XUPYPITUA TTO3BOHOYHWMKA 2023. T. 20. Ne 2. C. 21-31 ‘ KHIRURGIYA POZVONOCHNIKA (RUSSIAN JOURNAL OF SPINE SURGERY) 2023;20(2):21-31
O.M. CEPTEEHKO M AP., 2023 O.M. SERGEENKO ET AL., 2023

)5

AEYEHWME TTALIMEHTOB
C CUHAPOMOM KAYAAABHOWM PETPECCHUU:
CUCTEMATU3IMPOBAHHDBIM OB30P AMTEPATYPbI

O.M. Cepeeenxo, E.H. ITypoea, T.M. Noneatnoéa, YO.C. Apecmoea, M.C. Caiipymdunos
Hayuonanvrulit MeduyuHckull uccnedosamensckull yeHmp mpasmamonozuu u opmoneduu
um. akad. I'A. inuszapoea, Kypean, Poccus

ITenb nccnepoBanmsi. AHann3 1 000061eHe AQHHBIX COBPEMEHHOM AMTEPATYPBI 10 BOITPOCAM ONEPATUBHOTO AeYeHMUsI 1 eCTeCTBEHHOTO Te-
YeHMsI TATOAOT MY [TO3BOHOYHMKA Y CIIMHHOIO MO3ra y MAalMeHTOB C Pa3AMYHBIMU TUIIAMU CUHAPOMA KayAaabHon perpeccun (CKP).
Marepman 1 MeTOABL BbIlONHEH C1CTEMATN3MPOBAHHDI 0030p AMTEPATYPBI [10 TEME A€YEHMsI [TATOAOT MM TO3BOHOYHMKA M CITMHHOTO MO3ra
y nanguentoB ¢ CKP. Kpurepun or6opa: cratou 3a 2002—2022 rr., oOpUrMHAABHBIE UCCAEAOBAHMS TPYIII [TAIJMEHTOB,/ TIAIIMEHTOB C PA3ANY-
upiMu popmamy CKP ¢ onmcannemM MeTOAOB nedeHMsI M OTAANEHHBIX PE3YAbBTATOB AedeHMst uan HabntoaeHust. [Ipoanaansuposano 28 cra-
Tert Ha Temy nedenust pasamdHbix dopm CKP ¢ ommmcanubimu pesyabraramm aedenust 212 mamymentos: 29 nanyentoB ¢ CKP B couerannn
C OTKPBITBIMMU AedeKTamMy HeBparbHOM TPyOKku, 183 — ¢ 3akpuiteimu hopmamu CKP. Kpurepnn orleHkM: KOAMYECTBO MAIMEHTOB, [TOA, BUA
[IaTOAOTMM CIIMHHOT'O MO3Ta, BUA CaKPanbHOM areHe3uy, Haanudye AedopManyy MNO3BOHOYHMKA ¥ HVMKHYMX KOHEYHOCTEN, COIYy TCTBYIoNast
[1aTOAOTMSI, IPOBEAEHHbIE OIlepalyy U X OCAOXKHEHMS, Pe3yAbTaThL.

PesyabraTnl. MccnrepyeMbIM nmanyeHTaM BLIIIOAHSIAM CAeAYIOIMe ollepaluuy Ha MO3BOHOYHMKE I CIMHHOM Mo3re: AeMKCcanuio CIIHHOTO
MO3ra, KOppernpytomjue 1 cTabuansMpyoye ornepany Ha M03BOHOYHMKE, [TAACTUKY CIIMHHO-MO3TOBOM IPBIKM, TNACTUKY TEPMUHANBHOTO
MEHMHIOIJeAe M YAANeHMe ITpecakparbHoOro oobeMHOro obpasosanust. Hanbonbliee KOAM4eCTBO OCAOXKHEHMIT BO3HMKAO OCAE OIeparunmn
Ha M03BOHOYHMKeE 1 KpecTije. BoabmmucTBo naymenTos (67 %) ¢ areHe3nern KpecTya K KOHIly BpeMeHu HabnoaeHust (B cpeaHeM K 14 ro-
AQM) XOAMAM CAMOCTOSITEABHO VAV C TIOMOIIBIO ITPUCITOCOOAEHMIA, & MeHbLIast uX 4acTb (33 % ) He Moraa XoAnThb. bonee moAoBMHLI GONLHBIX
¢ CKP (67 %) vmenn HEMPOT€HHBIN MOYEBOV ITy3bIPb, HEAEPYKAHVE MOYM AV CTPAAAAU XPOHUYECKON MHQEKIIMEN MOYEBBIBOASIIMX Ty TEN.
Hepepykanue kana nam 3anopsl Berpedanncs pexe (46 %).

3axaouenne. [Tamentol ¢ CKP yMeroT Xopommmit moteHyman Anst yAydIieHnst/ BOCCTaHOBAEHMSI XOABODbI M HApyLIeHUsI PYHKIIMM Ta30BbIX
opraHos. KpariHe Ba>xHO CBOEBpEMEHHO TPOBOAUTB KOMIIAeKCHOe AedeHne ranyeHToB ¢ CKP, nmeronx Hepoxmupyprudeckne, opTore-
AMYECKye, yPOreHUTanbHbIe M KOAOPEKTaAbHbIe TPOOAEMBI, HAYMHATD PAHHIOIO ABUTATEABHYIO PeadUANTAINIO U (PU3NOTEPAITNIO.
KnatoueBble cnoBa: CMHADOM KayAanbHOM perpeccuyt, aTOAOIVS IO3BOHOYHMKA M CIIMHHOI'O MO3Ta, areHe3us! KpecTla, HapyueHus! (pyHK-
LMY Ta30BBIX OPraHOB.

Anst yutnposanust: Cepeeenxo O.M., Ilyposa E.H., Aoneanosa T.M., Apecmosa F0.C., Caticpymounos M.C. leuerue nayuenmos ¢ cunopomom kaydanbHou
pezpeccuu: cucmemamusuposanuuiti 0630p numepamypwt // Xupypeusn nossonounuxa. 2023. T. 20. Ne 2. C. 21-31.

DOI: http://dx.doi.org/10.14531/ss2023.2.21-31.

TREATMENT OF PATIENTS WITH CAUDAL REGRESSION SYNDROME: A SYSTEMATIC REVIEW OF THE LITERATURE
O.M. Sergeenko, E.N. Shchurova, T.I. Dolganova, Yu.S. Arestova, M.S. Saifutdinov
National Ilizarov Medical Research Centre for Traumatology and Orthopaedics, Kurgan, Russia

Objective. To analyze and summarize the data of modern literature on the issues of surgical treatment and natural course of the spine and
spinal cord pathology in patients with various types of caudal regression syndrome (CRS).

Material and Methods. A systematic review of the literature on the issue of treatment of the spine and spinal cord pathology in patients
with CRS was performed. Selection criteria were: articles for the period 2002—2022, original studies of populations/patients with vari-
ous forms of CRS with a description of treatment methods and long-term results of treatment or observation. A total of 28 articles on the
treatment of various forms of CRS with the described results of treatment of 212 patients were analyzed: 29 patients with CRS in combi-
nation with open neural tube defects and 183 patients with closed forms of CRS. Evaluation criteria included number of patients, gender,
type of spinal cord pathology, type of sacral agenesis, presence of the spine and lower extremities deformities, concomitant pathology, op-
erations performed and their complications, and results.

Results. The studied patients underwent the following surgeries on the spine and spinal cord: untethering of the spinal cord, correction
and stabilization surgeries on the spine, plasty of the spinal cord herniation, plasty of the terminal meningocele, and removal of the presa-
carial volumetric mass. The greatest number of complications occurred after operations on the spine and sacrum. The majority of patients

(67 %) with sacral agenesis by the end of the follow-up period (average 14 years) walked independently or with the help of devices, and
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a minority of them (33 %) could not walk. More than half of patients with CRS (67 %) had a neurogenic bladder, urinary incontinence, or

suffered from a chronic urinary tract infection. Fecal incontinence and constipation were less common (46 % ).

Conclusions. Patients with CRS have a good potential for improvement/recovery of walking and pelvic organ dysfunction. This is ex-

tremely important to timely carry out multimodality treatment of patients with CRS who have neurosurgical, orthopedic, urogenital and

colorectal problems in CRS, and to start early motor rehabilitation and physiotherapy.

Key Worlds: caudal regression syndrome, pathology of the spine and spinal cord, sacral agenesis, dysfunction of the pelvic organs.

Please cite this paper as: Sergeenko OM, Shchurova EN, Dolganova TI, Arestova YuS, Saifutdinov MS. Treatment of patients with caudal regression syn-
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CunapoM KaygansHoi perpeccun (CKP)
MOZIPA3yMEBAET HAIMYME YACTHYHON
WY TIOJIHOW ATEHE3UN KPECTIA, HEPE-
KO C CONYTCTBYIOIMUMHU AHOMATUAMH
T434, IPAMON KHUIIKH, MOYEIOJIOBON
CHCTEMBI, TOACHUYHOTO OTAENA T03BO-
HOYHUKQ, HIDKHUX KOHEYHOCTEH U Kay-
JAIBHOIO OTJENA CIIMHHOTO Mo3r4 [1]. Jle-
yeHue HanyeHToB ¢ CKP — KOMIUIEKCHOE,
BKJIIOUAET B C€04 YPOJIOTUYECKHE, XUPYP-
THYECKUE, HEPOXUPYPrUYeCKUe ¥ OPTO-
MEANYECKUE METORMKH, 3a4aCTYIO «TIepe-
KPEIMBAIOMMEC MEKILY CO00 (2, 3].

[Topoku pa3BuUTHA CIMHHOTO MO3-
ra ipy CKP BKIIOYAIOT B C€68 OTKPBITHIE
Je(DEKTBl HEBPAILHOH TPYOKH (MHEIOME-
HUHTOLIE/IE, MUETIONU3HUC), TUOMBI MO3-
TOBOI'O KOHYCa U TEPMUHAIbHON HUTH,
TIOPOKU PA3BUTHA PACIIEIVIEHHOTO CTIMH-
Horo moara (split cord malformation)
1 CUTaPO0OPA3HBIH (TYIOOKAHUMBAIOMAT-
A1) KOHYC CIIMHHOTO Mo3ra [4]. B 60mb-
IUAHCTBE CNY4A€EB AE(EKTBl HEBPATBHOM
TPYOKH COYETAIOTCA C BPOXACHHBIMU
PACCTPOICTBAMY MOYEUCITYCKAHNA, O0Y-
CJIOBIEHHBIMU KaK MUETOIVCIVIA3UEN, TAK
U CUHIPOMOM (PUKCHPOBAHHOTO CIIUHHO-
10 MO3ra. [IOMHUMO 3TOTO, PACCTPOYICTBO
MOYEHCITYCKAHHA MOXET OBITh OOYCIOB-
JIEHO COIYTCTBYIOIMMMH NOPOKAMHU Pa3-
BUTHA YPOTE€HUTAILHON CUCTEMBI (HAIIPY-
MED, KCTPOPHUEN MOUEBOTO MY3BIPA).
ITockompky CKP 4acTo COnpoBOXAAeTCA
MOPOKAMHY PA3BUTHA KOJOPEKTANBHOMN
Y MOUEBBIIETUTENLHON CUCTEM, TAKTHKA
JIEYEHUA HE BCET/a ACHA. Muenosuciua-
3UA, CHHAPOM (PUKCHPOBAHHOTO CIIMH-
HOT'O MO3T'a, 4CUMMETPHUs HIKHUX KO-
HEYHOCTEN, aHOMAJIMU TTO3BOHOYHHUKA,
aCUMMETPUYHAS ATOMOTUS KPECTIIOBO-
TIO/IB3/JOMHBIX CYCTABOB — BCE 3TO B PAB-
HOH CTENIEHN MOXET NPUBECTH U K YCY-
TYOJIEHUIO 1ePOPMAIIHIT HIKHUX KOHEY-
HOCTEH, U K CKOJIUO3Y.

OCHOBHBIE BOIIPOCHI IAHHOT'O UCCIIE-
JIOBAHUA: KAKOBbI OT/JAJIEHHBIE PE3Y/IbTa-
THI JIEYEHNA U HAGMIOACHUA MAIIUEHTOB
¢ CKP, KaK y/Iy4muThb UX (yHKIMOHA/b-
HOE COCTOSHUE U YAOBIETBOPEHHOCTD
JKU3HBIO.

Llesb MCCTeOBAaHNS — AaHAN3 U 00600-
IIEHUE JAHHBIX COBPEMEHHOM JINTEPATY-
]PBI IO BOIIPOCAM ONEPATUBHOIO JIEUEHUA
U €CTECTBEHHOI'O TEYEHUA [ATONOIUU
MIO3BOHOYHVKA Y CIIMHHOTO MO3I'd ALY~
€HTOB C pas3mnuHbIMy TrIaMu CKP.

Marepuaa 1 MEeToAbI

BHIIONHEH CUCTEMATU3UPOBAHHBIN
0630p ymteparypsl 110 TeMe CKP.

Kpurepun ot6opa: craten 32 2002-
2022 1T., OpUrHHAIBHBIE UCCIIEAOBAHUSA
TPYIII TAIMEHTOB,/ MAIIUEHTOB C PA3/INY-
HeIMU (popMamu CKP ¢ onvcanneM MeTo-
JIOB JICYEHVA ¥ OTHAJIEHHBIX PE3Y/BTATOB.

M cnonb30BaHHBIE IOMCKOBBIE 3ATTPOCH
HA PYCCKOM 1 aHIJIMHCKOM A3bIKAX ObUTA
CIEYIOMIYE: CUHIPOM KAYIAIBHON perpec-
CHUH, Ar€HE3MA KPeCTIa, CuHApoM Kyppa-
puHo, caudal regression, sacral agenesis,
Currarino syndrome. [IOHCK OCYIIECTB/LUTH
110 6a3aM JaHHbIX eLibrary, Google Scholar,
PubMed.

[Ipu ananm3e JUTEPATYpHl OOHAPYKU-
1 241 crarbio Ha Temy CKP. M3 ux uncia
OBUTH YAIEHB! OO30PBI, AHATUTUYCCKUE
CT4TbH, SKCIIEPTHBIE MHEHUS, /IyOJIHKA-
TBI, UCCTIEAOBAHNA Ha KUBOTHBIX, CTATBH
6€3 OIUCAHUA METOJIOB U PE3Y/bTATOB
JieueHns, 6e3 MUHUMAIBLHOTO TIEPHOJA
HabmozieHys. B urore oTobpanu 28 cra-
TEH 10 TEME JIEYEHHS PA3THYHBIX (POPM
CKP, B KOTOpBIX OIMCAHBI PE3YIbTATHI
niedenus 212 maruentos: 97 (46 %) Myx-
cxoro nosa 1 115 (54 %) — JKEHCKOro.

Kpurepuu OLE€HKH: KOTHYECTBO
MAIIMEHTOB, MOJ, BUJ MATONIOTUN CIIVH-
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HOI'0 MO3T4, BUJ] CAKPATIHON areHe3nH,
Ha/mure eopMaluy T03BOHOYHHKA,
CONYTCTBYIOM[AsSl MATOJIOTUS, TIPOBE-
JIEHHbIE OTIEPAIMU U UX OCTIOXHEHNS,
PE3Y/IBTATHL

Pe3yiabTaTs!

O6was ungopmayus

U ecmecmeerHoe mederie

13 212 onmcanHbIx manueHTos 29 (14 %)
umenu CKP B coueTanuu ¢ OTKPBITH-
MU A€(EKTAMHU HEBPANLHOIN TPYOKH
[5, 6], 183 (86 %) — 3aKpbITBIE (POPMBI
CKP (2, 5-29] (rabm. 1). Temmucakpym
(Renshaw I, Pang IV THIIBI CaKpaIbHON
areHe3nn) omucan y 66 (31 %) marueH-
TOB, YACTUYHAS ATCHE3UA KPECTA HIDKE
S; (Renshaw II, Pang III) -y 95 (45 %),
TOJTHAS CAKPATbHAS WX JIOMOOCAKPAIIb-
Haa arenesud (Renshaw -1V, Pang I) —
v 51 (24 %). CUrapoBHIHBII KOHYC CIIUH-
HOTO MO3ra BCTpETHica B 26 (12 %)
CIy4aax, (PUKCAIUA CIUHHOTO MO3Ta
Ha (POHE 3AKPHITOTO AE(PEKTA HEBPATIL-
HO TPYOKH — B 42 (20 %), CHHAPOM
KyppapuHo (KaK MUHMMYM 2 U3 CIl€-
AVIOMYUX TIPU3HAKOB: aT€HE3HA KPECTII,
NPECAKPATbHASL MACCA ¥ AHOPEKTAIbHASA
Masbpopmartust) — B 16 (8 %), VACTERL-
acconmanuA (KaK MUHUMYM 3 U3 005134-
TEJbHBIX PU3HAKOB) — B 11 (5 %), cupe-
Homend — B 3 (14 %).

B Tpex cy4anx MalueHTs ¢ CHHAPO-
MOM KyppapuHO nepeHecIn CIOHTaH-
HBIE OCTPBIII MEHUHTHUT U HHTPAJYPAIb-
HbIE A0CLIECCHI C MOABIEHUEM TTapaIape-
3a[9, 16, 18].

Iuaponedanug onucana 8 15 ciy-
924X, B OCHOBHOM Ha (DOHE OTKDPBITBIX
A€(EKTOB HEBPATBHON TPYOKH (TA0TL. 2).
Jedopmaiiny NO3BOHOUHUKA BKIIOYAIN
B ce0d CKOMMO3 (84 MALMEHTA) U IATO-
JOTUYECKUi Kno3 (39 manueHToB).
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V 41 nauyienTa 66112 TATONOTHS OEAPEH-
HBIX CYCTaBOB, y 16 — KOJIEHHBIX, y 62 —
TOJEHOCTOIHBIX CYCT4BOB U JiehopMa-
LS CTOIL, Y 25 — 3HAYKMTE/IbHAS PA3HULA
B [JINHE KOHEYHOCTEN. AHOPEKTAIBbHBIE
AHOMAJINY, BKIIOYAIONINE B CEOS aHAb-
HYIO TPE3UIO ¥ CTEHO3, GBLTH Y 09 Taru-
€HTOB, AHOMAJIUY MOYETIONOBOHN CHUCTE-
MBI — y 01, aHOMaIMH ceppa -y 15.

Xupypauueckoe seuerue

BonpmuHCTBO marnueHToB ¢ CKP
MEPEHECN CIEAYIOMUE XUPYpruye-
CKHM€ BMEIIATENIbCTBA HA IO3BOHOUHU-
K€ U COUHHOM MO3Te€: Ie(pUKCAIUIO
CIIMHHOTO Mo3ra [19, 20, 30], 103BOHOU-
HO-TA30BYI0 (DUKCAUIO, KOPPEKIUIO
KPECTLOBO-TIO/IB3/JOMHON AUCIOKAIUN
WX KOPPEKIUIO Ae(hOPMALUH T103BO-
HouHuKa [11, 21, 23-20, 30, 31], ra-
CTUKY BPOXKIEHHON CIIUHHO-MO3IOBOM
I'PBIKH [5, 6], INTACTUKY TEPMHUHATBHO-
IO MEHHHTOLIENE WU YAANEHUE TIpeca-
KPaJIBHOTO OOBEMHOTO 00pa30BaHus [9,
16, 28, 29).

W3 conyrcTByIOIUX OlEpannil
BBIIIOJHANNA KOPPEKIHUIO AedopMa-
LW HIDKHUX KOHEYHOCTeR [21, 23, 24,
31], KOMOpeKTaIbHBIE OTeparut [5, 6,
8, 9, 20, 28, 31], onepaunu Ha ypore-
HUTAIBHO cucteme [5, 6, 8, 9, 19, 20,
28] u Ha cepare [2, 5, 6, 8, 10, 28, 31]
(Tabsn. 3). Hu oHOI onepanuu 3a nepu-
Of1 HAOMIOICHUS HE ObUIO OMUCAHO TOJb-
KO Y Y4EThIPEX MALUEHTOB U3 212.

B nepBbie IHU KU3HU MAITUEHTAM
¢ CKP BBIIIONHANN CIEAYIOMUE Olepad-
WX TUVIACTUKY BPOXK/JCHHON CIUHHO-
MO3T'OBO I'PBIKU C JIMKBOPEEH U KOJIO-
PEKTAIBHYIO XUPypruto. Bropoit nunu-
€l UM ONEPALUY IIPY TUAPOLehanuu
(B IIEPBBIE MECALIBI JKU3HU Y MAIUEHTOB
C OTKPBITBIMU CIIMHATBHBIMU IU3padu-
SIMH), KUCTO3HBIX (POPMAX MEHUHIO-
MHUENO- WU MEHUHTOIENE 6e3 JHK-
BOpeU (OOBIYHO B TEUEHUE MEPBOTO
roga xusHu). Ilocne roga nposoju-
JI1 BTOPUYHYIO KOJIOPEKTANBHYIO ILId-
CTUKY, PEKOHCTPYKIIMIO MOYEBOTO
Iy3bIPA U ypeTphl. OpPTONEANYECKHE
ONlEpaALUU U AePUKCATUIO CIUHHOTO
MO3T'd HAYMHANN BBIIOJHATD C JIBYX-
JIETHETO BO3PACTad U HPOJOJIKAIH,
KaK NIPABUJIO, JIO 3aBEPIICHUS AKTUBHO-
ro pocra. [Tocne nmybeprara nHPOpMa-
1Y 006 ONEPANUAX B JIUTEPATYPE MAJIO:

CPEIHMUIT BO3PACT HA MOMEHT OKOHYAHHA
HabmopeHus — 170 mec. (14 ner).

Ocnoocrenus

KonnuecTBo ONUCAHHBIX OCTIOKHE-
HUI TIPY AEPUKCAIAN CIMHHOTO MO3-
ra npu CKP OTHOCUTENBHO HEBEIUKO
(onucano 70 mponeayp AcpUKCAINU
npu CKP B 12671. 3): Gills et al. [12] onm-
CAIM BCEro 6 OCTIOKHEHMUI, 2 HMEHHO
IPOOJIEMBI C 31KUBICHUEM PAHBL, PaHE-
BYIO JINKBOPEIO U PAHEBYIO HH(EKIIUIO.

Haunbonpmee KOMU4ECTBO OCIOK-
HEHUI BO3HUKAJIO NOCJIE ONEPAUN
Ha [IO3BOHOYHUKE U KpEeCTLE (Ta0uL. 4):
47 ocnoxuenutt nocie 109 onepauuii [5,
0,8,10-15, 20, 21, 23-27, 32]. Haubonee
YACTBIM OCTIOXKHEHUEM ObLIA HECOCTOS-
TEJIBHOCTb KOCTHOTO 0JIOKA, OCOOEHHO
IPY NTOJHOU ATEHE3UN KPECTLA U are-
HE3UH TTOACHUYHO-KPECTIIOBOTO OTJE-
na - 18 (54 %) cny4aes, 3aTeM UH)EK-
1A 06/1ACTH XUPYPTUIECKOTO BMEMIA-
TenbCTBa — 10 (30 %) cny4aes, paHeBas
Jmxsoped — 3 (9 %) ciyvas, Apyrue npo-
fIeMbl ¢ 3UKUBICHIEM PaHbl — 2 (6 %)
CITyYas.

Pesynvmamol 1everis

JlaHHBIE O (PYHKIIMOHATBHOM CTaTyCE
(FIM/weeFIM) nauuentos ¢ CKP npeg-
crasiensl Baleoglu et al. [5] B 2016 T,
OHH CPABHWIX (DYHKIIIOHAJIbHBIY CTATYC
cpemy 38 manueHTos ¢ CKP B coueTanun
C OTKPHITBIMU CTMHAILHBIMU AU3pAPUs-
MU ¥ 32KpbITHIME (popmamu CKP: B cpeai-
HeM B Bospacre 10 sier FIM cocrasun 92
1 109 COOTBETCTBEHHO.

[1o JaHHBIM JIMTEPATYPEI, OOMBIIKH-
CTBO MAIIUEHTOB C ATEHE3UEN KPECT-
I1a B UTOTE XOJWINA CAMOCTOATENBHO
WK C NOMOIIBIO NPUCTIOCOONEHNN —
118 (67 %) u3 176 ONUCAHHBIX CIy4a-
€B, 4 MEHBIIMHCTBO U3 HUX HE MOIJIO
xoauTh — 58 (33 %) u3 176 (rabn. 4).
JlocTaToyHo vacro y manueHTos ¢ CKP
TIPY JIEYEHNH BCTPEYAETCA YAYUIMIEHUE
(PYHKIMY HIDKHUX KOHEYHOCTEH U KOH-
TPOJIb HAJT MOUEHCTTYCKAHUEM.

Ha ocHOBaHMM aHATU32 TATEPATYPHI
MOZKHO CJIETIATh BBIBOZ O TOM, YTO Oosiee
HOJIOBUHBI 00MbHBIX ¢ CKP umenu Heit-
POreHHbII MOUEBOM Iy3bIPb, HEAEPKA-
HUE MOYH WIH CTPA/JAI XPOHUYECKON
MH(EKINEN MOYEBBIBOAAMNX MYTEH
(121 (67 %) u3 onucanubix 180; 1671 4).
Hezep:xanue Kana Wi 3amopsl BCTpe-
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YAIMCh PEXE, B OCHOBHOM Y OOJIBHBIX
C OTKPBITHIMHU A€(PEKTAMU HEBPAILHON
TPpyoKu B codeTanuu ¢ CKP wm y 6071b-
HBIX [IOC/IE KONOPEKTATBHBIX ONEPALIHIT
(68 (46 %) u3 148 onMCaHHBIX; TAOL. 4).

XpoHUUYECKUE HOJU B HOTAX WIH CIIU-
He 11pu CKP peaxo ONUChIBAINCD Y IETEH,
OOBIMHO OBUIN Y B3POC/IBIX MAIUEHTOB [8,
12,18, 22, 20].

B npoaHanusupoBaHHBIX UCTOYHU-
KaX IIPECTABICHO 7 CIy4a€B YMCTBEH-
Hout orcranoctu npu CKP, nourn Bce
I10 HEU3BECTHBIM IIpUuKHaAM [8, 9, 17].

00cy:xaenne

Imuonozus CKP

B pane uccinenoBaHuil ONMUCAHBL IPEA-
NOJIOKUTENbHBIE MOAUDUIIIPYEMBIE
TPUITEPHBIE MEXaHU3MBI pasBuTus CKP:
BBICOKHE JI03Bl PETUHOEBON KUCIOTHI,
THIEP- U TUMOIIMKEMUS, THTIOKCHS, PU-
MEHEHUE CTUMYJIATOPA JU3TUIIPONOH
THAPOXJIOPH/] 1 TOPMOHAJIBHBIN /IUCOA-
JaHC [4]. Harpumep, OAHO U3 UCCIEA0BA-
HUM 1OKa3a10, uto CKP nmeer pacnpo-
crpaneHHoCTh 1 : 10 000 sxuBOpOKAEHNH
B 06meit monyasnuy U 1 : 350 y mate-
peit ¢ TeCTAIMOHHBIM CAXapPHBIM JIMa-
6eToM [4]. Taxxke B ITEPATYpE ONMCAHA
areHe3us KPeCTijd P XPOMOCOMHBIX
a0€eppanyx, HAIPUMeEp, NIPH JIENCINN
8p11.2, neneryuu 7q306 [33, 34], Ayrumka-
i 3q20.32-q27.2 [35], Tpucomun 19q
U MOHOCcoMuH 7q [13].

[Ipu cungpome Kyppapuno Hau-
JE€HA CBA3b C MyTauuaMu B reHe MNXI.
AHANMM3UPYs ONMMCAHHBIE CIYYaU CHUH-
ApoMa KyppapuHo, CrefiyeT OTMETHUT,
YTO B OOJIBIIMHCTBE CTYY4€B OH BKJIO-
9aeT B €O AreHe3nI0 KPECTIA HUKE
S, mepeHui IeeKT KPECTiia ¢ mpeca-
KPATbHBIM 00PA30BaHUEM (MEHUHIOLIE-
JIe, TEPATOMA U JIp.) C (PUKCALMEN CIIMH-
HOTO MO3ra AUCTANbHBIMH JIUIIOMAMA
¥ aHABHBII CTEHO3/aTpesuio [9, 16, 28,
29]. Ponurenm JO/DKHBL OBITH TPOUH(OP-
MHPOBAHBI BpAYOM O BO3MOKHOM 4yTO-
COMHO-/JOMUHAHTHOM THUIIE HAC/IE0BA-
HIA B CJIYYAX HAINYWSA IPU3HAKOB Y HUX
WK UX pedeHKa cunpoMa Kyppapuso.

Jlpyrue TeHbl, MyTaluu KOTOPBIX
MOTYT OBITh OTBETCTBEHHBI 34 (POPMUPO-
BAHUE KAy IbHON arenesun, — VANGLI,
HOXD13, CDX2, TBXT u PTEN [30, 37).
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Bapuantsl VANGLI BeayT K BOSHUKHO-
BeHUI0 cuHapoma Knunnensa — Qeng
B coueranuu ¢ CKP [38]. B nmurepaty-
pe OIKUCAHO COYETAHHUE ACCOLUALIUU
VACTERL (Hannuue Kak MUHUMYM TPEX
AHOMAJIHIL: TIO3BOHOYHHKA, aHOPEKTAIIb-
HOT'0 IIOPOK4, [IOPOKA CEPALIA, TPAXEOIIH-
IIEBO/JHON aHOMAJIMH, aHOMAJINY TTOYEK
1 koHegHocteit) ¢ CKP [39, 40].
Xupypeuueckoe seueriue CKP
[TocnefoBaTeNbHOCTD BHIIOMTHEHHA
OIEPAINI TIPU Pa3MNYHBIX (popmax CKP
BIIOJIHE ICHA. B IIEPBYIO OYEPE/b BHITION-
HAIOTCA ONEPALUU I IPEAY-TIPEKIE-
HUSA KU3HEYTPOKAIOMUX OCTOKHEHUH.
Hanpumep, paHHAA INACTHKA CITUHHO-
MO3TOBBIX I'DBIK C JINKBOPEEH BBIIOJHSA-
€TCA B TIEPBBIE CYTKY KU3HU U HAIIPAB-
JIEHA HA TIPEJOTBPAICHIE MCHUHIUTA,
a OlepALMH TI0 TIOBOJY dHAJILHOM aTpe-
3UM TIPEAOTBPAIIAIOT BOSHUKHOBEHHUE
KHIIEYHOH HEMPOXOAUMOCTH U TIEPUTO-
HUTA B IIEPBBIE CYTKU JKU3HHU.
Brinonuenne paHuey npogpuiakTu-
YECKOM JIe(PUKCAIAY CTIMHHOTO MO3Ta
ABJIAETCA JUCKYTAOEIBHBIM BOIIPOCOM,
TaK KaK PaHHHUE NPOPUIAKTHUECKUE
BMEIIATENbCTBA (6€3 CUMITOMOB (PHK-
CHPOBAHHOTO CIIMHHOTO MO3T'd) MOTYT
IPUBECTU K HEOOXOAMMOCTH NOBTOPHOI
Ollepaly B OYAYIIEM C MOBBIICHUEM
pHCKa OCIOKHEHUH. PasymMHee nozo-
JKAATD 10 BO3PACTA 2 JIET, KOTIA MOXHO
OLICHUTD, €CTh JIU ¥ PEOEHKA TPYAHOCTH
C CHJICHUEM, HEBPOJIOTUYECKUE U YPO-
JOTUYECKUE HAPYIIEHUA, IPOTPEC-
cupyomas aepopmanus N03BOHOY-
HHUK4, KOTOPasd TAKKE MOXKET BO3HU-
KaTb U3-32 (PUKCAIINY CIIMHHOTO MO3T4.
VCKTI09eHUAMH U3 3TOTO NPABUIA
ABJAIOTCA NIPECAKPATBHOE 00BEMHOE
o6pasosanue [9, 10], IpU3HAKK HEll-
PO3HTEPAIBHOTO XO/IA WUJIN KUCTBL, JIEp-
MOW/IHBIE KUCTHI U JAEPMAJIbHBIN CHHYC
[18], TOHKMIT KOKHBII IIOKPOB MEHUHIO-
[UCTOLENE WIH MUEIOMEHUHIOIIUCTO-
1eJIe C BBICOKUM PHCKOM TPaBMATH32-
WY ¥ IMKBOPEH, IPOTPECCUBHBII POCT
MEHUHTOIUCTOIEIE U MUETOMEHVH-
TOIIUCTOLIENE — BO BCEX ITUX CIYYaax
OlEpaLsA PEKOMEHAYETCA K BBINOJIHE-
HHIO B IIEPBBIE MECALIBI JKU3HHU.
Ocnoncrenus
B nenoMm KOMHMYECTBO ONEpanuil
10J OOIIEN aHECTE3UEH Y ITALIUEHTOB

¢ pasnmuaHbIMU (popMamu CKP B TedeHne
’KM3HU JIOCTATOYHO OOJBIIOE. BBIXOAOM
U3 CUTYALIMN MOKET CTaTh UX COKpaIIe-
HUE 32 CYET BBIIOJHEHNA OTIEPALIVIL /A
B OJTHOM WIX TpHU B OFHOM. HO, KaK 1oKa-
3414 TIPAKTUKA, TAKOU TOAXOJ, CBA3dH
C BBICOKMM PUCKOM OCJIOKHEHUI [41].

Eme ofHUM NpOONEMHBIM MOMEH-
TOM ABJIAETCA yyeT oCNoXHeHul. Cro-
UT JIN PACCMATPUBATh KK OCJIOKHEHUE
IPOTrPECCUPOBAHKE AE(POPMALIUY TIO3BO-
HOYHMKA BBHIIIE YPOBHA HHCTPYMEHTA-
AW WIN TIPOIPECCUPOBAHUE Jie(hopMa-
VM HWKHUX KOHEYHOCTEN TIOCIIE OPTO-
NEANYECKUX BMEMIATENBCTB, BTOPHYHYIO
(PUIKCAIHIO CIIMHHOTO MO3T'a MOCIE TITac-
THKH OTKPBITOTO AE(PEKTA HEBPAILHON
TPYOKH, OBTOPHYIO (PMKCATIUIO CIIUHHO-
IO MO3r'a IOCTIE NIEPBUYHON JIEPUKCALINH,
AHAJIBHBIN PECTEHO3, TPEOYIOMMIA JIIa-
TALMY [OCIE AHOPEKTOILIACTUKY? Bepo-
ATHO, BCE 3TU COCTOSIHUA CTOUT PACCMA-
TPHUBATb KAK OCTOKHEHUSA, TAK KaK IPH
HAJYIEKAIIEM JOKYMEHTUPOBAHUY (BUJ
AHOMAJINHU, BUJ U OCOOEHHOCTH, BO3-
pacT Ha MOMEHT NEPBUYHON ONEPALIN)
3TO MOXET IIOMOYb BBIABUTH (DAKTOPBI,
IPEAPACIONATAIONMHNE K TTOBTOPHEIM
OIEPALUAM.

Pesynomamat Jevenus u ecmecmeen-

Hoe meuenue 3a001e6aHUSA

Eme pa3 CTOUT TOAYEPKHYTL HEOO-
XOJIUMOCTb PAHHETO XUPYPIUUECKOTO
JieueHUs O0JIbHBIX C 3AKPBITHIMU (hOpMa-
mu CKP B COUETAHNY C IPECAKPAILHBIMU
0OBEMHBIMU 00PA30BAHUSIMU, TIOJ03PE-
HUEM Ha HEUPOIHTEPOIHTEPAILHBIN XOF
WU KUCTY, IEPMOUJIHYIO KUCTY WIH JIEp-
MAJIBHBIM CHHYC, TdK KaK B TPEX CIy4a-
AX B IUTEPATYPE ONUCAHBI CIOHTAHHBIE
OCTPBIFI MEHUHTUT U UHTPAAYPAILHBIE
a0CIeCCH C MOABNIEHUEM MTaparapesa [9,
16, 18].

Y manuenros ¢ CKP seuenue npu-
BOAUT K YIY4IICHUIO (DYHKITMOHAJb-
HOTO CT4TyCa, XOAbOBI ¥ YPOTOTUIECKUX
CHMIITOMOB. OTO NOJYEPKUBAET BAX-
HOCTDb CBOEBPEMEHHOTO JIEYEHUS OOJb-
HBIX C HEMPOXUPYPIUUECKUMU U OPTO-
NEAMIECKUMH TPOOIEMaMu. PaHHAA 1BU-
raTenpHasd peabUINTANNA U JedeOHad
(PU3KY/IBTYPA, CBOEBPEMEHHOE OPTOIIE-
JYECKOE 0OECTIEYEHNE UTPAIOT BAKHYIO
pOJIb B IIPOLIECCE TIOATOTOBKHU JIAHHOM
T'PYILIBL AETEN K B3POCJION XKU3HH [3, 42].

28

Yponoruyeckue pacCcTpoucTsa
npu CKP MOTYT OBITh BBI3BAHBI (DUK-
CHPOBAHHBIM CIIMHHBIM MO3TOM, HEJIO-
Pa3BUTHUEM MO3TOBOIO KOHYCA, MUEJIO-
AUCIIA3UEN, CONYTCTBYIOIUMU YPO-
TEHUTAIBHBIMA OPOKAMHU PA3BUTHA
U TUIOIIIA3UEN HEPBOB, OTBETCTBEHHBIX
32 KOHTPOJIb MOYEUCITYCKaHUs. Becem
getam ¢ CKP pexomenpyetcsa Habmoze-
HHE Y YPOJIOrd, IEPUOSUIECKOE YPOIHU-
HAMUYECKOE UCCTIE0BAHME U Y3 mouek.

Hepepxanue Kajaa HIU 3aIO0P
npu CKP MOTYT GBITb BBI3BAHBI AHAJIb-
HBIM PECTEHO30M, 60/IE3HBI0 [MpImpyH-
T4, OTCYTCTBUEM MHHEPBAIMU XBOCTOBO-
IO OTZENA TONCTON KULIKU (COYETAHUE
¢ CKP ONnuUCHIBAETCA PEAKO), HO TAKKE
OHH MOTYT OBITb IIPOABNEHUEM CHHJPO-
M4 (PUKCALAY CIIMHHOTO MO3Td, U B JIUTE-
paType OIUCAHO YIY4IIEHNE IIOCJIE IIPO-
LE/IYPBI AEPUKCAINL.

XpOHMYECKUE GOMH B CIIMHE U HOTAX
MOTYT BO3HHUKATD y mauueHToB ¢ CKP
BCJIEACTBUE CUHAPOMA (PUKCUPOBAH-
HOTO CNAHHOTO MO3Ta, Ae(OpMaIun
[IO3BOHOYHUKA, T03BOHOYHO-KPECTLIO-
BOU HECTAOMILHOCTH, Ie(POPMALAIL HOT
Y HEPABHOMEPHOU HATPY3KH HA CyCTa-
BBL Yame 60711 BO3HUKAIOT C BO3PACTOM.
[Tpy M30MMPOBAHHON GO ONTUMAILHO
HAYaTh JICYEHUE U OOCTIEAOBAHNUE C KypCd
06€300/MBA0MUX (B TOM YHCIE rada-
NEHTUHA, KIOHA3ETIAMA).

JIpyryM 3HAYMMBIM CUMIITOMOM SBJIf-
€TCA YMCTBEHHAA OTCTANIOCTD, KOTOPAs
MOET BO3HUKATb Ha (POHE TMIIOKCHYECKH-
UIIEMAYECKOTO NOPAKEHNS TOTOBHOTO
MO3I'd, TEHETUYECKHX MYTALMI 1 APYTHX
(hAKTOPOB TOKCUYECKOTO BOZ/ICHCTBUSA
Ha IJIO7] ¥ HOBOPOKICHHOTO. KOrHUTHB-
Hbl€ HAPYIICHUA BAUAIOT HA (DYHKIU-
OHAJIbHYIO HE3aBUCUMOCTD U YCIIEBAE-
MOCTB, TO3TOMY UX TAKKE HEOOXOUMO
VYUTHIBATD U KIMHUYECKOI OIICHKE
U TUIAHUPOBAHUN XUPYPIUYECKOTO BME-
IIATEBCTBA YT YIYIIICHUS PE3YIBTATOB.

3axki1roueHue

[TatimeHTaM € BbISIBIEHHOI areHe3nexn
KPECTIId WU NOJJO3PEHUEM Ha areHeE-
3UI0 KPECTIA BHYTPUYTPOOHO HEOOXO-
JUMO NIPOBECTH XPOMOCOMHBII aHAJHU3,
4 TAKKE d4HAINM3 HA CJIEAYIONYE TCHHBIE
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myrauun: MNX1 gene, VANGLI, HOXD13,
CDX2, TBXT n PTEN.

B crygaax poxaenus 60mHOro ¢ CKP
B IIEPBYIO 0YEPE/b HEOOXOAMMO BBITION-
HEHUE ONEPANUN I IPEAYIPEKTE-
HHSA KU3HEYTPOKAIOMUX OCTOKHECHUM:
PaHHAA IUIACTHKA OTKPBITBIX IE(DEKTOB
HEBPAIbHON TPYOKH C TUKBOPEEH U OTE-
panyy o MOBOJY AHANBHON ATPE3NH
(nepsble CYTKM XKU3HU). YPOJIOruYe-
CKHE U KAP/IMONOTUYECKUE BMEIIATENb-
CTB4, YJAIEHUE TIPECAKPAIBHBIX 00pa-
30BAHUH, ONIEPALIUY I10 [IOBOJY HENPO-
SHTEPOIHTEPANBHBIX XOJ0B WX KHCT,
yAAIECHUE AEPMOUJHBIX KUCT U Jiep-
MAJIBHBIX XOJIOB — BO BCEX 3TUX CTy4a-
AX ONEPAINI PEKOMEHYETCS B TIEPBBIE
MECAIIB KU3HU. BHIIOMHEHUE PAHHEN
NPOUIAKTAYECKON AE(PUKCAIHN CTTUH-
HOTO MO3T' ABJAETCH AUCKYCCHOHHBIM,
PaHHHE BMEIIATENbCTBA MOTYT NPH-
BECTH K HEOOXOAUMOCTH NMOBTOPHBIX
Olepanuil B OYAYIEM C IOBBIIEHHBIM
PHUCKOM OCNIOKHEHUH. OPTONIEANYECKAE
OIEPALMY ¥ OTIEPALIUH 10 ACPUKCAIUN
npu CKP crour npoBojuTh He paHee
2-JIETHETO BO3PACTA pEOEHKA. PUCKOBAH-
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