condition.

Key Points: CMV infection is a challenging issue, since it is so highly prevalent. It can be congenital or acquired. Congenital CMV infection
can cause birth defects and severe illness in the neonatal period and infancy, eventually leading to death. Acquired CMV infection is observed
more and more in immunecompromised patients (those who had blood transfusions or organ transplants, HIV patients, cancer patients, etc.).
In such patients, CMV infection makes the underlying disease more severe and the treatment process more difficult. CMV infection often
mimics other diseases.

Conclusion: A deep understanding of the role of CMV infection in the development of multi-organ dysfunction will help specialists gain new
insights into many known disorders, allowing them to improve diagnosis and treatment of these conditions.

Keywords: cytomegalovirus infection, children, clinical manifestations, diagnosis.
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